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Cronapesny E.A., n.M.H.,, Bpau-maronoroaHaroM, MOCKOBCKUII TOpPOJCKONM HAyYHO-IPaKTUYECKUI
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PUHOCUHYCHUTA...
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O.A. Epemiko, C.C. Bazankuna, H.H. Mypamkun, C.I. MakapoBa, A.A. TanumoBa,
JI.C. CotHukosa, P.JI. Mycra¢pun, B.M. VBanosa, 3.A. AGamupse

OBOCHOBAHME

BponxuanpHas actma (BA) — rereporenHoe 3aboneBaHie, XapakTepyusyeMoe BapuabdeTbHo
OpOHX000CTPYKIMeElT, B OCHOBE KOTOPOIL JIEXKUT XPOHNYECKOE MUMMYHHOE BOCITa/IeHIe IbIXaTebHbIX
Iy Tell, KIMHWYEeCKU HPOsBIAIoNeecs KallleM, OIBIIIKOI, CBUCTSIMMY XPUIIAMI 1 3aTPY/HEHN -
eM ppixaHus [1]. CoracHO JaHHBIM 3MNEeMIOIOTYECKOTO MCC/IeOBAHMS, PACIIPOCTPAHEHHOCTD
BA B Poccniickoit @epepanyy cpeny geTeil M MOAPOCTKOB cocTasiseT 10% [2]. YV 6onpummHcTBa
NAIJEeHTOB, VIMEIOIMX OITUMAIbHYIO IPUBEPKEHHOCTDb U COOTIONAIONMINX TeXHVKY MHTAJIAIIA,
cMIITOMBI BA XOpOLIO KOHTPONMPYIOTCS MHTAMALMOHHBIMM ITIOKOKOPTUKOMJAMN, Ha3Hadyae-
MBIMM B BUJIe MOHOTEpAIVMM WIV B COYETAHMM C JUIUTETbHO JIeVICTBYIOIIVMMU [3,-aTOHUCTaMU
VI/VUIV aHTU/IEVIKOTPYEHOBBIMM Npernaparamu. OfHaKo y yactu jeteii (5-8%) BbIAB/IACTCA TPyAHAA
IJIs1 HOCTVDKEHUSI KOHTPOJISA Haj cuMmntToMamu BA, npunumaromas tsokénoe tedenue [1, 3]. Takne
HALMeHTHl MMEIOT BBICOKYIO YaCTOTY O0OCTPEHMIT ¥ TOCIUTAIN3ALNII B OTAE/ICHNA peaHVMAaIN
VI UHTEHCVBHOI Tepanuy, IIpy 3TOM JIeTaIbHOCTh Ipu BA Ha QoHe IpoBeneHNs NCKYCCTBEHHON
BEHTU/IALNY TETKUX COCTABIAeT oyt 7% [4, 5].

CornacHoO JaHHBIM HAy4YHOU UTEpaTyphl, KOMOMHauysA BA M IOMMIO3HOTO PMHOCUHYCHTA
(ITPC) sBnsieTcst MPeRUKTOPOM Oojiee TsDKENIOro TedeHus 3Tux 3aboneBanuit [6]. IlonumosHsrit
PVHOCHHYCUT XapaKTepus3yeTcsi 00pasoBaHMEM U PeLVVBUPYIOIIMM POCTOM IIOJIUIIOB, SBJIA-
ACh Hambosee THKENO GOPMOII Cpefiut BCeX CMHYCUTOB. DHIOCKONMMYECKas MOMUCUHYCOTOMMUA
B COYETAaHUN C TOMMYECKNMH ITTIOKOKOPTUKOUJAMY 1 aHTU/IEIKOTPUEHOBBIMM IIperapaTaMiu CIio-
COOCTBYeT JOCTVDKEHUIO KOHTPOJIA HaJ, 3a0ojieBaHMeM, HO Y MHOIMX HAlMeHTOB HaOJIIOfjal0TCA
peunayBbl monunosa [7]. Pemkas BcTpeyaeMOCTh Ha3a/lbHBIX IIO/IUIOB Y JieTel, COCTAaBIIAIOIAsA
He 601ee 0,1% cpeny Beelt e TCKOI OMY/IALINY, 3aTPYAHACT M3yYeHNe STHOIOTMYECKIX TPUTTEPOB
Y TIATOT€HEeTUMYECKVX MEXAaHNM3MOB Y JJAHHOJ KaTeropyuy IMaIyeHToB [8], B cBA3M C 4eM B Iepu-
aTpUYeCKOl IpaKTUKe CYIIECTBYeT OIpaHMYeHHOE KOMNYECTBO OJOOPEHHBIX METOJOB JIeUeHNUs
ITPC ¢ poxasanHoM 9 PeKTUBHOCTDIO, @ PopMBI 3ab0meBaHNsA, pePpaKTepHbIe K TPaUIIVIOHHBIM
MeTOJjaM TePAIny, CHIDKAOIMe Ka4eCTBO )XI3HY U IIPUBOASALINE K MHBATUAN3ALMN, IPEACTABIIA-
10T 0c00yI0 pobIeMy.

Ha ceropgHsamHmii feHb HAKOIJIEHO JOCTATOYHOE KOMMYECTBO [JAaHHBIX O IIATOreHeTude-
CkMx MexaHusMmax DA y pereit m xomop6bupHoM TedeHuy BA m IIPC y B3poC/IBIX HanyeHTOB.
I[Ipennonaraercs, 4To MexaHM3Mbl pOPMIUPOBAHIS Ha3a/IbHBIX IIO/IUIIOB Y JieTell MaIo OT/INYAI0TCSA
OT TaKOBBIX Y B3pOC/bIX ManueHToB [9]. Hanbonee yacTo B 0CHOBe maroreHesa JaHHBIX 3a00/eBa-
HMIL JIOKUT BOCIIA/IUTE/IbHbII MIMMYHHBII OTBET 2-TO THUIIA, IPUBOJAIINI K aKTUBaLM T-Xe/mnepos
2-ro tuna (Th2) m BpoxpéHHbIX MMMpONAHbIX KreToK 2-ro Tnma (ILC2), BeIcBOOOXAAarOIMX
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T2-1MTOKMHBI, K/TI0YEBBIMM CPeY KOTOPBIX ABIsA0TCA nHTepeiikuubl (VJT) 4, 5u 13 [10]. Tannbre
VIHTEPJIEVIKVHBI, CIIOCOOCTBYS IepeKIdeHNi0 B-mMponuToB Ha CMHTe3 UMMYHOINIOOYINHOB E
(IgE), murpanymu 303MHO(UIOB B TKaHU C MX MOCIEAYIOUINM PEeMOJENTNPOBAHUEM, ONOCPEAYIOT
KIVHUYECKVe CUMIITOMBI 3a00/IeBaHMII BEPXHUX VI HVDKHMX JIBIXaTe/IbHBIX Iy Telt [11].

BHezpeHne B IpakTUKy OMOIOTMYECKMX IIPEIapaToB, OJIOKMPYIOLINX OCHOBHbIE B GOpMM-
poBaHun T2-BocmazneHus LOUTOKUHBI, OTKPbUIO HOBble BO3MOXKHOCTY B JOCTVDKEHUM KOHTPOJIA
HaJ TsDKEmoit s03nHOdunbHOI BA 1 T2-accounnposannpim ITPC. Jymnnymab — peKoMOMHAHT-
HOe 4Ye/IoBeYecKoe MOHOK/IOHanbHOoe aHTuTeno IgG4, 6nmokupylomee nepefady curianos MJI-4
u VJI-13, aBnsieTcst ogHuM U3 Hanbonee 3gpbeKTUBHBIX IperapaTtoB B TepaIny JAHHBIX aljIepri-
JecKkMx 3aboseBaHuil. Pe3ynbTarsl ByX MHOTOLICHTPOBBIX PaHJOMM3MPOBAHHBIX [IBOVHBIX CIe-
IIBIX IUTale00KOHTpOmpyeMbIx uccnenoBanuit 111 gasel B mapamnenpubix rpynmnax (LIBERTY NP
SINUS-24 n LIBERTY NP SINUS-52) noxasany, 4To IpuMeHeHNe AyIuayMada CHIKAIO0 KOJIM-
4eCTBO TsDKENMBIX 060cTpeHuit bA, MpuBOAMIO K YCTOMYMBOMY YAy4LIeHUIO QYHKIMU JETKUX,
YMEHBIIAJIO MOTPEOHOCTh B HEOTIOXKHOM IIpMMEHeHe KYPCOB CUCTEMHBIX ITTIOKOKOPTUKOV/IOB
VUYL XMPYPTUYECKUX BMEIIaTeNbCTBAaX Ha MPUAATOYHBIX 1Ta3yxax Hoca [12, 13]. Jymunymab opo6-
peH ms nedenus BA y merteit B BospacTe ot 6 et u crapire. Hasnauenne gymmnyma6a npu [TPC
BO3MOYXHO TOJIBKO Y B3pOC/IBIX (C Bo3pacTa 18 ntet) [1, 14].

B poccuiickux MCTOYHMKAX OTCYTCTBYIOT OIYO/IMKOBaHHbIE JaHHbIE O Ha3HAUYEHMM TYIVITY-
maba npu BA u conmytcrBytomem ITPC y peteii. B 3apy6e)xHol muTepaType OmicaH OfuH KIVHU-
4eCKMil CJTy4ail yCIIeLTHOTO JIeYeHNA OApocTKa ¢ Tskénoit BA u ITPC, xkotopomy gynmmrymab O
VMHUIMMPOBAH IO 1mokKaszaumo BA [15].

Hwuskas pacnpocrpanénnocts bA B coueranmu ¢ IIPC y pmereit, Tskénoe TedeHne 3abo-
JeBaHysA, 00YC/IOBIEHHOE KOMOPOMIHOCTBIO BOCIIAIUTE/IbHBIX IPOIECCOB, a TAKXKe CKYLHOCTDb
OIyO/IMKOBAHHBIX JAHHBIX J€NMA0T KaXKAbI KanHndecknit caydart BA u ITPC B neguaTpuyeckoit
IMpaKTUKe YHUKA/JIbHBIM M AaKTYaJIbHBIM [/ JIETCKUX a/UIepProjoroB-UMMYHOJIOTOB, OTOPUHO/A-
PMHTOJIOTOB U IIeANaTPOB.

ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' O MALIVIEHTE

Hesouka C., 11 net, mocTynmuna B oTAeneHne gepmaronoruu u annepronornu HVIV netckoii
nepmatonoruu ®IAY «HMUII 3gopoBbs feteit» Munsgpasa Poccun s o6cneoBanus, yTouHe-
HYS MarHo3a u nogbopa tepamuu. XKamo6s! mpy mocTyieHnn Ha MaoIpOAYKTUBHBII Kallle/b,
IPUCTYIBI 3aTPYSHEHHOTO [IBIXAHNA, COIPOBOXKAAeMble CYXVMMM CBUCTAIIVMI XPUIIAMU; 3aJI0-
JKEHHOCTDb HOCA, HapylleHue 0OOHIHMs; YYBCTBO paclypaHusi B 00/1acTy I71a3; yCUIeHue BbIpa-
JKEHHOCT) CUMIITOMOB U IIOKpaCHEH!e I71a3 B BeCeHHUII IIepUOL.

Anamnes musHu. Pe6EHOK OT BTOpOII OepeMeHHOCTH, IpOTeKaBIIeil 6e3 0COOeHHOCTeIl, BTO-
pbIxX usKMomOrnIecKux pomoB B cpok. [Ipu poxgennn macca tena 3200 1, gmuna 52 cM. OrjeHka
no mkane Anrap 8/9 6atos. Ha rpygHOM BckapMIMBaHUM HaXOAWIACh o 1 rofa 2 Mecs1es, Ipu-
KOPM BBEJIEH C 6 MeCALEB XU3HIL

HacnencTBeHHOCTb IO a/IeprudeckuM OOJIe3HAM OTATOLIEHA: y Marepy OpOHXMalbHasA
aCTMa, AJZIEPTUYECKUII PUHHAT.

JlomanHye ycn1oBMs YAOBIETBOPUTEIbHbIE (KMBOTHBIX, KOBPOB, IIEPbeBbIX IOAYLIEK 1 CTIe-
IOB IIJIECEHN HET).
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COBPEMEHHbI/ NOAX0A K KOMMIEKCHOW
TEPAMUN TAXKEJION BPOHXUAJIBHOW ACTMbI
M PELUWAMBUPYIOLLEIO MOJIMMO3HOI O
PUHOCUHYCHUTA...

Anamnes 6one3nu. C paHHEro BO3pacTa OTMEYEHbI a/UIepriuuecKue peakiiuy Ha HeCTepOusi-
Hble ITPOTVBOBOCITA/INTE/IbHBIE IIPENapaThl B BIje OpOHXOCIIa3Ma.

C 5 y1eT cTanu 6€CIOKOUTD SMM30/bI KAIULA ¢ OPOHX00OCTPYKTYBHBIM CUHPOMOM U 3aTPy/iHe-
HIIeM IbIXaH s, BO3HMKAIOIIe Ha (poHe npycoenyHeHN A MTHQEKIMOHHOTO Ipoljecca 6e3 MOBbIIIeHNS
TeMIIepaTypbl Te/la, KYNMPYIOLecs MHIAIILMAMMI C $,-alOHUCTaMI KOPOTKOTO AeiicTBIsA. B epnon
HaIVHALIVM JIepeBbeB SIM30/bI OPOHXOOOCTPYKIMY YYaIa/IUCh; IPUCOSANHIIIICH 3a/I0)KEHHOCTD
HOCa ¥ NOKpacHEHMe I7Ia3, Takoke OTMeYasach OfbIIIKa Ipu ¢uandeckor Harpyske. [legmarpom
B Tepanmio ObUm 06AB/IeHbl MHIAIALUY C OyZecoHUAoM B fo3e 500 MKr/cyT yepe3 HeOymaiizep
IPOJO/DKNUTENBHOCTBIO 3 Mecsna. Ha one meyenns qacTora 1 BBIpaKEeHHOCTD 3MM307{0B OpOHX000-
CTPYKILMII YMEHbIIVINCD, HO IIOJTHOTO KOHTPOJIA Hafi 3a00/IeBaHMeM JJOCTUYb He YAA/IOCh.

B 6 nmeT KoHCynBTHMpPOBaHa ajUreprojoroM. Ilpy mpoBegeHuN anneprooOcieoBaHsA BbISAB-
JIeHa yMepeHHasl CeHCMOMMM3anys K a/yIepreHaM IIbUIBIBI IepeBbeB U KiIeIlaM JJOMAIIHell MBI,
YunrteiBast KanoObl, JaHHbIe aHAMHe3a 1 Pe3y/IbTaTbl 00C/IejoBaHNs, ObUI YCTAaHOB/IEH AMArHO3:
«bponxmanpHas actMma, atronmdeckas Qopma, TsDkénoe tedeHme. [1ommmMHO3: PUHOKOHBIOHKTH-
Ba/IbHBIN CMHAPOM». HasHaueHa 6GasucHas MHTa/ALMOHHAS Tepamus IperapaToM caabMeTeport/
¢dryTukasona npommoHar (B ¢opme MynbTuAncK) B fo3e 50/100 Mkr mo 1 mHramanum 2 pasa
B fieHb. Ha QoHe y1edeHNst 0TMe4yanoch BpeMeHHOe yITy4dllIeHNe, jajiee IPUCTYIIbI BO3OOHOBWIVCH.

B 10 yieT BBUAY COXpaHSIOWINMXCSA SNMU30[0B OPOHXOOOCTPYKUMIT ¥ 3aTPYJHEHUA JBIXaHVS
IIpoBeeHa KOppeKIysA 6a3uCHOM Tepamnyi, HasHadeH ¢popmoTrepon/6byneconus B nose 4,5/160 Mxr
no 1 yHrananum 2 pasa B geHb. Ha ¢one meuenus nmpucrynsl 6eciokowm 3-4 pasa B MecAl,
COXpaHsAIach OfibIIIKa Ipy (puanmdeckoil Harpyske. B mepnon nBereHns aepeBbeB 00BEM Oasuic-
HOJI Tepaluy yABauBaJICs, IPOBOANIACH CMMITOMATUYeCKask Tepanus PUHOKOHBIOHKTUBAIBHOTO
cuHapoMma. [IposBieHns oTMeyanuch Ha poHe BBICOKOI IPYBEP>KEHHOCTI JICYCHMIO Y OTCYTCTBYS
OIIMOOK B TEXHVIKE VHTAJISALINIL.

B 10 neT B cBsA3M C BbIpa)KEHHBIM 3aTPYHEHMEM IbIXaHMs IPOBefieHa KOMIIBIOTEPHAs TOMO-
rpadusa npuparounbix masyx Hoca (KT IIITH) ¢ mocnenyromert KOHCy/IbTanyel OTOPUHOTAPYHIO-
JIOTa, yCTAHOBJIEH AMAarHO3 « XpOHMYECKIIT OIMIIO3HBI PUHOCUHYCUT». [IpOoBeieHbI ollepaTuBHOE
yAajeHye TIO/INIIOB 00eMX OCHOBHBIX I1a3yX, ABYCTOPOHHSS 9HOCKONNYeCKast OVICUHYCOTOMSL.

IIpu nocmynnenuu oblee COCTOsAHUE CPelHell CTeleHy TsDKecTu. KOXKHBI ITOKpOB 1 C/n-
3uctele 6e3 ocobeHHOCTell. [IpIxaHMe 4epe3 HOC BBIPAKEHO 3aTPY[HEHO, OOWIbHOE CIM3UCTOE
orpensiemoe. O6oHsHMEe CHIDKeHO. CyObeKTMBHO 0eCIOKOMT YyBCTBO pacHupaHus B 061acTu
r1a3. AyCKy/IbTaTMBHO JIbIXaHMe >XECTKOe, PaBHOMEPHO IPOBOJUTCSA BO BCE OTHEBI JIETKUX,
npu (GOPCUPOBAHHOM BBIZIOXE BBICTYLIMBAIOTCS €[VHWYHBIE CyXVe CBUCTSAIINE XPUIBI C ABYX
cTopoH. YacToTa AbIXaTe/lbHbIX ABVDKeHMI 19/MuH. ToHBI cepyilia 3By4YHble, pUTMUYHbIE. YacToTa
cepieyHbIX CcoKpaujeHmit 78 yu./muH. JKuBoT Msrkmit, 6esbonesHenHsii. Ousmonornyeckme
OTIIpaBJIeHUA He HapylLIeHBI.

PE3Y/IBTATBI IABOPATOPHOTO
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

Tect no xontpomo Hapj actmoit (Children Asthma Control Test, cACT) [1] 19 6amnoB
(JacTMYHO KOHTPO/NIMPYEMOe Te4eHIe).

[Ipu nmaboparopHOM 0OC/IENOBaHNMM BBIABIEHA BbIpaKeHHasA 303MHOGWIMA (190 K1./MKI),
yMepeHHOe IOBbIIeHre KoHIeHTpauuu obmero IgE (289 ME/Mi); monTBep)kieHa yMepeHHas
ceHCMOMIM3aIus K a/ulepreHaM IbUIbLBI iepeBbeB (07bXa, Oepésa) 1 KieliaM JOMallHell IbUn
(Dermatofogoides pona farine, pteronissinus).
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OueHka QyHKINY BHELITHETO JbIXaHNA BBIABI/IA yMEPEHHbIE HAPYILIEHVS IIPOXOAVIMOCTY epH-
bepuuecknx 6ponxoB. PopcupoBaHHast )KM3HEHHAST €MKOCTD JIETKUX U 00béM GOPCHPOBAHHOTO
BBIZIOXA 32 NIEPBYIO CeKyH/Y B HopMe. [Tocie mpo6sl ¢ 6poHxXOMmMTIKOM 06paTMocThb 22% (520 Mi).

[To panupiM KT IITIH BbiaBnens! npusnaku xponudeckoro ITPC (cpegHuit HOCOBOM XOf
cIipaBa CyOTOTa/JbHO OIOKMPOBAaH MATKOTKAHHBIM CYOCTPaToM C MonyceprdecKuM KOHTYpOM
pasMepoM 8x7x9 MM, IPOIAOMPYIOILMM U3 KIE€TOK PelIéTIaTOro IaOMPUHTA).

IIpoBefieHa KOHCY/IbTALVA OTOPMHOIAPUHIO/IOTrA, YCTAaHOBJIEH AVATHO3 «PelnayBupyommii
IIOJIMIIO3HBIN PUHOCKHYCUT». HasHavyeHa cuMnTomMarideckas Tepamusi. PekoMeHIOBaHa ITaHOBAs
HO/IMCUHYCOTOMUS.

' —| MMATHO3

Ha ocHoBaHMM @00, JaHHBIX aHaMHe3a, PU3MKAIbHOTO 0CMOTpPa 1 1ab0paTOPHO-MHCTPY-
MEHTa/IbHBIX 00CTIeIOBaHNIT YCTAaHOBJIEH AVarHos: «J45.0 bpoHxuanpHas acTMa, cMelanHas Gop-
Ma, TSKENOe, YaCTMYHO KOHTPONIMPyeMoe TedeHue. AJUIepruyecKuii puHUT MepCUCTUPYIOMINIA,
obocTpene. Aneprudecknii pPUHOKOHBIOHKTVBUT CE30HHBII, BHe 000cTpeHmst. CeHcnbnmmsanns
K IIBUIBIIEBBIM 1 OBITOBBIM ajUIepreHaM. PeliuiuBypyOLMINil IIO/IUIIO3HBI PUHOCUHYCUT».

— | JIEYEHUE

B kauecTBe KOMIIEKCHOIT Tepanuu ObIIM TaHbl PEKOMEHAALMY 110 COOMIOIEHNI0 HMUMITHA-
L[MIOHHOTO PeXIMa U I'MIOA/JIEPTeHHO AMEThI ¢ YYETOM IMIIePYYBCTBUTEIBHOCTY K a/l/IepreHaM
IBUIBIIBI IepeBbeB. PeKOMeHIOBaHO HpPOAO/DKNUTh 6as3ucHyw Tepamnio BA mpemapatoM ¢op-
Motepon/6yneconus B nose 4,5/160 Mxr mmo 1 mHrajsanum 2 pasa B JeHb. C LIe/Ibl0 YMeHbIIEHNS
BBIPO)KEHHOCTY BOCIIQ/IMTE/IbHBIX VISMEHEHMIT BEPXHUX JIbIXaTe/TbHBIX ITyTell B IedeHe Jo6aBIeH
MOHTETYKACT I10 5 MT B JIeHb, MOMeTa30Ha Gypoar 1o 1 mHCTWUIALMY 2 pasa B JleHb, GeHnIaprH
CIIpeii 1o 2 MHCTWIIALUK 3—-4 pa3a B ieHb.

YuuTpiBas HEMOHBIN KOHTPO/Ib HAJ TSKENON DA cMeltaHHOTO reHesa, Hajim4ye COyTCTBY-
forriero XxpoHnudeckoro ITPC ¢ OBICTPBIM pelMAMBOM MOC/IE SHAOCKOINYECKON TOIMCUHYCOTOMUM
Ha (OHEe TONMYECKNX IMIOKOKOPTUKOUZOB M OTCYTCTBMEM IPOTMBOIIOKA3aHMII, Obl/Ia HUIIAN-
poBaHa O1oJIOrMYecKas Tepamus IpenaparoM aynmaymad B mose 400 Mr mogko>xHo. MecTHOI
u o01Iell peakuyy Ha BBeJeHMUe Iperapara He oTMedanoch. [locmenyromye BBeleHUs UMMYHO-
OMOIOrMYecKoro mpemnapara OblIi IPOLO/DKEHBI IO MECTY JKUTE/IbCTBA, PEXXUM JO3UPOBAHN —
200 MT Ka)kable 2 Hellenn.

[Tpn oneHke cocTosiHUA Yepe3 12 MecsIeB Ha poOHe KOMIUIEKCHO Tepaluy ¢ IpUMeHeHueM
TeHHO-VH)KeHEPHOTO OMO/IOrMYecKoro mpenapara JymiyMad oTMedeHa BBIPaXKEHHas IOTIOXKM-
Te/IbHAasA IMHaMMKa Kak B oTHomeHuu bA, Tak u B orHomenun [IPC. JlocTUray T NOMHBI KOHTPOJIb
Hag cumnroMamy BA. ACT-recr [1] 25 6anmnoB (koHTpommpyemoe Tedenne). ITokasarenn ¢yHk-
V)i BHEIIHETO AbIXaHNUA JOCTUIIM HOPMAJIbHBIX 3Ha4eHMil, TecT ¢ 6ponxomutukoM (beponyan)
OTpUILIATENbHBI. B ce30H 1BeTeHNs epeBbeB COCTOSIHNE He YXY/IIAN0oCh, He TpebOBaIoch yBe-
NMMYeHusl [03bl KOMOWHMPOBAHHBIX MHTATALMOHHBIX ITTIOKOKOPTUKOWUOB 0a3MCHON Tepamuiu.
[ToBpICWIACH TONMEPAHTHOCTb K (DM3NYECKO Harpyske. YMEHBIINIOCh KOJMMYECTBO CIM3VUCTOIO
OT/Ie/IsIeMOT0 U3 Hoca. JleBoYka cTasa OLIYIIaTh 3alaxi, MCYe3/I0 YYBCTBO AUCKOMdopTa B 06ac-
™ rnas. Ilo pammeim KT IIIIH yryummaach mHeBMaTu3alnys OKOTOHOCOBBIX I1a3yX, IPU 3TOM
yBenuueHns 06bEéMa MOMUIIO3HON TKaHY He 0TMedanoch (puc. 1).

MoHTenyKkacT 6bUI OTMEHEH, JaHbl PeKOMEHIAIUY 110 IPOJO/DKEHNIO TePaTIN.
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TEPAMUN TAXKEJION BPOHXUAJIBHOW ACTMbI
M PELUWAMBUPYIOLLEIO MOJIMMO3HOI O
PUHOCUHYCHUTA...

14

i i1

Puc. 1. KomnbloTepHas ToMorpacdusa oKoJIOHOCOBbIX Na3syX. A — A0 Tepanuu npenapaTtom
aynunyMa6 (cpeaHuMn HOCOBOM XOf CrpaBa cyobToTaNibHO 6/IOKMPOBAH MATKOTKaHHbIM CyO6CTpaTOM
€ nonyccepuyecKMM KOHTYPOM pasMepoM 8x7x9 MM, NponabupyloLMM U3 KNeTok peLuéryaToro

NabUPUHTA; B KIIMHOBUAHbLIX M JIOOHbIX Nasyxax BU3yanu3nmpyeTcs NPUCTEHOYHOE YTOoJILLeHne
cnu3ncTon ob6onoukn); b — yepes 12 MecsaueB Tepanuu oynuiymMabom
(ynyuyweHue nHeBMaTU3aLMM OKONIOHOCOBBIX NMa3syX); B — uepes 2 roga 6 mecsaues Tepanuu
AynunymMaooM (ynyyllieHne nHeBMaTU3aLMM OKOJIOHOCOBbLIX Ma3yX; YMeHbLUeHWe nosuvna
B 06J1aCTU CpeiHero HOCOBOro xoaa Ao 5x6x9 MM).



—| IVHAMMKA Y PE3Y/IBTATBI ITOCTEAYIOIIETO HABIIOIEHV

IIpn oneHke cocTOsHUA 4yepe3 2 rofa 6 MecsAleB IIONHBI KOHTPOIb Haf cuMuTomMamu BA
coxpanscs (ACT-tect 27 6anioB), 4YTO IMO3BONMIO CHUSUTH 00BEM KOMOVHMPOBAHHBIX MHTIa-
JALVOHHBIX IMOKOKOPTUKOUO0B ¢ 320 MKr/cyT fo 160 mkr/cyT. ITo gannbiv KT IITITH ormeueno
yMeHbllIeHNe 06 bEéMa IIOINIIO3HO TKaHM € 8X7X9 10 5X6X9 MM. YIy4dIIniIoch apIxaHye yepes HoC.

\/&» TIPOTHO3

Hecmotpst Ha To, uro BA u I[TPC nmerot o61jue maToreHeTM4ecKie MEXaHU3Mbl, BIVSIOLIVE
Ha TsDKECTh TeYeHVsI U YUCI0 000CTpeHMIT, Ha3HaYeH)e MMMYHOOMOIOTNYeCKOIl TePa OTKPbI-
BaeT HOBbIe BO3MOXKHOCTY JIe4eHVS TsDKENBIX popM aTux 3aboneBanmit. [lepconnduimpoBaHHbIit
BBIOOD 1 Ha3HaueHUe Hallleil MaIVeHTKe Ipelapara AyIuIyMad, HeiCTBYIOIEr0 Ha OCHOBHbIE
3BeHbs T2-BocIajieHns, NpUBENO K JOCTVKEHMIO MTOJTHOTO KOHTPOJIA HaJl TAKENoit bA n ymeHb-
LIMJIO pa3Mephl MOIUIIOBUAHBIX Pa3pacTaHUI, B CBA3K C YeM MOXKHO OXKMJATh, YTO NPORO/DKEHYE
JledeHNsA AymuIyMaboM B JAHHON CUTYal[uy IO3BOMUT KoHTponuposarh [IPC u npegBocxutut
PUCK OYEPENHOrO pelyivBa POCTa IOIUIIOB.

OBCYXAEHUE

Penxas BcTpedaeMOCTb Hasa/lbHbIX MOJIUIIOB B IeAMATPUYECKON NPAKTUKe, CKYTHOCTD JaH-
HBIX O IATOTeHEeTHYeCKMX MeXaHU3MaX OOYC/IOBIMBAIOT OTCYTCTBUE 3aPerMCTPUPOBAHHBIX IIpe-
naparoB /A nedenns tsoxénoro ITPC y mereii, ycToiYMBOroO K TpaAUIIMOHHBIM METO/JaM TePAINI,
XapaKTepu3yeMoro IOBTOPHBIM POCTOM IIONMIIOB IOC/Ie XMPYPruueckoro nedeHus. Takue manm-
€HTbI IMEIOT BBICOKVIE PUCKM PasBUTHA OC/IOKHEHMIA, CBA3aHHBIX C CaMoii 60/1e3HbI0 (yTpaTa 060-
HAHMA, (IeTMOHBI TJIa3HUIIBI, A0CLIeCCh, BHyTpUUYepenHble MHMEKIVN) 1 ¢ HTOO0YHBIMU 3 deK-
TaMI CUCTEMHBIX IOKOKopTukonzos. Couetanue BA ¢ ITPC yrsxensaer TedeHne u ycyryomsaer
IIPOTHO3 3a00JIeBaHNUIL, IPUBOJSA K YaCTHIM 00OCTPEHNAM, HEBO3MO>KHOCTY IIOCEIeH s 3aHATII
B IIKOJI€, CHVDKEHMIO Ka4eCTBA )KM3HI Y MHBATUU3ALINN.

Ha ceropHAIIHMIT IeHb HET YOeNUTEIbHBIX T0Ka3aTeNbCTB 3P (eKTMBHOCTY 1 6€30IIaCHOCTH YTIN-
nymaba mpu nedeHyy [IPC y mOgpocTKOB, OZHAKO MX MOXKHO 3KCTPAIONMPOBATh HA OCHOBE JJAHHBIX
0 JIe4eHNN 303MHOPIIBHOTO 330(aruTa, aTom4ecKoro epMaTuTa 1 6pOHXMAIbHON ACTMBI, IPY KOTO-
PbIX IIpenapar paspelléH K Ha3HadYeHMIo ¢ 1 MecAla XX13HY, 6 MecALeB U 6 IeT COOTBETCTBEHHO.

HecmoTps Ha TO, YTO NPENCTABAEHHBI KIMHUYECKUI IPUMEP APKO JNE€MOHCTPUPYET BBICOKYIO
s¢dexTuBHOCTD 1 6e30macHOCTD Aymymaba B medenyn Tsokénoit bA n ITPC y nogpoctka, Heobxomm-
MO YUYMTBIBAaTb HEKOTOpbIe OCOOEHHOCTY, OCHOBAaHHbIC HA €r0 MEeXaHM3MaX Ae/CTBUA, He OTMEYCHHbIE
y Hamelt maumenTku [12]. Brokupys kiiodeBble peakuuy, IPUBOAALE K MUTPALMY 303UHODIIOB
B OpraHbI-MIIIEHN, JYITYMab MOXeT IPUBOAUTD K IOBBIIIEHNIO YMC/Ia 903MHOMIIOB B Iepudepide-
ckoit kpoBu. COITIACHO PeKOMEH/ALIVAM I10 OMOJIOTIYeCKOlT Teparuy 6pOHXMAIbHOI acTMbI EBporerickoit
accolaLyy ajyIeproyIoroB 1 KmHndecknx MMMyHonoros (EAACI), ncxonHblit ypoBeHb 903MHOGUIOB
nepriepiueckori KpoBM He TO/DKeH NpeBbIaTh 1500 ki1./MKII [16]. B TedeHne nepBbIX MecAIeB Tepanmn
RymATyMaboM y psjia TALMeHTOB OTMedaeTcs 3030H0Gmms (<2500 K1./MKIT), He IPUBOASALIAS K pas-
BUTUIO HOBBIX K/IMHMYECKUX CUMITOMOB [17]. B ciydae cTpeMmTenbHOrO pocTa 303MHOGNIOB KPOBH,
COIIPOBOXKIAeMOTO TOSIBJIEHVIEM JIPYTHX Ka/Mo6 (MHTOKCHMKALNSA, MMaieHOIaTHs, JUCIIETICUA 1 Ap.),
HeoOXO/MIMO MePeCMOTPETh TePAIINIo, HECMOTPs Ha BBICOKYI0 addekTnBHOCTD B oTHOMeHMM BA 1 [TPC.
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3AKJTIOUEHUE

[eHHO-VH)KeHepHas1 Ouonornyeckas Tepanus AymuIyMaboM, Ha3HadyeHHast ¢ y4€ToM eHo-
TUIIA U SHJOTUIIA 3a00/IeBaHMs, SIBIAETCS NIEPCIEKTYBHBIM HAIPaBJIeHNEM JledeHrsl TsDKEMo BA
u IIPC y pgeteit. OrpannyeHns, MMeIOLINeCs B NeAMaTPUIeCKOI IPAKTIKe, TPeOYI0OT HaKOIUIEHVS
K/IMHUYECKOTO OIIbITa, IIPOBENEHMA MCCIENOBAHMII M aHa/IM3a IIOJyYEHHBIX NAHHBIX C L€/IbI0
M3y4eHNs MaTOTeHeTNYeCKMX MexaHu3MoB komopounnoctu BA u [IPC y geteit, uro 6yner umeTthb
00/IbIII0e HAyYHOE U IIPAKTUYECKOe 3HAYEHIE.
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MACKU OUNATALUMOHHON KAPAUOMUONATUM:
ANCOYHKUUA MUOKAPOA Y OEBOYKH
C IMNOMOW NEPUKAPLA

O.I1. JKaposa, V1.B. CunbHoBa, B.J1. bapckmit, E.H. bacapruna, }0.C. bBypbiknna

OBOCHOBAHME

JIunoma nepukapaa — J0OpOKayeCTBEHHAs OIYXO/b U3 3aK/II0YEHHBIX B KAIICY/Iy >KMPOBBIX
KJIETOK, KOTOpasl BBIIJLIAUT KaK YETKO O4YepueHHOe MHKAIICYIMpOoBaHHOe obpasoBaHme [1, 2].
JIumoMbl nepuKapfia ABIAKTCA KpaliHe PeIKMMMU KaK Yy B3POCHbBIX, TaK M y JeTeil, UX pac-
IMPOCTPAaHEHHOCTb CPelyl BCEX OIyXOJeil Cepilia B IMeNMaTPUYECKON IOIYy/IALVN COCTaBJIAET
MmeHee 1% [1, 3]. BepoATHO, MMeeT MeCTO I'MIIOAMATHOCTUKA, YTO OTYACTU OOYCIOBIEHO JIN-
TETIbHBIM 0€CCHUMIITOMHBIM TeUeHMeM: JaHHAs MATOJIOTVsI PETMCTPUPYETCs Yalle KakK CrydarHast
HaxoJjKa Ipy JOOOC/IeSOBaHNM 10 TIOBOAY JAPYIUX 3a00/IeBaHMIl MM IO Mepe IOsBJICHUs pas-
JIMYHBIX CYMIITOMOB HapyIIeHNUs KpOBOOOpaAlljeHNs BCIEACTBME €€ pOCTa, K Haubormee 4acTbIM
U3 KOTOPBIX OTHOCAT apUTMUIU BC/IEACTBYME MHTPAMYpPaAbHON MHBAa3WM, BbIIOT B IONOCTDb IepU-
Kapzia 1 TaMnoHany [2-4]. Han6onee appekTMBHBIM METOLOM JIeUeHN A SABIIACTCA XUPYPIUUecKoe,
OJJHAKO B C/Ty4ae HEBO3MOXKHOCTY €TI0 IPOBEJIeHNA Y MALMEHTOB C CUMITOMATUYECKIM Te€YEeHUEM
BO3MO)XHA TPaHCIUIAHTAIVA cepaua [5].

B xappmonormueckom otpenenun OPI'AY «HMIUL 3poposbs pereit» Munsppasa Poccun
(manee — LleHTp) AMArHOCTMPOBAH OAVH CIy4Yall IUIIOMBI IIEpUKAp/a Y JeBOYKY, 00CIeIOBaHHO
II0 TTOBOJY AWIATAllVIOHHOTO ()eHOTUIIA PEMOJeIMPOBAHNA MIOKAap/ia. YHUKA/ILHOCTD KIMHIYe-
CKOTO Cry4ast 00yC/IoB/IeHa KpajiHe PeIKOil BCTPeYaeMOCThIO JAHHOI IIATOJIOTUY Y [ieTell.

OMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

JleBouka 2010 roa poXX/ieHUS OT CUUTAIOLINX CeOsl 3[[OPOBBIMU POUTENEll, BTOPOI bepeMeH-
HocTti (OT mepBoil — AeBouka 2005 roga poXkaeHus, 3fl0poBa), IpoTeKaplIell Ha ¢poHe Hedpomaruy,
oxupenus. Poppl camocrosATenbHbIe Ha cpoke 39 Henenb. Macca Tena nipu poxpgenun 3170 1, gnmHa
Tenma 51 cMm, onenka 1o mkane APGAR 8/9 6amnos. Pociia u pasBuBamach B COOTBETCTBUN C BO3PACTOM.

Anamues 6onesHu. B 12,5 jer BuepBble NOABWIACH KIMHUYECKas KapTUHA cepyed-
HOJI HEOCTAaTOYHOCTM, BK/IIYalollasd BBIPAXKEHHDBI OTEYHBIN CUHIPOM, OABILIKY B IIOKOE
C ycuneHueM Ha (oHe JBMUraTe/NTbHON aKTMBHOCTY, TaXMKapAWIO, TellaToMeranano 1o +1,5 cM.
JleBouKa rocnmTanMsMpoBaHa IIO MECTY >KUTEIbCTBA, IFe NMpU OOCIeTOBAaHUYM Ha SJEKTPO-
kappuorpamme (IDKI) permcrpupoBanach NOCTOSHHAsg TaXMKApAMs C YaCTOTON CepAeYHbIX
cokpamtennit 1o 180 ya./muH, no sxokapauorpadum (9xoKI') — peskas gumaranus momocrei
cepaua (pasmep J€BOTo Xenygodka 55/49 MM) CO CHVDKEHMEM COKPATUTEe/IbHOI CIIOCOOHOCTM
¢ ¢paxnueit BbiOpoca 1o 15%, HEZOCTATOYHOCTD ATPUOBEHTPUKY/IAPHBIX KnamaHoB II1-1II cre-
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MACKW AUNATALMOHHON KAPOMOMUONATUW:
ANCOYHKLUNA MUOKAPAOA Y NEBOYKU
C IMNOMOW NEPUKAPOA

IIeHM, TTOBBILIEHHAsA TPAOeKyIAPHOCTD, AMACTONMYeCKast AUCPYHKINA O 2-My TUILY, TETOYHAA
runepreHsusa Jo 38 MM PT.CT., cemapanusA JAUCTKOB Ilepukappa fo 8 mMM. [JuarHoctupoBaH
OVIaTalMOHHBIN (eHOTMIT Kappmommomaruy. Hadara Tepamms: KapAMOTOHUYECKas TIOJ-
Iep>KKa HOpaJjpeHa/lMHOM; aHTHOaKTepuanibHas Tepamus; CepAeYHBIN IIMKO3UJ, (JUTOKCVH);
aHTArOHNUCT a/lbJOCTEPOHA (CIMPOHONAKTOH), ANypeTuK (Ppypocemns), npopumIakTuka TPOM-
6006pasoBaHus renapuHoM. Ha ¢oHe mpoBoauMoit Tepanmy 3HaYMMOV AMHAMMUKYU He OTMe-
9aj0Cch, B CBS3M C 4YeM [eBOYKA BIepBble OblIa TOCHMUTAIM3MPOBAHA B KapAMOIOTMYECKOE
otmenenue LleHTpa.

IIpu nocmynnenuu. Ilpm ocmorpe obpamany Ha ceOs BHMMaHMe BBIpaXEHHas CMabOCTb,
IaCTO3HOCTD BEK, KOHEYHOCTEN, OCTABAIICD CTIE[BI OT OfIeXKIbl; reraroMeranys. Pusmyeckoe pa3pu-
THe IeBOYKM Ipyu oneHKe 1o mporpamme WHO AnthroPlus 6s110 cpegaum, rapmonnaabiM. KoxxHble
IIOKPOBBI OJIefjHbIE C IePUOPOUTANTBPHBIMYU TEHAMM 1M HeOONbIIoi runepemueit méx. Hax merkumn
HEePKYTOPHBIN 3BYK SICHBIN JIETOYHBIN. DKCKYPCUS TPYHLHOI KJIE€TKY YHZOBIETBOPUTENIbHAS, CUM-
MeTpUYHAA. B JIerKMxX fIbIXaHMe >KeCTKOe, NPOBOANTCA II0 BCeM JIETOYHBIM monAM. YJIII B mokoe
710 24/MuH, ¢ ycuIeHreM Ha (OHe IBUraTeIbHOI akTBHOCTU. O6/1acTh cepyilia BU3yaIbHO He M3Me-
HEHa, TPAaHNIIBI OTHOCUTEIBHOI TYHNOCTV CepAlla pPaclIVMpeHbl BIeBO. TOHBI cepflia MPUITyLIEHbI,
puTMKYHbIe, BoipakeHHas Taxukapgua YCC go 137 yu./muu. AJl Ha pykax 90/60 mm pr.cT. JKusot
MATKNII, 6e360me3HeH bl [TedeHb BBICTYIIaeT OT Kpas peOGepHOIl Ayry Ha 2 CM.

\—
IIPEIBAPUTEIBHBIN TVIATHO3

[IprHuMMas BO BHMMaHMe BO3pacT pebeHKa, NPOSBIEHMs CepAeYHON HeJOCTaTOYHOCTH,
IVJIaTaTallyIo TIOTIOCTU JIEBOTO KEMyLO4YKa CO CHVDKEHMEM COKPAaTMMOCTY MMOKApJa, BbIPayKeH-
HYIO TaxXMKapauio (KIMHUYECKM ¥ IO JaHHBIM CyTO4YHOro MoHuropuposauus IKI' nmposenéHHo-
ro IO MECTY JXUTE/IbCTBA), BEPOATEH apUTMOTEHHBIN IeHe3 NMCHYHKUMM M PEeMOAETMPOBAHIA
MIOKapfa.

YcraHoB/IeH npepBapuTeNbHBIN AuarHo3: «CUHAPOM AWIATAIIMOHHON KapAMOMMOIIATHM.
HepmocTaTtoyHOCTh MUTpPAZNbHOTO ¥ TPUKYyCHUAANbHOrO KnamaHa [-1I cremenn. JIérounasa rumep-
teH3us. Hapymenue putma ceppia 1 MIpoBOAUMOCTI: XPOHMYECKasl CYIIPABeHTPUKY/IAPHAsA TaXU-
Kapzys, apIyaabHbI (peHOMeH IpeBo30Y>KAeHUA XKeNTyT0UYKOB, CUHAPOM paHHell penonsapusa-
LU JKeTyJOYKOB. XpOHMYEeCKas cepheyHas HefocTaToyHOCTb IIB-A cragum. OyHKIMOHATbHbIN
kmacc 11T mo xmaccuduxanym Hplo-Vopkckoit kapauonorndeckoit accommarmm (NYHA)».

PE3Y/IBTATBI IABOPATOPHOTO
VN VMMTHCTPYMEHTAJIBHOTO NMCCIEJOBAHMA

IIpu mepBoii rocnuTaIM3anMy 10 pe3yIbTaTaM O00C/IeOBaHMA B Kap[MOTIOIMYECKOM OT/ierie-
Hym IleHTpa obOpammany Ha ceOs BHUMaHVe NOBBIIIEH)E MOSTOBOIO HATPUIYPETHIECKOTO MeNTH
(NTproBNP) mo 2300 nr/mn (mpu HOpMme jo 200), TIOBbILIEHNMEe YPOBHS TpaHCaMUHA3, MPU3HAKM
CHIDKeHMs Oenmok-cuHTeTndeckoyt ¢pynkumy medenu. [To 9xoKI' (UCC 126) — npmsHaku amiaTa-
VIV TIOTIOCTeN cepAa (JIeBblit XKenmymodeKk 53/47 mm, Z-score +2,2, nmeBoe mpencepaue 35x46 M,
Z-score +2,5) CO CHIDKEHVEM ITIOOA/IbHON CUCTOMNYECKOil (PYHKIMN JIeBOTO XKenyaouka (dpakiym
BpIOpOoca 1o Cumriicony fo 23%) 3a c4ér muddysHOro rmmokmHesa; yToMIIeHne MIOKapaa o6oux
KeTY[J0YKOB; MUTpa/IbHas ¥ TPUKYCIMANbHAA HEOCTaTOYHOCTD 11 cTemeHy; pu3HaKy MOBBIIIEHNA
JIETOYHOTO [JABJIEHNA 0 37 MM PT.CT.; BBIIIOT B IOJIOCTY IepUKapAa (5-6 MM 3a IIpaBBIMMI OT/Ie/IAMI).
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B cocrosnumu pebenka obpaimana Ha cebs AduitEcho —

BHJMaHME IOCTOAHHAS TaXUKAPAUA C 4YacTo- ;
TOM CepheyYHbIX cokpamenmit 120-130 ygmapos
B MuH. [lo pesynpraramMm CyTOYHOrO MOHUTO-
puposanua IKI' ormedeHa BbIpaKeHHas TaXu-
Kapaus (puc. 1) B TedeHMe CyTOK, HEIPEpPbIBHO
peluuaUBUpYIOLIe MapOKCU3Mbl IpaBOIpe]-
CEepIHON TaxMKapAuUM C YacTOTON CepAedHBIX
cokpamenuit 115-131 yn./MmuH (mmpepcTaBieH-
HOCTb 99%), IpepbIBaeMble KOPOTKMMU SIINU-
30/laMJi CIHYCOBOTO PUTMa C 4YacTOTOM cepfied-
HBIX cOKpauleHnit 35-70 ya./MuH.

B nuHamuke Ha ¢OHe KOMIIIEKCHOII Tepa-
OMY OTMEYEHO YIydlleHMe CaMO4YyBCTBUS,
YMEHbIIEH)E BBIPAXKEHHOCTU KIMHUYECKNUX
NPOSIBJIEHUN CEPAEYHON HEeLOCTATOYHOCTH,
yMEpeHHOE CHIDKEHME 4YacTOThl CepledHbIX
cokparennit o 115 B MunHyTy. OfHaKO JOOUTHCA HOPMAIM3ALMY YaCTOTHI CEP/IEYHOTO PUTMA
He yaBajoch. [Ipy mpoBeeHNN KOHTPOIBHOTO 3XOKaPAMOTpaduiIecKoro MCCAeTOBaHMs TaKkKe
3a(pUKCUPOBAHO YIy4llleHNe COKpPAaTUTeNbHON (GyHKIMM Muokappa (ppakums Bbiopoca 40%),
yMeHbIIIeH)e IIOJIOCTel CepAlla, IpY STOM BIlepBble ObIIO BU3YaIM3MPOBAHO TUIIEPIXOTeHHOE
BK/II0YeHMe (TOMmuuHOi 12-16 MM) B monocTy mepukapaa (puc. 1), mpeuMylecTBeHHO 3a Ipa-
BBIM IIpeficepiveM M B OOTAacTV aTpMO-BEHTPUKY/IAPHON OOpPO3ZbI, HAIOMMHAOIIEe OTEYHYIO
VLY KMPOBYIO TKaHb (Hanubosee BEpOsATHO JIUIIOMA).

Puc. 1. TpaHcTOpakKanbHada
3XoKapauorpadusa (nepBas rocnutannsaumns):
BU3YaNM3NPYeTCs rMnepaxoreHHoe
ob6pa3oBaHue B rnepukapae (ctpenka).

| INO®OEPEHIIMANTBHASA JVIATHOCTUKA

C nenpio anddepeHINaNbHON AMATHOCTUKN IPOBEfeHa MAaTHUTHO-Pe30HAHCHAs TOMOTpa-
¢usa (MPT) cepana ¢ KoHTpacTHBIM ycuneHueM (puc. 2). CormacHo 3akmodeHuto, MP-kapruna
JINTIOMBI 3a/{HelT TOBEPXHOCTH Cepyilia JOCTATOYHO OONMBIINX pasMepoB (92x38x42 MM), ¢ UCTOH-
JeHNeM IIPIUJIeXKAIVX OT/Ie/IOB MUOKAp/ia JIEBOTO ¥ IIPABOTO >KeNMY0YKOB (¢ GOpMIpPOBaHIEM eIM-
HIYHOTO IUBEPTUKY/IOIOJ0OHOTO BBIILTYMBAHNA MIOKAp/Ia JIEBOTO >KeyH04Ka), 6e3 ABHBIX IIPH-
3HAKOB 3/I0KQU€CTBEHHOTO POCTA MM JOIOTHUTEIBHOTO MATKOTKAHOTO KOMIIOHeHTa. OTMedeHo
CHIVDKEHME COKPaTUTENbHOI crocoOHOCTH Muokapma ¢ OB 26%, maHHBIX O BOCIAINMTEIbHBIX
U puOPO3HBIX M3MEHEHNUAX MUOKAPAA He IOTYYeHO.

— | JIEYEHUE

3a mepuoy mpeObIBaHUS B KapAMOTOTMYECKOM OTJe/IeHUM CKOPPEKTMpOBaHA Tepamus
Cep/ieYHOl HelOCTaTOYHOCTH: JOOaBIeH MHIMONTOP aHTMOTEH3MHIIpeBpalaonero GepMeHTa
sHajanpmI, 6Gera-6710KaTOp OMCONPO/IO, AHTATOHMUCT MUHEPATKOPTUKOUHBIX PelelnTOpPOB
CIIMPOHOTAKTOH, CEPAieYHbI TIMKO3M]] AUTOKCUH, IMofoOpaHa KOMOMHUPOBaHHAs JUypeTnde-
CKas Tepamys IeTIeBbIMU guyperukamu. IIpomomxkena mpodumaktuka TpoM6006pa3oBaHms
HI3KOMOJIEKY/IAPHBIMM Ie[IapMHOM.

Ha sTom ¢oHe Obl1a monydeHa cToiikas MOJIOKNUTEIbHAS JUHAMUKA B COCTOAHNN peOeHKa
Y OTMEYEHO KyNMpOBaHNe IPU3HAKOB CEPHEeYHOI HeJOCTATOYHOCTU, HOpManmsanys nabopa-
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MACKW AUNATALMOHHON KAPOMOMUONATUW:
ANCOYHKLUNA MUOKAPAOA Y NEBOYKU
C IMNOMOW NEPUKAPOA

Puc. 2. MarHMTHo-pe3oHaHCHas ToMorpadua cepaua (nepsas rocnutannsaums):
BU3yanu3upyeTtcs o6pa3oBaHue B nepukapae (JiMnoMa) ¢ ICTOHYEeHMEM MUoKapaa
JIeBOro »Xenyaouka B 061acTv npuaeraHnus onyxonu.

TOPHBIX IIOKa3aTeseil 1 yIydlleHye apaMeTpoB sxoKapanorpapumu. OfHaKo, HeCMOTPS Ha IPO-
BOJVIMYI0 AaHTMAPUTMMYECKYI0 Tepaluio aMMOJAPOHOM, HOOUTbCA YCTpaHeHMSA HapyIIeHNSA
PUTMa ¥ HOpMa/IM3alyy YacCTOTHI CePAeYHbIX COKPAIeHNIT He yaBanocCh.

J17151 IpOO/KeH S IMATHOCTIYECKOTO TTOVCKa (YTOYHEeHe PP OBl OITYXOJIN, IIPOBEeHI
anexTpodusnonornyeckoe uccnegosanne (9PV) u ganpHerero nedeHns (ygaaeHne OmyXoi,
IIpOBefieHNe TOYeYHON pajgmoyacToTHON abmauyy (PYA), neBouka 6bta mepeBeneHa B dene-
panbHbI Kapauoxupyprudeckuii Llentp. Ha nepBom aTame i1 KynupoBaH)s HapyIIeHUIT PUT-
Ma cepzlia MoHafo00mmoch ABaKAbl MpoBoauTh DDV 1 PYA o4yaroB sKTONMYIECKO IpeRcepaHON
TaXMKapAUU IPaBOro Hpefcepaus. B pesynbrare OTMeYeHO BOCCTAHOBIICH)E CHYCOBOTO PUTMA.
JleBouka Oblya BbINMCAHA C PeKOMEHAALMEeN IPOO/DKEHMsI Tepanny XPOHNYECKON CcephedHoil
HEJOCTaTOYHOCTM B aMOY/IaTOPHBIX YCTIOBUSAX.

[ToBTOpHasA rocuuTanM3anysa B KapAMOXMPYPIUYECKUII LEHTP COCTOSAIACh depe3 6 Mecs-
neB. [To manupiM Ox0KI' oOTMeuyeHO ymydlleHMe COKPATUTENbHON CHOCOOHOCTM MMOKapha
(OB JIK 59%); 1o pesynprary XM OKI' — cMHYCOBBINI pUTM, JaHHBIX 06 S5KTONMYECKON aKTUB-
HOCTH He ITony4eHo. CTabuIbHOE COCTOsIHME pebeHKa I IO/IOKNUTe/IbHASA JUHAMMKA MHCTPYMEeH-
TAIbHBIX VICCIIEOBAHMII TO3BO/IM/IY IIPOBECTY OIEePAaTUBHOE JIeYeH)e — YaCTUYHYIO0 Pe3eKLINI0
HOBOOOPa30BaHNUA.

%i_

[Tpy TMCTONOTMYECKOM VICC/IeOBAaHVM BBIABJIEHBI (PParMeHTHI )KMPOBOI TKaHM MATKON KOH-
CHCTEHIMY, YKEeITOBATOrO IIBeTa, MUKPOCKOIMYECKM — >KMPOBasg TKAaHb OOBIYHOIO CTPOEHMA.
Taxum 06pa3oM, MOATBEPKEHA TUIIOMA ITePUKAPHA.
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— | TMHAMMKA U PE3YIBTATBI IIOCJIEAYIOIIETO HABJTIOIEHIA

[TanmeHnTka nmpopo/mkaeT HabMIOAAThCs B KapaunonorndeckoM otpeneHun ®rAy «HMUIL
300poBbsA meteii» Muuspasa Poccun. B fuHamuke, ciycrs 15 MecsneB Ha GoHe KyIMPOBAHNSA
TaxMKapany 3a@uUKCUpOBaHa HOPMaIu3alus pasMepoB IOIOCTEN cepAlia M COKPATUTETbHON
CIIOCOOHOCTY MMOKapfa, OTCYTCTBYE IIPU3HAKOB JIETOYHOI TUIIEPTEH3UM, OJJHAKO, 110 TaHHBIM
axokapanorpaduu u MPT ceppiia B monocTu nepukapyja 3a IpaBbIMU OT/e/IaMU OIpeJieris-
eTca obpazoBaHue 85x30 MM, BIUIOTHYIO IIpMIeraioliee K 3ajjHell CTEHKe JIeBOTO >KeTyLouKa
Ha ypoBHe 0a3aJIbHBIX CEIMEHTOB, IIO CBOEJ CTPYKType COIIOCTaBMMA C >KMPOBOJ TKAaHbIO,
KOHTYP POBHBIN, YETKMIIA.

JleBouka IIPORO/DKAET IIONY4aTh MEJUKAMEHTO3HOe jIedeHVe, HaOMoaTbcsl KapayuoIoroM,
CePHeYHO-COCYAVCTBIM XUPYPTOM, ApUTMOJIOTOM.

\/&» TIPOTHO3

ITpornos ansa 3M0pOBbA M XKMSHU MALMEHTA C JIMIIOMOI IepuKapha JOCTAaTOYHO CIOXKEH,
YYUTBHIBAsA IpOpAcTaHyue OIyXO/M U3 CTEHKM JIEBOTO JKEIy[LoYKa C ero MCTOHYEHMEM U BBICO-
KM PMCKOM Pa3BUTHA KM3HEYTPOXKAOIUX apUTMUIL. ApUTMOTeHHasA AUCHYHKINA MUOKapHa
B JAaHHOM C/Ty4ae XapaKTepu30Banach OOpaTHBIM pasBUTIIEM PeMOJeNNPOBaHNA Ha GOHe HOpP-
Ma/M3alny pUTMA 32 CYET KYNMPOBAHUA apUTMIM, OFHAKO TpebyeT HaOMOleH A Bpada-Kap-
AMOJIOTa, ApUTMOJIOTA B TeUeHMe BCeil XXU3HM, JJINTEIbHOTO IpuéMa 6a31CHOI MeAMKaMEeHTO3-
HOJI Tepanmy, Ipy HeOOXOAMMOCTY — IOA60pa aHTMAPUTMIIECKol Tepanuu. Ilpyu yxynmeHnm
COCTOAHMA [AHHBIM NALMEHT MOXXET ABAATbCA KaHAMJATOM Ha TPAHCIJIAHTALMIO CepAla,
B CBA3Y C YeM JIeBOYKa TaK)Xe HaOIo/jaeTCA BpayOM-TPaHCIIAHTOIOTOM.

OBCYXAEHUE

IlepBuanble OIyXonm cepila y JieTeil BCTPeYarTCsa PENKO, B CBA3Y C YeM ITOT aCIeKT Cep-
IeYHO-COCYAMCTOI MAaTOIOTUM HEJOOL€HEH B JIeTCKOI nonynAuyy. CBoeBpeMeHHas IMarHoCTIKa
JIMIIOMBI IIEPUKApP/Ia y AeTeil MMeeT BaXKHOE 3HaUYeHe BBUIY PUCKA PA3BUTHUS KUSHEYTPOXKAOLIUX
cocTosHMit [2, 3, 5]. B JaHHOM K/IMHMYECKOM CiTy4ae y pe6€HKa MMeIo MeCTO pa3BUTHE apUTMO-
TeHHON IMCHYHKINMM MUOKApfa BCIENCTBYE MPEfCepAHOI TaXMKapAuy, 00yCIOBIEHHON HasM-
4neM omyxonu nepukapaa. HeaddexkTnBHOCTD aHTHApUTMIYECKON Tepanmny, CBA3aHHAsA C 60JIb-
M pasMePOM OITYXOJIN, OIPeNe/nIa TOKa3aHUA K IMMPOBENEHNIO PA/INOYaCTOTHOM KaTeTEPHOMN
a6/IALMY U TOCTIeAYIOLell pe3eKI OITyXo/u. PaHHAA [UarHOCTUKA, TOfOOP TepaIuy CepiedHON
HEIOCTaTOYHOCTY ¥ aHTUAPUTMMUYECKOI T€paNUM € MOCAEAYIOLIEN Pafi09acTOTHOM KaTeTepHOI
a6/AIVIell TO3BOV/IN JOCTNYb KYIMPOBAHNA TaXMKAPANY ¥ 0OPaTHOTO Pa3BUTHA PeMOJeNTNpOBa-
HIA MUOKApJa, OHAKO HENMb3sA UCKIIOUYNTD PELMAMBA apUTMUM 110 Mepe POCTa OIYXOJIN.

[TpencTaBneHHbI KNMHUYECKUI NIPUMEDP JIEMOHCTPUPYET XOPOIUMIA OTBET Ha HOpMa/mu3a-
LU0 PUTMA, IOFYEPKMBAET BAXKHOCTD IIPOBENEHMA TONOTHUTENbHBIX BU3YaTU3UPYIOIINX METO-
OB Yy JeTeil C HapyLIeHWAMI CEepHieYHOTO PUTMA, 0COOEHHO Ipy HeaPPEeKTUBHOCTI CTaH/JAPTHOI!
Me[IJMKaMeHTO3HOJ Tepanuu. B coyyasax mporpeccmpoBaHysA pasMepa OIMYXO/lM, BO30OHOB/IEHMA
apuTMuy, Hea(pPeKTUBHOCTU paHee IPOBEAEHHOTO XMPYPIUUECKOTo TeUYeHNs MalieHTaM ¢ 0bpa-
30BaHMAMU CepALla BO3MOXKHO IIPOBe/ieHNe TPAHCIIAHTALNN Ceplia [5].
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MACKW AUNATALMOHHON KAPOMOMUONATUW:
ANCOYHKLUNA MUOKAPAOA Y NEBOYKU
C IMNOMOW NEPUKAPOA

3AKJTIOMEHUE

JIumoma nepukappa — yIbTpapefKoe, 4acTo 6ecCMMITOMHOe 3a007IeBaHNe, OTHAKO 110 Mepe
POCTa OIyXO/IM BO3MOXKHO IOSIBJIEHVE aPUTMUIL U IPYTUX >KU3HEYTPOXKAIOIINX COCTOSHMUI, CIIO-
COOHBIX IPUBOAUTD K HebmaronpusaTHoMy ucxony. Hapymenue putma cepaua ¢ popmmpoBanueMm
AnCcYHKIMM MIOKap/a sIB/SIETCS YacThIM IIPOsIBIEHNEM MIIOMBI TTepukappa. HacTopoxkeHHOCTD
Bpayell B OTHOLIEHNN [OIIOTHUTE/IbHBIX CUMIITOMOB ¥ CIIel(pMuecKnX IPOsIBJIEHNIT O3BOJISET
CBOEBPEMEHHO ITOCTABUTD AMATHO3, CIIOCOOCTBYS afjeKBATHOI TAKTUKE BefleHMs AlMeHTa I YTOY-
HEHNIO ITPOTHO3a 3a00/IeBaHNS.
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KIMHUYECKAA U MOJIEKYNIAPHO-TEHETUYECKAM4
XAPAKTEPUCTUKA CUHOPOMA HYHAH,
OBbYCJIOBJIEHHOIO BAPUAHTOM B T'EHE RAF1

B.I. KaBepuna, /I.A. lanpmaesa, E.H. bacapruna, 10.J1. [JaBbigoBa, A.A. Ilymkos, K.B. CaBocTbsHOB

OBOCHOBAHME

RAS-matum — rpynma BpOXAEHHBIX KIMHWYECKM U TEeHETUYeCKV TIeTepOreHHbIX 3abo-
JIeBaHMIT, OOYC/TOB/ICHHBIX ITaTOTEHHBIMY TI'€HETMYeCKVMM BapMaHTaMU B ONHOM U3 28 TeHOB,
KOZIMPYIOLINX Pa3/IN4Hble KOMIIOHEHTBI ¥ Pery/IATOphl curHaabHoro mytn RAS/MAPK (Retrovirus
Associated DNA Sequences / Mitogen-Activated Protein Kinase), yuacTByomero B Imporeccax
mnpdepeHINpPOBKM, pocTa, MUrpaumu u amonrtoda kiaetok [1]. Cunppom Hynan sBnsercs
OfHUM U3 Hauboree 4YaCTBIX 3a00/IeBaHMII JJAHHON TPYNIbl. PacipocTpaHEHHOCTh CHHAPOMA
Hynan B momymAnum ouenuBaercsa Kak 1:1000-2500 >XMBBIX HOBOPOXAEHHBIX. XapaKTE€PHBIMU
VISl CMHZAPOMA K/IVHWYECKVMY IPOSIBIECHVAMM SB/IAIOTCA YeperHo-muieBble ausmopeuu [1, 2],
HU3KII POCT, TIATOJIOT U CePAEYHO-COCYAUCTON CUCTEMbI, HEBPOTIOrMYecKlie HapyLIeH s, aHOMa/IUI
9KTOZIEPMBI, MOYEIIO/IOBOJ CUCTEMBI M OIOPHO-JIBUTATENbHOrO ammapara [3, 4], HapyuieHus
CBEpPTBHIBAHMSI KPOBM U BBICOKAsl HPENPACIIONIOKEHHOCTh K OHKOJOTMYECKUM 3a00/ieBaHMsIM
[3, 5]. Cuagpom HyHaH — BTOpOII IO 4acTOTe MOC/Ie TpYcoMuy 21-11 XpoMOCOMBI TeHeTIYeCKIUI
CUHJIPOM, CBSI3QHHBINI C BPOXKIEHHBIMIU ITOPOKAaMM Cepplla, Ooree IOMOBMHBI CTy4aeB KOTOPBIX
COCTaBJIsIeT CTEHO3 KJIAllaHa JIETOYHOIT apTepuu [4, 6]. [Ipyrue 3aboneBaHus cepieqHO-COCYACTON
CHCTeMBI IIpeNCTaB/IeHbl KapAyuoMuomnarueil ¢ GopMUpoBaHMeM TUIEPTPOPUIecKoro (eHoTuIa
peMofieMpOBaHNA M COCTABIIAIOT B cpegHeM /10 30% cirydaes. [neprpoduyeckas KapanoMIOIaTA
(T’KMII) yxyamaeT KIMHUYECKUI IPOTHO3 IS MALMEHTOB ¢ cuHApoMoM HyHau [7, 8].

Oxorno 5-10% Bcex RAS-maTtnit o6ycnosnensl Bapuantamu B rene RAFI [1, 9]. Tlo naHHBIM
JINTEPATYpbl M3BECTHO, YTO CIy4ay Hayubosee TSHKENOro U OBICTPOIPOrpecCUPYIOLIEro TedeHMs
['KMII cBsasansbl ¢ BapuantoM c.770C>T, p.S27L [9], sBnsomerocst Ma>XOpHBIM ITaTOTeHHBIM Bapu-
aHTOM reHa RAFI s poccuitckux nanyeHnTtos [10].

Huxe npuBoayuM JaHHbIe KIMHUYECKOTO cnydas cuHpgpoma HyHaH, o0ycioBieHHOrO Bapu-
antoM c.770C>T, p.S27L B rene RAFI.

ONUCAHUE KITMHUYECKOTIO CJTYYAA
o O

Manpunk JI. 2017 roma poxzeHMs HaOmMOfaeTcss B KapamonormdeckoM orpeneHuy OIAY
«HMML] 3poposbsa pereit» Munsnpasa Poccun ¢ 2018 ropa no Hacrosiee BpeMs.

Anamnes xusnu. PeOEHOK OT cOMATHYECK! 3IOPOBBIX PORUTENEil, He COCTOSBIINX B POJCTBE.
bepemennoCTD nepBasd, Ipy CKPMHMHIOBOM Y/IBTPasBYKOBOM MCC/IE[IOBAHVM BbIAB/IEHBI ITPU3HAKY TUIIO-
I/Ta3uM KOCTEN HOCa, pacllMpeHye TOIIIMHBI BOPOTHMKOBOIO IIPOCTPAHCTBA, € 33-11 Heflen — MHOTO-
Bopue. [Iposenén amunonentTes: genenyn nokycop WHSCI ne BbraBneHo. Popipl mepBble Ha 34-11 Heflerne
recTaiym, Macca Teia npu poxxaernu 2300 1, mmHa Tema 45 M, oreHka 1o mkane APGAR 7/7 6anos.
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KJIMHUYECKASA U MOJIEKYJIAPHO-
FEHETUYECKASA XAPAKTEPUCTUKA
CUHOPOMA HYHAH, OBYCJIOBJIEHHOIO
BAPUAHTOM B FEHE RAF1

Anamnes 6onesru. K KOHIly IepBBIX CyTOK OTMEYEHO HapacTaHMe CYMITOMOB JIbIXaTe/lTbHO
HEJI0OCTaTOYHOCTY, HEBPOJIOTMYECKMX HapyuleHwit. IIpoBomyiachk Tepanusa: ouypeTukn (COMpOHO-
JIAKTOH C 3aMEHOJI Ha TMAPOXIOPTUA3N]), KYPC IIIOKOKOPTUKON/IOB, aHTNOAKTepUajIbHas TePATINAL.

ITo axoxapamorpadum (9xoKI') Ha 7-e CyTKU >KM3HU BBIABIECHBI IeEeKT MeXOKETYT0UYKOBOI
IIeperopofiKM 3 MM, OTKPBITBIiI apTepUaTbHbII IPOTOK, HEJOCTATOYHOCTD ATPMOBEHTPUKYIAPHbIX
KnamaHoB fio Il cTeneny, nmopbllleHNe NaB/leHNA B CUCTeMe JIETOYHONM apTepun 10 36 MM PT.CT.
B cBA3M ¢ HapacTaHMeM NPU3HAKOB Cep/IeYHON HEJOCTATOYHOCTM B 2 MeCALA XKU3HU FOCIUTAIIN-
3UpOBaH B OfiUH U3 (eflepalbHBIX LIEHTPOB CEPAEIHO-COCYAMCTON XUPYPIUML.

[Tpn o6cnegoBanuy no IxoKI' Bu3yamusupoBaHa acMMMeTpUYHas runepTpodus MuoKapaa
nesoro xenynouka (JDK; mexokenymoukosas meperopopka 9,4 MM, sapuaAs crenka JUK 4,7 mm)
0e3 mpusHakoB o6cTpykumy BbiBogHOTO oTmena /K. ITo maHHBIM CyTOYHOTO 3/1eKTPOKApAMO-
rpaduyeckoro uccnegosanys mo Xonrepy (XM 9KI') BbIABIeHBI HEIPEpPbIBHO pelVAVBUPYIOIasL
npefcepaHas TaXMKapAusA, YacTble XKeTy/JouKoBble 9KCcTpacucTonbl. IIpoBeseHa KoMIbloTepHasd
ToMorpadus ¢ KOHTpaCTUPOBaHUEM (MCKITIOUEHO Ha/Im4le BPOXXIEHHBIX IOPOKOB Cepyilia), TaKXe
OTMEYeHO Ha/IM4yie MHOXXeCTBEHHBIX CTUI'M AM33MOpUOTeHe3a, B CBA3U C 4eM KOHCY/IbTUPOBAH
KIVTHIYEeCKUM I'eHeTVKOM (PeKOMEH/IOBaHO MCKTIOYNTDh CUMHAPOM [layHa).

K 6 mecsaaMm >KusHU OTMeYeHO HapacTaHye IMIepTpoduu MyoKappa: MeXOKeTyJo4KoBas
neperopoznka 14 MM, 3aguaAs creHka JIXK 9 Mm, nosB/IeHre NpU3HAKOB aTPMOMETaINM 1 0OCTPYyK-
1y BeiBogHOTO otAiena JIK ¢ rpaguenTom gaBnenns B mokoe 50 MM pT.cT. JJob6aBneHa aHTMAPUT-
MUuecKas Tepanus (aMMOJApoH). B cBA3M ¢ HM3KOI Maccoil Tena U BHIPa>KEHHON KOHI[eHTpuye-
ckoit runteprpodueit JDK B xupyprugeckom nedennu 'KMII 6b110 oTKasaHo.

[lnis ompepienieHNs JabHeIIIeN TAKTUKY BeleHNs B Bo3pacTe 10 MecsleB peOEHOK BIepBbIe
TOCIUTAIN3UPOBaH B Kapanonorndeckoe orgenenne GPIrAY « HMUII sgoposbsa feteii» MuH3gpaBa
Poccun.

IIpu nocmynnenuu. CocTossHUE paclieHeHO KakK TsKEnoe: Gpuandeckoe pasBUTIE OYEHb HU3-
Koe, O71ef{HbIe KOXKHBIE ITIOKPOBBI, IIIaHO3 HOCOTYOHOTO TPeYTroIbHMKA, 00/1acTh Cepplla HECKOIbKO
BBIOyXaeT, I'PaHMI[bl OTHOCUTEIBHOI TYIIOCTY CepJlid PacIIVpeHbl, TOHbI CepAlia IPUITYLIeHBI,
rpyObBIll CHCTOMMYECKUII IIYM BO BCeX TouKax aycKynpranyy, YCC 128 yu./MyH, OfbIIIKa ¢ 9aCTO-
TOJI JIbIXaTe/IbHBbIX ABYDKEeHMIT 50/MMH € y4acTueM BCIIOMOTATe/lTbHON MYCKYIaTypbl, TelaToMe-
rajms OKOJIO 2 CM, MbIIIeYHas AVCTOHMSA, 3a/iep>kKKa MOTOPHOTO Pa3BUTHA (TOTIOBY yZiep>KMBaeT
HEINIPOO/DKITE/IbHO, CAMOCTOATETIbHO He CUINT, He IIepeBOpadnBaeTcs, He monsaet). Obpamann
Ha ce0s1 BHMMaHMe 0COOEHHOCTI (PeHOTHIIA: OTHOCUTENbHAA MaKpoLedats, BBICTyNaoMye 106-
Hble OyTpBI, KOPOTKas IIes] ¢ KPbUIOBMHBIMY CKJIQIKaMU, SIIMKAHT, aHTMMOHTOJIOVIHBI paspes
I71a3, IMPOKOe, ITIOCKOe IIePEeHOChe, flepOpPMAIVsl IPYAHOI KJIeTKY, TYTONO/BIYKHOCTD JIOKTEBBIX
V1 JTy4e3aIsACTHBIX CYCTaBOB, METAHOLIMTAPHDII HEBYC.

[Ipn o6crmenoBaHMYM B OTHENEHMM B aHA/IM3aX KPOBU BBIABIEHO BBICOKOE COflep)KaHIe
NTproBNP (N-koH1eBoOIl pparMeHT HaTpuitypeTnieckoro npomnentuaa B-tuma) — 33 879 nr/m.
ITo 9xoKI: acummeTpryHas BbeIpakeHHas runeprpodus muokapaa JK ¢ nmukoBbIM rpajueHTOM
mapneHys1 BeiBogHOTO oTAena JIXK 100 MM pT.cT., aHOManbHOe cTpoeHne AB-knamanos (puc. 1).

[To XM OKI cuHYCOBBINI PUTM CO CpefHeil 4acToTol ceppeyHbix cokpamenuit (YCC) 3a cyr-
Kk 130 ya./MuH, B Te4eHMe CyTOK 3aperucTpupoBansl 750 M30/IMPOBaHHBIX abepPaHTHBIX CyIIpa-
BEHTPUKY/IIPHBIX 9KcTpacuctol. K repanum fobapneHbl 6eTa-agpeHo6/10KaTop (IIpOIpaHoIon),
AQHTArOHMCT MMHEPATOKOPTUKONJHBIX PeIeNTOPOB (CIMPOHONAKTOH); CKOPPEKTMpPOBaHa 1032
aHTUAPUTMIYECKOTO IIpenapara (aM1OIapoH); HOCTEIIEHHO OTMEHEeHa AUypeTrdecKas Teparnms.

Ha ocnoBanuu covyeranusa 'KMII (pannmit ge61oT, BeIpaKeHHas rUepTpodus u o6CTpykK-
V151 BBIBOJTHOTO TPaKTa JIEBOTO XKENyH04Ka), C 3a[ep>KKOIl MOTOPHOTO Pa3BUTUA I XapaKTepHbI-
MU (PEHOTUIINYECKMMIY IIPOSABIeHNAM, 3anofo3per Cungpom HyHaH.
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Puc. 1. 9xokappauorpacdua B Bo3pacte 10 MecsaueB: MoanduLnMpoBaHHaa anvKanabHas No3uums,
B-pexuM. A — runepTpodunsa MMOKapaa IEBOro XeNyaouka: MexpKenyaouykoBas neperopoaka
14,2 MM, Z-score 6,1; 3aaHSAS CTEHKA N1eBOro Xkenynouka 4,85 MM, Z-score 2,2; yMeHblUeHune
MoJIOCTU NIEBOro Xenyaouka, aTpuomeranusa (nesoe npepcepaune 25x29,5 MM, Z-score 3,84;
npaesoe npeacepaue 23x25 MM, Z-score 3,16); b — Bu3yanusnpoBaHa peryprutaumsa
Ha MUTpanbHOM KnanaHe lll cteneHu 3a cuét SAM-heHOMeHa U aHOMaJlbHOro CTPOEHUS KNnanaHHOro
annaparta (gMcnnasus KianaHa, CTBOPKU YTOJILeHbI, e opMUpOoBaHbl; NAanNUNSPHbIE MbILLLbI
CMeLLeHbl anuKasnbHO, YTOJLWEHbI; XOpAbl YAJIMHEHbI).

. —) TIPEIBAPUTENBHBIN TVUATHO3

Kapamnomuonatusi, BeposATHO, BTOpUYHAs, Tuneprpoduueckuii peHOTUI, acuMMeTpudIHasi,
obctpykTuBHasa ¢popma. Hegocrarounocts MutpanbHoro kiaanana II crenenn. Xponndeckas cep-
meuHast HegocTatoyHOCTh IIB cragum, 111 dynkimonanbhet kmace o Ross. Cunppom Hynaw (?)
CunppomanbHas popma 3a/iep>KKi MOTOPHOTO Pa3BUTHSL.

PE3YJIBTATbI TABOPATOPHOTI' O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

C uenpio Bepudukanyy npuuyael [KMII B maboparopuym MeguIIMHCKON Te€HOMUKU
Mepuko-renetndeckoro nenrpa ®TAY «HMMUII spopospa gereit» Munsgpasa Poccun nyrém
BBICOKOIIPOM3BO/IMTETHHOTO CEKBEHNPOBaHNMA B 9k30He 7 reHa RAF1 (OMIM 164760) BoisiBNeH
U BaIMJVPOBAH METOLOM CeKBeHMpOoBaHMA N0 CaHTepy MaTOT€HHbIN HYK/I€OTU/IHbIN BapMaHT
¢.770C>T, npuBOAALIINIT K aMUHOKMCIIOTHOMY BapMaHTy p.S27L B reTepo3UroTHOM COCTOAHUMN.
[Tpy mpoBefeHNN CKPUHUHTOBOTO MOJIEKY/IAPHO-T€HETNYECKOTO 00C/IeoBaHmA OMypKalmmx
POJCTBEHHUKOB YCTAHOBJIEH XapakTep MyTauuu de novo. Takum obpasom, cunpgpom Hynan
OblI TIOATBEPXKAEH. [JMHaMudeckoe HabmofeHMe OBUIO IPOJO/DKEHO: K JIBYM TOfjaM >KMU3HM
YIy4LIMINCh MapaMeTpbl ¢pusnmdeckoro passurusa (ogHako SDS pocTa coorBercTBOBaN -5,9),
B OmoxumudeckoMm aHanuse KpoBu NTproBNP cuuswmicsa go 12 541 nr/mi, HO yBenmm4miach
perypruranus MUTPAIbHOTO KiamaHa o IV cTeneHu, neBas aTpuomeranus (JieBoe mpepcep-
nvie 42x42 MM, Z-score 7,2), TpajueHT JaBjleHus BbiBogHOro othena JIDK coxpaHsiics okomo
90-100 MM pT.CT.
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KJIMHUYECKASA U MOJIEKYJIAPHO-
FEHETUYECKASA XAPAKTEPUCTUKA
CUHOPOMA HYHAH, OBYCJIOBJIEHHOIO
BAPUAHTOM B FEHE RAF1

B Bo3pacrTe 3 j1eT BBIIIOJTHEHO OIIepaTUBHOE Ie4eHVe B 00bEMe TPaHCAOPTAIbHO CEeNTaTbHO
MMO9KTOMMY M IPOTE3NPOBAHMA MUTPAJIBHOIO KJIAIlaHA MEXAHMYECKUM IBYCTBOPYATHIM IIPO-
te3oM. Omepannus OCIOKHIIACH XMIONIEPUKAPAOM, YTO HOTPeOOBAIO TOBTOPHOTO MHBA3UBHOIO
BMeNIaTe/IbCTBA. B mocneonepanuoHHOM nepuofie B CBA3YM C IIPOT€30M MUTPAJIbHOTO KJIaIllaHa
B Tepanyio JoOaBIeH aHTMKOATYIAHT (BapQapyH), HPOJO/DKEHO JiedeHNe aHTMAPUTMUIECKUM
npenapaToM (aMMOJapoH).

JVTHAMMKA U PE3YJIBTATBI IIOC/TEQYIOIETO HAB/IFONEHVA

Yepes 6 mecAleB IOC/IE ONEPATUBHOTO JIEYEHM OTMEYEHO Y/Iy4dllleHlie MOTOPHBIX HaBbl-

KOB (CTaj/l CaMOCTOSITE/IBHO XOUTh), MACCO-POCTOBBIX IOKa3areneil (3a 6 MecsIeB IpubaBUI
B Bece 1,8 KI, BBIpOC Ha 5 CM), pedeBOil aKTUBHOCTU (MOsIBUICA jiereT). B aHanmsax KpoBu
NTproBNP cumsmnca go 7660 nr/mn. ITo 9xoKI, TonmmHa MeX>KenyJouKoBOI IeperopoiKu
B 6asanbHOM cermenTe 18 MM (Z-score 6,1), B ocTanbHbIX oThenax 21 My, 3aguas crenka JIDK
10 MM (Z-score 4,0), MMKOBBIV IPafiieHT AaBIeHNsA BeiBogHOTrOo oTAena JIDK 25 Mm pr.cT., remo-
AVHaMI4YecKye ITapaMeTphl IPOTe3a B MUTPAJIbHOI TO3ULUY YIOBIETBOPUTEIbHBIE. Y YNTHIBAsA
HO/TyYeHHYIO MOJIOXKUTE/IbHYI0 MHAMUKY, IPOBE/ieHa IONbITKA OTMEHbl aHTUAPUTMIYECKOTO
npemnapara (aMUOJAPOH), ITOC/IE YerO 3aperMCTPUPOBAHbI YacThle SMM304bI CUHYCOBON TaXMU-
kapayu ¢ YCC 130 yxn./mMuH, monmuMopgHas XenyJ0odKoBas 9KCTPACUCTO/NA, B CBA3Y C 4YeM ObLI
BO300HOBJIEH NTPUEM aHTMAapUTMuUKa (coTasnon) ¢ apdexrom (mpu kouTpone XM IKI' apurmusa
He peruCTPUPYeTCcs).

B cBs3u ¢ comyTcTBYIOLIEN TaTONMOTNEl PeOEHOK TaKkKe HaOII0aeTCsl HeBPOIOTOM I iedek-
TONOrOM (HapyIIeH)s II03HABATe/NIbHO MNeATeTbHOCTM), HepponmoroM (KMCTO3HAs [NUCIIIA3VA
IOYeK; XpOoHMYecKass 0oyesHb movek 1 cragum), SHZOKPUMHONIOTOM (CMHApOManbHas HU3KOPOC-
JIOCTD: KO3 PUIMEHT CTAaHJAPTHOTO OTKIOHeHMs pocTa, SDS, -3,9, MHCYIMHONOKOOHBI (aKTOp
pocta-1 cHymkeH mo 59,1 Hr/mi), mepMaronorom (MeTaHOLMTAPHBIA HEBYC); OPTaTbMONIOIOM
(Myonus, acTurMaru3M obouX I71a3); OPTONeAOM (SKBMHYCHas AedopManusa CTOI M BaJbIyCHas
medopMalysa KOMEHHBIX CYCTaBOB: JJAaHHAsS ITaTOJIOTHA IIOTPeboBaIa IPOBeieHNsA JJOIOTHUTE/Ib-
HOTO OIIePAaTVBHOTO JI€YeHNs] — JIBYCTOPOHHEI axXM/UIOTOMUMU ¥ apTPOTOMMUM CyCTaBa CIIpaBa
B BO3pacTe 4 J1eT).

@®enoTun nannenta ¢ BapuanToM c.770C>T, p.S27L rena RAFI B Bo3pacTe 5 1eT IpefCcTaB/IeH
Ha puc. 2.

W

Y manueHTOB C NMAaTOreHHbIMM BapuaHTamyu reHa RAFI BepOsATHOCTb pa3BUTUA TUIIEPTPO-
¢ym Mmokapaa gocturaet 90,0%, YTO 3HAYMTEIBHO IIPEBBIIIAET APYrMe FeHeTUYeCKUe PUIMHBI
cunppoma Hynan (20,0%) [8, 9]. Ha muccenc-myranuio ¢.770C>T, p.S27L npuxopurcs oKomo
50,0% cny4aeB. Pe3ynbraThl psija cOOOIEHMIT CBUIETENBCTBYIOT O TOM, YTO Y IALIMEHTOB C 9TUM
BapUAaHTOM, KaK IIPaBIUJIO, Pa3BMBACTCA 0COOEHHO TsDKEMas 1 ObIcTpo mporpeccupytomas I'KMII,
00YyCITOB/IMBAIONIAs YPE3BBIYAIHO BBICOKYIO U PAaHHIOI CMEPTHOCTS [8, 9].
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OBCYXAEHUE

Hammu pganHBIE NOATBEPXKAAIOT,
YTO reHeTHuyeckuit Bapuant c.770C>T,
p.S27L cBA3aH C TAXKENBIM CepIeYHBIM
¢denorunom. B mpencraBieHHOM KiM-
HIYECKOM CJy4ae obpalraeT BHUMA-
HUe PaHHMIT [1e0I0T IaTONMOTMYeCKUX
IPOSBIEHUI: TUIIEPTPOPUA MUOKapHa
¢ obcTpykuueit BeiBogHOrO otgena JDK
U KJIaccuyeckye 3SKCTpaKapAManbHble
IpOSIBJIEHNS, YTO IO3BOJIMJIO 3aIOfi0-
3puth cuHapoM HyHaH emé no nomyde-
HUA pe3y/lIbTaTOB MOJIEKY/IAPHO-TeHe-
TUYECKOro 00cIeoBaHusA. BaXHbIM
MapKepOM OLEHKU TSXKeCTU COCTOSAHMA
nanueHToB ¢ 'KMII saBnsaerca Hanu-
4ye OOCTPYKLMM BBIBOJHOTO OTJesIa
JUOK. Bblcokass pacnpocTpaHEHHOCTD
OOCTPYKTMBHBIX (OPM MOXET OBITH
CBfI3aHa C IAaTO(PU3NOTOTUIECKIMMU
adpdexTaMy TAaHHOTO T'€HETUIECKOTO
BAapMAHTA, HO TAKXXe MOXXHO IPEeATIONo-
JKUTD, YTO Ha/lM4ye CTPYKTYPHBIX aHO-
Majuii MUTPAJIbHOTO KJIAllaHA 4acTUY-
HO MOIJIO IIOB/IMATDb Ha 9TOT ACIIEKT.

BemeHme manmeHTOB ¢ KapAuo-
BAaCKy/ApHON maronoruenn npu RAS-
HNaTUAX HAa CETOJHALIHUI JeHb OCHO-
BaHO Ha TeKYIMUX KIMHUYIECKUX
PEeKOMEeH/IalMAX ¥ aHAJIOTMYHO METO-
IaM, UCIIONIb3yeMbIM B 11€/IOM B IIOIY-
nagun [6-8, 11]. B cmyuyae pasBu-
s 'KMII B kauecTBe mpemnaparoB
IepBOIl TMHUY PEeKOMEeHJyITCcsA beTa-
6710KaToOpbl C MCIOTb30BaHMEM Hece-
nekTuBHBIX popm [6-8]. CenranbHas

Puc. 2. ®eHoTun NnaumeHTa B Bo3pacTe 5 net:
cdhusmnyeckoe pasputme Hu3Koe (SDS pocTta -3,9);
3KCNpeccuBHas peyb NpeacTaBfeHa PasBéPHYTbIMU
dpasamu; gu3apTpus; MbilleyHas TMNOTOHUS;
BbICOKasl rpaHuMLa pocTa BOJIOC Ha NIOY; BbICOKUM
N06; Bblpa)KeHHble No6Hble 6Yrpbl; pa3peXXeHHble
NatepasbHble YYaCTKM GpOoBel; LUMPOKOE 3anaBLuee
nepeHocbe; aHTUMOHIOJIOUAHbIN pa3pes rnas; WMpPoKoe
OCHOBaHMe HOCa; NOAYEPKHYTbIe KPblibS HOCQ;
LUMPOKMI CrIaXKeHHbIN hUNbTP; TOHKAs BEPXHSAA ryoa;
MaKpPOCTOMUS; OANCNNACTUYHBIE OTTOMNbIPEHHbIe, HU3KO
pPacnono)XeHHble, POTUPOBAHHbIE YLIHbIE PAKOBUHbI;
KOpPOTKas Les; BbipaXXeHHas KunesmaHasa aedopmaums
rPYAHON KNeTKU; MMeIOMOHOLMTAPHbIN HEBYC Ha GOKY
crnpaBa; KUhoTuyeckasi ocaHka; OTHOCUTESIbHOEe
YKOpOYeHue TYJIOBULLA; YBeNnyeHne o6béMa XXUBOTA;
6paxnpakTUMS; nonepeyHas NafoHHaa CKnagKa cleBa;
KOHTPAaKTYpbl JIOKTEBbIX CYCTaBOB; Npu Xxoabbe npaByto
HOTY CTaBUT Ha MbICOK.

MUOSKTOMMS ABJIAETCA Haubosiee NMPeAIOYTUTEIbHBIM BapMAaHTOM XMPYPIUYECKOTO JTe4eHNUs
npu obcrpykrusHoit popme 'KMII ¢ rpasmentom paBneHus 6onee 50 MM pT.CT. B Crlydae
PEe3UCTEHTHOCTU K Me[VKaMeHTO3Hoil Tepanuu [6-8, 11]. O4eBUAHO, YTO MAIEHTHI C CUHJ-
pomoM HyHan umeroT 60nee TsDKEMOe KNMHWYECKOE COCTOSIHME M MaJIblil BO3PACT Ha MOMEHT
IIPOBEIEHN CeNTaTbHOI MuosKkTomun [8, 11, 12].

B mpencTaBIeHHOM KIMHMYECKOM CJIy4ae BBICOKMII I'PafiieHT OOCTPYKLNMM BBIBOJHOTO
otnena JIDK, HeOCTaTOYHOCTb MUTPAIBHOTO K/IAallaHa 3a CYET aHOMA/IUM CTPOEHMs K/IallaH-
Horo amnmnapara 1 SAM-deHoMeHa, aTproMeranusi M KIMHNYIeCKIe IPU3HAKI CePIeYHON Helo-
CTAaTOYHOCTYU PETMCTPUPOBA/INCH YKe C IMIEPBOTO rofla )KU3HM, YTO OKa3ajo BIAMAHNE HA K-
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KJIMHUYECKASA U MOJIEKYJIAPHO-
FEHETUYECKASA XAPAKTEPUCTUKA
CUHOPOMA HYHAH, OBYCJIOBJIEHHOIO
BAPUAHTOM B FEHE RAF1

HMYECKUII IMPOTHO3 U ABJIANOCH IOKa3aHMEM K paHHeMY XUpypruiyeckomy nedeHuio. Kpome
TOTO, HaJI4lie CONYTCTBYIOIIVX K/TAITaHHBIX AaHOMAJINIL ABJIAIOCDH JOTIOTHUTE/TbHBIM PaKTOPOM
CJIOXKHOCTY ¥ TOTPebOOBaI0 COYETAHHOI OIEepaTMBHON Koppekuuu. TeM He MeHee NaHHBIN
IpUMep MOATBepXjaeT 6e30macHOCTb 1 9 PEeKTUBHOCTD XMPYPIMUECKOTO JIeYeHNsT 0OCTPYyK-
tuHOM ['KMII B cnenyanyu3upoBaHHBIX LIeHTPaX, UMEIOIINX OIbIT CENTaTbHON MUO3KTOMUNU
y mereii [6, 8, 12].

Y namyenrtos ¢ TKMII B crpykType RAS-maTnit HecMOTpA Ha TO, UTO YCTpaHeHue 0OCTPYKINU
BbIBOZIHOTO OTAienna JDK obmerdaer cummromsr [KMII, ocTaéres pyck pasBuUTHs YCTONYMBOIL JKeTy-
moukoBoy Taxukappyuy y nanyentos ¢ I'KMII B crpykrype RAS-matuii, B cBA3K ¢ 4yeM Hauiemy
HaLMeHTy OTPe6OBaIOCh IPOAO/DKEHE aHTUAPUTMUYECKOI TePATIIA.

Couetanne 'KMII ¢ psajoM xapakTepHbBIX 9KCTpaKapAMaIbHBIX IPU3HAKOB TpeOyeT MCKIIIO-
yeHuss RAS-natuit. B HameM KIMHUYeCKOM IpyMepe IMalyeHT ¢ BapuaHToM reHa RAFI neMoH-
CTpUpYeT SAPKUil sKcTpakapananbHelil Genorun RAS-matuii, 4To cormacyercs ¢ 3apybe)KHbIMU
coobenuamu [5, 9].

Omnucana BbICOKasA 4acTOTa BCTPEYAEMOCTM HU3KOTO POCTa y IALMEHTOB C BapMaHTOM
¢.770C>T, p.S27L [9]. Y Hauero manmeHTa 3TO MOIJIO OBITh CBSI3aHO KaK C TSYKECThIO MOPaXKEeHNUs
CepJieYHO-COCY/IUCTON CUCTeMBI, TaK ¥ C HapyIleHNAMU FOPMOHA/IbHOM perynAanuu. CTOUT oTMe-
TUTb, YTO PeKOMOVHAHTHAs TepaIus YeJI0OBEYeCKOr0 TOPMOHA POCTA VICIIONb30BAIach y 4 mamm-
€HTOB C BapMaHTaMM reHa RAFI, nBoe 13 KOTOPBIX IIPEKPATUIN JeYeHNe 13-3a JOKYMEHTA/IbHO
HOATBEPXKAEHHOTO YXYALIEHN TUIIepTPoduM MIOKapAa Py Tepamni.

Bo3HUKHOBeHVE OIyXO/Ieil B 9TOIl KOTOPTe COOTBETCTBYeT OOIell pacIpOoCTPaHEHHOCTU
npu cungpome Hynan (oxomo 2%) [9], uto 06ycmoBnmBaeT HEOOXO[MMOCTb OHKOIOTMYECKOI
HAaCTOPO>KEHHOCTY Ha MPOTSKEHUM BCell KU3HY MalyieHTa.

Yro kacaeTcs INpeHaTaJTbHBIX aHOMA/NMii, TO yBeIM4eHUe TOJIIMHBI BOPOTHMKOBOTO IIpPO-
CTPAHCTBa MWINM MHOTOBOAMeE pacrpoctpanensl npu ¢.770C>T, p.S27L (26% u 47% coOTBeTCTBEH-
HO), OTpakasi CepbE3HOCTb (PEeHOTMIIA C paHHel KIMHNYIECKOI Tpe3eHTarmeit [9].

MennKo-reHeTHYeCKoe KOHCY/IbTMPOBaHMe IIOKa3aHO BCEM IallMieHTaM Ipy IO[03peHUM
Ha 3aboneBaHusA U3 rpynnbl RAS-matumit [1]. Bo3aMo)XHOCTD IpyMeHeHMsT BBICOKOIIPOM3BOAUTE/b-
HOTO CeKBEHMPOBAHMsA YIydlllaeT KaueCTBO AMATHOCTMKM, CIIOCOOCTBYET ITONOTHEHMIO JJaHHBIX
O HOBBIX IIATOTEHHBIX BAapMAHTAX ¥ YCTAHOBJIEHUIO T'€HOTUI-(PEHOTUIINYECKUX KOPPELNii,
MO3BOJIAET ONpefie/INTh MPOrHO3 NIPY IUTAHMPOBAHUY [A/IbHEIIero NeTOpOXKAeHNA I MallyieH-
TOB U X POZICTBEHHVKOB.

3AKJTIOUEHUE

B HacTosilee BpeMs MPOBOAUTCS aKTUBHas paboTa IO YTOYHEHMIO MOJIEKY/ISPHO-TeHe-
TUYECKUX IIPUYMH, IaTOreHe3a, €CTECTBEHHOIO KIMHUYECKOTro TedeHMsA cuHApoma Hynan
U IpPyTUX POACTBEHHBIX CMHIPOMOB, YTO IIOMOXXET yAy4YLIeHNI0 KaueCTBa BeleHNA MallIeHTOB
u pa3paboTKe moTeHUManbHO Oosee 3ddeKTUBHBIX 1 O0jee MepCOHATM3NPOBAHHBIX METOLOB
JIe4eHNs1, HallpaBlIeHHbIX Ha KoMnoHeHThl nmyTu RAS/MAPK. Cnenmanucram, oCyuiecTBIAR-
MM JVHaMU4eckoe HaOMIOfleHMe 3a JeTbMMU C IIATOJIOTMENl CepfieuHO-COCYAMUCTON CUCTEMBI,
ClIeflyeT COXPaHATb HACTOPO)XEHHOCTb B OTHOLIeHUN 3aboneBaHmit u3 rpymmsl RAS-maruii.
[IpencraBneHHbIT HAMM KIVMHWYECKUI C/Ty9all ABJIAETCA MPUMEPOM KIACCMYECKOIO TAXKENIOTO
TeyeHns cuHapoma Hynan npu Bapuante ¢.770C>T, p.S27L u geMOHCTpupyeT HEOOXOAMMOCTD
PETryIApHOro, i 4YTO OYeHb Ba)KHO, KOMIIJIEKCHOT'O HaO/TIOfjeH s TallVIeHTa Ha POTSKEeHUY BCeil
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JKU3HM C TIPUBJIeYEHVEM PasIMYHBIX CHElMaauCTOB. B cBs3M ¢ pasHOOOpasmeM KIMHUYECKUX
IPOsIBIEHNIT HEOOXOAMMO HPOBOAUTH IIOTHOE KOMIUIEKCHOe (u3MKanbHOe, 1abopaTopHO-
VMHCTPYMEHTa/IbHOE VI MOJIEKY/IAPHO-TeHeTNYecKoe 00CIefoBaHNe MalMeHTOB C MOJ03PeHIEeM
Ha RAS-martuio.
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TMNEPTPO®UYECKAA KAPONOMUNONATUA
Y PEBEHKA PAHHEFO BO3PACTA,
OBYCJIOBJIEHHAA BAPUAHTOM

B FEHE PRKAG-2

TMNEPTPO®UYECKAA KAPAUOMUONATHUA
Y PEBEHKA PAHHEIO BO3PACTA,
ObYCJIOBJIEHHAAA BAPUAHTOM B TrEHE PRKAG-2

H.A. CaBurosa, JI.A. Tanpaesa, E.H. bacapruna, A.A. Ilymkos, K.B. CaBocTbaHOB

OBOCHOBAHME

[uneprpodudeckas KapauOMMONaTs SABJIAETCS HanboIee 9acTo BCTpevarommmcs GeHoTH-
IIOM KapAMOMUOIIATHH B IETCKOM BO3pacTe, PV 9TOM MMEHHO B JaHHOJI TPYIIIe MaIeHTOB Ipe-
0071aal0T BTopuyuHble POPMBI 3a60/IeBaHNsA, CBA3AHHBIE C LIeIBIM PAXOM NPUYMH: C MyTaLVsIMU
B I'eHaX HeCapKOMEPHBIX 0e/IKOB, OOMEHHBIMU U MUTOXOHAPUANbHBIMU 3aboneBaHMsAMU. OfnH
13 BO3MOXKHBIX BapMaHTOB OOYC/IOB/IeH AUCHYHKIMEN 5-afleHO3MHMOHO(OCPaTaKTUBUPYeMOii
nporenHkyHasbl PRKAG2-cnupoM — pefjkoe ayTOCOMHO-TOMUHAHTHOE 3a00/IeBaHIe, C COYeTa-
HYIEM CMMeTPUYHOI TUIIepTpodUM MIOKapAa, IIPefBO30y>KIeHIeM XKeTyJ0YKOB I IPOrpeccupy-
IOIIMMY HapYIIEHUsAMY PUTMA U IPOBOAVMMOCTH, HeO/IaronpuATHBIM IPOTrHO30M [1].

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

Y manpumka A. 2023 roga poXOeHMSA M3MEHEHMA CO CTOPOHBI CEpAlla BBIABIEHBI BHYTPM-
yTpoOHO Ha 26-i1 Hefiesle reCTallMy B BUJie KapVIOMeTajIvi.

Anamnes 6one3ru. Pe6EHOK poanicsa B CPOK, C HOPMaIbHBIMM MaCCO-POCTOBBIMY IIOKa3a-
tenmsamu (Macca Tena 3140 1, gmHa Tena 50 cm). [Tocne poxxaeHus nposefeHa sxokapauorpadms
(9x0KT'): BBIABNIEHA CMMMeTpUYHAsA TUIEPTPOodUA MIUOKapAa (MeXOKeTy[OYKOBast IIeperopojgka
U 3aJHAA CTEHKa JIeBOro Kenyfjouka mo 5 MM). Ha anexrpoxapamorpamme (9KI') u mpu xon-
TepoBckoM MoHMTOprpoBaHuy IKI' oTMedeHa ymepeHHas Opapmkapans (4acToTa cepheyHBIX
cokpamtenuit [YCC] guém 125/muH, Houbto 112/MuH) u denomen WPW (cunpgpom Bonbda-
[TapknaCcona-Yaiita). /labopaTopHOo oOpamjan Ha ceOs BHUMaHMe BBICOKNMII YPOBEHb Mapke-
pa cephedyHOl HEOCTATOYHOCTM — MO3TOBOro Harpuitypermdeckoro menrtupa (NTproBNP
5800 nir/mn ipu HopMe fio 200). B auHaMMKe K 4eThIpEM MecsAIaM XXU3HM IUIIepTpodus sHauu-
MO Hapocya (MeXOKeTyLoYKoBasi eperopofKa U 3a/iHsAs CTeHKa JIEBOTO JKelMyfo4Ka 1o 14 Mm),
Y MOABWIACh OOCTPYKIMA BBIBOJHOTO OTHEA JIEBOTO XKeMyA04YKa 10 30 MM PT.CT.; HapyLIeHUA
pUTMa ¥ IPOBOAMMOCTHM CTamyu IporpeccupoBarh (Ha QoHe coxpaHsrouleics OpaguKapaun
u ¢peHomena WPW mosBMInCh HafKeny[OYKOBbIe 9KCTpacKcTombl). ITo JaHHBIM MarHUTHO-
PEe30HAHCHOI ToMOrpadmu cepplia BBIABIEHBI TMIEPTPOdUSA MUOKApAa JIE€BOTO SKEMyOuKa,
Hambojiee BbIpaKeHHas B 00JIaCTU Ieperopoiky B 6a3ajbHOM OTHeNe, a TaKXXe IPU3HAKU
OOCTPYKIMM BBIBOJHOTO OTJe/Ia JIEBOTO SKEMYI0YKa; KOHEYHO-AMACTONNYeCcKIe 00bEMBI 000-
VX JKeJTyJ0YKOB HauyaJbHO CHIDKEHBI, OJHAKO MCC/IefJOBaHNe IPOBeieHO O6e3 KOHTPACTa, OljeHKa
CTPYKTYPbI MIOKap/ia HEBO3MOXKHA.
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B 7 mecsneB pe6EHOK BIlepBble TOCIIUTAIN3NPOBAH B Kapauonorndeckoe oraenenne GTAY
«HMMWI] spopoBbs pmerel» MuusgpaBa Poccum ¢ skamob6amy Ha TOBBIIIEHHYIO ITOTIMBOCTD
U YTOM/IAEMOCTD IIpyU Harpyskax. Ilo pesynbraram o6cnemoBaHNs NOATBEPANINCH CUMMETPU-
HBIIl XapakTep rumepTpoduy Mmoxappa (MeX KenyfouKoBasd IMeperopofka ¥ 3afgHAA CTeHKa
JIEBOTO Key/louka 14-16 MM, CTPYKTypa MIOKap/ia HEOJHOPO/HAs, IOBbIIIEHNEe 3XOT€HHOCTHI
CyO9H/IOKap/iMa/IbHBIX CJIO€B); 3HAUYUTE/IbHAsA 0OCTPYKLMA BBIXOJIHOTO TPAKTA JIEBOTO XKeTy04-
Ka (rpajgueHT mapineHMs 78-90 MM pT.cT.), GOpMMPYIOIAsACA 32 CYET YTOMIEHHOIO MIOKapAa
JIEBOTO JKeTyHO4YKa, IepefHell CTBOPKM MUTPAIbHOTO KiaamaHa (SAM-CMHApPOM) U Hanmuiap-
HOJ MBIIIIIBI MUTPATbHOTO KialaHa, QUKCUPOBAHHON B BBIXOJHOM TPaKTe; PerypruTanusd
Ha MUTpaJIbHOM KiamaHe II crereHy; yBenndeHue neBoro npencepand (Z-score 2,6); yMeHbIIe-
HJIe TIOJIOCTM JIEBOTO >KeNMyfouKa (Z-score -2,9); HapylLIeHue AMAaCcTONNIeCKO (PYyHKINM JIeBOTO
XKeTy/l0uKa o repsomMy tumy (puc. 1).

Ha SKI' nmpusHaku meperpyskm Mmokapaa 060ux >xenypnodkos, penomen WPW, 6paauxap-
nus (puc. 2).

IIpn nposegenun snexrpokapauorpapum (9KI) m cyrounoro monmropmpoBanmsa IKI,
ormeueHbl peHoMeH WPW un 6panmkappua. Comep>kaHye gpepMeHTOB (allaHMHAaMMHOTpaHCde-
pasbl, aclapraTaMuHoTpaHcdepassl, KpeaTnH(POCPOKIHA3DI, TAKTATAETUPOreHasbl) B Ipefieax
pedepeHcHBIX 3HaueHMil. VICK/IIOUEHBl M30COMHBIE 0OJIE3HM HAKOIUIeHMA. TaHJeMHas Macc-

Adult Echo TIS0.4 MI 0.1
X7-2 -

86Hz = M4
7.0cm -

2D M ; ' - 476 cmls

“50% " : 91 mmHg
C 50
P Off
Pen

Puc. 1. TpaHcTOopaKanbHaga 3xokapanorpacdusa (7 MmecsaueB XXU3HW): annKalbHas NATUKaMepHas
no3suumsa (BU3yanusmpyoTcsl BbipaXKeHHas runeptpodusi MMOKapaa 1eBOro Xenyaouka,
YMeHbLUEeHUEe MOIOCTU NEBOIro XeJNlyaouka, 00CTPYKUUS BbIXOOAHOIO TPaKTa JIEBOro XKeyaouka
C NMUKOBbIM rpagmMeHToM o 90 MM pT.CT.).
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TMNEPTPO®UYECKAA KAPONOMUNONATUA
Y PEBEHKA PAHHEFO BO3PACTA,
OBYCJIOBJIEHHAA BAPUAHTOM

B FEHE PRKAG-2

HP:
PR wrTopsan: —MC
GRS

aTiaTe: 4021450 mc

Pt

Puc. 2. dnektpokapamorpamma (7 MecsLeB XXU3HW): BbipaXkKeHHas npencepaHas opaaukapaus

(YacToTa cepaeuHbIX COKpallleHUn 79-97/MUH), BepTUKaNbHOE MOJNIOXKEHUE 3/IeKTPUUYECKOM ocH

cepaua, NPU3HaKKU neperpysku u runeptpoun MMokKapaa IeBoro xenygouka, peHomeH WPW
(cuHapoM Bonbda-lMNapknHcoHa-YanTa), HapyLieHus penonsapusaumm Ha oHe WPW.

CIIEKTPOMETPYSI KPOBY Ha HapyIIeHMs 0OMeHa aMVHOKIC/IOT U al{M/IKaPHUTUHOB, a TAaKXe ra3o-
Bas xpomarorpadus Moun Ha HapyuleHst 0OMeHa OpraHNYeCKUX KUCIOT MOYM — 6e3 maTomornm.
[Tomo6pana Tepamnus 6era-610KaTOPOM (IIPOIPAHOION 1 MI/KT B CYTKN).

YuuTpiBasi BBIPOXEHHYI0 OOCTPYKIMIO BBIXOJHOTO OT//a JIEBOTO >KEMyJo4Ka U (heHOMeH
WPW, pe6éHOK mepeBenéH B IPOGUIbHBIN KapAMOXUPYPIUIECKNIT CTALOHAP /IS BBIIIOTHEHS
CEITATbHON MUIKTOMMUIL.

\—
IIPEJBAPUTE/ILHBIN MTVATHO3

BricTaBeH mpenBapuTenbHblil auarHo3: «Kappmommomnatus, runeprpoduyeckuii deHo-
TUII, CUMMeTpWYHas, 06CTpyKTuBHasA Gopma. AHOMaTbHOE CTPOEHNe IOAK/IAIIaHHOTO annapara
MUTPAZIbHOTO K/IallaHa, HeIOCTaTOYHOCTh MUTpanbHOro kaanana Il crenenn. Hapymenne purma
cepaua u nposopumocty: peHomeH WPW, Hecnenmdudeckass BHyTpYDKeNTygodKoBas Onokaja,
ANCYHKUMA CMHYCOBOTO y3/1a. YTPO>KaeM II0 BHE3aITHOI CepAedHoil cMepTi. XpOoHMYecKas cep-
meuyHasd HefocTaTOo4HOCTH IIA cragum. OynkumoHanbHbI Knace II mo Ross». I1o coBokymHocTH
KIVHWYECKUX JaHHBIX (CMMMeTPUYHBIN XapakTep runeprpodun, Hammaue WPW, 6panukapans,
paHHUI Bo3pacT pebénka) 3anopozpena PRKAG2-kapanommonarus.
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— | JIEYEHUE

Ha 6a3ze ®TBY «DenepanpHblil LIeHTP BHICOKMX MEAUILIMHCKIX TeXHOIOrM» I. Kanuuuurpazga
B Bo3pacTe 8 MecsleB peOEHKY NpoBefjeHa pacIipeHHas MISKTOMIS BBIBOLHOTO OT/ieNa JIEBOTO
XKeNyflouKa. DKCTYOMpPOBaH B IIePBbIe IIOC/IEONEePALMOHHbBIE CYTKY, IPEHAXKN Ya/IeHbl Ha TPETbU
CYTKU. B mocneonepaioHHOM Iepuofie OTMeYaach IPaBOCTOPOHHASA ITHEBMOHMNA; JBYCTOPOH-
HUJT TUIPOTOPAKC, HOTPeOOBABIINIT YCUIEHN aHTNOAKTepUaIbHOI Tepanuy M IPOBeeHN Ape-
Hyposanua. Ob6pamana Ha ce6s BHMMaHMe OpafuKapys (110 pe3ynbTaTy CyTOYHOTO MOHUTOPUPO-
BaHuA OKI cpepnsas YCC 90/mun, MakcumanbHas maysa 1528 mc, mocrosHHbI peHomeH WPW),
B CBSI3M C YeM Tepalys IIPOIPAHOIOJIOM OTMEHEeHa.

B 1 rog 1 mecsAn NOBTOPHO TOCHUTANIN3MPOBAH B Kapauonormdeckoe orgenenue OI'AY
«HMMUII 3popoBesi meteii» MwunsgpaBa Poccun. Ilpu ob6cmefoBaHMM OTMEYEHO CHIDKEHUE
ypoBHA NTproBNP no 1097 nr/mn. ITo 9xoKI' — cocTosHMe nocne pacmypeHHO MUOIKTO-
Muy; runeprpodus Muoxappa 6e3 HapacTaHWsA, COXpaHAETCA e€ CUMMETPUYHBIN XapaKTep
(MeXOKemyJouKoBas Meperopogka 1o 12-14 MM, B 30He MUOSKTOMMUM 10 9,5 MM, 3a/IHAA CTEHKA
JIEBOTO Kelmyfouka 11-12 MM); oTMedaeTcd HEOTHOPORHAA CTPYKTypa MUOKApfa C IOBBIIIe-
HJIEM 9XOT€HHOCTHU CYO3HJOKap/MaNIbHBIX CTIOEB; IPAMeHT OOCTPYKIVM Ha JIEBOM JKelTyLodKe
C yMeHblIeHMeM 10 15 MM pT.CT.; HOpManu3auusa pasMepa JIeBOro IpeficepAns; yBeludeHue
IOJIOCTY JIEBOTO JKelyfouka 1o Z-score 0,7; yMeHbleHNe HeflOCTaTOYHOCTU MUTPATbHOTO
KJ/IallaHa 10 MUHUMaIbHOIL. Ilo xontepoBckomy MoHuTOpuposannio IKI' coxpaHnsanacy cuny-
coBasi Opagukapaust u snusonsl npencepgHoro putma (cpenusss YCC guém 86/MuH, HOYBIO
65/mun); nocrosiHHO ¢peHoMeH WPW, Bo BpeMs Itada — SMM30/bl IPEACEPAHOI TaXMKapAuu
¢ UCC po 142/MuH c IVIaBHBIM Ha4ajOM ¥ OKOHYaHUeM depe3 Iaysbl; 3yber P Busyammsm-
pyeTcs IJIOXO; TPU OfMHOYHBIE JKETYy/lO4KOBble 9KCTPACUCTONNM; JEBATh OJMHOYHBIX CyIpa-
BEHTPUKY/IAPHBIX 9KCTPAcUCTONMUI (B TOM 4ucie paHHue); 471 maysa putma (MaKcuMManabHO
mo 1608 mc). Ha ¢one oTmens! Gera-610KkaTopa OTMedeHa CKJIOHHOCTb K apTepUaIbHOI
runepreHs3un (MakcuMmanbHO 0 129/58 MM PT.CT.), B CBAISU C YeM Tepanus MPOIMPAHOIONIOM
BO300OHOB/IEHA.

C uenblo Bepuduxanuy npyanael KMII B 1abopaTopny MeAUIIMHCKON TeHOMUKM MeayKo-
reHetndeckoro neHrpa PTAY «<HMMUII spoposbs fereii» Munsapaba Poccum 1y TéM BhICOKOIIPOM3-
BOJVTE/IbHOTO CEKBEHVPOBAHNA peOEHKY MPOBEIeHO CEKBEHMPOBaHe IIOJTHOTO 9K30Ma, BBIABJIEH
HEOIMCAaHHbII paHee reTepo3nUroTHsIN BapuaHT ¢.1062A>C (NM_016203.4; chr7:151570215T>G)
B reHe PRKAG-2, 4T0 ¢ y4€TOM KIMHUYECKOV KapTUHBI NOATBEPXKJAeT paHee 3alofl03peHHbIN
mnarHo3 PRKAG2-kaparoMuonarii, IIaHUPYeTCs Z000CIeJOBaHIie CEMbIL.

\/&» TIPOTHO3

PRKAG2-KapanomMmonarus XapakTepyu3yeTcsi HeOIaronpyATHBIM IPOTHO30M, ITOCKONIBKY
IpY IPOrpeccUpyIollleM BapyaHTe 3a00jeBaHMsA IOTPeOHOCTb B IPOBEEHUY TPaHCIUIAHTAINN
cepilla, IO JaHHBIM paHee OIyO/IVMKOBAHHBIX VICC/IENOBAHNI, BO3HMKAET Y)XKe B IOLPOCTKOBOM
Bo3pacTte [2]. YuurbiBasg HeOOXOAVMOCTb IPOBENEHMs KapAMOXVPYPIUYeCKOr0 BMeIIaTeNbCTBa
Ha IIepBOM TOAly >KM3HU, BBIPA)K€HHOE IIPOTPeCCUPOBaHNEe HaPYIIEHNII pUTMa ¥ IPOBOAUMOCTH
3a MepuoJ JUHAMUYECKOT0 HaOIOfIeH sI, BEpOATHOCTD (aTaibHOTO MCXO/A [/IsI IallieHTa BBICOKA,
B TOM 4JICJI€ IO TUITy BHE3AITHOV CMEPTIL.
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TMNEPTPO®UYECKAA KAPONOMUNONATUA
Y PEBEHKA PAHHEFO BO3PACTA,
OBYCJIOBJIEHHAA BAPUAHTOM

B FEHE PRKAG-2

OBCYXAEHUE

Yacro manuentsl ¢ cuHapomoM PRKAG2 B KIMHMYECKOl NPAaKTUKe PacCMaTpPUBAIOTCA
B KayecTBe IMALIVIEHTOB C IEPBMYHOM CapKOMEPHOV KapAMOMMOIIATHMEN, a HapylIeHUs pUTMa
¥ IIPOBOZIMMOCTY HEPeIKO MHTEPIPETUPYIOTCS KaK CaMOCTOATENbHBIe IpobeMbl. [eHeTndeckas
BepuduKaIysa AMar€osa IpU IMOMOINM CeKBEHMPOBAHMS HOBOTO IIOKOTEHNs OYeHb Ba)KHA
IJIsS CBOEBPEMEHHOII IMAarHOCTUKY 3a00/IeBaHMsI 1 IPAaBUIbHOI OLEHK!M IPOTHO30B [3], a Takke
VISl BBIABJICHNS T€HOTUII-TIO3UTUBHBIX WIEHOB CEMbM, IIOCKOJIBKY 3a0ojieBaHME MOXET VIMETb
BapyabebHOCTD TeYeHNs NPV OfMHAKOBOM MyTauyy [4]. B jaHHOM K/IMHMYECKOM Cydae Mojie-
KY/LIPHO-TeHeTN4ecKoe 00CTefloBaHMe CeMbM ell[é TOTbKO HMPEACTOUT, OFHAKO II0 IpefCTaB/IeH-
HBIM IaHHBIM MHCTPYMEHTAJIbHBIX MCC/IeIOBaHNIT Y pofuTerniell B Tekyliee Bpems o IKI' u 9xoKT
He BBbIABJIEHO M3MeHeHMIt, XapakTepHbix Ana PRKAG2-kapanoMnonarum.

Iuddepennyanpuyio auarHoctuky npu PRKAG2-cungpoMe NMpOBORAT € CapKOMEPHBIMU
BapMaHTaMy TUNepTPOdNUIecKoil KapAMOMMOIATUY, IM30COMHBIMU OO/IE3HAMM HAKOIUICHVS
(B ToM uncrie ¢ 6one3ubio [Tomiie), MUTOXOHApHANbHBIMY 3ab01eBaHMsAMH. Bonesub [ToMmme nmeer
criennpuueckyio pepMeHT-3aMeCTUTENbHYIO Tepalnio, IO3TOMY BepHas BepuuKauusa AMarHosa
B IIPAKTUKE UTPAET PelIAoNlYI0 POJIb [/ ONpefie/IeHNs IPOTHO3a U ONpefle/IeHNs TaKTUKU Befle-
HUsI KOHKPETHOTO IanneHTa [5].

MarHuTHO-pe3oHaHCHast ToMorpadus cepala ¢ BHyTPUBEHHBIM KOHTPACTUPOBAaHMEM IIOMO-
raeT 3all0f03PUTh HAKOIIEHNE T/IMKOTeHa B ceppieuHot Mbiie npyu PRKAG2-kapanommonarnn,
OIHAKO AMArHOCTUYECKas IIeHHOCTh NaHHOTO MCC/IEOBAaHNUs Ha PaHHMX CTAAMX 3ab0meBaHUs
HEBBICOKA — OOBIYHO BM3YaIV3UPYETCs TOMBKO 9KCIEHTPUYHAS TUIIEPTPOPIs MIOKApAa TeBOTO
XKeNTyIodKa, B TO BpeMs KaK Ha MO3JHUX CTAIMAX BO3MOXKHO BbLABIeHNe And@ysHOro pacrmpe-
OeleHNsl M 3aMefi/IeHMs1 HaKOIUIEHUs TafloIMHMA C BOBJIEYEHMEM CpelHe-HIDKHeTaTepalbHbIX
CEerMeHTOB [6].

Y4anTbIBas mporpeccupyolye HapyIleHns pUTMa U IPOBOJMIMOCTH, B KadyecTBe Npoduiak-
TUKV BHE3AITHOV CMEPTI MOKET OBITh pacCMOTPEH BOIPOC VMITTAHTALIVIN KapAnoBepTepa-neduo-
pwuraropa. ITo garaeiMm M.H. Gollob u R.T. Murphy, 17 nanyentam (38%) B cBsA3U ¢ mporpeccn-
pyoleit 6pagukapaneli IpoBeieHa BblllleyKa3aHHas mporenypa [7, 8], a B uccnenoBanum van der
Steld ycranoBka npoBeneHa 6 (33%) marnyenTam [9]. B zaHHOM K/IMHIYECKOM CTy4ae IIAHUPYETCS
IpOBEJleHNEe TLIATEIbHOIO ApPUTMOJIOTMYECKOTO0 KOHTPO/A, M MMIUIAHTALMA KapAauoBepTepa-
nedubpuIATOpa IIPU BO3HUKHOBEHNM IIOKa3aHMil OyfieT paccMOTpeHa B 60/iee paHHME CPOKIL.

3AKJTIOUEHUE

[Tpu coderanmy cuMMeTpU4HON runeprpopuy mmoxkapra, WPW-denomena u nporpeccu-
PYIOIIMX HAapyLIEHMAX pUTMA U IIPOBOAVIMOCTI Y JeTell B AMAaTHOCTMYECKIIT TTOMCK 00s3aTe/IbHO
HeoOXO[VIMO BKJIIOYATh PeKOe ayTOCOMHO-IOMMHAaHTHOe 3aboneBanne — cuuHppoMm PRKAG-2.
[Taumentsr ¢ PRKAG2-kapaynommonaTyeil Hy)X/JaloTCs B TLIATeTbHOM HAOMIOEHNN CIIeIIVIaIvic-
TOB, B/IAfIelOIUX MHpOpMaIyeil 06 0COOEHHOCTAX TedeHMs 3a00/IeBaHNs, IOCKOIbKY JaHHBIE
60pHBIE MOTYT TpeOOBaTh 60/Iee AKTVBHO TAKTVUKY Be[JeHNsI, YaCTO HY>KAAIOTCA B MMIUIAHTAL[UN
KapanosepTepa-gepubpmaTopa Wil NpodUIAKTUKY >KM3HEYTPOXKAIOIINMX HApyLIEHUIT pUTMa
¥ BHE3AITHOJ CEepIeYHOI CMEPTH, @ TAK)Ke OTINYAI0TCS HOTPEOHOCTHIO B TPAHCIUIAHTAL[MY CepPALa
B JJOCTQTOYHO PaHHEM BO3pacTe.
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HEMOJIHAA ATPE3UA HAPYXXHbIX CJTYXOBbIX
NnPOXOAOB Y NALUMEHTA C CUHOAPOMOM
OEJIELUNN 18q

HEMOJIHAA ATPE3UA HAPYXHbIX CJZTYXOBbIX
npoxoaos y NAUMEHTA C CUHAPOMOM AEJIELIUU 18q

Y.C. Manasuna, M.A. IpunkeBuy

OBOCHOBAHME

Cunppom 18q (cvHOHMMBL: cuHAPOM fie [pymn 2-ro Tina, YacTuyHast MOHOcomus 184, cuHp-
poMm penenyn 18q) BrepBble omucaH B 1964 roxy ¢panirysckum renetrikom Jean de Grouchy [1].
ITO pefKas reHeTHYecKas MyTalysd, CBS3aHHAasA C yTPATOM 4YacTM TeHETMYECKOro MaTepuasa
OfiHOI 13 XpoMmocoM 18-11 mapel. HacToTa BcTpeyaeMocTu — okono 1:50 000. HYae Bcero Bo3HNI-
KaeT de novo. Kputudeckue TOUYKM pa3ppiBa IIPU 9TOM CHUHPOME PACIIONIOKEHBI B MHTEPCTULIU-
aJIbHBIX y4acTKax 18q21q22, 3axBaThIBaoIMX O0/ee IOJIOBMHBI AJIMHHOTO I/Ieda XPOMOCOMBI 18.

Beigensdror aBa TMIA mesenmii — MPOKCUMAIbHbIA (y9acTok 18q11.2-q21.1) m [ucTaIbHbIN
(ygactok 18q21.1-q23). B pgucranbHOI 4acTy JUIMHHOTO IIeda XPOMOCOMBI 18 BBIABJIEHBI KpU-
TUYECKVEe PETMOHBI /i1 PasBUTHA BPOXKAEHHDBIX IIOPOKOB CEPJLid, OPTONEANYECKON IAaTOIOTUN,
ayTOMMMYHHBIX 3a00/IeBaHMII IIMTOBYU/HOI >KeJie3bl, Kocornasus, fepuiuta IgA, a Taxke Hapy-
IIeHNIT MVe/THI3AIVY, He IPUBOJALINX K IIPOrPecCUpPYIOIUM IeTeHePaTVBHBIM 3a00/IeBaHNAM
IIeHTpa/IbHOI HepBHO cucteMsl [2]. [Tpn Monocomun 18q deHoTHII KpaiiHe BapuabeleH 1 3aBU-
CUT OT pasMepa U JIOKaIN3aALUN Jeleln.

Knuandeckne nposasnenns cunpoma 18q MHOrOYMCIEHHDI:

e AQHOMaJIMM Pa3BUTUA IMULA Y POTOBOV IMOJOCTN: TUIIOIIA3VA CPENHEN YacTy JINIIA, YIUIO-
IEHHAs CIMHKA HOCA, ITyOOKO MOCaKeHHble IVIasHble SA0/I0KM, TOHKas BepXH:AA ryba
C OIyILIEHHBIMU BHU3 yITIaMu pra («pOT Kaplia»), pacijennHa ryosl, HEOA, TOTHYECKOe
HEOO, KOPOTKas y3[edKa A3bIKa;

e AQHOMa/JMM PA3BUTHA OpraHa 3peHVA: KOPOTKYE Y HAaK/IOHEHHbIE BHU3 VIV BBEPX IJIa3HbIE
I[e/IM, SIMKAHT, KOCOITIa3le, HMCTAarM, KOJI0OOMa pafly>KKM, TMIEPTeIOPU3M IIa3HbIX
mieseit, aTpo¢usa 3pUTEIbHOTO HepBa;

e AQHOMaJIMM Pa3BUTHA OpraHa CIyXa: HU3KO IOCaKEHHBIE YIIV C BBICTYIAKOIIVM IPOTUBO-
3aBUTKOM, CT€HO3 VMJIM aTpe3ys HapY>KHOIO CIyXOBOTO IIPOXOfia, KOHAYKTUBHAsA, HENPO-
CEHCOPHAs WIM CMEIIaHHAA TYTOyXOCTb;

o QHOMAMUM Pa3BUTHA CKeleTa: MUKpoledanusd, CKOMMo3, cyxamomuecs (KOHIYecKie)
IaJIbIIbl; AHOMA/IUY PAa3BUTHUSA CTOIL: IJVIOCKOCTOIINE, «II0OJIast CTOIa» (aHOMa/IbHOE YBe/u-
YeHe BBICOTHI IIPOJOIBHOTO CBOJA CTOIIBI), BePTUKATbHOE TIOJIOXKEHMEe TAPAaHHOI KOCTH;

e aTONMYECKNUe PAcCTPONCTBA, BK/IKYasA MUIEBbIE, TeKaPCTBEHHbIE WM CE30HHbIE ajlIep-
TUu 1 9K3eMy, geduuut IgA;

e B HEOHATAJIbHOM IepuOje — MbIIIeYHasl TUMIIOTOHNSA, Aucdarys, AblXaTeJbHbIe Hapy-
meHus [2];

¢ 9H/IOKPMHHBIE HAPYLIEHNS: TUIIONUTYUTAPU3M, 3afilepXKKa POCTa, ay TOMMMYHHBIe 3a60-
JIEBaHNA IVTOBUIHON JKeJIe3bl;

e IOPOKM Pa3BUTNA MOYENOTOBON CUCTEMBL: AaHOMA/IUM PAa3BUTHA IIOYEK, MOYETOUYHNKOB
Y MOYEBOTO ITY3bIPs, TUIIOCIIA A, KPUIITOPXU3M, TUITOIIA3VsA MOILIOHKIA;

o BPOX/IEHHbIe IIOPOKM Ceppla: 60/IbIIasg YacTh BCTPEYAIOIIMXCSA IIOPOKOB He IIpeCTaB-
JISIeT YTPO3BI I )KU3HY U TpebyeT MMIIb HaOMIONeHN; BCTPEYAIOTCs He3HAUUTeTbHbIe

36



cepiedHble IIYMBbI, TedeKThl CTEHOK CepAilia, CTEHO3 IETOYHOTO CTBOJIA, CY>KeHIe JIEroY-
HOTO KJIallaHa;

o HeJPOICUXMYECKUe PACCTPOIICTBA: 3a/iePXKKa YMCTBEHHOTO (OT HOPMa/IbHOTO MHTeEJIIeK-
Ta JI0 TSDKEIOTO VIHTEJUIEKTYaIbHOTO ieUIINTA), ICUXOMOTOPHOTO, PEYeBOTrO PasBUTHA,
PacCTpOICTBA Ay TUCTIYECKOTO CIIeKTpa [3].

ITpenaTanbHasA IMAarHOCTUKA STOTO CMH/POMA 3aTPyJHEHA M3-3a €T0 HMU3KOI YaCTOThI BO3HUK-
HOBEHVIS ¥l HETUITMYHBIX [TPEHATIbHBIX KIIMHUYECKNX POsiBJieHnt. B nctounnkax ectp madpopma-
LIV O OUATHOCTYMKE YACTMYHOM fenenuy 18q Impy IpeHaTa/IbHOM MCCIESOBAHNY aMHUOTUYECKON
JKUJIKOCTM C TIOMOIIBI0 BBICOKOIIPOM3BOAMTEIBHOTO CeKBeHVpoBauus [4]. IIponomkuTenbHOCTD
JKV3HI JIIOfIEN € fenenyeit 18q Takas >Ke, KaK y 3T0pOBBIX JIIOfEl. B 3aBMCMMOCTY OT CTEIIeHN MHTE-
JIEKTYaJIbHOTO JiepuInTa TIOAM ¢ CMHAPOMOM 18q MOTYT HaXOAUTBCA KaK B CIIEL[VaTN3MPOBAHHBIX
YIpeXIEHMAX, TaK VM )KUTD IIPAKTNYECK) HOPMaIbHOM COLMA/IbHOMN KU3HBIO [5].

[IpencTaBisieM OmMCaHVe MPOSIBJICHNIT PEKOrO TeHeTUIeCKOro 3aboneBanns (CUMHApPOMA Jie
[pymmn) ¢ menbio MOBBLILIEHNA HACTOPOXXEHHOCTV Bpadell MO TOBOAY FeHEeTUYeCKOl MaTOI0TUU
y HeTeil ¢ MHOKeCTBEHHBIMY AaHOMA/INAMM Pa3BUTHA.

ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' O MAIIVMEHTE

HeBouka 2008 ropa poxxgeHus (Bo3pacT Ha MOMeHT oOpameHns 10 net) obparniach B OTfe-
nenue oropunonapuuronorun PTAY «<HMMUI] sgoposes feteit» Munspgpasa Poccun ¢ sxamobamn
Ha CHIDKEHJe C/TyXa ¢ 00enX CTOPOH.

Anamnes 6one3ru. bepeMeHHOCTD U POZbI Y MaTepy IpoTeKamu 6e3 ocobernocteit. C poxe-
HIA Y TAIMEHTKN BBIABIEHA aHOMA/INA PasBUTUA HAPY>KHBIX CIIyXOBBIX ITPOXOJOB: BPOXKIEHHAA
aTpesus Hapy)XHOTO CITYXOBOTO IPOXOfia ¢ 06enx cTOpPOH. [leBouka pocia ¢ OTCTaBaHMEM pede-
BOT'O PasBUTNA; B 2 IO/l )KM3HM BbIABJIEHA IBYCTOPOHHAA KOHAYKTUBHAsA TYroyxocTsb II crenenm.
AKycTr4YecKre BbI3BaHHbIe IOTeHUManbl oT 21.07.2011: BpIpa)keHHOE HapylLIeHMe IPOBefeHNs
II0 CIYXOBBIM IYTAM CTBOJIa TOJIOBHOTO MO3Ia Ha YPOBHE CIYXOBOTO HEpBa C IBYX CTOPOH.
B Bo3pacTe 3 jieT BBIIOZTHEHO CTyXONpOTe3MpoBaHue. [JMHaMIdecKy HabIIOfaeTcst y CypAoiora
u JIOP-Bpayva. B 2011 ropy BbIIO/IHEHA aIeHOTOMUSL.

Conymcmeytowsue 3a6071e6aHUS U 0c00eHHOCMU. AYTOMMMYHHBII TUPEOUAUT, IE€PBUYHBDIN
runotupeos. CHHIPOM HeNpaBMIbHOrO mmybeprara. VI30bITOUHBIN Bec. BblcoKast IIMKeMus1 HaTO-
mak. HabmogaeTcs y 9HJOKpMHOIOra ¢ 5 jIeT. ATONMYeCKI epMaTuT. BpoXKI€HHBIT BBIBUX Ta30-
OenpeHHOTO CycTaBa ABYCTOPOHHMIL 3aKpbITOE BIIpaB/ieHNe B Bo3pacTe 4 MecstieB. [1pu poxaeHnn
BBbIsIBJICHa YKOPOYEHHas y3/leuka s3bIKa. B Bo3pacTe 6 yeT 2 MecsleB JeBOYKa ObUla HA OCMOTpe
y T€HeTMKa, KOTOPbIil OTMETIWI C/IefyIolie 0COOEHHOCTI: IO IJIOCKOE, IIMPOKOE IIePeHOChe, TN~
KaHT, HelOCTaTOYHasl IpMnOaBKa B POCTe, AeUIINT MacChl Teqa, AUCIUIA3NA COeNVHNTETbHON TKaHM,
TUIIEPMOOVIBHOCTD CYCTaBOB, CTA00OCTh MBIIIEYHOTO KOPCETa, IIMPOKOe IYIIOYHOE KOJIBII0, KIJIe-
BUAHasA JAedopManys IPY[HON KIETKM, B IOKTEBBIX CIMOaxX O4ary aTONMMYEeCKOro AepMaTuTa, 3y0-
Hble aHOMau (TpeMa). PekoMeHIOBaHbI KapMOTUIVIPOBAHNE Y KOHTPOJIBHBIN OCMOTP Y T€HeTHKa
4epes 1 rof ¢ pe3y/bTaTaMi UCCIIEIOBAHNsA, OfIHAKO JaHHbIE PeKOMEHALMM BBIITOTTHEHBI He OB,

ITpu nocmynnenuu. Ha xommnbioreproit Tomorpadun (KT) Bucounsix kocreit or 07.10.2018
KT-npusHakyu ABYCTOPOHHETO CT€HO3a HAPY)XHBIX C/IYXOBBIX IPOXOJOB, aHOMa/lIUM CTPOEHMS
PYKOATOK MOJTIOTOYKOB BMCOYHBIX KocTell (puc. 1). IIpu aygonorndeckom MCCIeSOBaHN — JIBY-
CTOPOHHAA KOHAYKTUBHAA Tyroyxoctb II-III crenenn.
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HEMOJIHAA ATPE3UA HAPYXXHbIX CJTYXOBbIX
NnPOXOAOB Y NALUMEHTA C CUHOAPOMOM
OEJIELUNN 18q

Puc. 1. KomnblotepHast ToMorpacdusa npason (A) n neson (B) BucouHbix kocten (07.10.2018).

\—

IIPEJBAPUTE/ILHBIN MTVATHO3

Jlnarnos ocHoBHoOI: «HemnonmHas aTpesuss Hapy)XHOTO CIYXOBOTO IIPOXOfid ¢ 00€NX CTOPOH,
IOBYCTOPOHHAA KOHNYKTUBHAasA TyroyxocTtb II-III crermenm».

ﬂi_

28.10.2019 B otpenenuu oropuHonapunronorun GI'AY «HMIUI] sgoposbs feteli» MuH3fpaBa
Poccun BbInoTHEeHa peKOHCTPYKTUBHAA OIePALyA Ha IIPaBOJl BUCOYHOI KOCTH ¢ pOpPMUpPOBaHMEM
HapY>KHOTO C/IyXOBOT'O IIPOXO/ia ¥ KapPKaCHOJI TMMITAHOIUITACTUKOIA.

KT Bucounbix kocreit ot 30.06.2020 (yepe3 8 MecsIieB IOC/Ie Olepaluy): MUPOKNUIL, XOPOILIO
copMupOBaHHBI HapPY)XHBIN CIyXOBOJ Ipoxop cipasa (puc. 2). IIpy KOHTPOTBbHBIX OCMOTpax
HIOCTIe OIIepALIUY CJTYXOBOJ IPOXOJ] JOCTATOYHO IIVPOKMIT, XOpoIo chOpMUPOBaH, CTEHKU HaPYK-
HOTO C/IyXOBOT'O IPOXOJia SIUAEPMU3NPOBaHbL. Ay/iuorpaMma II0Cjie OIepanuin: ClpaBa yMeHbIIe-
HIe TIOpOroB 3ByKonposenenus 1o 20 b (zo onepanym 70 1B) 1 IpakTIYecKy MOMTHOE yCTPaHEHNe
KOCTHO-BO3[IYILIHOTO Pa3pbIBa, C/IeBa KOHAYKTMBHAA TYTOYXOCThb ¢ moporamu fo 60 gb.

C anBapsa 2020 roga nmanueHTKa oTMedasa
IIOCTENEHHOE CHIDKEHME CIyXa cipaBa. B sHBa-
pe 2021 ropa mpu 0OCMOTpe BBIABIEHO PyOIj0BOE
Cy>KeHIe Hapy>KHOTO CIyXOBOTO IIpOX0ja CIpa-
Ba, PEKOMEH/IOBAHO ITIOBTOPHOE XMPYPIru4ecKoe
NeYeHyre — PEeKOHCTPYKLMA CTyXOBOTO IPOXO-
Ja CIIpaBa, peonepanus.

18.03.2021 B oTheneHMM OTOPMHOJIAPUH-
ronorun PTAY «HMMUIL 3popoBbs petein»
MunsgpaBa Poccuy BBINIOTHEHa PEKOHCTPYK-
TUBHAsA OIlepalys Ha IIPaBOJ BUCOYHON KOCTU
¢ ¢opMmpoBaHMEM HAPYXXHOTO CIYXOBO-
ro Ipoxoja, peomnepanusa. MecTHBII cTaTyc
or 31.07.2022: mpaBoe yxo (auris dextra, AD) —
Puc. 2. KomnbloTepHasa ToMorpacus npaBon Hapy>XHBIM CIyXOBOJ IPOXOJ, IIMPOKUN, CBO-

BMCcoYyHoM Kocth (30.06.2020). OOMHDBII, HEOTMMIIAHA/IbHAs MeM6paHa 6en-
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Hasd, 0e3 IPU3HAKOB BOCIIAJIEHN; JIeBOe yXo (auris sinistra, AS) — Hapy>XHBIil CTyXOBOJI IIPOXOJ
pe3Ko CyxKeH, bapabaHHas IlepernoHKa He0b603prMa.

01.08.2022 B I'BY3 «[IJI'Kb cB. Bragummpa [I3M» BbIlIO/IHEHA T€BOCTOPOHHSAA MEATOTUM-
IaHOITACTHUKA.

JIVTHAMWKA U PE3VIBTATBI ITIOCJIEJYIOIETO HAB/IFOOEHNA

KT Bucounsix xocteit ot 13.01.2023: mmpoxmuii, Xopoio chopMupOBaHHBIN HAPY>KHBIN CITy-
XOBOIJI IPOXOJ ¢ 06eux cTopoH (puc. 3).

KonrponbHoe cypponornueckoe obcmegoBanme ot 09.01.2023: aymumomerpus — HABYCTO-
POHHAA CMeNIaHHasg TYroyxocTb cmpasa lII cremenm, cnesa Il cremeHm; TMMIIaHOTpamMMa —
tun C crpasa, tun B cnesa.

KonTponbHbIll 0ocMOTp B 2024 TOAY ¢ IOMOIIBIO 9HOCKOMA (pycC. 4): Hapy>KHbIe CTyXOBbIe
IIPOXOZIBI C 00eMX CTOPOH XOpOoLIO ¢hOPMUPOBAHBIL, CTEHKM IN/IePMU3MPOBAHBI, HEOTVIMITaHA/Ib-
Hasi MeMOpaHa COCTOsTeNIbHA C 00euX CTOPOH, C/leBa HeOTUMIIAHaIbHasl MeMOpaHa umeeT Oenble
TUMITAHOCK/IEPOTUYECKIE BKIIOUEHNA.

Puc. 4. dHpockonuyeckas KapTuHa npasoro yxa (AD).
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HEMOJIHAA ATPE3UA HAPYXXHbIX CJTYXOBbIX
NnPOXOAOB Y NALUMEHTA C CUHOAPOMOM
OEJIELUNN 18q

MarHuTHO-pe30HaHCHas ToMOrpadus BIUCOYHBIX KocTeil oT 22.09.2024 ¢ nenbio guddepen-
IIVIaIbHOV IMIaTHOCTYKY ¢ 00 BEMHBIM HOBOOOpa3oBaHueM 6apabaHHOII TOJIOCTH (XO/ecTeaToMa):
IAaHHBIX 32 XO/IeCTeaTOMY He BBbISB/IEHO (puc. 5).

B moppocTKoBOM BO3pacTe pOAUTENM CTalny OTMEYaTbh CTPAHHOCTU B IIOBEEHUM JE€BOY-
KU, B CBSI3U C 4eM OOpaTWINCh K Tefuarpy. YUUTbIBas Ha/lu4due y MalMeHTKM MHOXECTBEHHBIX
aHOMa/IMI1 PasBUTUA U CONMYTCTBYIOLIMX ITaTOIOTNIA, IefuaTp HaIpaBuIa €€ K Bpady-TeHETHUKY.
05.02.2024 B BO3pacTe 15 neT HEBOYKA KOHCYAbTUPOBAHA TE€HETUKOM, II0 Pe3y/IbTaTaM IIOTHO-
9K30MHOI'O CEKBEHMPOBaHM:A IIO/IyY€HbI JIaHHbIE B II0/Ib3y Ha/AM4MsA TEPMUHAIBHOM Jenenun
y4JacTKa XpoMocoMblI 18, pasmepom ~7,7 Mb, 3axBarbiBaroieil 061macTb 28 6€l10K-KOAVPYOIIX
reHoB. OOHapy>keH Takoke IATOT€HHbIN BapUAHT B FeTEPO3UTOTHOM cocTossHMM reHa APOB, omn-
CAaHHBIl Y MALMEHTOB C ceMeiiHOi runepxonectepunemuent. Kapumorun 46,XX, del(18)(q23)dn,
T.€. JKeHCKV1 aHOMa/IbHbIIT HecOaTaHCUPOBAHHBII: JIe/IelysI INIMHHOTO II/Ieda XPOMOCOMBI 18, Bo3-
HYKIIAs de novo. 3aK/IOUeHre 1o pe3y/IbTaTaM IIOTHOSK30MHOTO CeKBeHMpoBaHMA: «CHHAPOM
nenenyu 18q. Ipynmna pucka 1o cemeiiHoi TUepxonecTepuHeMnn». [eHETKOM TaHbl pasbsACHE-
HYISL POAMTEIAM TI0 TIOBOJY BO3MOYKHBIX KIIVHIYECKX IIPOSIB/ICHNIT BBIBJIEHHOTO 3a00/IeBaHIA.

O6ecnokoeHHbIe BO3SMOXKHBIMY TICUXIYECKVIMI OTKJIOHEHVAMM y HE€BOYKY, POAUTeNN obpa-
TUIUCh C Hell K IICUXMATPY, KOTOPBI B XOfie NMpuéMa OTMETU/I Y MALMEHTKN Halau4dye TPeBOIu
VI BOJIHEHMsI IIpY OOIIEHVM CO CBEPCTHUKAMM, IIPOO/IeMbl B IOAEP)KaHUN [AMAJIOTa, CIIOKHOCTYI
B 00y4YeHUM, TPYSFHOCTU B KOHIIEHTPAIVM) BHYMAHMA, CHIDKEHME MHTE/VIEKTa Ha YPOBHE HEBbI-
cokoii HopMmbl. Co C/IOB MaTepy, B paHHeM HETCKOM BO3pacTe JleBOYKa UIpaja OZHOOOpasHo,
OTMeYasIiCh 3aJjep>kKKa pedn, MOBTOPSAOIMecs OBYDKeHVS (B3Maxy pykamu) 1o 7 neT. BeicraBnen
AnarHo3: «PaccTpoiicTBO ayTMCTUYECKOrO CIIeKTpa 0e3 HapyIIeHMiI B PasBUTUM PedM U A3bIKA
u 6e3 MHTEe/UIEKTYaIbHOI HeJOCTaTOYHOCTY — 1-11 ypoBeHb o DSM-5 (HOMeHK/IaTypa ICUXM-
YeCKUX paccTpoiicT). HapymeHnne aktuBHOCTY ¥ BHUMaHVs». [IcuxmaTpoM JaHbl pasbsACHEHNA
pOAUTENAM II0 IOBOAY IICUXUYECKOTO COCTOSAHMA EBOYKM, a TAaKXKe PEKOMEHJALUI 10 IIOBOJY
TasibHENIIero eé BOCIMTaHMA.

W

ITPOTHO3

YuureiBas OTCYTCTBUE CepbéSHbIX MaTOIOTUI OpraHOB U CUCTEM, HE3HAYUTE/IPHOE CHIVDKEHNE
MHTE/VIEKTA y OE€BOYKM ¥ KOMIVIACHTHOCTD pOI[I/ITe)IeIU/I U caMou OJE€BOYKM K CO6TIIOI[CHI/IIO PEKO-

Puc. 5. MarHuTHO-pe30oHaHCHasa ToMorpadus BUCOYHbIX KocTen (22.09.2024).
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MEeHJALNII CIIeNNaNTICTOB, MOKHO AYMATh O IOJIOKUTEIbHOM IIPOTHO3€ /I MALJIeHTKY B acIIeKTe
3[J0POBbsl, IPOAO/DKUTEIbHOCTY XKMU3HU U COLIMAIbHON aZjaliTaliyiL.

OBCYXAEHUE

MennimHcKasi HayKa, B YaCTHOCTV TeHETUKA, CTPEMUTENBHO Pa3BUBAETCS, OJHAKO [Mar-
HOCTHKA TeHEeTHYEeCKOI MAaTO/IOTUM BCE el MpefcTaB/sieT CIOKHOCTU. Borbiioe pasHoobpasue
TeHeTUYeCKNX 3a00/IeBaHNUIl U MX IPOSBICHUI TpebyeT MeXJUCIUIUIMHAPHOTO IIOAXOAa K MX
AVAaTHOCTYKE Y HACTOPOXXEHHOCTY CIEIMa/TMCTOB 110 IIOBOAY FeHeTMYeCKuX 3abojeBanHmit [6].

Cpefyt pasnnIHBIX BPOXK/IEHHBIX aHOMA/INIT OpraHa CIyXa Hanbosee 4acTo BCTPedaeTCst aTpesist
Hapy>XHOTO CTyXOBOTO Mpoxofa [7]. OfHOCTOpOHHsIsI TaKas IaTOMOTHs BCTpeyaeTcs B 3 pasa vaile,
4eM OBYCTOPOHHAA. BpoxX[E€HHAA aTpesnsa Hapy>KHOIO CIYXOBOTO Ipoxona B 75% cirydaeB coOmpo-
BOXXJAETCs Pas/MIHbIMU JlepeKTaMM YIIHOI PAaKOBVMHBI, MUKPOTIEl, a MHOTZA 1 QaHOTHEN, @ TakKe
HeJIOPa3BUTIEM WINM OTCYTCTBIEM CTyXOBBIX KOCTOUYEK, KOCTHBIMY 3apAlleHVSIMU CPeHETO U BHYT-
PEHHero yXa, aHOMa/IVSIMU PasBUTUSA [PYTUX OPTaHOB ¥ CUCTeM. MoXKeT ObITh BbI3BaHA BHYTPUYT-
poOHBIMY MHQEKIMAMY, IPUEMOM MaTepblo BO BpeMs OepeMEeHHOCTM /1eKapCTBEHHBIX CPElCTB,
06/majaromyx TepaToreHHbIM 3P PeKTOM, a TAKXKe BCIeACTBUE HaIM4MA TeHeTHYeCKOl TaTosiorny [8].

B ommcaHHOM K/IMHMYECKOM CIydae BPOXKAEHHAs aTpe3nsi HAPY)XHBIX CIYXOBBIX IIPOXO/OB
y TMAIVEHTKN COYeTAeTCs C APYTMMM aHOMAIMSAMY Pa3BUTVSI OPTAHOB ¥ CUCTEM, YTO ITO3BOINTIO
3aI0/[03PUTDb T€HETUYECKIIT XapaKTep OCHOBHOTO 3a00/IEBaHMISI U YCIIELIHO €T0 AUATHOCTUPOBATH.
3HaHMe JMarHO3a ¥ BO3MOXXKHBIX IIPOSIB/ICHMII 9TOJ NATOJIOTUM HO3BOIUT POJUTE/ISAM IIPaBUIb-
HO BBICTPOUTH He TO/NBKO JIeYeOHYI0 U MPO(UIAKTUYECKYI0 TaKTUKY, HO U B3aMIMOOTHOIIEHNs
C IeBOYKOJI JOMA I B YC/IOBUSIX KO/UIEKTHBA, @ TAK)Ke IIOMOYb eif BBIOPATh 3aHATIE B COOTBETCTBIUNI
C 0COOEHHOCTAMM XapaKTepa, GU3NIECKUMI BO3SMOKHOCTAMMI ¥ 0COOEHHOCTAMM CITyXa.

3AKJIIOMEHUE

XpOMOCOMHas IATOJIOTVA YaCcTO MIMeeT IMPOKNII CIIEKTp NposABIeHnit. Vl, KonedHo, g1 nu-
arHOCTUKM U JIEYE€HUA STUX NPOSABIEHUI ALMEHTDI UAYT B IIEPBYIO OY€Peb Ia/IEKO He K TeHeTH-
KY, 113-32 4€ro TeHeTH4ecKas MaTOJOTMA YacTO JUATHOCTUPYETCA B IIO3[HEM BO3pacTe VN OCTa-
€TCs1 BOBCe HEBBLABJIEHHOI. B CBA3M C 9TMM OYeHb Ba)KHO 3aIlOJO3PUTh IPOOIEMY U HAIPaBUTh
HalMeHTa K TeHeTUKY /I AMAaTHOCTUKIM TeHeTUYeCKOTo 3a00IeBaHMs 1 BbISAB/ICHUA BO3SMOXKHBIX
CONPSKEHHBIX MTATOJIOTUIL, YTOOBI IMETh BO3MOXKHOCTD HUBEIVMPOBATD X IIPOSABJIEHNUA U obectie-
9UTh PeOEHKY B a/lbHeNIIeM HayuIy4dlilee BO3MOXKHOE JIsI HETO KadyeCTBO XKU3HIUL.
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CUHAPOM WWUPOKOIO BOAONPOBOAA
NPEOOBEPUSA

B.H. Coxonosa, K.JI. Memepskos

OBOCHOBAHME

PacmmpeHHBIT BOLONIPOBOJ, IpeAaBepys (WIMpPOKuil BomgompoBop mpenasepus, enlarged
vestibular aqueduct, EVA) — Bpo>xiéHHas aHOMa/mus pasBUTHs BHYTPEHHETO YXa, IPOsB/IAIONIA-
CS1 CEHCOHEBPA/IBHON TYTOYXOCTBIO U BeCTUOY/LIPHBIMY PacCTPOIICTBaMU Yallle BCETO B paHHEM
Bo3pacte [1, 2]. BogompoBop mpeniBepuss — KaHaa BUCOYHON KOCTHU, COENVHSIONINIT TIpel/iBe-
pu¥ie U 3aJIHIOI0 YepeIlHyIo sAMKY. VICXOTHO Ipy JaHHOJ IAaTO/IOTUY HAOMI0AaeTCsl KOHAYKTYBHBDII
KOMITOHEHT 110 JJAHHBIM ayAMOJIOTMYECKUX VICC/IeNOBAaHNUI, B TaKMX CIydYasxX KIMHMYEecKas Kap-
TMHA MacKupyeTcs 1oj 3aboneBaHusA cpegHero yxa. CMHAPOM LIMPOKOTO BOAOIPOBOAA Ipef-
ABepusi — JOCTATOYHO PAacCHpOCTPAaHEHHAs aHOMa/Ms KOCTHOTO JabMpUHTAa BHYTPEHHETO yXa,
KOTOpasi IIPUBOAUT K PAa3BUTHIO TYTOYXOCTY PA3/IMYHON CTEIIeHU TsDKeCTU, obnagaeT OOJIbIION
BapnabeNnbHOCTBIO KIMHIYECKIX TIPOSIBIEHNIT, COYETAETCA C APYTMMM 3a00/IeBaHVSIMMI U JODKHA
pacno3HaBaThCs creluanucTaMi. [locTaHOBKa 3TOTO AMarHosa cTajaa BO3SMOXKHOI Oraropapsi Bcé
6ojee LIMPOKOMY HCIIONB30BAHMIO MY/IBTUCIMPAIbHON KoMIbloTepHOIT ToMorpagumu (MCKT)
BUICOYHBIX KOCTeJ! I/Is BBIAB/ICHNS IIPUYVH TYTOYXOCTU HEsCHOTO reHesa [1, 3].

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

B sauBape 2024 roga Ha amOynaTopHblit npuéM kK JIOP-spauy ®TAY «HMMUI] 3popoBbs feTein»
Munsznpasa Poccun o6patnnach mama ¢ pe6énkom H., 6 er.

Anamnues musHu. PeOEHOK C pORMUTENsIMM TNPOXKMBAeT B ABCTpaauy, BaKIMHUPOBaH
TI0 aBCTPANMIICKOMY Ka/leHAapio. B anaMHese (haKTOpPOB pMCKa TYTOYXOCTH HeT.

Anamne3 6one3ru. ITo TpencTaBIeHHON MENUIIMHCKON MOKYMEHTALMVY Ha MHOCTPAaHHOM
A3BIKE V1 CO CJIOB MaMbl, C Bo3pacTa 3 y1eT peOéHKa 6eCIIOKOVIN YacThle SIM30/bI OCTPBIX CPETHUX
OTUTOB C PELMAMBUPYIOLUIVM Te4YeHMEeM, IPOBOAWIOCH HIYHTUPOBaHUe OapabGaHHbBIX MOTOCTe
C MONOXXUTENbHBIM 3¢ dekToM. Bo Bpemsa pyTuHHOrO o6cmefoBanus B Hosi6pe 2023 ropia BbIABIe-
HO CHIDKEHMe CJTyXa, B CBA3MU C YeM 1M 0OPaTIINCh Ha IPUEM.

JVTHAMMKA U PE3YJIBTATBI IHIOC/TEQYIOIErO HAB/IYOTEHVA

Ha mMomeHT ocmoTpa gaHHBIX 32 JIOP-naronoruio HeT, IpoBefieHa MMIIEAaHCOMETPUA: CIIpa-
Ba — TuI A, ciieBa — Tun A. PekoMeH/j0BaHa KOHCY/IBTALNS CYPAOJIOra, KOTopasi OblTa IpoBeieHa
TaKKe B AHBape 2024 ropa. [1o pesynbraraM TOHaIbHOI IIOPOTrOBO AyJVIOMETPUN — JIEBOCTOPOH-
Hss KOHIYKTUBHAsI TYTOyXoCTb | cTerneny, 6e3 UHAMUKY B CPAaBHEHUY C IIPEABIAYIIVIM UCCIENO-
BaHMeM OT HOs6ps 2023 rofa.
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CMHOPOM LLUIMPOKOI0 BOAOMPOBOOA
NPEAOBEPUA

B meTckom BospacTe Ipu pacipoCTpaHEeHUN
BOCIAJIEHVI TYOApHBIM IYTEM OCTpBIl PUHNUT
C aJICHOMJMTOM YacCTO OC/IOXKHAETCA TybOoOTH-
TOM, OCTPBIM CPEJHUM OTHUTOM, 4TO IPUBOJUT
K KOHIYKTMBHOJ TYroyxocTu. B jaHHOM crmydae
HaCTOPO>KEHHOCTb BbI3BbIBAET aCMMETpUA IIPO-
1jecca — ONHOCTOPOHHASA KOHJYKTUBHAsA MOTEPS
ClIyXa C HOPMAa/IbHBIM CIyXOM Ha IIPOTMBOIIO-
JIO)KHOM YXe€, €r0 Majasl CTelleHb U OTCYTCTBUE
II0JIOKUTE/IbHOI VI OTPULIATE/IbHON JUHAMYKIA.

Pe6éHOK HampaB/ieH Ha MY/IBTUCIIVPA/Ib-
Hyl0 KoMIbloTepHy0 ToMmorpaduio (MCKT)
BUCOYHBIX KOCTeJ, Ifie Obla BbIBIE€HA aHO-
mamua. KT-kapTuHa aumatauuy BOLONIPOBOAA

Puc. 1. JleBass BUCOUYHAA KOCTb npenaBepus CIeBa, CTEHKA Ha TpaHUllE C TyKO-
(OKénTbIM LBETOM 0603HayYeHa o6nacTb BuLell ApEMHOI BEeHBbI (PparMeHTapHO He Ipo-
pacLUMpeHHOro BoAonpoBsoaa npeaasepus). cnexusaercs (puc. 1).

\/&» TIPOTHO3

CHH/IPOM LIMPOKOTO BOJOIIPOBO/A IPeABEPHs TaéT HeOMaronpusTHBI IPOrHO3 B OTHOLIIe-
HuM cnyxa. CIryX MO>KeT IOCTEeNIeHHO MM CKaYKOOOPa3HO yXYAIIAThCs ¢ rogaMu. [laske mpu ogHO-
CTOPOHHEN aHOMAaJINM, BBIABIEHHONM PEHTIEHONOTMYECKY, IIPOLeCC CHIDKEHNA C/IyXa, KaK IIpaBu-
J10, IBYCTOPOHHUIA.

TakTuka BefieHMs MALMEeHTOB C CMHIPOMOM HIMPOKOTO BOJOIIPOBOJA IpeNgBepys aHATOTNY-
Ha TaKTUKe BeJeHNA NAlMeHTOB C ITOBBIIIEHHBIM BHYTPUYEPEIIHBIM JIaB/I€HMEM: PEKOMEHYETCA
usberaTb nepenagoB aTMOCepHOTO JJaBIeHNsI, 3aHATUIL TAlBHTOM, MOJBEMOM Ha BBICOKOCKO-
POCTHBIX TUQTaX, TAKKe peKOMeH/yeTcs beccorneBas AueTa.

Jlna peabunmranyy XpOHNYECKOI CeHCOHeBpanbHOIl Tyroyxoctu II-III cremenu npu cuup-
pOMe MIMPOKOTO BOJOIIPOBOJA IIPEAABEPI VICIONb3YIOTCA IM(POBBIe CTyXOBBIE allllapaThl COOT-
BETCTBYIOLEN MOIIHOCTHU. BpIBaIOT Clydan NBYCTOpOHHEN BPOXXKIAEHHONM INyXOTHI, YTO ABIAETCA
ITOKa3aHMeM K KOXJIeapHOV MMIITTAaHTaLIUMN.

OBCYXAEHUE

CHIDKeHNe clyXa IOpU BPOX/IEHHON aHOMaluy BOJOIPOBOAA IpeffiBepus MOXKET OBITh
CEeHCOHEBPA/IbHOTO TUIA C POXKIEHMS, HO MOXKET BO3HMKATh M B T€YeHMe XKM3HU, KaK IPaBUJIO,
B paHHMe rofbl. [le60T 3a00/eBaHNs MOXeT OBITb C PE3KOTO, BHE3AITHOTO YXV/LIEHNUS CTyXa
VLU TIEPUOANYECKUX KOeOaHNII IOPOTOB CIIyXa, IPEUMYIIeCTBEHHO B HU3KOYACTOTHOM JjMaIaso-
He, MAaCKUPYACD IO peLANBYpYIOllee TeueHMe CpefHero oTuTa. Mo>keT COpOBOXKAATHCSA SIU30-
[aMM BeCTHOY/IIPHOTO TOTIOBOKPY>KeHN A, HO AeTY He BCerfa CIOCOOHBI OIICAaTh CBOY OLIYIIEeHS,
Y JaHHBIE )KaJI0OBl MOTYT OBITh CIIMCAaHbI Ha HefloMoraHye. HacTopakMBaomyMy Ha cOYeTaHe
C BeCTUOY/IIPHBIM TOJIOBOKPY>KEHMEM MOTYT OBITb IIO3BIBBI K PBOTE, IIOO/IEHEHE, TIOTINBOCTD,
PeOEHOK CONMPOTUBIIAETCS IepeMelleHNAM, I/Ia3a 3aKpbIThl. BecTuOynspHas maTomorns Moxer
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Ipe/IIeCTBOBATb CHIDKEHUIO C/TyXa. BO3MOXHBIMM (PM3MONTOTMYECKUMIU HPUYMHAMU MOTYT
OBITh HapyllleHMe TOKa BHYTPUIAOMPUHTHBIX >KMUAKOCTE, YYBCTBUTENIBHOCTb K M3MEHEHMM
BHYTPUYEPEITHOTO JaBeHus. Y pe6EHKa MOTYT IPUCYTCTBOBATh OOSI3HD BBICOTBI U 3aTPYLHEHN
IIPY BLINIOJTHEHNN YIIPaXXKHEHMIT Ha 6alaHCHpOBaHe, paBHOBecue. [1py BbIABIeHNM JAHHOI ITATO-
norvn 1o pesynbraraM MCKT Heo6X0ouMo pOBOAUTD KOHCY/IbTALIMM CMEXKHBIX CIIEI[MaTICTOB.
Pemrennie 06 06béMe reHeTMYECKNMX MCCIENOBAHUI JO/DKHO HPWHUMATHCS BPAadOM-T€HETUKOM.
CuHIpOM MIMPOKOTO BOZIONPOBOJA IPEABEPYs, BbI3BaHHbIN MyTanueil B reHe SLC26A4, MoxxeT
COYeTaTbCsl C Pa3/IMYHON CcOMATUYeCKol Iarosnorueit — cuHapoMmoM llenzpena, mucTanbHBIM
HOYEeYHBIM TYOY/LIPHBIM allM030M, CMHAPOMOM BaaprenOypra, 6paxmnooTopeHanbHBIM CUH/PO-
MOM, 0TO(aIMOLEePBUKA/TbHBIM CMHAPOMOM U cuHApoMoM HynaH. PekoMeHOBaHBI KOHCY/IbTA-
LUV SHJOKPUHOJIOra, Hedpoora.

[JanueHTaM [ETCKOTO BO3PACcTa C TYTOYXOCTBIO HEACHOIO T€He3a, OJHOCTOPOHHEN TYIO-
YXOCTbIO, KOHIYKTMBHOJ TYTOyXOCTbIO M TUIIOM A IO JAHHBIM TMMIIAHOMETPUM B a/JTOPUTM
obcnenoBanus nemecoobpasno Bkmodarb MCKT BuCOYHOI KOCTH.

3AKJTIOMEHUE

CBoeBpeMeHHOE BbIABJICHME M3MEHEHMII CTPYKTYp BHYTPEHHErO yXa I03BOJfAeT Bepudu-
IVpOBaTh /IMaTHO3 IpM CUHJPOME LIMPOKOTO BOJIONIPOBOJia NpeNjBepus, NaThb PeKOMEHIALNN
10 KOppeKIuy o6pasa )XM3HM pebEHKa, paccKas3aTb POJUTE/IAM IIPO «KpacHble (arn» 3abonesa-
HJIA, YTO TI03BOJIUT II0 BO3MOXXHOCTY IPOINTD IIEPUOJ, XOPOILIEro cayxa pe6éHkKa 1 npu Heo6xo-
AVMMOCTY VICIIO/Ib30BAaTh COBPEMEHHbIE METO/bI PeaO /I TAIIVIIL.
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AYTOCOMHO-OOMUHAHTHAA
TYBYJIOUHTEPCTULIMANIbHAA BONE3Hb MNOYEK
Y PEBEHKA

M.A. fuesa, T.B. Bamypuna, O.U. 3po6ok, C.B. Imurpuenko, A.b. Panocosa,
K.B. CaBoctbsiHoB, A.H. IIpirun

OBOCHOBAHME

AyTOCOMHO-JOMMHAHTHas TyOynoumHTepcTuimanbHas 6onesup nouek (AJJTBII) — pen-
KOe TeHeTUYeCK) J[leTepMMHMPOBaHHOe 3aboneBaHue. Ha cerogHsAmHMiI neHb OOHapy»XeHO
MHO>KECTBO IIaTOT€HHBIX BapMAHTOB B TIeHaX, BBI3BIBAOIINX JaHHOEe 3abo/eBaHMe, TaKUX
kak ypomopynuH (UMOD), peans (REN), mynua-1 (MUCI) u AanepHblit paKTOp TenmaTony-
toB 1P (HNFIB) [1, 2]. DTV reHBl KORMPYIOT pasnudHble 0e/IKy, KOTOpble He0OXOAVIMBI IS HOP-
ManbHOV PyHKUMM nodek. UMOD perynupyeT BOZHO-COJIEBOI 6alaHC B ITOYEYHBIX KaHalb-
I1aX, IpefoTBpaliaeT kaMHeoOpasoBaHme, coBMecTHO ¢ MUCI ydacTByeT B 3aluTe IIOYEK
oT MHQEKIUIT U TOBPEXIEHN, a TAK)Xe MOAJeP>KaHUY 11e/TOCTHOCTY KJIETOYHON IIOBEPXHOCTH
[2, 3]. REN y4acTByeT B peryaAluy apTepUaJbHOTO JIABJIeHNS 4Yepe3 PeHNMH-aHTMOTEH3VHO-
BYI0 cucteMy, a HNFIB cBsA3aH C peTyIMpoBaHNeM Pa3BUTKS IIOYEK Y KOHTPOJIEM dKCIIPeccun
T€HOB, OTBEYAOLINX 32 TPAHCIIOPT BEILIECTB B IOYEYHbIX KaHA/IbIIAX [4].

AyTOCOMHO-JOMIHAHTHAA TyOy/IOMHTepCTUIIMAIbHAS 00/Ie3Hb OYeK 00/1a/jaeT reHeTIYeCKOi
reTePOreHHOCTDIO, I €€ KIMHIMYEeCKas KapTIMHA 3aBUCUT OT Kay3a/IbHbIX BaPMAHTOB B HECKOIbKUX
rerax: AJITBII-UMOD Bpi3Bana myrauusmu B reie UMOD, xopupyromnieM ypoMopynuH (6enox
Tamma-Xopcdainia), u cBsi3aHa ¢ BBICOKOI PacIpOCTPaHEHHOCTHIO OPOCTKOBOII OfArpsl (2, 5];
AINTBII-MUCI — ¢ myranuamu B rede MUCI, xopupytomeM myuuH-1; AJITBII-REN Bbi3BaHa
MyTauuAMHI B reHe REN, KOGUpPYIOLIeM PEHNH, M CBA3aHA C NIPM3HAKAMM OTHOCUTE/IBHOV TUIIOpe-
HyHeMuy; MyTaiyuy HNF1B BpI3bIBalOT pasniudHble BHEIIOYEYHBIE TposBaeHus [1, 2].

[Tatomornsa B rene UMOD umeeT cnefyrolye XapakKTepUCTUKNA: MUHMMAJIbHAsA IPOTEN-
Hypus: (uim eé OTCYTCTBUE); Me[JIEHHO IpOrpeccupyioliee TedeHyue XPOHUYECKOoit 6ome3Hn
IIOYeK C /1e6I0TOM B ITOJPOCTKOBOM Bo3pacTe [6, 7]. Pefko BO3MOXKHBI Mefy/UIIpHbIE KUICTBHI
(cXO[CTBO ¢ MERY/UISIPHON KUCTO3HOI 0O0/Ie3HbI0), a Ipyu MOPQOTOrNIeCKOM VCCIeLOBAHNMN
Ha0JII0fjaeTCsA KapTMHA HeCIenpUIecKoro TyOyTOMHTepCTULIMATBHOTO Gp1rbpo3a, BTOPUIHOTO
I7IoOMepy/IocKaeposa [2].

AyTOCOMHO-JOMMHAHTHAs TYOy/IOMHTepCTUIMANbHAs 00/Ie3Hb IT0YeK, CBA3AHHAA C MyTa-
yuamu B reie UMOD, xapaKTepusyeTcss HOPMaJIbHbIM aHAIM30M MOYMU ¥ MeJJIEHHO IIporpec-
CUPYIOLIVM CHIDKeHMEM QYHKIUY MovdeK. [MnepypukemMus 4acTo HpUCYTCTBYET C pAHHETO BO3-
pacTa, a mozarpa (B pe3yabTaTe CHYDKEHMS BBIBEIEHM MOYEBOI KMCIOTBI IIOYKAaMI) BO3HUKAET
B IIOZIPOCTKOBOM BO3pacTe IPUMEPHO B 8% c/1ydaeB 11 pasBUBaeTCA y 55% OONBbHBIX C TeYeHMEM
BpeMeHn [6].

[Tpo6nema 3axmodaeTcs B TPYAHOCTSAX AMATHOCTUKY TaHHOI 00JIe3HN, 4TO CBA3AHO C pefi-
KOCTDIO HE[JaBHO BBISIBJIEHHOII IIATO/IOTMY, KOTOPasi IIOKa MajoM3BeCTHA OO/MBIIMHCTBY Bpaydeli,
B TOM 4NC/Ie HepOIoTaM.
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ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' OTIALIMEHTE

HeBouka A., 7 et 8 MecsAnes, pycckas. [IpoxxusaeT B PszaHckoit 06macTi.
HacnedcmeenHuviii anamues 1o 3aboneBaHMSIM IIOYEK OTATOIEH IO MaTEePUHCKOI

nvHUM: npababka (MaTh fefa) — Iojarpa, apTepuanbHas TUIIEPTEH3WA, yMepna B 28 jeT;
fel — IoOAarpa, NOfjarpuyeckuii HeppuT, apTepuanbHas TUIEPTEH3UA, yMmep B 38 et
(or mHCynbTa); Opar gmema (pmApsA Marepu) — Iojarpa, ymep B 52 ropa; mMatb — 30 rer,

Hofarpu4ecKuil Hepput, Xxpoundeckasa 6onesnb novek III cragum; TéTa (pogHas cectpa Mare-
pu) — moparpa, nogarpudecknit HepuT (KpeaTMHUH CBIBOPOTOYHBIN 220 MKMOJIb/JT); IepBUY-
HbIT aHTU(HOCHOMUINIHBIA CUHPOM C IMOPa’KeHMeM I10YeK; HacleACTBeHHass TpoMboduus.
Ore1 370pOB.

Anamne3 smusnu. VI3BeCTHO, 4TO pPeOEHOK OT TpeTbeit OGepeMeHHOCTM (IepBble Be —
3amepiire B 14 Hemenb U 7 Hefenb), NMPOTEKABIIEH C IIOCTOSHHON Yrpo30il IpepbIBaHNUA
(c 20-it Hefrem — KpeaTVHNH ChIBOPOTOYHBIN 160 MKM/7). Pofpl IiepBble CpOYHbIE, CAMOCTOSA-
tenpHble. [Tpu poxxpennn macca tena 3030 1, pmHa 51 cm. ITo mkxane APGAR 7/8 6annos. Pocna
U pa3sBMBAIACh B COOTBETCTBUM C BO3PACTOM.

Anammes 3abonesanus. B nione 2014 roga B BospacTe 7 €T Ipy 0OCIETOBAHNN 110 MECTY
JKUTENIbCTBA 110 NTOBOAY TMIIEPTEpPMUN BIIepBble OOHAPY>KEHO ITOBBILICHNE COflepXKaHNA MOve-
BOil KucnoThl (409 Mxm/m npu HopMme <320), moueBMHBI (8,59 MMOnb/m mpu HOpMe <6,4)
VI CBIBOPOTOYHOTO KpeaTuHMHa (73,6 MKMOIB/JI IpK HOpMe <62, pacyéTHasi CKOPOCTb KIybou-
KOBOJI ¢punbTpanyy — 86,8 MI/MUH) IpU OTCYTCTBUYM MOYEBOTO CHHPOMA.

Bo Bpemsa mepBoil rocnuranusanuy B Hedponormueckoe orpenenue PrAY «HMIUI]
3n0poBbs fetreii» MunsapaBa Poccum B ampenme 2015 roma (Bospact 7 ner 8 Mecsies)
II0 IaHHBIM JTa00PATOPHBIX MCC/IEOBAHNII Obl/Ia OTMedYeHa runepyprkemMusa 388—426 MKMOTIb/ T
B OTCYTCTBUM IIOBBINIEHHONM SKCKPEUMM MOYEBOJ KUCIOTBI C MOYON, C PaCYETHOM CKO-
pocteio kay6oukoBoit ¢uaprpanuu (pCKD) 90-98 mn/MuH (KpeaTMHMH CBIBOPOTOYHBIN
61-56 MKMOJIB/M).

C y4éTOoM ayTOCOMHO-IOMMHAHTHOTO TUIIA HAC/IeOBaHNA II0YEYHOII IMaTomorny (cormac-
HO aHaMHe3y, 10 JIMHUY MaTepy y BcexX OMmpKaiinx poACTBEHHUKOB IIOfArpa, XpOHMYeCKI
TyOY/IOMHTEPCTUIMA/TbHBI HePPUT C UCXOIAOM B XPOHMYECKYIO IIOYEYHYI0 HEJOCTATOYHOCTD),
ObLI BBICTaBJIeH AyarHo3: «CeMeiiHas I0BEeHWIbHAsA TUIIepypuKeMudecKkas HedpomaTusi». Basar
aHa/IM3 KPOBM Ha MOJIEKY/IAPHO-TeHeTIYeCKoe ucciefnoBanme My ranuii reaa UMOD (ypomopny-
NIVIH), XapaKTepPHBIX JI/IS CeMEeITHOII I0BeHI/IbHO IMIIepypuKeMudeckol Hedppomarun 1-ro Tuna.
Hasnauena repanus ajonypuHonoM B gose 100 mr/cyT (5,0 MI/KT B CyTKn).

IIpu nocmynnenuu. Ha MOMEHT NOCTYIIEHUs COCTOsIHME peOEHKA paclleHMBAaNIoCh
KaK CTabMIpHOe, CO3HaHNe SICHOe, OYaroBas ¥ MeHMHTea/JbHas CUMIITOMATMKA OTCYTCTBYeT.
Macca Ttema 28,5 kr, gnuHa 134,5 cm. Pusmyeckoe pasBUTHE BBILIE CPEAHETO, FTAPMOHUYHOE.
KarapanpHble ABmeHusA u nepudepuyeckme OTEKM OTCYTCTBYIOT. KOXKHBIN ITOKPOB YMCTBIL.
Tonbl cepailla 3By4YHbIe, pUTMMYHbBIE. YacTOTa cep/leYHBIX COKpalieHuit 86 yi./MIH, apTepuab-
HOe /laB/ieHMe Ha IpaBoii pyke 105/58 MM pr.cT., Ha neBoit — 110/60 MM pr.cT. Ileuens, cene-
36HKa He yBe/M4yeHbl. Modencnyckanme cBo6ogHoe, 6e300/1e3HEeHHOE.
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AYTOCOMHO-OJOMUHAHTHAA
TYBYJIOUHTEPCTULMAJIbBHAA BOJIE3Hb
NMOYEK Y PEBEHKA

\—
IIPEIBAPUTEJIbHBIV IVIATHO3

Ha ocHOBaHMM OTATOIIEHHOTO HAC/IECTBEHHOTO aHAMHEe3a, KIIMHUKO-Tab0PaTOPHOTO CYMII-
TOMOKOMIIJIEKCA, XapaKTepPHOTo i HepporaTny, BbICTaB/IeH uarHo3: «CeMeliHas I0BeHVIbHAs
TuIepypukeMmdeckas HepponaTtus. XpoHudeckas 60mesHb modek I cragym».

PE3YJIBTATbI TABOPATOPHOTI' O
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

IIpoBeneHo MONIEKyIAPHO-TEHETUYECKOE VICCTIEIOBAHNIE, BHIIIOTHEHHOE METOJOM BBICOKOIIPO-
M3BOANTETTBHOTO CEKBEHMPOBAHYIS: MICCTIEOBAHbBI TAPTe THBIE 00/TACTY T€HOB, BBI3bIBAIOLIVIE HACTIE] -
CTBeHHbIe 3abo0eBanua nodek (manenb «HacmemcrBennsie 3aboneBanma moyek») ot 02.10.2018.
B sk3one 3 rema UMOD BbiABIEH HYKJICOTUAHBIN BapuaHT c.782C>A (chrl6:20348519G>T
(GRCh38); NM_003361.4) B reTepO3UTOTHOM COCTOSIHUY, PACIIOJIOXKEHHBI B «TOPsIYeil TOUKE»,
IPUBOJAIINIA K aMUHOKMCTIOTHOMY BapuaHTy p.Ser261Tyr, He ONMCaHHbI paHee B MUTEPATyPHbIX
ucroyHnKax. C y4éTOM IOTyYeHHBIX CBEJIeHNIT OMOIICH OYKM He IIPOBOAVIACH.

Bo BpeMs fanbHeNNX rocuuTanusanuii B Hepponornyeckoe orgenenne ®rAy «HMUIL
3nopoBbA geteit» Munsgpaa Poccum (B centsabpe 2019 ropa, B aBrycte 2020 ropa, B Mae
2021 ropa) Ha QoHe MMOCTOAHHOI TePAINM a/IONypuHOIOM B fo3e 100 mr/cyT (1,8-2,1 mr/kr
B CyTKM) KOHLIEHTPALMA MOYEBOJ KMCIOTHI OCTaBajach B Ipefieiax pedepeHCHBIX 3Hade-
HUJI; TIPOTEMHYpPUs, TeMaTypus OTCYTCTBOBa/IM; HAOMIOANOCh IIOCTENIEHHOE IIPOIPeccupo-
BaHUe XpoHudeckoit 6onesHu nodek (pCK®D 81-64-62 Mi1/MMH, CBIBOPOTOYHBIN KpeaTVHNH
83-106-110 mxmob/1). B centsibpe 2019 ropa B TeueHme Mecslja IPpOBOANIACH HePpOIPOTEK-
TUBHAs Tepalys IpernapaToM U3 IPYIIIbI aHTaTOHUCTOB PelleITOPOB aHrnoTeH3nHa 11 (1o3ap-
TaH) B fo3e 6,25 mMr/cyT. [Ipemapar ObUI OTMEHEH B CBA3M C IOSABJIEHNEM HaBA34YMBOIO CYXOTO
KalllJIs, IPEKPAaTUBLIETOCA TIOC/IE€ €r0 OTMEHBI.

[Tpu roctmranusanyy B MapTte 2022 ropia, B ssuBape 2023 ropja, B peBpae 2024 roga B yCIOBIUAX
IIPOJOJDKAIOLIENICA Tepalyi a/UIOIypyHOIOM B fio3e 100 Mr/cyT (1,8-1,9 MI/KT B CyTKM) KOHILIEHTpa-
IMIsI MOYeBOJ KUCIOTHI 347-389-352 MKMOIb/ (He NOBBIIIEHA), CBIBOPOTOYHOTO KpeaTHMHA —
¢ HapactauveM 1o 130 mxmorns/n (pCK® 52-49 mi/1,73 M? B MUHYTY, XpOHMYECKas 60/IE3HDb TTOYEK
III crapym). Tepanus ayuronypuHONIOM ObUIa IPOIO/DKEHA B IIpexHelt fjoze — 100 mr/cyT (puc. 1).

3a Bech nepuof, HaOMIONEHNA OTMEYaIoCh IOBBIIIEHNE apTePUaTbHOTO fIaB/IeHNsA BIUIOTHb
0 CTabMIBHOI apTepuaibHOI runepTeHsnu I creneny, Tpebyolee Ha3HAYeHNs aHTUTUIIEPTEH-
3MBHOJ Tepanuy aMJIOAUIIHOM JI0 7,5 MI/CYT, a TAKXXe ITOCTENIEHHOE IIPOrPeCCMPOBaHME XPOHU-
qeckoit 6one3nn novek. 1o JaHHBIM MEAMIIMHCKON HOKYMEHTALUY, TPV KOHTPOJIE ITOKa3aTesnet
KVUCTIOTHO-II/IOYHOTO COCTOSHMA ¥ OMOXMMMIYECKOTO aHa/IN3a KPOBJ METab0/INYeCcKOro almio3a,
a TaK>Ke 97eKTPOIUTHBIX HapYLIEHNIT He OTMEYEHO, TUIIEPYPUKEMUA OTCYTCTBOBAIA.

\—
OKOHYATE/JIBHBIN TVUATHO3

OCHOBHOJI ;arH03: «AyTOCOMHO-IOMIHAHTHAsI TyOy/IOMHTepCTUIMAIbHAS O0JIE3Hb MTOYEK,
THII 1, 06yC/IOB/IeHHAs TATOTeHHBIM BapuaHToM chrl6:20348519G>T (GRCh38) B rerepo3surorHom
coctosiHuy B reHe UMOD (cemeitHasi I0BeHVWIbHAS I'MIIepypuKeMirdecKas HedpomaTys, TuII 1)».

Ocrio)XHeHe OCHOBHOTO 3abojeBaHMs: «ApTrepuanbHasi rumepreHsus 1 cremeHu. XpoHu-
yeckas 6one3upb novek 111 cragum».
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2019r. 2020r. 2021r. 2022r. 2023r.

Puc. 1. OuHaMnKa CHUXXEHUSI PaCYETHOM CKOPOCTU KNyO6oukoBown hunbTpaumum
(Mn/1,73 M2 B MUHYTY) no copmyne LlBapua.

W

ITPOT'HO3

Vcxopsa n3 mpefcTaBIeHHBIX JaHHBIX, PeOEHOK MMeeT COYeTaHue apTepuaabHOI IUIePTEeH-
31U, CBSI3aHHOI C OCHOBHBIM 3a00J/IeBaHIeM, U IPU3HAKOB HapyLIeHNs PYHKIUM IOYeK, YTO yKa-
3bIBaeT Ha IIPOTpeccupylollee TedeHe 60Ne3H.

KpamxkocpouHuiti npozHo3: KOHTPOIb apTepUaNbHOTO JaB/ICHNSA MMeeT KIueBoe 3Hade-
HIIe, TaK KaK IUIepTeH3NA YCKOpsAeT MPOrpeccHpoBaHue I0YeYHOIT HefocTaTouHocT. Ha fan-
HBI/I MOMEHT JiedeHUe aM/IONUIIMHOM IO03BOJIAET YaCTUYHO CTAOMIM3MPOBATH IIOKAa3aTeNln
apTepuanbHOTO NABJICHMA.

Loneocpounuiti npoeHo3: ocHOBHOe 3abojeBaHMe (ayTOCOMHO-JOMUHAHTHas TYOY/IOMH-
TepcTUIManbHasg 60Ne3Hb MOYeK) ABJIAETCA IMPOTPecCUpPYONIM, Y OONbIIMHCTBA MAIVIEHTOB
pasBMBaeTCA TepMMHA/IbHAsA IOYEYHAs HEJOCTATOYHOCTb, CPENHMII BO3PACT HACTYIICHUA
KOTOPOII BapbMpYeT, HO IIPY BBIABICHUN I'MIIEPTEH3UU U IIPOTPEeCCUPOBAHUY (PYHKIMOHAIb-
HBIX M3MEHEHMII ITI0YeK IPOTHO3 YXyAILIaeTCcsA. Y MOAPOCTKOB ¥ MOJIOBIX B3POCIBIX CKOPOCTh
IIpOrpeccupoBaHMA XPOHMYECKOII 60Ie3HN MTOYeK BBIIIe, YeM Y MAIMIeHTOB C I03THUM HayaloM
3abonmeBanus [5, 6]. O HeOMaronpuATHOM NPOTHO3€ TOBOPUT U Hajnuuye paHHuX (go 30 et)
cMepTeil Cpefyt pOJCTBEHHUKOB.

OcnoxHeHUS MepMUHANLHOL No4euHOl HedoCmamouHOCmu: BBICOK PUCK PasBUTUA aHe-
MW, OCTEOIIOPO3a, IUIIePKaINeMIH, CEPAEYHO-COCYAUCTBIX OC/IOKHEHMIT (3acTOlHAsA ceppied-
Has He[IOCTaTOYHOCTD, IEPUKAPAUT) U APYTrux mpobnem [1, 2], 4To TpebyeT MyIbTUAVICIIATIIN-
HAapHOTO IO/IXO/]a B JICUCHN.

OcHOBHas IieJIb JIeYeHNsA — 3aMellJieHNe IPOrpecCHpOBaHNsA 3a00/IeBaHNA U COXPaHeHUe
GYHKIMM TOYeK KaK MOYKHO JJO7Ibllle. DTO BK/II0OYAaeT CTPOTMIT KOHTPOJIb apTEPMAIbHOTO JHaBie-
HIA, KOPPEKIVIO TUIIePKaIMeMIN U IPYTUX 3/TeKTPOIUTHBIX M3MEHEHMIT, TPO(PUIaKTUKY aHe-
MUY, MeTabONMYeCcKNX HapylleHMil. B clyyae HacTymieHMsA TepMUHAIbHON ITOYEYHON Hef0-
CTaTOYHOCTY TPAHCIUIAHTAIUA IIOYKM ABJIAETCA ONTUMAIbHBIM BapMAaHTOM, TaK KaK ylIydlIaeT
KaueCTBO JXVM3HU ¥ IIPOTHO3.
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AYTOCOMHO-OJOMUHAHTHAA
TYBYJIOUHTEPCTULMAJIbBHAA BOJIE3Hb
NMOYEK Y PEBEHKA

Takum o6pa30M, IIPOTHO3 3aBUCUT OT CKOPOCTU IIPOTPECCUPOBAHMA IIOYEYHON HEMO-
CTaTOYHOCTM, YPOBHA KOHTPOJIA apTEPUATbHOIO [AaBI€HUA UM CBOEBPEMEHHOCTM KOPPEKLUK
OCJIO>KHEHMI.

OBCYXAEHUE

AyTOCOMHO-IOMUHAHTHasA TYOy/IOMHTepCTUIMaNbHas 0OJe3Hb I0YeK, 0OyCIoBIeHHas
¢ myranusamu B reie UMOD (AJJTBII-UMOD), npencrasiser co60ii pekoe HaC/leCTBEHHOE
3aboneBaHue, KOTOPOE YaCTO OCTAETCS HeAVaTHOCTMPOBAHHBIM V3-3a HeclelpudecKkoi K-
HIYECKOJ KapTUHBI. 3ab0/IeBaHMe XapaKTepU3yeTcsi XpPOHMYECKOil 60/1e3HbI0 OYeK, Iporpec-
cupymolei ¢ feTCTBa, r’unepypuKkeMmeii, OTCyTcTBueM NpoTenHypuu u remMatypun. OCHOBHOI
OVATHOCTUYECKON OCOOEHHOCTBIO SIBJISETCS HaU4ye XPOHMUYECKON IMOYEYHON IaTOTOTUY
KaK y HAl[MeHTa, TaK X Y OIHOTO M3 POAMUTENIel], YTO yKa3blBaeT Ha ayTOCOMHO-TOMMHAHTHBI
TUII HacnenoBauus [2, 8].

MO>KHO BBIIENTUTH HECKOTBKO KIIIOYEBBIX MIPU3HAKOB U 0COOEHHOCTeN 3aboneBanus. B mep-
BYIO OuYepefb, ayTOCOMHO-/JOMUHAHTHBII TUII Ilepefadl SB/AETCA BaXKHBIM MOMEHTOM, O0COOeH-
HO ec/y oYeyHoe 3a00jeBaHue BbIAB/IEHO Yy Heckonbkux nokonenuit. AIITBIT-UMOD cnenyer
IpeAIo/araTh, Jaxxe eCIy y POAUTENeil IOJ03peBaeTCsA MHAsA NMPUYMHA XPOHMYECKON 60mesHn
noyexk [8]. 3aboneBaHye XapaKTepusyeTcs MeJIeHHO IIPOrpeccHpPYIOIMM TedeHVeM XPOHNYIeCKON
00J1e3HM TIOYEK, NPOABJIAACH C JJETCTBA CHIDKEHMEM PACYéTHON CKOPOCTM KITyOOUYKOBOI (UIbT-
patuu (pCK®) <90 mn/1,73 m> B munyty [6]. JlTaGopaTopHas KapTuHa GONBIIMHCTBA GONBHBIX
XapaKTepu3yeTcs TaKKe OTCYTCTBMEM 3HAYUTENbHOI NMpoTenHypun (<250 Mr/cyT), 3a UCKIIIOUe-
HYIeM [TO3[{HUX CTa/uii 3aboneBanms, v reMaTypun. [IpakTidecky y Bcex MarjieHTOB HaOMoaeTcst
IIOBBIIIEHHOE COJep>KaHMe MOUYEBOJ KMUCIOTBI B KPOBU 13-33 CHIUIKEHMS IIOYEYHON SKCKpeLnu
yPaToB, 4TO MOXKeT IPUBOAUTD K PasBUTHIO IOAATPHI [6, 9].

Huarnoctnka AIITBII-UMOD ocHOBBIBaeTCs Ha COYeTaHUM KAVMHNYIECKUX TaHHBIX U MOjIe-
KY/IAPHO-T€HETUYECKOTO TeCTMpOBaHuA. [eHeTMYecKoe MCCIeloBaHNe ABIAETCA 30/I0TbIM CTaH-
JapTOM AMATHOCTVKY, TaK KaK II03BOJIsIeT BBIABUTH IIaTOreHHble MyTanuy B rene UMOD [7].
910 6e30macHbIl ¥ MHPOPMATUBHBIN METOJ, IO CPAaBHEHMIO C VHBA3VBHBIMM IIPOLEypPaMIL.
[ucronormyeckye u3MeHeHNA NIPY Ay TOCOMHO-JOMIHAHTHOI TYOyTOMHTEePCTUIIMATBHON 60/Ie3HN
NOYeK HecnelM(UYHbI U He TI03BO/IAI0T YCTAHOBUTD OKOHYATE/IbHBIN uarHos [9].

Xotrs crenupuueckoro jedeHus, CBA3aHHOTO C YCTPaHEHMeM IPUYMHBI 3a00/eBaHMNs,
He CyLIeCTBYeT, Tepalys HalpaBlIeHa Ha 3aMe[JIeH)e IPOrpecCUpPOBaHNUsA XPOHUIECKON 6ores-
HUI TI0YeK, JieYeHMe TUIePYPUKeMIM ¥ MPOPUIAKTUKY OCTOKHeHMil. J/ledeHye a/yIonyprHOIOM
3¢ eKTUBHO CHIDKAET YPOBEHb MOYEBOJ KVC/IOTHI, IIPEOTBpAlaeT IOfjarpuyecKue aTaky U pas-
BuTye Todpycos [9]. Hauamo Tepanuy B paHHeM BO3pacTe MOXKET CIOCOOCTBOBATH IIpefoTBpallle-
HUIO OCTIOKHeHMI! [6]. CTOUT 3aMeTUTD, YTO BMSAHME a/UIOIyPUHO/IA HA AMHAMMKY 3a00/IeBaHusA
OCTAETCS HESACHBIM, XOTsI paHee IIperapar pacCMaTpUBasCa KaK CpefCcTBO, 3aMelIsolee Iporpec-
CHpOBaHMe XPOHMIECKOI 60e3HM moyek [9].

[Manuentsr ¢ AITBII-UMOD B kauecTBe KaHAMUJATOB HAa TPAHCIVIAHTAL[MIO IOYKU MMe-
I0T SIBHO€ IIPEMMYINEeCTBO, IIOCKO/IbKY XpOHMYecKasd 00Ne3Hb MOYeK IPOTpeccupyeT MedeHHO,
a myrtanyuyu UMOD saTparmBaioT TOMbKO IOYKM [2]. UmeHBI ceMby, >Kenawliue CTaTh JOHOpa-
MM, JaKe IIpY HOPMAIbHOM (YHKIVM ITOYeK MO/DKHBI IPOVTH TeHeTHYeCKOoe TeCTMpPOBaHIEe
Ha Hamyuue MyTtanmii B reHe UMOD. Ba)kHO OTMeTHTD, YTO B IIepeca’keHHOlI II0uKe 3a00/1eBaHme
He pelUVBUPYET.
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3AKJTIOUEHUE

[To3gHsASA [UAarHOCTMKA pefKux 3a0osieBaHMil, TaKMX KaK ayTOCOMHO-IOMMHAHTHas TyOy-

JIOMHTEPCTUIMANIbHAA 60/Ie3Hb II0YeK, OCTAETCSA aKTya/lbHOI MPOo6IeMoil B COBpeMEHHOI Mefiu-
LMHCKOI mpakTuKe. Huskas ocBejoM/IEHHOCTD Bpauell Iefj1aTpMUyecKoro 3BeHa ¥ HeJJOCTaTOYHasl
HACTOPOXXEHHOCTb B OTHOLIEHUY DEeNKMX MATONOrMil Ha (oHe HecnmelnuUYHOCTY UX PaHHUX
K/IMHUYECKUX HPOSB/ICHNII 3aTPYAHAIOT CBOEBPEMEHHOE BBbIABJICHNUE 3a00/IeBaHNUsA, YTO B CBOIO
oYepeypb yCyryonseT porHos yis IMalieHTa.

ATJIBIT-UMOD npencraBnsieT co60i CIOXKHYIO AMarHOCTIYECKYIO 3a/1aqy, TPeOyIONyo KOM-

IJIEKCHOTO TO/IXO0Ia, KOTOPBIN BK/II0OYaeT aHa/IN3 HAC/IeICTBEHHOTO aHaMHe3a, KIMHUYECKOi Kap-
TUHBI Y PE3Y/IbTATOB F€HETUYECKUX UCCIEOBAHNIL. DTO AB/IAETCA KII0YOM K paHHEMY BbIAB/IEHNIO
3a0071eBaHMA, CBOEBPEMEHHOMY HavyajIy Tepalmy 1 YCIEIIHO TPaHCITAHTALNY TTOYKIL.
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TYBYJIOUHTEPCTULUAIbHbIA HEOPUT
Y PEBEHKA B PAMKAX
19G4-ACCOLMMPOBAHHOW BONE3HU

TYBYNTOUHTEPCTULUMUANDBHbBIN HE®PUT Y PEBEHKA
B PAMKAX IgG4-ACCOLUMUPOBAHHOW BOJIE3HU

A.H. Ipirun, C.B. [IMutpuenko, O.A. Bopo6seBa, K.A. Kynukos, I1.B. AHanbuH,
O.1. 3po6ok, T.B. Bammypuna

OBOCHOBAHME

Hapymuienne ¢pyHKIMM IOYEK B IETCKOM BO3pacTe Yallle BCero IPONMCXOAUT BCIECTBIE Hapac-
tarouero geduimra QyHKIVOHUPYIOIE TOYeYHOI TAPeHXMMBI IPY BPOXKAEHHBIX aHOMAJIMIX
IIOYeK VI MOYEBBIX ITyTel MO0 Py ITIOMEPY/IAPHBIX O0/IE3HAX TOYEK U TeMOIUTUKO-YPEMUIECKOM
cuHzipome. HaMHoro pesxe GurypupyoT InpepeHalbHble IPUYMHBL M TYOYIOMHTEPCTULIMATbHbIE
6orne3Hn. [IMarHoCcTrKa MOC/IEAHMX CYIECTBEHHO 3aTPYJHEHA M allpuopy TpedyeT IMCTOIornYe-
CKOTO VICCTIEOBAHSI IOYEYHOTO OMOIITATa, YTO He SIB/ISETCS IIOBCEMECTHO JOCTYITHBIM.

B maHHOM cOOOlIeHNN MBI IIpeACTaB/sieM CIy4ail PefKOro ¥ HeJOCTaTOYHO M3YYeHHOTO
BapUaHTa XPOHNYECKOTO TyOY/IOMHTepCTUIIATIBHOTO HedpuTa B paMkax IgG4-acconnnpoBaHHOI
00JIe3HN C COITY TCTBYIOLIM BOBJIEYEHVIEM OPTaHOB XKeTyIOYHO-KUIIEYHOTO TPAKTA C [[e/IbI0 II0Ka-
3aTh AMArHOCTUYECKYI0 MH(MOPMATUBHOCTb Ouoncyuy MO4YKy ¥ 3¢G(EKTUBHOCTD JOITOCPOYHON
VIMMYHOCYIIPeCCUBHOII TepaInm.

ONMUCAHUE KJIMHUYECKOI'O CJIYUAA
o O

Masbuuk BIIepBbIe IOCTYIINII HA 0OC/IefloBaHme B Bo3pacre 4,5 et B 2019 ropy.

Anamnes musnu. Pe68HOK OT BTOpoit 6epemeHHOCTH (HIepBasi 6epeMeHHOCTb — POJIbl, Majlb-
YJK 3J0POB); Macca Tenma mpy poxxaenuy 4230 1, iymiHa 53 cM, oljeHKa 110 Ikajne Anrap 6/8. PanHee
pasButue 6e3 ocobenHocreil. [lepeHecéHHble 3a00/IeBaHMs: OCTPBIE peclpaTOpHble BUPYCHbIE
MHQEKIUY; TPaBM, ollepaluii He ObUIO; IPOPUIAKTUYECK)e TIPUBUBKY 110 BO3PACTY; a/lIepro-
aHaMHe3 He oTATOLEH. CeMellHbI aHAMHe3: y [iefia 10 IMHUM MaTepy — MOo4YeKaMeHHast 60JIe3Hb.

Anamnes 6onesnu. C MaleHIeCTBa Pa3KVDKEHHBIN CTYI 1o 2—4 pa3 B cyTku. C 2 et (¢ exab-
p# 2016) — noBTOpHBIE 313075l PeOPUIBHOI TMXOPAIKM BO BTOPOJI IIOJIOBUHE THA (IIOCIIE JTHEB-
HOTO CHa) 6e3 HapylLIeHNs CAMOYYBCTBUA.

ITo maboparopHbIM maHHBIM (ampenb-mait 2017) neitkountypusa (55-100 B morne 3peHus),
remarypusi (30-40 B mosie 3peHns), HeTPOPUIbHbI JeiKounTO3 (neitkouutsl 17,5x10°/1, Heit-
Tpoq)I/UIbI 7,9x10°/7), MMUKPOLMTapHasA TMIIOXPOMHas aHEMMUA (remorno6bun, Hb, 95-104 r/n),
ckopocTb ocefanus apurpountos (COI) 52 mm/4, C-peaktusubiii 6enok (CPB) <0,1 mr/m, kpea-
TUHVH 35 MKM/7 (pac4éTHas CKOpocTb KinyboukoBoit ¢punbTpanyuy, CK®, okono 108 Min/MuH).

[ToBTOpHBIE KYpChI aHTHOAKTepuanbHON Tepamuu — 6e3 adpdexra (roHb 2017): KpeaTMHUH
41-49 mxm/n (pacuérnas CK® oxono 80-90 mi/muH), ceiBoporounslit IgG 14,2-15,5 r/n (1);
MMMYHO(EHOTHUII TMMPOLUTOB KpOBU 6e3 0COOEHHOCTEI; CepoIorndecKue MapKepbl CHCTEMHON
HAaTONIOTUM — OTpUIaTeNbHble; ypoBeHb C3, C4 — B HOpMe; MOMMMepas3Has ILieIHas peakLys
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Ha X/IaMUANY, MUKOIUIa3MYy, ypeaIslasMy — OTpPUIATEeNbHO. YMEPEeHHO IOoBbIlieH o6mmit IgE.
Iluctorpadusa: my3bIPHO-MOYETOYHMKOBBI pedioKc MCKMOU€H. LlmcTockonmsa: maTonorum
He BBIABJIEHO. Y/IbTpa3ByKoBoe ucciefoanue (Y3V) opraHoB OpIONIHON MONTOCTH: yBeIMYEHNE
pasMepoB 1 HEOTHOPOTHOCTD IOKETyIOYHON JKeJle3bl; Me3eHTepHaIbHas U MepUaIIeHJUKYIAp-
Has muMdageHonaTs 1o 17 MM.

®ubporacrponyoneHockonus (ceHTs6pb 2017): MOBEPXHOCTHBIN TaCTPORYOEHNUT, CIOHUT
(mmmdornmasmonuTapHas MHGMIBTpALA, POIMKYIApHAs TUIIePIUIA3I).

Craruyeckass Heppocumuturpadumsa (mexabpp 2017): odaroBble M3MeHEHUs 00enX IOYeK
6e3 cHIDKeHNs 00béMa GYHKLIMOHMPYIOLIEN TapEHXVMBI.

B TeyeHue mocnmemHux 2,5 €T CTOVKAs aceNTHYeCKas JNEMKOUUTYPUs Pas3INIHON CTEIeHN
BBIPQ)KEHHOCTM, HEIIOCTOSIHHAsT MUKPOTeMaTypys; CTOVMKasi MUKPOLMTapHas TUIIOXPOMHasl aHe-
must (Hb 85-100 r/), HeitTpodumpHbII /1eiikoLnTo3, yBenmundeHHas COI (6e3 HOBBIIIEHNs YPOBHS
CPB); nporpeccupyiolijee CHYDKeHIe a30TBbIieIUTeNbHOI QyHKIVM nodeK. HempepbiBHas aHTH-
OakTepyanbHas ¥ ypOCENTHYEeCKas: TePANsl CO CMEHOI IPYII aHTHOMOTUKOB — 6e3 addekTa;
Ha (POHEe OCTPOII pecIIMpPaTOPHOI BUPYCHON MHMEKIVN U IIPUEMa aHTUOMOTVIKOB BBIPAXKEHHOCTD
NeVIKOIMUTYpyM yBemmuusaeTcs ().

Kpearunnu kposu (mexabpp 2018) 70-81 mxm/n (pacuétHas CK® okomo 50-60 my/MuH;
xpoHndeckas 6omesHp novek III cragmm). Cratndeckas HeppocumHTurpadums novex: gudpdys-
HO-OYaroBble MI3MeHeHMsI 00eX IMoYeK CO CHIDKeHMeM 00béMa (pyHKIMOHMPYIOLIeil TapeHXIMBbI.
MorekynsapHO-TeHeTUYeCKMil aHanmu3 (KIMHWYEeCKUIT 3K30M): ONVICAHbI HEKOTOpPbIE VM3MEHEHMs
0e3 MOATBEPKAAIOLIETO CeKBEeHNPOBaHMs 110 CaHTepy.

C sinBaps 2019 ropa nonyvaeT He(ppOIPOTEKTUBHYIO TEPAINIO MHIMONTOPAMM AaHTMOTEH3UH-
npeBpamaolero GpepMeHTa (SHaIAIPUI B jo3e 2,5 MI/CyT).

IIpu nocmynnenuu. TlanyeHT MYXCKOTO TIOJNa, PU3NYeCKoe pa3BUTHE COOTBETCTBYET BO3-
pacty 4 net. KoxxHble TIOKpOBBI yMepeHHOIT OnefHOCTY, 6e3 cbimu, [lonocTs pra u 3eB 6e3 Boc-
Ha/INTeTbHBIX ISMEHeHMIT. B IETK1X Be3aMKy/IApHOe [IbIXaHNe, TOHDI CepALIa YIOB/IeTBOPUTE/IbHbIE,
mwyMoB HeT. JKuBoT MmsArkmit, 6e300/1e3HEHHBIII, ITe4eHb U Cele3éHKa He yBenmmdeHbl. OTEKOB
u gusypun Het, fuype3 800 M. YacToTa cepiedHbIX COKpaleHnii 86/MIH, apTepuaabHOe JaBJie-
Hue 90/55 MM pT.CT.

\—
IIPEJBAPUTE/ILHBIN MTVATHO3

Ha ocHOBaHMM OTCYTCTBUS yKa3aHMII Ha CeMeWHBIl XapakTep 3abo0/leBaHUA, OTCYTCTBUE
3HAYVMMBIX IIaTOT€HHBIX BapMaHTOB IIPU IOTHO3K30MHOM CEKBEHMPOBAHUY OTBEPrHYTA HaCIe[-
CTBeHHas npupozpa 6onesuu. Ilporpeccupyomniee CHIDKeHMe OYeYHOI (PyHKIMY 6e3 IpU3HAKOB
HedpoTHUdecKoro v HeQPUTUIECKOTO CUHAPOMOB, B OTCYTCTBIE TUIIOKOMIUIEMEHTEMUY U APY-
TMX CepOTIOTMYECKNX MapKepOB IVIOMepY/IsApHble 0ONe3HM IPefCTaB/IsINCh MAJOBEPOSATHBIMI,
TaK>Ke OTCYTCTBOBA/IM IIPU3HAKY aHOMAJINIT PasBUTHUA U OOCTPYKIML.

PE3YJIBTATbI TABOPATOPHOTI' O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHMA

Bpicka3zaHO IpeATIONIOKEHNE O T€YEHNY XPOHNYECKOTO Ty6YHOI/IHT€pCTI/II_U/Ia}'IbHOI‘O Hedpura,
4YTO SIBMJIOCh OCHOBaHMEM K BBITIOJTHEHUIO OMOIICUY TTIOYKH, KOTOpas BbINonHeHa 25.04.2019 ¢ mpu-
MeHeHreM 0011[ell aHeCTe3UN 1 9XOCKOIIMYECKOTO KOHTPOJIS XO/a MIYHKIVIOHHOJ UIJIBL.
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TYBYJIOUHTEPCTULUAIbHbIA HEOPUT
Y PEBEHKA B PAMKAX
19G4-ACCOLMMPOBAHHOW BONE3HU

Pesynbrar maToMOpQONIOrMYecKOro MCCIefOBAaHMA IIOYEYHON TKaHM (3aK/IOYeHue Mop-
¢onora): xponmdecknit nu¢py3HbI BHIPRKEHHBI [Ia3MOLMTAPHBI TYOY/IOMHTEPCTUIIATIb-
HBII HedpUT C BBICOKON KOHIeHTpanueinn IgG4(+) mmasmatmyeckux knerok (CD138+/IgG4+
30-50 B mone 3penus, x400) U yIbTPacTPyKTYPHBIMM JETIO3UTAMM B TYOY/IAPHBIX 0a3aTbHBIX
MeMOpaHaxX; BBIPaKEHHBIN TyOylToMHTepCcTUIMANbHbI ¢ubpos (50%); momubii (56%) u BTO-
PVYHBI epUXVIIAPHBIN cerMeHTapHbI (9%) rimomepynockinepos (puc. 1, 2) 6e3 rmoMepynspHOit
TUTIEPK/IETOYHOCTH, MOMYIyHUIA M apTEPUOIOCK/IEPO3a.
KoMMmeHTapuii: BbicoKas BEpOATHOCTD ITOPAKeHM 1oYeK B paMkax IgG4-acconumpoBaHHOTO
CHCTEMHOTO 3a00/IeBaHNA:
1) xpurepuanbHble npusHaku IgG4-RD:
a) IUIa3MOLMTAPHBI XPOHMYECKUIT TYOYTOMHTEPCTUIIMATIbHBI HeQPUT C JIeO3UTAMU
B TyOY/LApHBIX 6a3aMbHBIX MeMOpaHax 1 60mbInM KomrdecTBoM 1gG4(+) K1eTok;

6) KOCBEHHOe Y/IbTPa3ByKOBOE M J1a0OpaTOpHOEe BOBJICYEHNUE APYIMX «OPraHOB-MMUIIe-
Hell» — IIO/PKeTYJ0YHON >Keyie3bl, TMM(ATUIeCKNX Y37I0B, Ie4eH; HeBepu(uIpoBaH-
Hoe nuddy3HOe NOpakeHMe >KeyOYHO-KUIIEeYHOIO TPAKTa;

B) yMepeHHbIe TPaH3UTOpPHBbIe rumep-IgG-eMus u 303MHOPUINS;

2) XapakTepHBbI Jyig paHHero gerckoro pebrora IgG4-RD cMMITOMOKOMIUIEKC: TMXOPAiKa,
BrOopnyHoe mnpdysHoe MOopaskeHMe >KeMyJOYHO-KUIIEYHOTO TPaKTa C AMapeeil, aHeMNd,
CTOVIKMIA JIEIKOLIUTO3, MMMQafeHOIaTUA.

HomnonmuuTenbHO MccnenoBal ypoBeHb IgG4 B chIBOPOTKe KpPOBU: IOBBILIEHHOE COflepyKaHue
(9,950 r/n mpu HopMe <2,010) pacieHeHO KaK OKOHYaTeTbHOE IOATBEPK/IeHMe JYIarHo3a.

JVTHAMMKA U PE3YJIBTATBI IIOC/IEJYIOIIETO HAB/IFONEHVA

BeIpakeHHass MHTepCTULIMANbHASA MHQWIBTPALMA BOCHATNTENIbHBIMU KI€TKaMM TP BCEX
¢dbopmax TyOyIOMHTEpCTUIAIBHOTO HedpuTa TpebyeT YHUBEPCATbHOIO HAadya/IbHOTO Kypca CTe-
POUJHOI Tepammy, B CBA3M C YeM HAllleMy IAIVIeHTy ObUI MHUIMMPOBAH II€POPA/IbHBIN IPUEM
IPEJHM30/I0HA B CTAHIAPTHOI Jj03€ 1 MI/KT B JIeHb, TPOJIO/KABIIMIACA C CONPOBOAMUTENbHOI Tepa-
muett 12 mecanes. Ko BTopoMy MecAlly HOpMaan30BaICsA TeMOIIOONH, MCYe3ia JTeIKOIUTYPU.

TAGRS 3 %

&'?53“‘?# X

Puc. 1. NMaTtomopdonornyeckoe nccnepoBaHue Puc. 2. UMMyHOIrMctoxmMmnyeckoe
NoYeyHOM TKaHWU: MacCUBHAsA UHUNbTpaUna nccnenoBaHUe NOYEYHOW TKAHMU:
MHTepcTUUMS, nbpos, aTpodusa KaHanbLeB neno3utbl 1lgG4 (KopuuHeBble)

M OY4aroBbIf FNOMepPYNockKiepos (OKpacka B UHTEPCTULINMN.

reMaToKCUJIMHOM U 303UHOM, x100).
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K mecromy mecsanry CK® nosbicunack 10 72 Mi/1,73 M? B MUHYTY; KOHIIEHTPALVSI CBIBOPOTOYHOTO
IgG4 cumsumaceh mo 2,4 r/n. Ilo ucredyenun roga Tepanuy IpegHNU30I0OHOM HaMeTHU/IACh T€HMIEH-
IV K 3aMeJJIEHII0 POCTA ¥ TIOBBIIIEHNIO apTepUaTbHOTO JJaB/IeH s, TPEIHN30I0H OBbIT OTMEHEH
¢ 3aMeHoil Ha Mukodenonara moderwt no 1000 mr/m? B genb. K aromy momenty CKO HOpMarm-
3oBamach (102 m/1,73 M? B MMHYTY), aHa/IM3bI MOYM U T€MOTPAaMMa OCTaBa/IVCh HOPMa/IbHBIMIL.

B panpHeliieM Ipy HONBITKE CHVDKEHMs O3Bl MMKodeHomata Modernna HabMogamiuch
HOBbILIEHNE ChIBOPpOTOYHOro IgG4 M HapacTaHme KpeaTMHMHA, BO3MOXKHO, CBSI3aHHBIE C Iepe-
HECEHHOIT B 9TOT MOMEHT KUIleuyHoil MHpeK1mell ¢ 00e3BOXKMBaHMEeM 1 MHTOKCKKanueit. [locme
KyIVPOBAHMA CUMIITOMOB BEpPHY/IUCH K IpeXKHell Ho3e MUKodeHomaTa ModeTnia ¢ IoCIenyo-
LIVIM BOCCTAHOBJ/IEH/EM HOPMAJIbHBIX ITIOKa3aTeNeil.

K HacrosmeMy MOMEHTY JINTeTBHOCTD Tepalmy MUKOQEHOTaTOM MOQETUIOM COCTaBIA-
et 4,5 roga, CK® 90 m1/1,73 M? B MUHYTY, IPOTEUHYPUS OTCYTCTBYET, apTeplanbHOE [JAB/ICHIE
B HOpMe Ha HeOOJIbIINX /103X 9HAIANpuIa 1 amtogunyuHa. [InnHa tena 139 cm, Macca tena 32 Kr,
MHIEeKC Macchl Tema 16,8.

/&Y TIPOTHO3

ITporHo3 y faHHOTO MaIJeHTa, BepOsATHee BCETO, OIarONpUATHBII C y4ETOM II0THOTO BOCCTA-
HOBJICHNA ITOYEYHOI PYHKIIMU U OTCYTCTBUA IPOTEMHYPUY U apTepualIbHOI runepreHsun. bonee
TOYHO OIMCATh IPOTHO3 3aTPYHUTEIBHO C YYETOM PEIKOCTU UM MaIOl M3Y4eHHOCTY MATOIOI M.
Haiure mectunetHee HabIOf{eHIE SIB/ISIETCS] CAMBIM JIUTE/IbHBIM 13 OIVMCAHHBIX B IT€UATPUL.

OBCYXAEHUE

[Touck MpUYMH CHVDKEHUA MOYeyHOU (YHKIUYM B OTCYTCTBMM MaHVM(ECTHBIX IPOsBIEHUI
TOTO W/IM VIHOTO K/IMHMYECKOTO CHHIPOMA, HallpyuMep HeppOTHUeCKOro, HepuTUIeCKOro, apTe-
PUAIbHOI IMIIePTEH3UM, OOCTPYKIUY U CHIDKEHVS 06béMa IOYeYHOI TapEeHXVIMBI, IIPeJCTAB/IeT
co00it KpaitHe CTTOXXHYIO 3a7a4y. B 3Toit CBsA3M HepeKO BBIABIIAIOTCA IPU3HAKY TYOYTOUHTEPCTH-
IIVIaJIbHOTO 3a00/IeBaHys MTOYeK, 3a4acTyi0 0e3 BHEIIOYEYHBIX NPOSIB/ICHNIT ¥ BBIPAXKEHHOI MPO-
terHypun. OnucpiBaeMas y Hanrero nanyenTa IgG4-accounnpoBanHas 60/1e3Hb — OTHOCUTETIBHO
HoBasi GopMa, BeifieneHHas B Hayase 2000-x ropos [1, 2].

JlaHHOe 3ab0/IeBaHNe XapaKTePU3yeTCs MOBPEX/IeHeM MHOTMIX OPTaHOB U CUCTEM — CITIOH-
HBIX M C/IE3HBIX JKeN€3, IUTOBUIHOI >Kele3bl, IOPKEeTYLOYHOI >Kee3bl, MO3TOBBIX 000/I0YeK,
OpONTBI, KeTYHBIX IPOTOKOB, JIETKUX, II0YEK, A0PTHI ¥ 3a0PIOLIMHHOTO IPOCTPAHCTBA. DTUONIOTYS
00JIe3HN HesICHA: TIPEAIIOJIaraloT S7eMEHThl HaC/IeICTBEHHOI [IPePaCcIIONIOKeHHOCTI 6€e3 UIeHTI-
¢uKauMy OTBETCTBEHHOTO reHa. Y 4acTu OOJIbHBIX ONMCHIBAIOT MOSBJICHVE IICEBJOOIYXO/IeBbIX
00pa3oBaHNUIi, Yallle 3aTParMBaIOLIX OpOUTY I71a3a, peTPOollepUTOHeANbHbI Gubpos [3, 4].

B pasButum 6onmesHu BbfenAoT (asbl BoclaseHusa U ¢ubposa: Ha IEpBOI IIPONCXORNUT
yuHQWIbTpanysa TKauu T- u B-nmumdonnrammy, nnasmoruramu ¢ BeifgeneneM IgG4 n pasnmaHbIx
IPOBOCIANUTEIbHBIX IUTOKNHOB [1-3].

B mepumarpnyeckoil MpakTHMKe OMMCBHIBAIOTCS B OCHOBHOM 9KCTPapeHalbHble IPOsBIEHUS
0onesHy, M HaM BCTPETMICA NMIIb OAVH C/Iy4ail TyOylIOMHTepCTHMLMANbHOro Hedpura [5-7].
[IpusHaércs, yTo 6a30BBIMM Ipenapatamu Ay nedenus IgG4-accolumpoBaHHON 60Ie3HN ABIIA-
I0TCSI KOPTUKOCTEPOV/IBL, OHAKO C YI€TOM HEOOXOAVMOCTY VX JIUTE/IbHOTO IPYMEHEHNS BCTAET
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TYBYJIOUHTEPCTULUAIbHbIA HEOPUT
Y PEBEHKA B PAMKAX
19G4-ACCOLMMPOBAHHOW BONE3HU

BOIIPOC 00 MCIIONb30BaHUM CTepouacOeperaomyx mpenaparos [1-4]. B Hamem caydae MOXXHO
OTMETHUTD yCIIeNIHOE JICIIOIb30BaHNe MIKOo(peHomaTa ModeTnIa, O03BOMMBIIEro HOAAePXKaTb [JIN-
TETBHYI0 PEMICCHIO C COXPAHHOI (YHKIVeiT IOYeK.

3AKJTIOHYEHUE

Hamu npepicTaBieHo nepBoe B MUPOBOIL IMTEpaType LONTOCPOYHOE HAOMIOfeHe 3a TTefy-
aTPUYECKMM IALIMEHTOM C TyOY/IOMHTEepCTUIMANTbHBIM HeppuTOM B pamkax I1gG4-accounmpo-
BaHHOI 6osesHu. JJaHHOe 3a00/IeBaHMe ABJISETCA OUYEHb PEKUM, HO B II0O0M CiTydae MOBPeX-
OeHUA IOYeK JO/DKHO pacCMaTpUBATbCA KaK €ro BO3MO)KHAs IPUYMHA B CIydae COYETAHUA
¢ muMdageHomaTell, TaHKPeaTUTOM U APYTMMM TacTPOMHTECTVHAIbHBIMM IOPaXXEHUAMH,
KaK 1 B C/Iy4asX COIYTCTBYIOILIEl IMXOPAKM HESCHOTO IIPOMCXOXKIEHNs, HOPa>KeHMsT OpOUTDI
I1a3a ¥ 3a0pPIOIIMHHOIO IPOCTPAHCTBA. I[eHHBIM AMAarHOCTMYECKUM TeCTOM SBJISAETCS OIIpe-
nenenne ypoBHA IgG4 B CHIBOPOTKE, HO B HalleM C/Iy4ae pPeMIAIONIMM ABUIOCh KOMIIJIEKCHOE
naroMopdonornyeckoe 1ccaefoBaHye IIOYEYHOro 61onTaTa Co crenuduieckKuM MMMYHOTICTO-
XMMMYECKNMM OKpallVBaHUEM.

[TpomeMoHCTpUpOBaHa BBICOKAA 3PQPEKTUBHOCTb CTEPOMAHON Tepammyu ¢ IIOCTeAYIolel
MMMYHOCYIpeccyeil MukopeHomaTa MOQeTIIOM CO CTOVKOI HOopManmaaryeil QyHKIUN MOoYeK
I COXpaHeHVeM HOPMaIbHOTO (PU3NIEeCKOTro pasBUTUA peOEHKa.
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CTEPOUA3ABUCUMbIN HE®OPOTUYECKUN
CUHAPOM C KAPTUHOU BTOPUYHOM
MEMBPAHO3HOW HE®POMATUU
B PAMKAX BOJTYAHOYHOIO HE®PUTA

I1.B. Ananbun, C.B. [IMmurpuenko, A.M. Munosanosa, T.B. Bamypuna,
O.1. 3po6ok, E.A. Cronsapesny, A.H. IIpirnn

OBOCHOBAHME

BeimonHeHye 61ONICHY TTOYKM TPV CTEPOUIIYBCTBUTENIBHOM Te€UeHUY HepPOTIIECKOTO CHUHJ-
poMa y fieTell He SIB/IAETCA PyTUHHON MPaKTHUKOIL [1, 2], 1 MccnenoBaHye BBIIOMHACTCA B OTHEIbHBIX
CTy4asix IpY IOJ03peHNH Ha BTOpUYHble (GopMbl HePPOTHUYECKOTO CHHAPOMA VIV C IIe/IbI0 OLIEHKY
IPU3HAKOB JIEKAPCTBEHHO! TOKCUYHOCTU. Y TAIMEHTOB C CUCTEMHBIMIU 3a00/IeBaHUSAMI COEVHN-
TE/IbHOJ TKaHV IIOPa)KeHNe TI0YeK KIMHIIECKH ITPOSBIACTCS HeppUTUUECKUIM CUHAPOMOM, OBICTpPO-
IPOTPECCUPYIOIINM ITIOMEPYTIOHe(DPUTOM VIV CTEPOUAPE3UCTEHTHBIM HePPOTUYECKUM CUHJPO-
MOM [3] — COCTOSTHUSIMM, IPU KOTOPBIX BCETTIa MMEIOTCS ITOKa3aHMUs K BBIIIOTTHEHMIO OMOTICUY TIOYKA.

MBI npefcTaBIseM pefKuil CIy4ail M30IMPOBAHHOTO BOMYAaHOYHOro Hedpura V Kiacca,
IIPOSABMBIIETOCS CTEPOUAIYBCTBUTENILHBIM He(PPOTUIECKIM CHAPOMOM Y MaIbuMKa-IIOJPOCTKA.
B manHOM ciyvae BepuduKanyss MOpdOIOrMIecKoro AuarHosa U M3MeHeHVe TepaneBTUYeCKON
TaKTVUKM TO3BOJIVIY HOOUTHCS CTOVIKOI peMuccum 3a60/1eBaHus 1 COXpaHeHVs PyHKIMYU MTOYeK.

OMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

Manbuuk, 15 net, nocrymn B Heponorndeckoe oraenerne OPIrAY «HMUILI 3nopoBps geteit»
Munsppasa Poccyn B CBsI3U €O CTepOUA3aBUCUMBIM HEPPOTUIECKUM CUHPOMOM.

Anamne3 6onesru. Ilocie BBIIIOTHEHHOI IO MECTY >KUTE/IbCTBA ANIEHAIKTOMUM OTMEYEeHO
nosiB/ieHNe nepudepndeckux OTEKOB, NMpOoTerHypuu 6omee 3,5 1/, CHUDKEHME CBHIBOPOTOYHBIX
I0Kasaresieit ob1iero 6enka, aibOyMIHa; yMepeHHOe MOBBILIEHE COJePXKaHMsA KpeaTHMHA KPO-
BU. PeOEHKY mmarHocTupoBaH HeppOTUIEeCKUII CMHAPOM U MHUIIVMPOBAHA CTEPOVIHAS TepaIs
IIPeJHNM30/I0HOM B Jjo3e 2 Mr/kr. Ha ¢oHe Tepanuy npegH1n30/I0HOM JOCTUTHYTO ITOJTHOE KYIUPO-
BaHJe IPOSIBIEHNI 60/Ie3HN, KypC IIPOLO/DKEH 10 8 Heflelb, IOC/Ie Yero CTEPOUAbI IOCTEIIEHHO
oTMeHeHbI. Yepes 2 Hefenn MOC/Ie TTOTHOM OTMEHBI TE€PAINNMM Pa3BUICS PElNINB, KOTOPBI ObII
KyIMPOBaH BO30OHOB/IEHMEM ITpYéMa IPeJHI30/I0Ha 1 MI/KT. B manpHelimeM py CHYDKEHVN O3B
creponzios 1o 30 mr (0,5 MI/KT) B aIbTEPHUPYIOLIEM peXXVMe OTMeYeH BTOPOIl pelnanB O0Ie3HN.
[Tpu yBemrueHn JO3bI PETHN30MIOHA O TePANeBTIYeCKOIT (2 MI/KT) IPOTeNHYpyUsA BHOBb KyIIN-
poBaHa. [eMaTypuy 1o JaHHBIM aHA/IN30B MOYM He pUKCUpPOBanIoOCh. B cBs3u co creponasaBucu-
MBIM TedeHJeM HepOTHUECKOro CMHAPOMa peOEHOK ObII HAllpaB/ieH B Hallle OT/ie/IeHIe.

JmTenbHOCTD 60Ie3HY Ha MOMEHT HOCTYIIEHVS B HAIly KJIVHUKY COCTAB/IsIIa 9 MecsALeB.
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CTEPOUA3ABUCUMbBIN HEOPOTUYECKUN
CUHAPOM C KAPTUHOW BTOPUYHOW
MEMBPAHO3HOW HE®POMATUN B PAMKAX
BOJIYAHOYHOIO HEDPUTA

PE3YJIBTATbI TABOPATOPHOTI' O
V1 MHCTPYMEHTAJIbHOTO MCCIIEJOBAHMA

ITo maHHBIM 06C/IETOBaHMII KOHCTATMPOBAHA MO/THAsI peMUCCHsi HeQPOTUIECKOTO CUHAPOMaA
B YCIIOBMAX NpUEMa IPeRHNU30/I0HA 110 45 Mr 4epe3 fieHb (mpotenHypust 138 mr/cyrt, 84 mr/m?
B CYTKIU) C YMEPEHHO CHIDKEHHON (YHKIVeN [oYeK 110 KIyOO0uKoBOit GuabTpanuy (KpeaTuHUH
77 MKMOJIb/JI; CKOPOCTD K/Ty604KoBoi (ybrpanuu 1o ¢popmyre [IBapua 78 mn/1,73 M? B Muny-
Ty). Kpome Toro, obparnano Ha cebss BHUMaHue CHIDKeHMe YpoBHA C4 KOMITIOHEHTa KOMIUIEMEHTa
1o 0,08 r/n (mpu HopMe 0,17-0,51) py HOpManbHOM ypoBHe C3 KOMIOHEHTa KOMIIEMEHTa.

C y4éTOM IrMIIOKOMIIIEMEHTEeMIN 1 BO3pacTa ebroTa HepOTHIECKOro CMHAPOMA BbITIOTHE-
HBI TECTBI Ha MapKepbl CHCTEMHBIX 3a00JIeBaHMII COMHNTEIbHOI TKAaHN: ayTOAHTUTeNA K IIPO-
TeMHa3e 3 ¥ MMeIONepPOKCUia3e OTpUIIATe/IbHbIE, BbIABICH ITOJIOKUTEIbHBIN TUTP ayTOAaHTUTEN
K aByuenodevynoit JHK.

Pe6G€HKy BBIIONHEHA NYHKI[MOHHAs OMOIICKs ITOYKN: CBETOBAs MMKPOCKOINMS IIOKasana
KapTUHY MeMOpaHO3HOI HedpoIaTnu, MMMYHO(IIOOPECLIEHTHOE MCCIe0BaHNe — MO3UTUBHYIO
peaxumio IgG, IgA, C3, Kappa, Lambda B kanmmiapHbIX IeT/IAX, YTO IO3BOINMIO YCTAHOBUTD JMar-
HO3: «Bomuanounslt Hedput V knaccar. IlanuenTty nogobpaHa 103a IMK/IOCIIOpUHA A 110 KOHIIEH-
Tpauuu npemnapara B kposu (200 mr/cyT, CO 110-127 ur/mi, C2 1082 Hr/Mi), £o3a IpegHN30T0HA
IIOCTENIEHHO CHIDKeHa 1o 10 Mr/cyT.

IIpu nocmynnenuu GUsNKaIbHBIX 0COOEHHOCTEIT He BBIABICHO: MAJIBYMK CpPefHero Gpusmde-
CKOTO Pa3BUTHsA, 6€3 KOXKHBIX BBICBIIIAHMII U1 9/IeMEHTOB Ha CIIM3UCTBIX 000710YKax, Oe3 mepude-
PUYECKUX OTEKOB, apTepuanbHO runepreHsun. Obparany Ha cebs1 BHUMaHVe TOJIbKO IPU3HAKM
9K30T€HHOTO TUIIEPKOPTULIM3MA B BUJIE TI€pepacpeieNieH N )XUPOBOIl KIEeTYATKU.

\i_

C y4éToM HanmM4ysi TUIOKOMITIEMEHTEeMIH, TIO3UTUBHOTO TUTPA aHTUTEN K ABYLIEIIOYEYHON
IOHK u mopdonorndeckoii KapTuHbI peOEHKY yCTaHOB/IEH AMArHo3: «BomyaHOuHBIN HedpuUT
V Kmacca, CTepOU/3aBUCUMBII HeQpPOTMYECKMIT CUHJPOM, CTafus peMmMuccuy. XpOHMYecKas
60J1e3Hb TI0YEK, 11 cTamusa».

JIVTHAMUKA U PE3VIBTATBI ITIOCJIEJYIOIETO HAB/IFOOEHA

Ha ¢one npoBopymoit Tepanuy B TedeHne 2 yeT y peO6€HKa COXpaHAETCA CTOVKAs peMIC-
cusA HePOTUYECKOTO CHHAPOMA, NPU3HAKOB IIPOrPECCHPOBAHNA XPOHNYECKON OONesHM MOYeK
He 3aVUKCUPOBAHO. [MIIOKOMIIEMEHTEMIM, T€MATOOIMYECKIX IIPOSAB/ICHNI, TAKUX KaK aHeMUS,
JIeJIKOTIEHNS, V1 APYTYX 9KCTPapeHaIbHBIX IPOAB/IeHNIT Ha (hOHe HAOIOfieHNA He PUKCUPOBAIOCh,
OJTHAKO COXPaHAJCA MO3UTUBHBIN TUTP aHTUTEN K ABylenodeunoi JJHK.

W

ITPOT'HO3

[IporHos i IOYeYHOI BBDKMBAEMOCTM Y IMAIMEHTOB C M30MPOBAHHBIM BOTYAHOYHBIM
He(PUTOM OTHOCUTENIBHO OIarONPMATHBIN [3], OfIHAKO TOTBKO B YCIOBMAX COXPAaHEHNUSA PeMIC-
cun 3aboneBanus [4]. [Ina 60IbHBIX ¢ IOyc-HeQPUTOM XapaKTePHO pelUiMBUpYIOllee TedeHe
IIpY HECBOEBPEMEHHOII OTMEHe CT€PONIOB, OTOMY IIPY AAHHOI MATOOTVM MAIVeHThbl MeTeH-
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HO CHIDKAIOT J03y NPEeSHNM30/I0HA U JI/INTE/IbHO MOTYYaloT ero B IOJiep)KIBAIOIIell 103e B CBA3U
C BBICOKMM PUCKOM pelUAnBa IpPU IOTHOI OTMeHe cTepoupoB. [lomoOHas TakTuKa Tepamnuu
He IPUMEHSETCS IpY VVONATUYeCKOM He(POTUYECKOM CHHJIPOME, IPU KOTOPOM 3adacTyio
IPaKTUKYeTCs ObICTpast MO/MTHAs OTMEHA CTEPOMTOB [5, 6].

OBCYXAEHUE

B HacTos1ee BpeMs KIMHMYECKIe peKOMEH/IAIVM 10 BefleHNI0 HeppOTHMIecKoro CMHApOMa
y HeTeil He IMpefycCMaTpMBAIOT 00s3aTebHOIO BBIIIOJTHEHMs OMOIICMM IIOYKY y BCeX IalVieH-
TOB /IO Ha3HA4YeHUs CTEPOMIHOI Tepamuiu, MOCKOIbKY B IIOAAB/IAIIIEM OONbLIMHCTBE CyYaeB
MOP(OIOIMYECKOI OCHOBOI SAB/IsAeTCA 0O/e3Hb MMHVMA/IbHBIX VM3MEHeHMII, Wi (pOKaabHO-
CeTMEHTApHBIN TJIOMePYNIOCKIepo3 [2, 5]. O6A3aTeIbHO BBINONHEHNE AAHHOTO VICCIENOBAHUA
y TAalMeHTOB, He OTBETMBIIMX Ha CTAHJAPTHYI0 CTepoupHyio Tepamuio. CregyeT OTMETUTD,
YTO Yallle BOTYAaHOYHBINI HepPUT B [IETCKOM BO3pacTe ¢ HeppOTMYECKMM CUHAPOMOM IIPOSIB-
JISIeTCSI UMEHHO CTePON/IPe3NCTEeHTHBIM BapuanToM ¢ KaptuHoii III wim IV mopdonornyeckoro
kmacca. [Ipu V mopdonorndeckom kmacce Heppura OmMMcaH OTBET HA MOHOTEPATINIO CTEPOUIAMMU
y 27% B3pocnbIx nauyeHTos [7]. IIpu uanonaTuieckoM CTepougpe3NCTeHTHOM HeppOTUIecKoM
CHHIpOMe y JeTell 6MOICKs IOYKY O/DKHA BBIIOTHATHCSA Cpasy IIOC/Ie KOHCTaTanuy Headdek-
TUBHOCTYU CTEPONJIOB, T.e. Yepe3 4-8 Hefelb OT Havyasa Tepaluy. YHUKAIbHOCTD IPeJCTaB/IeH-
HOTO HaMM CJTy4Yas 3aK/II0YaeTCs B TOM, 4TO y IALMEHTa IPeJHM30/IOH ABAXKABI Al XOPOLINI
K/IVHIYeckuit 9 ekt B Buie IOMTHOM peMMUccuy HeppOTUIECKOro CHH/POMA, YTO OTCPOYMIIO
IIOCTAHOBKY JMarHO3a Ha 9 MecsAIeB.

CrefiyeT OTMETUTD, YTO TAKTMKa MMMYHOCYIIPECCHBHOI Tepamyy NpY WUAMONATHIECKOM
HepOTHYIECKOM CHHJPOME U BOMTYaHOYHOM Hedpute V Kmacca oTindaeTcss He BLIOOPOM Iperia-
PaTOB I TeYeHNs, @ PeKUMOM U JUINTETbHOCTDIO Tepanyin. [Ipy 060uX COCTOSHMAX IpenapaToM
BbIOOpa MOXKET BBICTYIATh LMKIocHopuH A. CrefyeT IpeAnonaraThb, 4To ecm pe6EHOK He ObII
ObI HaIIpaBJIeH B HAllly K/IMHYKY, CKOpee BCero, OH Hayasl Obl TePaINio IUKIOCIOPUHOM A, OIHAKO
B COOTBETCTBUM C [IeVICTBYIOLVIMIU KJIMHUYECKMMY PeKOMEH/IAIVISIMMA 10 BeJIeHNI0 HepOTHUIeCKO-
rO CMHJpOMa Y JieTell MPaKTUKYeTCsl ObICTpasi MONbITKa OTMEHBI IPEIHU30/I0HA.

B ne6rooTe M30MMpOBaHHOTO HEPPOTUIECKOTO CUHPOMA Yy B3POC/IBIX HAlMEHTOB IOKas3a-
HO TIpoBefieHNe OMOICHMY MOYKY ISl MCKIKYEHNsI BTOPUYHBIX (GOpPM, B TOM 4UNC/Ie B paMKax
CUCTEMHBIX 3a00/IeBaHMII COeIUHNUTEIbHOI TKaHU [8]. BONbIINHCTBO PYKOBOACTB U KJIMHUYECKIX
PEeKOMeHALNII IPeIICHIBAIOT PACCMOTPETDb BOIIPOC O IIPOBEfEeHMY OMOTICKM TIOYKH TIpK febroTe
HepOTNIECKOTO CMHIPOMA B BO3pacTe CTaplie 12 jieT, OHAKO HAIIl OIbIT ITOKa3bIBaeT, YTO IIOf-
POCTKOB KpaiiHe pefKO HANpaB/AIOT B ClelManu3MpOBaHHbIe KIVHUKA O TIPOBEJEHNS TOIBIT-
KJ Tepammy INPeSHNM30TI0OHOM VI JaKe CENeKTUBHBIMU MMMYHOCyIpeccaHTamu. [lpu Hamu-
4yun y pe6EHKA CUCTEMHBIX NPOSABIEHWUIT ¥ MMMYHOJIOTMYECKUX MAapKepPOB AMATHO3 CUCTEMHOI
KPacHOJ BOMTYAHKM C IOpaKeHMeM IT0YeK MO)KeT ObITb YCTaHOBJ/IEH 0e3 BBIOTHEHNA O1orcuu
NoYKy. B cnyyae TsDKEMOro TedeHMs CYCTEMHOJ KPacHOI BOTTYAHKY C IMOPayKeHUeM HOYeK, JIEr-
KUX, LeHTPAJIbHOI HEPBHOI CHCTEMBI TAKTVKA UMMYHOCYIIPECCUBHOI Tepanniu B HeOl0Te MOXKeT
He 3aBJCeTb OT MOPQOIOrnueckoro Kiaacca Hedppura, ogHako 6e3 cBemeHUT 0 Mopdonornye-
CKOM BapyaHTe He()puTa HEBO3MOXXHO OIPEEe/INTh IIPOTHO3 /I II0YeYHON (QYHKIMU U OLIeHUTD
3 PeKTUBHOCTD TPOBOANMOIL Tepanuu. [Ipu M301MpPOBaHHOM BOTYAHOYHOM HedpuTe OMOIICHS
HOYKY SBJISIETCS €VMHCTBEHHO TOCTOBEPHBIM MAMAarHOCTMYECKUM MeTofoM. IIpy BbIABIeHUU
V K/macca MOXeT paccCMaTpyBaTbCsl KOMOVMHAIVS IPEIHN30/I0HA C IIVIKITOCIOPUHOM A, IIPOU3BO-
IHBIMY MUKO(]EHOTOBOII KUCIOTHI YN IMKIOPOCchHaMIUIOM.
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CTEPOUA3ABUCUMbBIN HEOPOTUYECKUN
CUHAPOM C KAPTUHOW BTOPUYHOW
MEMBPAHO3HOW HE®POMATUN B PAMKAX
BOJIYAHOYHOIO HEDPUTA

3AKJTIOMEHUE

Y ommcaHHOrO HaMM TMAI[MEeHTa [JOCTVDKEHNE PEeMUCCUU HAa TEPAIlU CTEPOUAMM IIPUBEIO
K HEIPaBWIbHOM MHTEPIpeTaNy KIMHNIECKO KapTUHBI U TAaKTUKe Tepamlniu, 9T0 006yCI0BUIO
3afIep>KKy C ITOCTAHOBKOJ [MarHo3a. BbI6OP MMMYHOCYIIPECCHMBHOI TEpaluy U OIpefe/eHIe
IIPOTHO3a ITOYEYHOI BBDKMBAEMOCTH IIPY BOTYAHOUYHOM He(puTe OCHOBBIBAETCS Ha pe3y/IbTaTax
MOPQOIOTMYeCKOT0 MCCIeoBaHuA 6yonrTaTa. Y mereil ¢ HeppOTUYECKNM CUHAPOMOM C Be6I0TOM
B IIOfPOCTKOBOM BO3pacTe ClIefyeT UCKI0YaTh BTOpUYHbIe (HOPMBI 3a607I€BaHMsSI, @ BOIPOC IPO-
BeJleHVs1 OMOIICUY TTOYKY JJO/DKEH PAcCMaTpPUBAThCA C iebioTa 3ab0meBaHMs 1 B CIy4ae CTePON-
YYBCTBUTE/IBHOTO TeUeHsI HepOTHUIECKOTO CUHAPOMA.
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ANNOUNMMYHHASA TPOMBOLUUTONEHUA
B MPAKTUKE HEOHATOJIOT A

M.J. Mutnim, M.A. bacapruna, H.A. Xaputonosa

OBOCHOBAHME

OpnHOJI M3 CaMbIX YaCTBIX IPUYMH PAHHUX HEOHATA/TbHBIX TPOMOOIVTOIIEHNII SBJISIETCS ANJIO-
MMMYHHas TpoMOoLuTonenys. 3aboneBanne BCTpedaeTcs ¢ 4acToToit 1:3000-5000 [1].

AnnouMMyHHasi TPOMOOLMTOIIEHMsI pPa3BMUBAETCs BCIEACTBME CEHCMOMIM3ALMM Marepu
K crienyduyeckuM TpoMOOIMTapHBIM aHTUreHaM cructeMbl Human Platelet Antigens, yHacneno-
BaHHBIM pe6EHKOM OT oTia. Bo Bpemsa GepemenHocTu MarepuHckue IgG-aHTHTena agcopoupy-
I0TCSI Ha TPOMOOLMTAX IUIOZIA, BBI3BIBAs MX Pas3pylleHNue B KIETKAX PeTUKY/IO-3HIOTENNaIbHO
CHCTEMBI IIe9eHN U Cene3éHKM peO€HKa. [[MarHos3 a/yTloMMMYHHO TPOMOOLMTONIEHNN Y pebEHKa
HOATBEPXKJAETCS pe3ylIbTaTaMy PafMOMMMYHONOTMYECKOTO ¥ VIMMYHO(EpPMEHTHOTO aHau-
3a [2-4]. B nmuTepaType ommcaHbl CIy4ay COYETAHNUSA HEOHATAIbHOI a/VIOIMMYHHON TPOMOOIIM-
TOIIEHUY C TeHETNYECKVMM CUHIpoMaMu [5].

ONUCAHUE KITMHUYECKOTIO CJTYYAA
© O

[TanyueHT B BO3pacTe 22 CYTOK >KM3HMU IIE€PEBEIEH M3 OFHOTO M3 IePUHATA/IbHBIX LEHTPOB
B OT/Ie/IeHJE TIAaTOJIOTUM HOBOPOXXIEHHBIX 1 JleTell panHero Bospacrta OI'AY «HMIILI spopoBbA
meteii» Munsppasa Poccuu mis fanpHeiiero o6caeoBaHNs U JIeUeHNsA 110 IIOBOly HeOHATallb-
HOV TPOMOOI[UTOIIEHNL.

Anamnes smusnu. VI3BecTHO, 4TO peOEHOK POAMIICA Y SKEHIIVIHBI 24 JIeT, IPaKTUIeCKy 310po-
BOJI, MEIOILell B COMaTHYeCKOM aHaMHe3e peclupaTopHble MHPEKINY, BETPAHYIO OCITY, XpOHIYe-
CKYI0 aHeMIIO (TMIIOXPOMHAs MMKPOIIMTApHasdA), a TAKKe BpeJHble MpUBBIUKM (KypeHue). [lepas
0epeMeHHOCTb 3aKOHYM/IACh CBOEBPEMEHHBIMI pofaMu (pe6EHOK 3T0pOB), BTOpas — MeIMUIMH-
CKMM a0OpTOM Ha paHHEM CPOKe, TpPeTbd — JIaHHasA 6epeMEeHHOCTb — Ha BCEM CPOKe IIpOTeKasa
Ha QoHe aHeMuy, npuéMa Ipenapara xenesa. B TpeTbeM TpuUMeCTpe OTMEYeHbI HeBbIPAXKEHHbIE
OTEKM; OCTpasi pecnMparopHas BUpYCHas MHQeKIMs 0e3 MOBBIIEHNs TeMIlepaTyphl, JedeHHas
HapOJHBIMU CpeficTBaMu. Pofibl BTOpbBIE, CPOYHBIE, CAMOIIPOU3BOIbHbBIE B CPOK 39 Hefenb 5 THE.
OxkornonofHble BOAbI CBETIbIE. be3BOgHDBIN MPOMEXYTOK B TedeHue 3 4acos 40 muHyT. Macca
Tena npyu poxpeHun 2730 r. IInuHa Tenma mpu poxpeHun 50 cM. OKpy>KHOCTb TONOBBI 34 CM.
Oxpy>xHOCTb Tpyau 32 cM. 3akpuyan cpasy. OueHka o mkanae Amrap 8/9 6amwros. Ilpunoxen
K IPyJy Cpa3y IOC/Ie POXKAEHMA.

Anamne3 6one3Hu. B mepBble CYyTKU )XM3HM B KIMHIYECKOM aHA/IM3€ BBIAB/ICH HU3KUIT yPO-
BeHb TpoMOoLUTOB (67x10°/71), ocTambHBIE MOKa3aTenu B Ipefenax HopMbl. Ha BTopsle cyTKu
KU3HU YPOBEHb TPOMOOLMTOB B AMHaMMKe cO cHyDKeHneM (34x10°/1); B GMOXMMMUIECKOM aHa-
JM3e KpOBY OTMEYEHO ITOBbILIEHNEe YPOBHA TPAaHCAaMIHA3 (acrmapraTraMyHOTpaHcdepasa 162 en/,
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alaHMHaMuHoOTpaHcdepasa 146 en/n); moKasaTeny KoaryJorpaMMBl B IIpefiesiaX BO3PacTHOI HOp-
Mbl. Ko>kHbIe TOKPOBBI YNUCThIE, €3 meTeXNaTbHOM ChIII.

YunTeiBass HU3KUI YPOBEHb TPOMOOLMTOB, OTPULIATE/IbHbIe MapKepbl BOCIIATIEHVIS, C 1Ie/IbI0
6moxaznnl Fc-perjenntopoB Makpo¢aros Ijisi yMEHbIIEHNUS ONCOHM3ALMY TPOMOOLMTOB ¥ IPefoT-
BpallleHNs UX pa3pylleHusA B KPOBEHOCHOM PyC/le Ha4aTO BHYTPUBEHHOE BBeJeHNEe MIMMYHOLTIO-
Oy/nuHa 4eloBeKa HOPMaJIbHOTO B Ji03€ 1 T Ha KWJIOTPaMM MacChl Te/la B TPU BBEJCHNUA. YPOBEHb
TPOMOOLNTOB C HEOONMBIIMM HapacTaHueM B fuHamuke (0 62-84x10°/n). YuutbsiBas TpoMOOIM-
TOIIEHNIO HEACHOIO IeHe3a, TPYAHOE BCKapM/IMBAaHNE OTMEHEHO CO BTOPBIX CyTOK JKU3HIL

IIpu nocmynnernuu. CocrosiHue pe6€HKa He HapyIiieHo. Ko>XHble TOKPOBBI 671€fHO-PO30BbIe,
HeBBIP)KeHHAs! «MPAaMOPHOCTD», YCWIMBAIOLIAsCA NPV HAarpy3Ke, YUCThbIe OT MHQPEKIVIOHHO-TOK-
CMYECKOII I TeMOPPATNIeCcKO ChIIM, BraxkHble. CmanucTbie 060/109KM HU3MOIOTNIECKON OKpac-
KI, YUCTbIe, BIaXHbIe. [IoaKOXHasA KIeT4aTKa pa3BUTa yHOBIETBOpUTeNbHO. Ilepudepnyeckux
oTéKoB HeT. JInmdaTnyeckas cucrema: nepudepudeckue mumdardeckme y3iabl MenKme, efuHIY-
Hble. KocTHas cucrema: 607p10il pogHYOoK (3x4 €M), BBIIIO/THEH, He HANPSDKEH, CarUTTaIbHBIN
moB He COMKHYT (o 0,8 cm). HocoBoe ppIxaHme He 3aTpypgHeHO. IpymHas KieTKa BM3YalTbHO
He 1eOpMMPOBaHA, CUMMETPUYHO yYaCTBYeT B aKTe AbIXaHNA. B JIErkMX AbIXaHUe IIySpUIbHOE,
IIPOBOJUTCSI PABHOMEPHO IO CMMMETPUYHBIM IIO/ISAM, XpUNoB HeT. O6/acTh cepAlja BU3YalTbHO
He U3MeHeHa. ToHBI cepAilla pUTMUYHBIE, BBICTYLUIMBAETCSA HEXKHBI CUCTONMYECKNIL IIyM Ha Bep-
xymke. JKuBoT msrkmii, 6e300/1e3HeHHBII NPy NanbHallMy BO BCeX OTHeNax. Ilepumcrambpruka
BBIC/TYIIVMBAETCS, aKTUBHAs. [Ipy ocMOTpe cTy/ Kamniieob6pasHblii, XKENTOro 1jBeTa, 6e3 maToIoru-
JecKMx nmpumeceil. ModenonoBas cucrema copMupoBaHa II0 MY>KCKOMY TUITY, SIMYKY OIYIEHBI
B MOIIOHKY. MouencryckaHye cBoO6oHOe, Mo4a CBeTI0-kénTas. HepBHas cucTema: Ha OCMOTp
pearupyer O>KUBJIEHNEM [JBUTATE/IbHON aKTUBHOCTY, KPUK I'POMKMIL. I7TasHble e cuMMeTpud-
Hble, D=S. I'tasa orkpsiBaet. Barmsay ¢pukcupyer. Pediexcel opanbHOro aBTOMaTH3Ma: COCATeNIb-
HbIiT (+), TAZOHHO-POTOBOIL (+), CIIMHAIBHOTO: BepXHUIl XBaTarenbHblit (+); babkuHa (+); HUX-
HUJT XBaTaTelbHbl (+); babuHckoro (+), bayspa (+), omops! (+), aBTOMaTNYeCKOI MOXOAKM ().
MenuHreanbHble 3HaKy OTpULaTe/IbHbIE.

| INOOEPEHIIMANTBHASA JVIATHOCTUKA

JI3BeCcTHO, YTO TPOMOOLMTONIEHNI HOBOPOXK/IEHHOTO B 3aBUCUMOCTY OT IIATOTeHe3a YCTIOBHO
HOZ[pa3/ie/IsAI0T Ha MIMMYHHOTO ¥ HEVIMMYHHOTO TreHe3a. HeMMyHHBIe aKTOpPBI CHVYDKEHMA 4YyCIa
TPOMOOLIMTOB B HAllleM CIydae ObUIM MCKIIOYEHbI B CBA3M C IAHHBIMY aHAMHe3a, pPe3y/lIbTaTaMMu
KIVHUYECKOTO OCMOTPa 1 1a00paTOPHBIX MCCAeNOBaHMIL. Y peO&HKa ObIIM MCKIIIOYeHbl BHYTPU-
yTpo6HbIe MHbeKIM (LMTOMEraToBUpPyCHasi, TOKCOIUIa3MO3, KpacHyXa), OCTPOBOCHAIUTE/IbHbIE
IPOLIECChI, CHIPOM BHYTPUCOCYUCTOTO CBEPTHIBAHNSA, UIMMYHOAeDUINTHOE COCTOsIHME. TakuM
00pa3oM, AMAarHOCTMYECKUII IOUCK ObIT HAaIlpaB/ieH Ha YTOYHEHME XapaKTepa MMMYHHOTO paspy-
IIEHVST TPOMOOLIMTOB, B KOTOPOM JIEKUT PeaKIysl B3aMMOJEVICTBIS aHTUTEN C aHTUTeHAMI TT0BEpPX-
HOCTHBIX CTPYKTYP KJIETOK. Y HOBOPOX/IEHHBIX MOTYT HAaOJIOATbCS ayTO-, TPAHC- M AJTIOIMMYH-
Hble BapMaHTbl TpoMbouuTonennit [1, 6]. YunurTpiBas, 4To y Hallero IalyeHTa OTMeYeHbl HU3KIe
II0Kas3aTenu TPOMOOIIUTOB B MOMEHT POXKIEHMsI C MIOC/IEAYIONIVIM CHIDKEHIEM B TedeHMe MePBbIX
CYTOK >KM3HU, HOpMaJIbHBbIe II0Ka3aTe/Iy KOaryJIorpaMMBl, a TaK>Ke YMCI0 TPOMOOLIMTOB B IIpefienax
HOPMBI y MaTepy, Helb3sl ObIIO MCKTIOUUTb T€UeHNUe a/UIOMMMYHHOTO IIPOILecca, YTO ObUIO IOJ-
TBEPXKIEHO TOCTAHOBKOM peakuyy TPOMOOArrmoTHHALMUA TPOMOOLIUTOB peOEHKA B CHIBOPOTKE
KpoBu Marepu. Hanmuune y MaTepy ¢ HOpMabHBIM COZiepyKaHueM TPOMOOLMTOB LMPKYINPYIOLIUX
aJUIOAHTUTEI, Pearnpyoliux ¢ TPOMOOLMTAMI OTIA U He PearupyoIyX ¢ TPOMOOLUTaMI MaTepy,
ABJIAIOTCS JVIATHOCTMYECKVIM MapKepoM a/JIOMMYHHON TpoMbonyronennn [7, 8].
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Ha ocHOBaHWM Bcero BBIIIECKA3aHHOTO PeOEHKY BBICTAB/IEH AMATHO3 a/UTOVMMYHHOI TPOM-
OGOIMTOIIEHUA.

PE3YJIBTATbI TABOPATOPHOTI' O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHMUA

IIpu obcnenoBaHNM B OTHENIEHMN Ha 22-e CYTKV XMSHM B KIMHWYECKOM aHajNM3e KPOBU
OTMEYEHO CHIDKEHMe KommdectBa Tpomboruto (65x10°/71), B AMHAMUKe Yepe3 JBOE CYTOK CO
CHIDKEHMEM JIo 56x10°/11.

ITo aHHBIM KOHTPOJIBHOI HelipocoHOrpaduy — 6e3 09aroBbIX M3MEHEHN, JAHHBIX 3a BHYT-
PVDKETyIOYKOBbIe KPOBOM3/IMAHMA He IOy4eHo. HecMOTpsA Ha HM3KUIT YPOBEHb TPOMOOLIUTOB,
y pe6€HKa OTCYTCTBOBA/Ia KIMHIYECKAs! CUMIITOMATHKA.

YpoBeHb pacTBOPUMOTO IIMKOKaauuuHa 2,0 MKr/M (HopMa 1-4), 100% ot koHTposA (HopMa
50-200%). Pesynbratr ykasbiBaeT Ha OTCYTCTBME ITOfaB/IeH METaKapMOILTOB KOCTHOTO MO3Ta.

[Tory4eH NONIOXXUTENBHBIN pe3ynbraT 00 a/UIOMMMYHHOM XapaKTepe TPOMOOIVITOIIEHVN
(o pesynbraTaM pafMOMMMYHOJIIOTMYECKOTO aHaIM3a YPOBEHb TPOMOOLMTACCOLMPOBAHHBIX
a"THTen coctasmn 300% npu HopMe o 200%).

VccnenoBaHye ypoBHs aHTUTEN K TPOMOOLMTaM B I/Ta3Me KpOBY MaTepy peb€HKa K TpoM60-
IIVITaM OTLja: peaKlysl aHTUTEI U3 IUIa3MBbl MALVIEHTKY ¢ TPOMOOLMTaMy OTIja pe6éHKa (MMMYHO-
(dbepMeHTHBIIT aHA/N3) MOTIOXKUTENbHAs, TUTP Bbiie 1/32 (Hopma 1o 1/2).

YunTeiBass HU3KMIT YPOBEHb TPOMOOLMTOB, IIOBBIIIEHHBII YPOBEHb TPOMOOLIMTACCOLUIPO-
BaHHBIX aHTUTEJI, C Ile/IbIo O/10Kazbl Fc-perienTopoB Makpogaros ijisi yMEeHbILEHNA OIICOHU3AIN
TPOMOOIIMTOB ¥ NpPEeNOTBPALIEeHNA UX Pa3pylLIeHNsA B KPOBEHOCHOM pycie, IO COIVIACOBAHMIO
C TeMaTOJIOTOM IIPOZIO/DKEH KYPC MMMYHOITIOOY/IIHA YeloBeKa HOPMaTbHOTO JJO CyMMapHOJ JO3bI
3 r/Kr B Tpu Ipuéma.

Ha ¢one npoBoaymMoii Tepanyy — ypoBeHb TPOMOOIMITOB ¢ He3HAUNTETbHBIM HapacTaHUEeM
(mo 69%x10°/m). Mukpockomus Maska 6e3 ocobeHHOCTel: KapnoTui: maToreHHOro XxpoMOCOMHOTO
mrcbamaHca He BBISABIEHO. DH3MMOAUATHOCTIKA O6omesHu [oie: ompeneneHne akTMBHOCTH ep-
MeHTa [-I/moKoLepeOpo3u/ias3bl B CYXUX ISITHAX KPOBY METOLOM TPaHCKPaHMAIbHON MarHUTHON
CTUMY/IAIVMA B IIpefie/lax HOPMBI.

[TpoBeneno pomonuutenbuoe obcnenoBanue B PI'BY «HMMUL JTON um. OImutpus PoraueBa»
Munsgapasa Poccunm s nckmodenns cuagpoma Buckorra-Ongpuya: npu anammse (1/12) sx3o-
HOB reHa WASP u ipuieraiomyx K HMM y4acTKOB IHTPOHOB MY TallVif, IPUBOAAIINX K ISMEHEHIIO
aMMHOKMC/IOTHO IIOC/IENOBATENbHOCTI, HE BBISIBIEHO.

JIVTHAMUKA U PE3YIBTATHI ITIOCJIENYIOIETO HAB/IIOTEHNA

YdanTbiBasg cTabMIbHOE COCTOAHUE, HOPMATbHOE CaMOYYBCTBME, OTCYTCTBYE OTpPUIIATENb-
HOJI IHAMMKI TI0Kas3aTesiell KpOBY, XOpOLIyio IpuOaBKy Beca, peOEHOK B yIOBIETBOPUTEIBHOM
COCTOSIHUY BBIIVICAH I10J] HAOMIOfIeH)e CIIEIIMa/IMCTOB 110 MECTY KUTENTbCTBA.
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KaramHecTiaeckuit ocMOTp B Bo3pacTe 1 roga 5 MecsleB: ¢puandeckoe pa3BUTHe IO BO3pac-
Ty. Hagan xoputs ¢ Bospacrta 12 mecanes. IIcuxopeyeBoe pasBuTye 1o BO3PacTy.

3a UCTEKIIMIT IIeproj OTMEYEeHbI YeThIpe SMU30[a OCTPOI PecHMpaTOpHON MHQEKINIL,
6e3 ToCIMTaNM3aLIA.

YpoBeHb TPOMOOIIMTOB 32 MCTEKIINIT TIEPUOT OCTaBajcsa B mpenenax 90-130x10%/1 co cum-
KEeHIEM BO BpeMsI pecuparopHoit nHpekuym 1o 50x10°/11 ¢ caMoIpon3BOIBHEIM BOCCTAHOBIIE-
HUEM JI0 IPeXHUX mudp.

YdanTbIBas aHaMHe3, KIMHIUYECKOe TeueHue 3a00jIeBaHMsA, JaHHbIe Ta00PaTOPHBIX MCCIIEHO-
BaHUI, [0 Ha3HAYEHMIO T€HETNKA IIPEJIOKEHO IIPOBEMleHNE TIOJTHO9K30MHOIO CEKBEHVPOBAHNA
I1A BBIABJIEHMA BO3MOXKHO COITYTCTBYIOIIEN ITaTOIOT M.

/&Y TIPOTHO3

[IporHo3 mpu a/yIOMMMYHHOI TPOMOOLMTOIIEHUN B CTy4asx 6e3 BHYTPUIEPEITHOTO KPOBO-
V3VSTHMS, KaK IIPAaBIJIO, O/IarOIpUATHBIN, IOCKOIBbKY 3a00/IeBaHe 3aKaHYMBAETCS CIIOHTAaHHBIM
BBI3JIOPOBJICHNEM Yepe3 3—6 MecsleB ¢ HopMaju3anueil ypoBHsa TpoMborutos [9, 10]. B penkumx
CIydYasix IpoLecC 3aTsATMBaeTcs Ha Oojee IIUTENbHOE BpeMs, 4TO TpeOyeT JOIOTHUTEIbHBIX
IVIATHOCTUYECKUX MEePOIPUATUIL.

OBCYXAEHUE

TpombounTonennss oObenVHIET pasaMyHble HO30/M0TMYecKue (OPMBI U CUHJPOMBI, IpU
KOTOPBIX HAOJIIOAETCs CHIDKEHNE KOMu4ecTBa TpoMOoLuToB. TpoMOOLNTOIIEHNISI HOBOPOXKAEH-
HOTO — IIOTEHIIMA/IbHO OIIacHOe 3aboJieBaHue, BCIEACTBIE KOTOPOrO BO3HMKAIOT YTpOXKarolye
VIS 3I0POBbsI COCTOSIHYA. JlOCTaTOYHOE KOMMYECTBO TPOMOOLMTOB Yy IVIOfiAa I HOBOPOXK/EHHOTO
cocrasysiet 6omee 150x10°/71, MOITOMY HOBOPOXXAEHHBI ¢ ypOBHEM TpoMboumToB <150x10%/1
TpebyeT KOMIUIEKCHOTO 00C/IefoBaHys I YTOYHEHVS AMarHo3a, YTo OyjeT CliocoO6CcTBOBATh OKa-
3aHMIO0 CBOEBPEMEHHOI KBamMPuUIpoBaHHOII oMoy [11].

JlnA yTOYHeHMs AMArHO3a HOBOPOXKIAEHHOMY C TPOMOOLMTOIEHMeN TpeOyeTcs IMIMpOKUIt
IVArHOCTUYECKUI ITOVICK.

B HacTosmjee Bpems emjé He paspaboTaH YETKUIT aITOPUTM MMMYHOTEMAaTOJOTMYECKUX
VICC/IeOBAHUII [/ BBISB/ICHVS JAHHOJ IIATOJIOTMM, YTO OOBSCHAETCS OTCYTCTBUEM HOCTYIIHBIX
1 3¢ (eKTUBHBIX METO[OB MCCIENOBAHNA MIMMYHOIOTMYECKIX KOH(IMKTOB MaThb—IUIOf 110 aHTHU-
reHaM TpoM6o1uToB. [IuddepenyanpHas IMarHOCTUKa HEOHATAIbHBIX MMMYHHBIX TPOMOOLM-
TOIIEHMII JO/DKHA OBITh HAIlpaB/ieHa Ha JOKa3aTelTbCTBO VIX MMMYHHON IPUPONbBI U MCKITIOYEHVe
VIHBIX IPUYMH BO3HUKHOBEHMS TPOMOOIMTOIIEHNN Y HOBOPOX/IEHHOTO.

HeonaranpHas a/yIoMMMyHHass TPOMOOIVITOIIEHNS BO3HMKAeT B pe3y/lIbTaTe MMMYHHOTO
KOHQIMKTa MEXAY MATePUMHCKMM U IUIOJOBBIM OpPraHM3MaMy, OOYCIOBJIEHHOTO KOH(IMKTOM
II0 4e/I0BeuecKuM TpoMbormrapHbeiM anturenaM (human platelets antigens, HPA). OcroBHOe K/1-
HIYeCKOe IPOsIB/IeHNe HeOHATAIbHOI a/JIOMMMYHHOM TPOMOOLMTOIIEHNM — pasBUTHE T'eMOp-
parnyeckoro CUHAPOMA Pa3HOI CTEIEHM TSHKECTM — OT KOXKHO-TeMOPPAarumueckoro CHHApOMa
B IIepBbIe 72 Yaca I0CTIe POX/IEHN O pasBUTUA TSHKENbIX popM (10-12%). IIpu Tsxénom Tede-
HUM TeMOPParn4eckuil CMHAPOM YCUIMBAETCS B IIEPBbIE Yachl M CYTKU Y MOXKET OBITh IIPeICTaB-
JIeH KPOBOTOYVMBOCTBIO U3 MECT MHBEKIVIL, JKeNTyLOYHO-KNIIeYHbIM, IETOYHBIM KPOBOTEYEeHIEM
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Y BHYTpUYEpENHbIM KpoBousmusiueM. Jfo 1/3 BceX BHyTpMYEpENHBIX KPOBOMSIMSHMII IJIOfA
Y1 HOBOPOXX/IEHHOTO BBI3BAHO /JIOMMMYHHBIMM TPOMOOLMTONeHUAMM, ~10% meTeli ¢ HeOHaTaNb-
HOJl aJUIOVMMYHHOJI TPOMOOIIVITOIIEHNEl YMUPAIOT B pe3y/IbTaTe KPOBOM3IUAHUA B >KM3HEHHO
Ba)KHbIe OpraHsI [12, 13].

I[T710710BbIe TPOMOOLMTHI IPOHMKAIOT B MaTEPMHCKIIT KPOBOTOK B KOHIIE IIEPBOTO TPUMeCTpa
0epeMeHHOCTH U B C/Ty4yae Ha/JM4ysA Ha UX HOBEPXHOCTU OTIMYHBIX OT MAaTEPMHCKUX aHTUTEHOB
MOTYT BBI3bIBATh Pa3BUTIE CEHCUOMIM3AIN Y>Ke IIpu HepBoit bepemernHocTn. O6pasoBaBIIecs
AaHTUTPOMOOIVITAPHbIE AHTUTE/IA IPOHMKAIOT TPAHCIIIALIEHTAPHO U IIPUBOAAT K Pa3BUTHIO Y IIJIO-
Ia TPOMOOLMTOIICHNM, SHAOTEMNATBHOI AMCHYHKLIMY U BHYTPUMO3TOBBIX KPOBOVSIVIAHMIT [14].
CKpMHUHT Bcex OepeMeHHBIX Ha PUCK Pa3BUTHUSI HEOHATAJbHOV TPOMOOLMTOIEHNUN HELleneco-
obpasen. Heobxogumo mpoBoguTh 00CIefOBaHNMEe TONBKO OepeMeHHbIX, MEIIINX B aHAMHe3e
pOXXJeHVe ieTell ¢ TPOMOOLMTOIIeHMel, VIV TPV HaIM4YMHU Y IVIOfia BHYTPUMO3TOBOTO KPOBOW3-
nustHus. Puck mocnmenyromeit 6epeMeHHOCTY ¢ pasBUTHEM a/UIOVMMYHHOU TPOMOOLMTONEHUN
cocrasnseT 100%, ecnu oTely ABNAETCA TOMO3UTOTHBIM 110 pearnpyomyM auTuresam, u 50%, ecnmu
OH TeTePO3NUTOTEH II0 JAaHHBIM aHTUI€HAM.

TsoxecTb MposABIEHNSA TPOMOOILMTOIIEHNIT 3aBUCUT OT CKOPOCTY YAAJIeHUA aHTUTPOMOOLM-
TapHBIX aHTUTE/I MaTepy U3 KPOBOTOKA HOBOPOXXEHHOTO. B nepBble 2-3 Hefenu KU3HU peKOMeH-
IlyeTcs TIepeBOUTh peOEHKa Ha MCKYCCTBEHHOE BCKapM/IMBaHMe, TaK KaK a/IOAHTUTENA MaTepy
CIIOCOOHBI TPOHMKATD B IPYHOE MOJIOKO, CIIOCOOCTBYA Aa/IbHEIIIEeMY Pa3pyIIEHII0 TPOMOOLINTOB.

B cnyyasx, Korga 4muciao TpOMOOIMTOB HOBOPOXKAEHHOTO <30x10°/51, moBbILIAETCA pucK
PasBUTUA BHYTPUYEPENHBIX KPOBOUSINAHNIL C Pa3BUTHUEM TKENON HEBPOIOTMYECKON CUMIITO-
MAaTUKI, ¥ METOIOM BBIOODA SIB/ISIETCS TIEpeBaHe OTMBITHIX (0€3 a/yIoaHTUTeN) TPOMOOIIUTOB
VUYL BBeJIeHe UIMMYHOITIOOY/IHOB.

3AKJTIOUEHUE

ITpyBenEHHBIN KIMHNYECKIIA TIPUMEpP I€MOHCTPUPYET CI0KHOCTb MHTEPIPETALNNA KIMHUKO-
JTab0paTOPHBIX MOKa3aTeseil y feTeil mepuosia HoBopoxaéHHocTu. [Ipu pasButun TpomMboLUTO-
IIEHVJ Y HOBOPOXX/IEHHOTO HEOOXOAMMO MPOBOANTD AP PepeHIVIaIbHYI0 JUATHOCTYUKY C L[e/TbIM
PAIOM IATOJIOTMYECKUX COCTOSTHMIAL, He 3a0bIBast O TOM, YTO B OCHOBE MOTYT JIeKAaTb ¥ UMMYHHbIE
MexaHM3Mbl. TOTbKO Y€TKMIT aITOPUTM JUATHOCTIYECKOTO ITOVCKA MTO3BOMUT Bpady OBICTPO Olie-
HUTDb KIMHIYECKYIO CUTYAIUIO U TPV HeOOXOAMMOCTY OKa3aTh HeOOXOAMMYIo IoMolb. B caydae
3aTsDKHOTO Te4eHMs IIpoliecca TpebyeTcs JOIOMHUTeIbHOe 00Cc/IefoBaHe alYIeHTa.
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CUHAPOM NAJUTUCTEPA-KUJINTUAHA
B MPAKTUKE BPAYA

H.A. Xapuronosa, M.A. bacapruna, M.J1. Hecreposuy, H.B. BaBunosa

OBOCHOBAHME

Cungpom IMammucrepa-Kwiimana (terpacommsa 12p, CMHAPOM MO3aMYHONM M30XPOMOCO-
Mbl 12p) (OMIM#601803) — penkoe reHeTHueckoe 3ab0eBanue, XapaKTepyu3yeMoe MHOXeCTBEH-
HBIMJ QaHOMAJIMAMM Pa3BUTHA, ACCOUUMPOBAHHBIMYU C YMCTBEHHOI OTCTAa/IOCTBIO.

Briepsble cuHApOoM ObLI oncaH aMepuKaHcKuM BpadoM Pymunmom [ammcrepom B 1977 rony,
a B 1981 ropy o manHOM 3aboneBannu coobuymm Mapus Tennep-Hukomna n Bonbdranr Knnmmasn.
Opnako Tonbko B 2003 roxy, korfa ®. ITamcrep npoBén XpoMOCOMHBIN aHanu3 ¢pubpobdr1acToB
KOX1, ObIJIO 0OHapy)XeHO Hamuuue TeTpacoMmu 12p [1, 2]. VI ecnu mepBUYHO YacToTa BCTpeda-
€MOCTY TATOOruu oLeHuBanach Kak 1:20 000 HOBOPOXKIAEHHBIX, TO C PA3BUTUEM MOJIEKYISPHO-
reHEeTMYECKO IMAarHOCTUKI JAaHHbIN II0KasaTenb coctaBuit 5,1:1 000 000 [3, 4].

3a nocnepgnue 10 ner 8 ®I'AY «HMMUII 3poposbs pereit» MuHnsznpasa Poccun npoxopunn
nedeHye 4 MaluyeHTa ¢ JaHHBIM CUHIPOMOM.

ONMUCAHUE KJIMHUYECKOI'O CJIYUAA
o O

C mrons 2022 ropa ¢ Bo3pacra 4 MecsleB XIU3HM B OTJe/IeHU TTaTOJIOTUM HOBOPOXK/IEHHBIX
U JleTeil paHHETO JeTCKOro Bo3pacTa ¢ coMaTiyeckoit peabvmranyert PIAY «HMUII spoposbs
merteri» Munsapasa Poccun Habmogaercs eBouka A.

Anamues musHu. Pe6éHOK oT MaTepu 38 j1eT, cOMAaTHYECKM 3/I0POBOIl, BTOPOI OepeMeH-
HOCTH, IIPOTEKABIIIEN C YaCTBIMU OCTPBIMU PeCIMPATOPHBIMU MHDEKIVSAMYU, PUCKOM Pa3BUTHS
XOPVMOaMHMOHNUTA, aMHIOIIeHTe30M BO Il TpuMecTpe, recTo30M BTOPOI! IIO/IOBUHBI (OTEKYM HIDK-
HUX KOHeYHOCTell, 6eccumnroMHas 6akrepuypus B I1I TpumMecTpe), BTOPBIX CPOYHBIX OllepaTUB-
HBIX POJIOB ITyTEM KecapeBa CeueHMs B IUTAHOBOM IOpsfike Ha 38-if Hefesne recTaunu (IepBblil
peb6énok 3mopoB). Macca tema mpu poxpenun 3620 T, mauHa Tena 50 CM, OLleHKa 10 LIKaje
Anrap 7/8 6amnos.

Anamnes 6one3ru. COCTOSHNE ITIOC/TE POXIECHNUA CPeJHell CTeNEeHN TSKeCTU, 00YC/IOB/IeH-
HO€ HeBPOIOIMYECKUMI HapyLUIeHMAMN (CMHAPOM YTHETEeHUA IIeHTPAIbHOI HEpBHOI CUCTEMBI),
BPOXXIEHHBIMI TOPOKAMI pa3BUTHA (aTpe3us aHyca U PEeKTOBECTUOY/IAPHDIN CBUIL MIPSIMOIL KIIII-
K1), BPOXKJEHHBIM ITOPOKOM ceppla (OTKpPBITBIN apTepyabHbI NIPOTOK). B Bospacrte 3 mecsAleB
JKM3HU IIPOBEJEHO XMPYPrUIeCKOe BMENIATEIbCTBO — IIPOMEXHOCTHASA aHOPEKTOI/IACTHKA.

IIpu nocmynnenuu obpaiany Ha ce6s1 BHUMaHue QeHOTUNNYeCKIe 0COOEHHOCTI pebEHKa:
crieruduYecKnii poCT BOJIOC Ha TONIOBe (B BUJIe OTPaHNYEHNsI POCTa B 06/1aCTU BUCKOB U 3aThbUI-
Ka); IIVMPOKMII, BBICOKUIT 106 C MOPIIMHUCTON KOXKel, «IpyOble» 4epThbl JIMIA, BBICTYIIAIOLIVE
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CUHOPOM MANNNCTEPA-KUJIJIMAHA
B MPAKTUKE BPAYA

TeMeHHble OyTpbl, 3alaBlilee MePEHOChe, HOC C OTKPBITBIMY BIIEPEN HO3APAMU, TUIEPTEIOPU3M,
IUIVHHBIN (UIBTP, aKpOMMA/IbHbIE AMKM, IONepeyHas JafloHHasA CKIajKa crpasa. Pusnmdyeckoe
pasBuTHe peOEHKA paclleHNBAIOCh KaK AMCrapMOHMYHOe (BbIlIe cpefHero). B obmacTy HeoaHy-
ca — OCTaTKM LIBOB (II0C/Ie XMpyprudeckoit Koppekuun). ITo ocTaapHbIM opraHam 6e3 IaTonoru-
YEeCKUX M3MEHEHUI.

B HeBponormueckoM craryce oOIIeMO3TOBBIX, MEHMHI€A/IbHBIX CUMIITOMOB HeT. Bosbinoit
pormHnuok 3,0x3,0 cM He BbIOyXaeT, He Mynbcupyer. Ha ocMOTp pearmpyer yBenmdeHUeM [BU-
raTeNbHONM aKTMBHOCTM, OTMEYAeTCA KPYIHOPa3MaIINCThIVi TPEMOP BEPXHMX M HIDKHUX KOHeY-
HOCTel, KOMIUIEKC O)KVBJIEHMs Ha obOpaleHne, yabioaeTcs, rymnt. B3rian ¢ukcupyer, KpaTko-
BpeMeHHO npocnexubaer. Yepennole Hepsbl: III, IV, VI — rmasHble menn cummerpudHbl, D=S
(mpaBas paBHa JIeBOJI). [IBVDKeHNe I7Ia3HBIX A6TOK B IOMTHOM 00béMe. 3padku OKPYITION (pOpMEI,
D=S; peakuus Ha cBeT IpsAMasd, COAPY>KeCTBeHHasA coxpaHéHHasA, D=S. AnbrepHupyrommii pac-
xXopAmmiica cTpabusM. V — JIBVDKeHUe HIDKHell 4YelmiocTy He HapymeHo. VII — uHHepBamusa
MUMMYECKUX MBILII IMIAa CMMMETPUYHA, MUMMKa XuBas. VIII — Ha rpoMKue 3ByKu pearumpyer,
Hucrarma Het, D=S. IX, X — msrkoe HéOo: rnoTanue, hoHaus He HapyuieHbl. XI — monoxenue
I71eY, JIONaTOK CUMMeTpu4HO. [o/moBa mo cpepHell nMuHMK. IpyAUMHHO-KIIOYMYHO-COCL€BUTHBIE
MbIIbI cMMMeTpuyHbL. XII — monoxeHne A3bIKa 10 CpeHel TMHNN.

B pBurarenbHoit cdepe: 06BEM MACCHBHBIX IBVKEHNIT IOMHBI. MBIIEUHBI TOHYC M3MEHEH
II0 IMCTOHNYeCKOMY Tuity, D=S. bepeHHble 1 ATOAMYHbBIE CKIAIKN CUMMETPUYHbI. CyXOXXKUTbHbIE
¥l HQ[KOCTHIYHbIE ped/IeKChI C BEPXHUX KOHEUHOCTell oxXuBiieHbl (D<S), ¢ HIXHMX KOHEYHOCTeI!
oxuiensl (D<S), ¢ pacmpenueM pedieKcoreHHbIX 30H. Pedpiekchl HOBOPOXX/IEHHBIX B CTa{uy
penykuuu. HaBbIKM: TONOBY Jiep)KUT HEYBepEHHO, IIOBOpPAYMBaeTCs ¢ 6OKa Ha JKMBOT, IPM TPaK-
LUV 33 PyKU TPYIIIMPYeTCH.

\—
IIPEIBAPUTEIBHBIN NMATHO3

YuutsiBass ¢eHOTUINYECKMEe OCOOEHHOCTM peOEHKa, NpOBefEéH MOJIEKY/ISIPHO-TeHeTH-
gyeckmit aHamms — FISH-mccnenoBanme mHTepdasHbIX sAfep B Ipenaparax U3 KJIETOK Kpo-
Bu: nuc ish (SHGC-147908x4) [3/100] — 3% K/IeTOK €O CBEpXYMCIEHHON M30XPOMOCO-
Moit 12 mo kxoporkomy medy. FISH-mHTepdasHbIX sAmep B mpemaparax U3 OYKKaabHOTO
sanutenus: nuc ish (SHGC-147908x4) [22/100] — 22% K/IeTOK CO CBepXYMCIEHHON M30XPOMO-
comoilt 12 mo kopoTkomy 1medy. Ha OCHOBaHUM MOJIEKY/IAPHO-T€HETUYECKOTO aHaIM3a BhICTAB-
neH auarHos: «Cunpgpom Ilannucrepa-Kunnnanar.

PE3YJIBTATbI TABOPATOPHOTI' O
VM MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

Hertpoconorpadus, yrIbTpasByKOBOe JCC/IeOBaHNE ITOYEeK: INATONOIMYECKMX M3MEHEHUN
He BBIABJIEHO.

YnbpTpa3sByKOBOE MCCIEOBaHIe OPraHOB OPIOLIHOI HOMIOCTI: CBOOOIHAS KUIKOCTD B HE3HA-
YUTEIbHOM KOJIMYECTBE Y HVUYKHETO Kpas IeYeHN.

Oxokapayorpadus: OTKpBITBII apTepUaNbHBIl MPOTOK B aHaMHe3e; HA MOMEHT OCMOTpa
MATONOTMYEeCKIEe TIOTOKM He 3apeTUCTPUPOBAHbL.

MaruutHo-pe3oHaHcHast Tomorpadus (MPT) ronoBHOro Mosra: sIBHbIX IPU3HAKOB JCTe-
He3a KOPTMKa/IbHOM IUTAaCTVHKM He BBIABICHO. MuennHu3anys 6e1oro BenecTBa COOTBETCTBYeT
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recTallIOHHOMY BO3pacTy, He 3aBeplieHa. Ha (oHe He3aBepIIEHHOI MIUETMHN3ALNY B BellleCTBe
0O0/IbIIVX MOJTYIIAPWIL, CTBO/IA ¥ MO3)Ke4Ka, a TaK)Ke Ha YPOBHE KpaHMOBepTeOpabHOTO Iepe-
XOJ/la 0YaroB IATOMIOTMYECKM M3MEHEHHOTO CUTHala, 30H KPOBOM3IUSHMIL, HOBOOOpa3OBaHMIA
He BbIAB/IEHO. JKenynoukoBas cucrema: OOKOBBIE JKEMyLOYKM CUMMETPUYHBI, He PACLIVIPEHBI;
oTMeYaeTcs MONOCTh Bepre (momepeunsiit pasmep o 4,5 mMm). 3akmoueHue: «MP-maHHBIX
3a OCTpOe HapyIIeH)e MO3rOBOI0 KpOBOOOpalleHusA 1 00bEMHBIE I3MEHEH) BelleCTBa IO/I0B-
HOTO MO3ra He IOTy4YeHO».

AnexTposnuedanorpamma (I3I): 3a BpeMs UIUTENBHOTO MOHUTOPMPOBAHUS SIVIENTHU-
($bopMHas aKTMBHOCTD, SIVJIENITNYECKVIe IIPUCTYIBI ¥ X DI[-narTepHb! He 3aperuCTpUpPOBAHBL.

KoHcynpTranusa oKynucTa: CTEHO3 U HEJOCTaTOYHOCTD C/IE€3HBIX IIPOTOKOB crpasa. Pacxops-
1leecss HeaAKKOMOJIALIMOHHOE a/IbTEPHIPYIOIee KOCOIIasue.

KoHcynpranusa cypponora: ayguonorndecKuii CKpUHVHT He ITPOIIEL.

— | JIEYEHUE

C yenbio paspaboTKM MHAMBYAYATbHOI IIPOrPaMMBbI peabunnTanym pe6EHOK HeOJHOKPATHO
KOHCynbTMpoBaH BpadoM JIDK, pusnorepaneBTOM, ICUXOIOrOM-IEarOrOM, JTOTOIIETIOM.
[Tormyunia HeCKOIbKO KyPCOB peabVINTAaLMIOHHBIX MepOTIPYATIIL:
¢ CTUMY/IAIVA MOTOPHBIX HaBBIKOB (II0/I3aHV, IOBOPOTOB, OIIOPHI HA PYKIN);
o IpMK/IAaJHAS KUHe3UTepamusa: (PU3VMONIOTMYECKOe IT03VMIVOHMPOBAHME, CTUMY/IALVA
ayTOXTOHHOI MYCKY/IaTypbl;
e TMMHACTMKA IO MeTony B. BoriTa;
e Maccax;
o ¢usnorepaneBTNYECKE MPOLEAYPbL: KYPC KEMUYY)KHBIX BaHH C MOPCKOJ COJIBbIO; KYPC
HOJIIPM30BAHHOTO CBETAa Ha 00/1aCTh HOCOTYOHOTO TPEYrObHUKA, HOSCHUIHO-KPECTIIO-
BYIO 30HY U 00/1aCTb )XMBOTA; KYpPC OIIOPHO-TIOJOIIBEHHOI CTUMY/IALUN; KypC Maccaxka
97IACTUYHBIM IICEBIOKUIIAIINM CIOEM Ha CTOIIbBI;
o JIOTONIEANYEeCKOe BO3/IeVICTBME, HATIpaBlIeHHOE Ha YKpeIJIeH)e TOHYCa apTUKY/IALIMIOHHBIX
MBI (IOTOMaccak), pa3BUTHe JBVDKEHUI Ty0, HVDKHEN 4e/MTI0CTU U sI3bIKa ([acCyBHA
Y 97IEMEHTBI IOfIpa’KaTe/NIbHO apTUKY/IAINVOHHON T'MMHACTMKI), COBEPIIEHCTBOBAHNE
(YHKIIOHATBHBIX BO3MOXXHOCTel! IpuéMa MY, YKpeIIeHNe COCATe/IbHbIX JIBVKEHMIL,
¢dbopMupoBaHue YK/IaoB 3BYKOB (C TAaKTWIBHBIM COIIPOBOXK/ICHVEM), aKTMBU3AIMIO
BOKA/IM3aLMil, CTYMY/IMPOBaHMEe 3BYKOB TI'bIKaHbs, Ty/IEHUs, SMOLVIOHATbHO-MUMUYe-
CKUIX peaKIVii, CIyXOBOTO ¥ 3PUTENTBHOTO COCPeJOTOYEHUI, YBeMYeH)e 3BYKOBOTO
HAINOTHEeHMsI BO BpeMsI 00LIeHNs CO B3POC/IBIM U C UTPYIIKOI B PyKe, pa3BUTIE MEJIKOI
MOTOPVIKY;
¢ KOPPEKIIVMOHHO-IIeaTOTMYeCcKe 3aHATHS [0 Pa3BUTHUIO MHTEpeca K Pa3IMIHbIM HOBBIM
MaHUIY/IATUBHBIM JEMCTBYUAM C IIPEAMETaMM, VX IIPOU3BOIBHOMY IIOBTOPEHMIO, HaBbI-
Ka MMPOM3BOJIBHOTO BBIMIOTTHEHMsI KOOPAMHNUPOBAHHBIX IBVDKEHUI U CIOXKHBIX CIIOCOOOB
COLIMAIBHOTO B3aMMOJEVICTBUS CO B3POCIIBIM;
o o0yuenue mampl komiiekcy JIOK ms sansaTuit goma.
3a BpeMs HabIIOIEeHMs IeBOYKA CTasla aKTMBHEe, Hayasla IepeBoOpadynBaThcs (C 6 MecsIeB),
BCTaBaTb Ha YeTBepeHbKM (¢ 1 rofa), y/IyqImiIcs MblIeyHbIll TOHYC. IlogBMIach peakuys Ha 3BYK
B BUJle KPaTKOBPEMEHHOI'O COCPENOTOYEHNs. Y3HAéT POJCTBEHHUKOB, IpU OOpall[eHUN MOXKET
ynbi6Hy ThCs. Ha muckoMdopT pearnpyer nsMeHeHMeM MUMMKMY, HEJOBOIbHON MHTOHAIMEN TOJIO-
ca, IBVDKEeHEM KOHEYHOCTETA.
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— | TMHAMMKA U PE3YIBTATBI IIOCJIEAYIOIIETO HABJTIOMEHIA

ITocnepHsasa rocnuTanusanus B Bospacre 1 roga 9 mecsues.

HeBponorndeckuit cTaTyc: MEHMHI€aNbHON ¥ OOIeMO3roBOJ CUMIITOMAaTMKM HeT. [Ipu
ocMOTpe peOEHOK B cosHaHMM. Peakuus Ha OCMOTP B BMJe KPAaTKOBPEMEHHOTO 3PUTETbHOTO
Y1 CJTYXOBOTO cOocpenoTodeHns. Pe6éHok Manoamormonanes. [omosa okpyroit gopmsl, 601bLION
PONHMYOK 3aKpbIT. Peub sKcIpeccuMBHass — pacceMBaHMe ITTACHBIX 3BYKOB, MMIIpeCCUBHAA —
00palléHHYI0 peyb He IOHMMAeT, MHCTPYKLMM He BBINONHAET, IpU oOpaljeHun yabibaercs,
HO ObICcTpO Mcromaercs. ['ymur. Yepennsie HepBol: I — 060HAHMe He mccmegoBanock. II — 3pe-
Hle TIpeMeTHOe: B3I QuKcupyeT, cinefut 3a npeamerom. 111, IV, VI — rnasuble menn cum-
MeTpUYHBIL. [IBIDKeHMs I71a3 B IOMHOM oOBbéMe. Pacxopsiieecs aqbpTepHMpYIOIee KOCOIIasue.
3pauku oKpyrnoi popmbl, D=3 MM, CUMMeTpUYHBI, peaKIuy Ha CBET NpsAMasd U COLPYKeCTBEH-
Has, )kuBble, D=S. V — To4yku BbIXO[ja BeTBeil TPOTHMYHOTO HepBa 6e36one3HeHHbl. Tpoduka
MBIIIL] HVDKHEN 4eII0CTY He HapylleHa. [IBYoKeHN A HU KHel 4eMI0CTy He HapylleHbl. VII — nuio
cumMerpuyHo. VIII — ciyx He CHMXKeH — MINET MCTOYHMK 3ByKa Inasamu. Hucrarma Her.
IX, X — rmoTounble pediekcsl )xuBble. [oTanne He HapymeHo. [onoc 3Bonkuit. XI — nomnoxe-
HIe€ IUIeY U JIONATOK CUMMeTpUYHO. [o/moBa mo cpenHent nuHum. [pyayHO-KII0YMYHbIE MBIIIIbI
cumMeTpuyHbl. XII — A3BIK 110 cpeHelt TMHNAN.

B pBuratenbHoI chepe: 06BEM TACCHBHBIX ABVDKEHMIT He HAapyIleH; 00BEM aKTMBHBIX [IBIDKe-
HIJA CHVOKEH. MBIIIeYHBIN TOHYC M3MEHEH 110 NVICTOHMYECKOMY TUITY CIIpaBa 1 C/IeBa. MbllieyHas
cyta CHIDKeHa Jo 3 6au1oB. CyxOXXVIbHbIE VI HAJKOCTHIYHbIE pedIeKChI C PYK ¥ HOT >KMBble, D=S;
pedriekcoreHHbIe 30HBI He PaCIIMPEHBI, OITOPHI HeT. bpioliHbie pediekchl )K1BbIe, CUMMETPUYHBIE.
HaBbIKM: TONIOBY HEp>KUT, IEPEeBOPAYMBACTCA, CAMOCTOATE/IBHO HE CAaJUTCA, He CUOuUT. BcTaér
Ha YeTBepeHbKU. TpyaHOCTU yfiepKaHuA U IeiCTBUIL ¢ UrpyuKoii. [Ipyu nosBsieHnn HOBOro B3poc-
JIOTO B IIOJI€ 3PEHM CMOTPUT Ha HETO KPAaTKOBPEMEHHO IIOC/IE HOIOTHUTE/TbHOTO IIPUBIEYEHU
BHUMaHMA. Ha 3ByKoBOII cTUMYII (JIACKOBBIIT TOIOC B3POC/IOTO, 3BYK UIPYIIKI) BO3HMKAET TOPMO-
KEHJe JIBUTaTeIbHON aKTYBHOCTI U IBVDKEHUSA IVIA3HBIX A6/IOK, IIPUCIYLIMBAETCA, 3aTEM MOPTaeT,
OTCPOYEHO MEHSeT CBOE ITOBeleHNe VI HeMHOTO OXKVBJISETCS, MOSBIAETCS CITIaKeHHas Y/IbIOKa.
YsHaéT ronoc maTepm — OXMBIIAETCH, IIPYU IIaYe 3aTUXAeT Ha HeKoTopoe BpemsA. IIpu Bospeii-
CTBMM Cpasy Ha HECKOJIbKO aHaIM3aTOPOB (3MOLMOHAJIbHOE OOpalleHue, MOITaXKBaHye, Ipu-
KOCHOBEHIe, I[eKOTaHle) BO3HMKAeT KOPOTKOe MHTOHMPOBaHNE TOI0COM. BhICTpO McTOImaeTcs
1|e/IeHalIPaB/IEHHOM HATrPy3KOJi, 3aChIIaeT.

CocTosHMe OpPraHOB APTUKYIALUM U MOTOPUKN: TOHYC JIMIEBBIX MBIIIL] M MBI A3bIKa
CHVDKEH, f3bIK MacCUBHBIII, BEPXHsAS 3aryOHas y3[edKa HalpsDKeHa, TOABIDKHA, TOAbA3bIYHAS —
HATsAHYyTa, YKOPOUYEHa, TBEpHOe HEOO roTIYeCKOe, HEOMHOPORHOI CTPYKTYPHI, MATKOE, MaJIOIOf -
BIDKHOe. KOpMAT MOMyTycTOl MmuIneit ¢ JTOXKKMY, XXUAKYI0 AI0T 4epe3 OYTBUIKY C COCKOIf; coca-
Te/IbHbIE JIBVDKEHUs paBHOMEpHbIe, Iy0aMy 06XBaTbIBaeT HEAKTUBHO, MHOT/A XKUIKOCTb MOXET
NIOZITeKaTh, Y NOMa/JaHNV KOMOYKOB VIV OO/IBIIOTO OTOKA XKVKOCTY ITOIIEPXMBAETCS.

Bo Bpemsa 6oppcTBOBaHNA, HE 4acTO, MHTOHUPYET IOJIOCOM, B OCHOBHOM Ha (poHe aMo-
IIVIOHAJIPHOTO BO3OY)X/IeHMs, TaKKe II0C/ie CEHCOPHOM M pedeBOl CTUMY/Anuy. Bokammsanum
MaJIOMOJY/IMPOBaHHbIe, OHOTUIIHBIE, OTMEYAIOTCA pefikue 3BYKM ryneHus (aby, ryy). 3Bykopas
aKTUBHOCTH cHIDKeHa. O myckoMpopre MHGOPMUPYET B3POC/IOrO ISMEHEHEM MUMUKI (XMYPUT
OpoBU), BOKa/IM3AUMAMI C HETOBOIBHON MHTOHALVEN, Pa3MalIMCTBIMM OTTATKVBAIOLIVIMU [BY-
JKEHMSAMMU PYK U HOL.

I3I. YacTtoTa OCHOBHOI AaKTMBHOCTM B IIpefenaXx BO3PacTHOV HOPMbI. DYHKIIVOHAIbHbIE
IpoObI He BBI3BA/IM MATOJIOTMYECKUX M3MeHeHMiT KopkoBoit putMuku. CoH auddepeHimposan
Ha cragnu. Ousnonornyeckye MaTTepHbl CHa HeperynsapHele. Ha aTom ¢oHe Bo cHe peructpupo-
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Ba/Iach pervoHaIbHas anmnenTidOopMHas aKTMBHOCTD B BIJIe OCTPBIX IOTEHIIMATIOB, KOMIIEKCOB
«OCTpas BOJIHA-MEJJIEHHAsA BOJIHA» B CAENYIOIIUX OTHE/NaX: B JIEBbIX 3aJHEBMCOYHO-3aTbIIOYHO-
TEMEHHBIX C pACHPOCTPaHEHMEM Ha TOMOJIOTMYHbBIE OTHEIbl IPOTUBOIOIOKHOIO IIONyLIapyA,
B IIPaBBIX IOOHO-IIEHTPa/IbHO-BUCOYHBIX C PaCIPOCTPaHEeHVeM Ha TOMOJIOTYHBIE OT/e/IbI IIPOTHU-
BOIIOJIOXKHOTO MOMTyLIapys. B aTux orjenax oTMevanych Takxe 6yarepanbHble paspspabl. VIHIeKc
IIPeICTaBIEHHOCTY BO CHe COCTaBM/I MeHee 5%. 3a BpeMs [IMTe/IbHOTO MOHUTOPUPOBAHMS 3IIN-
JEeNTUYeCKNe IPUCTYIDI U UX DI -NaTTepHbl He 3aperMCTPUPOBAHBI.

Buizsannvie spumenvrvie nomenyuanst. 11o cpaBHEHMIO ¢ NMpeAbIAYIINMY MCCAEL0BAaHNAMMN
OTMEYAETCA MONOKUTENbHAA JUHAMMUKA B BUMIe OTCYTCTBUA 3aMeiJIeHN IIPOBEeHN A, HO OTPUIia-
Te/IbHas — 110 aMIUIUTYyze nmka P100.

Buizeanmvie cnyxosvie nomenyuanst. C 06eux CTOPOH IPOBeJeHNe 10 CTYXOBBIM CTPYKTYpaM
CTBOJIa TOJIOBHOTO MO3ra 3aMeyieHo. [To cpaBHEHMIO ¢ IPEAbIAYIIMM UCCIEJOBAaHMEM — OTPUIIA-
Te/IbHas JUHAMMKA. 3aKmodeHne cypponora: «KonpyktuBHasa Tyroyxoctsb I crenenm».

B anBape 2024 roga meBodYKe BBINOJIHEHA SH/IOHA3A/IbHAS A[JEHOTOMMA C MCIIOIb30BAHMEM
BUJICO9HTOCKOIINYECKIX TeXHOIOTUI 1 ITYHTUPOBaHMe 6apabaHHOI! ITOJIOCTH C IBYX CTOPOH.

Pe6éHOK [uHAMMYeCKU IPOAODKAET IONyYaTb MHAMBUYa/lbHbIe KYPChl peabuImuTanum
C BKJIIOYEHJEM B IPOTPaMMy TEXHUYECKUX CPeICTB peabuInTanyuy: opTe3sl Ha TOJIEHOCTOIIHBIE
CYCTaBBI, OPTOIEANYECKYI0 00YBb JIETHIOI ¥ 3VIMHIOIO, XOYHKI-POJITIATOPHI C IIepeIHEN OIOPOIL.

V&Y TIPOTHO3

[Tpornos mpu cuagpome Ilammcrepa-Knnnnana He6maronpuaTHI, yCyTyO/IAIOT €ro Takoke
HaJI4ye ITyOO0KOTro MHTEUIEKTyaIbHOTO AeduIiTa 1 BO3MOXKHOE Pa3BUTIE CYHOPOT.

B HacToAmmMit MOMeHT crenn@uIecKoro jedeHys MaIeHTOB He paspaboraHo. B 3aBucu-
MOCTM OT K/IMHWYECKUX IPOSIBIICHNII Tepaniusi MOXKeT BK/IIOYaTh B ce0sl XUPYPIrUIecKyo KOppeK-
VIO BPOXKAEHHBIX HapyLIeHN I (TIOpOKY pasBUTHSA CePAeYHO-COCYACTON I MOYETIONIOBOI CHCTEM,
YKeTyLOYHO-NIMIIEBOJHOTO TPaKTa; YepPerHO-IMIIeBble aHOMA/INMN), PECIIMPATOPHYIO IOANEPXKKY,
peabuInTalMOHHble MEpOIIPUATHSA, HAIIPAaB/ICHHbIe Ha yBE/IMYEHUe MBIIICYHON MAcChl M yIyd-
IIeHVe MOTOPUKM, CUMIITOMATHYeCKylo Tepamuio. OJHNM 13 BaKHBIX 9TAIlOB AB/IAETCA paboTa
C TIICUXOJIOTaMM U NIeflaroraMy, YTO CIOCOOCTBYeT NMOAJEPKAHNIO MHTE/UIEKTYaIbHOTO PasBUTUA
U coumanusauun pebéuka [2].

OBCYXAEHUE

Marble cBepxuucineHHble MapKepHble xpomocoMbl (MCMX, sSMC), BIiepBble ONMCAHHbIE
B 1961 romy, — OfjHa M3 CaMBIX CIOKHBIX ITATOJIOTUII XPOMOCOM C TOYKM 3PEHMA BIAUAHUA UX
Ha peHOTHI MalyeHTa. Yalle Bcero To ONOTHUTEIbHBIN 9/IeMEHT KapyOTHIIA, IMEIOIIT He60/Ib-
IOV pa3Mep ¥ TPYAHO NMOAJAIOLINMIICA UACHTU(UKALNHA, B CBA3MU C 4YeM TPeOYOIil IpYMeHeHNsA
CIIeLIMa/IbHBIX METOJOB MOJIEKY/ISIPHON LIMTOTEHETUKM C Lelblo MX OOHapy>keHusA. OCHOBHBIM
U3 Takux nopxonos ssisieTcss Metoy, FISH (dbmoopeciienthas rubpugusanus in situ), IO3BOJSIO-
I MCCTIEIOBATh IIOCTIEIOBATE/IbHOCTb HYK/IEMHOBBIX KMC/IOT BHYTPU KJIETOK MM Ha MeTadas-
HBIX XpPOMOCOMax [5, 6].

Cunppom Ilammucrepa-Knmmana sBaseTcss OZHOM M3 YeTBIPEX CUHAPOMAIbHBIX (OpM
MCMX 1 06ycoB/IeH HaI4deM 4eThIpEX, pexe mecTy [7, 8] Kommit KopoTKoro mreda 12-it xpo-
MOCOMBI BMECTO HOPMaJIbHBIX ABYX. JlOIIO/THNUTE/IbHBIE KOMY OOHAPY>KMBAIOTCSA, COOTBETCTBEH-
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HO, B BUJie OJHON WM JIBYX M30XPOMOCOM (MasIbIX CBEpPXUMC/IEHHBIX MAapKepHBIX XPOMOCOM),
KOTOpBbIe IIPUCYTCTBYIOT He BO BCeX KIeTKaX OpraHyu3Ma (Mo3aniusM), a UX MexaHusM o6pas3oBa-
HUA IO CUX IIOP JIOCTOBEPHO He ompenenéH [1, 9].

B03MOXXHO, 4TO IpU OTCYTCTBUU PACXOXKAEHVS TOMOJIOTMYHBIX XPOMOCOM (CECTPUHCKUX
XpOMaTuz) BO BpeMsA BTOPOIO JleJIeHUA Meifo3a B ANIeK/IeTKax B 12-71 XpoMOocoMe HauMHAeTCs
¢dbopmmpoBaHme n3oxpomMocombl 12p [i(12p)], BcmepcTBIe Yero KneTka umeeT ase 12-X XpoMoco-
MBI, a TI0C/Ie €€ OIUIOIOTBOPEHMSA B 3UTOTE MPUCYTCTBYIOT 47 XpoMocoM. bombiiad 4acTh 3 HuX
norn6aeT, OJHAKO B HEKOTOPBIX LIEHTPOMEPAX AEMUTCSA TaK, YTO KOPOTKME IJIeYM CIIMBAIOTCS
B OfIHy M30xpomocomy [10].

[IpenmomnaraeTcst TakxKe, 4YTO 3a00/IeBaHMe PasBUBAETCA BCIEACTBYE CHOPAANYECKIX MyTa-
1yt Ipyu pOPMMUPOBAHMM )KEHCKIX MTOJIOBBIX KJIETOK, OFHAKO YOeqUTe/IbHBIX JaHHBIX, TOATBEPXK-
DAIMX X-CIellJIEHHbI TUII HacAeNoBaHls, B HACTOALIMIT MOMEHT HeT [2].

s HoBOpOXAE€HHBIX ¢ cuHApoMoM Ilammucrepa-Kunnnana xapakTepHbl MbIIlIeYHas TUIIO-
TOHUA, B CBAI3Y C YeM JIeTH VICIIBITBIBAIOT 3aTPyLHEHVIE IIPY AbIXaHWUM U TPOOJIEMBI C KOPMJICHEM;
4epeIrHO-/INLeBOI AUcMOpdU3M («rpyboe» MUIi0 — BBICOKMIT BHICTYHAONINIL 100, KOChIe I7Ta3HbIe
LIeIN C SMMKAHTOM, TUIIEPTEIOPU3M, INVPOKUIL ¥ YIVIOLIEHHBIN HOC C BBIBEPHYTBIMU HO3[IPAMIU,
HI3KO II0Ca)KEHHbIE U NMCIIACTUYHbIE YIIN, MUKPOTHATHA, IIMPOKNUI POT C BHIBOPOTOM HIKHEN
ry6bl, TOHKas BepxXHssA ryba B popme «ayka KymnugoHa»). Y HEKOTOPBIX IallMeHTOB AMAarHOCTUPO-
BaHa paclle/inHa BepxXHero Héba.

Y 60/1bLIMHCTBA [leTell BCTPEYaroTCsI BBICOKAsI IMHMS POCTA BOJIOC, ABYCTOPOHHSISI TOOHO-BU-
COYHAs aJIONeNVis, pefKiie OPOBM VTN PECHVIIBI, YYaCTKM TUIIONUTMEHTAlMY B BUJe CBET/IBIX IIATEH
w nonoc [4, 9, 11, 12]. OnucpIBaoTCs TakKe JUCTUPO3, JOIOTHUTEIbHbIE COCKY, IITO3 [12, 13].

B HeBpoO/IOrnyeckoM cTaTyce OTMe4aeTCs Haymaye ITyOOKOro MHTEIEKTyaIbHOTO lepuinTa
U CepbE3HOI 3aep)KKI TEMIIOB PEYeBOTO I MOTOPHOTO Pa3BUTIA, XOTS OMMCAHO U Homee MATKOe
TeyeHNe 3a00/IeBaHNs B BUJIe TIETKOI U YMEPEHHO CTelleH! YMCTBEHHOI OTCTaIOCTI.

B 3HaumMTe/NbHOI CTeleHN [JIA JAaHHOTO CHHJPOMa XapaKTepHbI crelududeckye paccTpoil-
cTBa peun. Tak, epBble C7I0Ba MOABJIAITCA B pedn pe6EHKa TOIBKO B Bo3pacTe TpEX et [13].

Psjy y4€HBIX YIOMMHAIOT, YTO 10 9 MeCsIeB XU3HYU Y OOTIbHBIX OTCYTCTBYeT GOpPMMUPOBaHIEe
peueBoit ¢pyHkiuy [13]. bpuTtanckue mccnefoBaTenyt Ha OCHOBAHMM aHAIN3a MICTOpUM OONe3HU
22 manuyeHToB C 9TUM 3a00JIeBaHMeM B BO3pacTe OT 4 MecsleB 70 31 rofa coo0IaloT, 4TO TONTBKO
4acTb 00/bHBIX (31,8%) MCIIO/IB30BA/IN B eyl y3HaBaeMble 3ByKH, HAIIOMIHAIOIIVE CIOBA «<MaMa»
WU «I1amna», 18,2% u3gaBaiy TONMbKO 3BYKM, | MAIVIeHT MCIIO/Ib30BaT S3bIK )KeCTOB [4].

Yacrora BcTpeyaemoctn pgerckoit ampakcuy peum (childhood apraxia of speech, CAS)
cpefgy MATONOIMII PasBUTUA HEPBHON CUCTEMBbl T€HETHYECKOIO IPOMCXOXK[EHUs NOCTaTOYHO
BbICOKa [14]. Y4nUThIBas I'MIIOTOHMIO MBIIIL POTOBOI IIOJIOCTY, 3aJ€P)KKy PeYeBOrO PasBUTHS
¥ HapylIeHMe apTUKY/ISINA, MOXHO TIPEANONIOXKUTD, YTO pedeBast allPaKCHsi MOXKeT ObITh OfHUM
13 OCHOBHBIX KOMIIOHEHTOB PAacCTPOJICTBA SKCIIPECCUBHOI pedM y MAalMeHTOB C CUHIPOMOM
[Manmucrepa-Kunnuana [13].

Tsxénas 3afepKka ICUXOMOTOPHOTO PasBUTHSA TAK)Ke XapaKTepHa /A JaHHBIX MAI[MeHTOB.
OmnmcaH cpegHMIT BO3pacT, Korja pe6EHOK HauyMHaI 1monsarb, — 10,8 Mecsma, caMOCTOATEIbHO
cugmerb — 21,2 Mmecsna, xogutb — 38,8 Mmecsna, 4To o6yCHOB}IeHo BBIPa)KEHHbBIM CHVDKEHU-
€M MBIIIEYHOro ToHyca [14, 15]. AHIIMIICKMMI YYEHBIMM COOOIIANIOCH, YTO M3 22 MAIMEHTOB
40% He MoIIN CuieTh 0e3 MOAAeP>KKM o 1 rofja, U TOMbKO 9 YelloBeK HavYasayu XOLUTh B BO3pacTe
oT 16 mecanes 1o 8 nert [4].

[Inpokmit ceKTp BPOXKAEHHBIX He(eKTOB TOOBHOTO MO3Ia, KOTOPbIe MOXXHO OOHAPY>XUTh
Ha MPT/KT, nomoraer 0ObACHUTb HEBPOJIOTMYECKYI0 CHMITOMATHKY, MMEIOIIYIOCA § HEKOTO-
PBIX M3 9TUX ManueHToB [16]. B xpymHeiimeM Ha cerogHAIIHNUI feHb uccnegoBanuy A. Wilkens
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U coaBT. [17] obHapyxumy, uyTo B 73% crnydaes (13 59 malyeHTOB) HAPYIIEHNUs B HEBPOJIOTMYECKOM
CTaTyce COIPOBOXKAAINCH CTPYKTYPHBIMU M3MEHEHUAMM, TOATBEPKAEHHBIMI HCTPYMEHTAJIBHO.

YMeHbleHre 00bEMa TOTOBHOTO MO3ra CO BTOPUYHBIM yBe/IMYEHUEM pasMepoB cybapax-
HOVJIQ/JIbHBIX IIPOCTPAHCTB, 0a3a/JbHBIX LJCTEPH ¥ JKENTyHOYKOB MO3ra — Hambojee 4acTblIil,
II0 IaHHBIM JIUTePaTypPBl, IPU3HAK, BBIAB/IAEMBIN Y 00bHBIX cuHApoMoM [Tamucrepa-Kunana.
B 6Gonbuieit cTerneHy 3TO KacaeTcsi OONBUIMX HMOMYLIAPUIL, B MEHbIIEN — MO3)Ke4yKa VTN CTBOJIA.
B HeKOTOpBIX c/y4asAx mopaxkeHue HOCUT AupPy3HBIN XapaKkTep. BO3MOXXHBIMM 3THOMTOIMYECKH -
MU paKTOpaMM MOTYT SIBJIATBCA HapylIeH)e Pa3BUTYA APEHXVMBI 1/ VI MIOBBIIICHHBII alIOITO3,
BTOPUYHBIN 110 OTHOIIEHNIO K I3MEHEHAM, JIeXKAIINM B OCHOBE CMHIPOMA ¥ CYLOPOXKHOI aKTVUB-
HOCTH, €C/IY OHA NPUCYTCTBYET.

ITpu HelipoBM3yanu3anuy BBIABIAITCA pas3INdHble BPOXKIEHHbIE MIOPOKY, TaKMe KaK AMC-
reHesus / areHeswsi / TUIIOIIa3Vsi MO3OJIMCTOTO Teja; aHOMAINMM Pa3BUTUsS 0OeNoro BellecTBa
(rm1os, HapylleHVre MUSTVHU3ALNMN); AHOMAIUY PasBUTHS KOPBI (TaXuUrupusi, MOMMMUKPOTUPUS
C OJTHOJT M/TY HECKOJIbKMMM JIOKaIM3aLUAMY — JIOOHOI, 3aTBUIOYHOI, IEpUCUIbBIEBOI 06/1acTH,
mb6o nuddysnasn) [16]; mopakeHne MO3TOBbIX 000/104eK (TMITOIIA3MA WM YaCTUYHAsS Kajbl-
¢dukanus cepna 60bpIIOro Mo3ra U pacupenye Iemiepsl Mekkerns). OObI3BeCTBIEHUA TBEPAON
MO3TOBOJ 000/I04YKY, KaK IIPaBUIO, AB/IAIOTCA (PU3NOTOTMYECKM, XOTS U PEIKIUM sIBJICHUEM, €CTIN
B aHaMHe3e 00/IbHOTO He OBUIO iuanu3a, ruiepIapaTupeosa Uiy CyORypaabHbIX KPOBOUSIVISTHWIL.
B xpynHoMm KT-nccnegoBanum, B KOTOpOM IPUHMMAJIM YYacTye B OCHOBHOM B3POCIIble MAIIEeHThI
(B Bo3pacte oT 15 fio 85 yteT), Kanbludukanusa TBEPAOI MO3TOBOI 000I0YKY OOHapyxeHa y 13%
(B cpemHeM B BospacTe 53+18 yet). XOTS pacIpOCTPaHEHHOCTh KalbLMUKALMY CepIia y IOf-
POCTKOB €lII€ He YCTAaHOBJ/IEHA, B IIepBOe JecATU/IeTIe KIU3HM OHAa BCTpedaeTca PefKo — IIpu-
MepHO ¥ 1% [16, 18]. Pacmmpenne memepbl MeKKens MOXKeT ABIATbCA KaK BapMaHTOM HOPMBI,
TaK 1 OBITh OTPa’KEHMEM BPOXKAEHHOI ITATOIOTUY TBEPIOI MO3TOBOI 0OOIOYKY C YIETOM COIYT-
CTBYIOIMX aHOManuii cepna. Kpome Toro, ux cBsi3b ¢ TBEPHOI MO3TOBOI 000IOYKOIL, BEPOSTHO,
B/IMSIeT Ha aHOMA/IbHOE TI0JIOXKeHMe U XOf HVUYKHETO CaTMTTa/lIbHOTO CUHYCA U BeHbI laneHa.

Yacto coobujaercss 06 aHOMaMMAX IEPUCHIbBUEBOI 00/IACTY, OTBedalollell 3a Mpous-
BOACTBO peun. ITopoku pasBuTHs 9TOi 00/1aCTV NPUBOAAT K M3MEHEHUIO TOHYCAa apTUKY/IALU-
OHHOJ MYCKY/JaTypbl U HapyLIEHUAM PeYeBOrO Pa3BUTHA, KOTOpbIE YAaCTO CBA3AHBI C JETCKOI
anpakcueit peun (CAS). IlepucunbBraHcKas IOMMMUKPOTUPMS, TAaKXKe M3BECTHAas KaK BPOX-
IEHHBIN IBYCTOPOHHUII NepucuiabBueBblii cuHapoM (CBPS), mommMo fpyrux IpusHAaKoB IIpO-
ABJIAAETCS AlIPAaKCHell ¥ OpaJbHO-MOTOPHOM AMCQYHKIIMEl, XapaKTePHOU [JIA JTIofell ¢ CUHApPO-
moM [lanmmucrepa-Kummmana. Ilomymo atoro, 4acTo HabmogaeTcss M3MeHeHUe VHTEHCUBHOCTYU
MP-curHana pasnu4HOI JTOKanM3auyu: OT 0eoro BelljecTBa OONBIIMX IHOMYIIAPUIL, KOTOpBIE
IPOSIBJISIOTCS B BIJIE OYaroBOro IoBbilIeHNs Ha T2-BV nsob6pakeHMsX BCIEACTBIE HAPYLIEHUI
MUeIVHU3anMN (TUII0-/ UCMUeTMHN3AN ) MO0 OHVKeHNST — 13-3a KanbludUKauum, o CTBO-
JIOBBIX CTPYKTYP, 6a3a/bHBIX TaHI/IVEB I KOPBI TOJIOBHOTO MO3Ta.

Bce nepeuncneHHble aHOMaIUY YaCTO IPUBOISAT K PasBUTUIO POKATbHOI SMUIETICU, TSIKE-
JIIM HapyLIeHNAM pe4eBOro ¥ MOTOPHOTo pa3Butus [16].

Pesynbratel KT/MPT nccnegoBanmii roToBHOTO MO3ra MOTYT BapbUpOBaTh OT OOHAPY KEHMS
NIaTOJIOTMY C MHO>KeCTBEHHBIMI IIOPOKAaMU pa3BUTHA (Jallle BCEro) Ao «HOpPMbI» [16]. BosamoxHO
IPE/IIONIOKNATD, YTO HapYIIeH)e MUTPALIY HEVIPOHOB MOXKET OBITh IPUYMHOI HEBPOIOTMYECKOTO
medunuTa y manueHtos ¢ cungpomoM Ilammmcrepa-Kmminana 6e3 SBHBIX BM3Ya/lu3al[IOHHBIX
IIPU3HAKOB IIOPOKOB Pa3BUTNA KOPBI TOJIOBHOTO MO3Ta. I/l 0OHapy»eHMs TaKuX IIOPOKOB He0b-
XOZIMMO TIpoBefieHre 6oree TOHKMX cpe3oB MPT B pexxume BbICOKOTO paspenienus [16].

®ynkunoHanbHas 6mokHAsL MHPpakpacHasa crnekrpockonus (fNIRS, ¢BMKC) Takxe MmoxeT
OBITH IIPVYMeEHEeHa C I[eIbI0 OLIEHKV CTeIleHV IIOBPEX/eHNUA NPY JAHHOM 3a00jIeBaHNM. JTO HEeVH-
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CUHOPOM MANNNCTEPA-KUJIJIMAHA
B MPAKTUKE BPAYA

Ba3VMBHAs TEXHOJIOTMA ONTUYECKON BU3yanM3al[uy, IO3BOJAIONIAA VMCCIENOBAaTh TeMOAUHAMUKY
rojIoBHOTO Mo3ra. AHasorn4Ho ¢gyukunonansHoit MPT (¢MPT) Bo3MOXXHOCTD HelfpoBu3yanusa-
LM CBsi3aHa ¢ puanonorndeckum GpeHoOMeHOM, TaK Ha3bIBaeMbIM T€MOMHAMUYECK/IM OTBETOM —
OBICTPBIM JIOKAIbHBIM IIOBBIIICH)EM MO3TOBOIO KPOBOTOKA B OTBET Ha QYHKIVIOHAIBHYIO aKTVBa-
V10 HeJIPOHOB B COOTBETCTBYIOIEI 30He BIUIOTD JI0 MO/MHOTO coBnasienns [13]. IlpenmymuiecTBoM
¢BVIKC npu paboTe ¢ ieTbMU ABJISIETCS OTCYTCTBYE HEOOXOAVIMOCTY COXPaHEeHNs HEIIOBYDKHOCTHI
HalyeHTa BO BpeMs JMCCTIe[OBAaHNA, a TAKXKe OTIOTHUTENbHBIX Pa3apaknuTerell B Bufe uryma [19].

EnuHCcTBEeHHOE Ha CETONHAIIHMIL IeHb VICCTIeiOBaHMe, IPOBEEHHOe Y peOEHKA C CMHAPOMOM
[Tannucrepa-KnmmaHa, NoKa3bIBaeT 3HAYNTEIBHO O0JIee HU3KYIO aKTUBHOCTD B JIOOHBIX M BUCOY-
HBIX O/ISIX KaK IIPYU BBIOTHEHMY BepOaTbHBIX, TaK U HeBepOATbHBIX 3a/iad [0 CPABHEHUIO C €T
3LOPOBBIM OpaToOM-O/IM3HEI[OM.

B nenom pesynpratel anamsa fNIRS remopyHamMmdyecky HOATBEpP)KAAIOT HapyIIeHME [IBU-
raTe/lIbHBIX ¥ KOTHUTUBHBIX IIPOLIECCOB B JTOOHBIX U BMCOYHBIX JO/ISAX, @ M3MEHEHJe aKTUBHOCTHU
MO3Ta OTpakaeT S3bIKOBYIO U peueByI0 IMCYHKIMIO KaK XapaKTepHoe IposBeHue 6onesHn [13].

[ToMyMo BBIIIECKAa3aHHOTO, s 0OMbHBIX cuHApoMoM Ilammmcrepa-Kmmimana xapax-
TepHBI HOPOKM Pa3BUTUA CEPAEYHO-COCYAMCTON CHUCTEMBbl (KOApKTAaIVsl VUIM CTEHO3 aOpThI,
OTKPBITBINI apTepUATbHBIN IPOTOK), AHOMAVNM PasBUTHA JETKMX (TUIIOIUIA3MA), MOYEII0TOBON
(KpUIITOPXM3M) M OIOPHO-BUTATeIbHON CUCTEMBI (KU(POCKOMNO03), >KeMYLOUYHO-KUIIEYHOTO
TpakTa (Bpox[€HHasA mmadparmManbHas IpbDKa, aTpesus aHyca), HApyLIEHNA 3peHMs M CIIyxa
[2, 12, 16], 4TO 4aCTUYHO BCTpeYaeTCs U y Hallero IanueHTa. HecMoTps Ha To, 4TO B InTeparype
y>Ke OIMCAaHbl HEKOTOpbIe BYJbl MO3auIi3Ma ¥ BapMAHTBI TeHETVYECKOTO COCTaBa M30XPOMO-
COM, 4ETKasi KOPpeIALNsa MKy FeHOTUIIOM U (PeHOTUIINYECKVMM OCOOEHHOCTAMU 0 CUX IIOP
He BBIABJIEHA, B CBSI3M C YeM AMATHOCTUKA 3a00/eBaHys 3aTpyAHeHa [20], mpu 9TOM IpOsBIeHNS
BapbMpPYIOT B 3aBUCHMOCTY OT TOTO, KaKas TKaHb MIMeeT IOTIO/THUTEe/IbHBIII XPOMOCOMHBII MaTe-
puan [2]. Bnepsbie cungpom ITammictepa—Knnnnana guarnoctuposas npeHaTanbHo B 1985 roxy,
C TeX IOp onyOnukoBaHO He 6omee 100 cry4aeB BHYTPUYTPOOHON AMArHOCTMKY 3a00eBaHNs,
4TO, HO-BU/VIMOMY, CBSI3aHO C IIMPOKOJ BapuabelbHOCTbIO (PeHOTUIINYECKUX IPU3HAKOB, HAul-
Has OT K/IACCMYECKVX BBIIICONVICAHHBIX OCOOCHHOCTEN ¥ 3aKaH4YMBas JMIIb He3HAYUTETbHBIMU
HapyIIeHVAMY IOUTMEHTAlV. B TO ke BpeMs, yuMThIBasA XapaKTepHBIN TKaHecrenypuaeckui
MO3auIM3M, BO3MOXHBI JIO)KHOOTPUIIATe/IbHbIE Pe3y/IbTaThl I[UTOI€HETNYECKUX JCC/IeOBAHMNIA,
B CBA3Y C 4YeM HOPMAaJIbHBII XPOMOCOMHBII aHA/I3 He MCK/IIoYaeT Hamuye y pe6&HKa ITaToMOI .

Cor/acHO MMEIOIVIMCS NaHHBIM, YPOBEHb OOHApy>KeHUsA M30XPOMOCOMBI 12p cocTaBisAeT
64,7% 1 91,4% 11 06pa3LoB 13 BOPCYH XOPYOHA U aMHUOTIYECKOI KUAKOCTI COOTBETCTBEHHO.
Hanbonee pacnpocTpaHEHHBIMM IIpeHAaTa/JbHBIMM Y/IbTPa3BYKOBBIMU IPUM3HAKaMU CUHPOMA
B IIEPBOM TPUMECTpe SBJAIOTCA YBe/IMYEHMEe TOMIIMHBI BOPOTHMKOBOIO IPOCTPAHCTBA U TUIIO-
TIa3Ms HOCOBOJ KOCTM, TOTZIa KaK BO BTOPOM TPUMECTpe Jallle BCeTO AMAarHOCTUPYIOTCS MHOTOBO-
nve, nradparmMaabHasi TPbKa, YKOPOUEHVe IIVMHHBIX KOCTell, BeHTPUKY/IOMETaIns U pasindHble
HIOPOKY Pa3BUTVS CEPAIeYHO-COCYANCTON cucTeMbl [21]. B 2020 rogy Kutaiickumy y4€HbIMU Oy0-
JIMKOBAHBI Pe3y/IbTaThl MCIIOIb30BaHNA HEMHBA3MBHOTO IIPEeHATAIbHOTO TecTa (aHaIM3 BeHO3HO
KpPOBJ MaTepy Ha Cpoke recrauyy 6omee 10 Hemenpb IS BBISABICHNMS XPOMOCOMHBIX aHOMalUit
y IUIOfIA) C LIe/IbI0 JMATHOCTUKY CMHJPOMa Ha PaHHUX CpoKax 6epeMeHHOCTHU. B xoze uccnenoBa-
HYIS1 BBISIBJIEHBI 3 C/Ty4asi Ha/IM4Msl JOIOTHUTEIBHBIX KOMMIT KOPOTKOTO Iteda 12-J1 XpOMOCOMBI.
B 1ByX crry4asx nmpeHaTa/rbHOE yIbTPa3BYKOBOE VICC/IEOBAHIE BBIABIIO MHOKeCTBEHHBIE CTPYK-
TYpHbIe aHOMAJIMM, VI POAUTEIN BbIOpaIy IpepbiBaHye 6epeMeHHOCTH. C MOMOIBI0 XPOMOCOM-
HOTO MUKPOMATPUYHOTO aHa/IV3a, BBIITOJTHEHHOTO 113 a00OPTHUPOBAHHOTO MaTepuaa, oOHapyXeHa
MO3ayyHas TeTpacoMms Mo 12-if mape, cooTBeTcTBYOIasA cunapomy Ilammcrepa-Knunnmnana.
B TpeTbeM cnydae — KapMOTUIIMPOBAHME ¥ XPOMOCOMHBINI MUKPOMATPUYHBI/ aHA/IN3 aMHMO-
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TUYECKOI >KUAKOCTY TAaK)Ke BBIABMINM MO3aWYHYIO TeTpacoMuio mmo 12-it mape. B urore B Kaxgjom
"3 TPEX CIIy4aeB HEMHBA3MBHBIN IPEHATA/IbHBIA TECT BBIABWI HajauM4ue M30XpOMOCOMBI 12p,
a moC/Ieyolliee peHaTaJbHOe VN IIOCTHATa/IbHOE TeCTUPOBAHIME MIOATBEPANIO ANarHo3 [22].

Bepudmkanys fuarnosa — OCHOBHas Ipo6eMa IIOCTHATA/IBHON MAarHOCTUKY STOTO CUH[-
poma. CTaHapTHOE IIMTOT€HEeTHYEeCKOe UCCIeNOBaHMEe XPOMOCOMHOTO Habopa KYIbTYPHI TUM-
¢douuToB nepudepnyecKoil KpOBY He ABJAETCS ONTUMAIbHBIM, IOITOMY PeOEHKY HeoOX0aMo
uccenoBanye OykkanpHOro anutenus umm pubpobnactos ¢ nomorbio FISH-ananmsa ¢ nocneny-
IOlIlell KOHCY/IbTAllMell TeHeTIKaA, HEBPOJIOTa, a TAK>Ke IIPOBefieHIie MHCTPYMEHTATIbHOTO 00C/Ieno-
BaHMA JI/IA BBIAB/ICHNA BPOX/IEHHBIX IOPOKOB OPTaHOB U cucTeM [3, 7]. OgHaKko 4E€TKOI Koppers-
VM MeX[Ty GEeHOTUIIOM ¥ TeHOTUIIOM, OCOOEHHO Iy IPOBECHNN IIPeHaTaIbHOI AMAaTHOCTUKI,
He cyulecTByeT. TakuM 06pa3oM, CMHPOM 4allle BCETO AMATHOCTUPYeTCA CIydaitHo [3].

I depenianbHblit A1arHO3 IPOBOJUTCS € TUIIOMeNIaH030M VITo (/11 KOTOpOro XapakTep-
HBI Ha/IM4Jie YMCTBEHHOI OTCTAa/IOCTY, MH(AHTVIPHBIX CIIa3MOB Y Y4aCTKOB IMITONMUTMEHTALUY CO
crien(pMYHON UCYePYEHHOCTDIO VIV 3aBUTKAMM) M CUHAPOMOM TpucoMmu 12p (xapakTepusyro-
IMMCSI XapaKTepPHbIMM (PEHOTUIINYECKVIMY VISMEHEHVSIMM Y MBIIIEYHON TUIIOTOHMeN) [2].
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Ha ceroguamnmii feHb sapeructpupoBaHo okono 30 ciydaeB cuHppoma Ilammmucrepa-
Kwinmnana B Poccun n 4yTh 60mmee 200 — 3a pybexxom. Takum o6pasom, JaHHBIN KIMHUYECKUI
CITy4aii AB/IAETCA NOCTATOYHO YHMKA/IbHbBIM, IPENCTAB/IAET MHTEPEC KaK /I HEBPOIOTOB U ey -
aTpoOB, TaK I Bpadeil CMEKHBIX CIIEIMATbHOCTEN 11 TpebyeT MHOTOIPO(PIUIBHOTO ANATHOCTUIECKO-
IO ¥ TEPANeBTUYECKOTrO IOAXO0/Ia.
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OCOBEHHOCTU NMULLEEBOIO CTATYCA PEBEHKA
C MYKOBUCLMAO30M HA ®OHE COBPEMEHHOM
TAPFETHOW TEPANUU

H. Coxonos, A.E. Ilymkapesa, T.9. boposuk, O.J1. Cumonosa, T.B. bymyesa,
B.A. CkBopuosa, H.I. 3BoHKkoBa, VI.M. I'yceBa, O./I. IlykossHoBa

OBOCHOBAHME

MykoBucunnos — opdanHoe 3abojeBaHMe, KOTOpOe Hac/lefyeTcs IO ayTOCOMHO-pelec-
CUBHOMY TUIIy ¥ NIPUBOJUT K CTOVKOJ MHBanmuamsanuy manmenTa. [Tatomormyeckas ¢yHKums
6enka MBTP (MykoBuCIIMIO3HBI TPaHCMEMOPaHHBIN PETYIATOpP MPOBOAVMOCTI) CIIOCOOCTBYeET
HapYLIEHNAM MOHHOTO U BOJHOTO TPAHCIIOPTA B AIIMTENMNATbHBIX KIeTKaX, BCIEACTBIE Y€TO OTMe-
YAIOTCs CTYILeHNMe CeKpeTa BCeX S9K30KPMHHBIX JKelé3 OpraHusMa ¥ BO3HUKHOBEHME Pa3/IMIHbIX
IIaTOJIOTMYECKIX IIPOL[eCCOB B OpraHax-MUIIEHsAX [1].

Knuunyeckast kKapTuHa JaHHOTO 3a00/1eBaHMs pa3HOOOpasHa, ero yiedyeHre HOCUT IOCTOSH-
HBIII, KOMIIEKCHBIV XapaKTep U BKII0YaeT MeJVIKaMEHTO3HYIO VI KTHEe3UTepaNNio, MHAVBYYalb-
HBII 07160 pepMeHTO3aMeCTUTEIbHON Tepannuy U 1e4eOHOI ANeTHI.

OnHOVT 13 Ba)XHBIX Lieiell KOMIUIEKCHOTO JIeYeHNsI MYKOBMCIMZO3a SBJISIETCS 3aMefIeHue
IPOrpeccUpoBaHmsl OPOHXONETOYHBIX HAPYLIEHUI, TaK KaK yXyAlleHMe QYHKIVY JIETKUX BEeRET
IpeXX/ie BCero K CHIDKEHNUIO KaueCTBa U MPOJO/DKUTETbHOCTY KU3HM 9TUX MallMeHTOoB [2, 3].

HyTputnBHas HeOCTaTOYHOCTD U HapylleHre GyHKIMY TETKUX SIBIAIOTCS OCHOBHOI IIPO6-
7eMOJl OONMPHBIX MYKOBMCLMZO30M. B maroreHese HapylleHMiI NMUTaHMUS HPYU MYKOBUCIMIO3€
MO>XHO BBIJISTUTh TPU COCTABJIAIOINE: YBeTMYEHHbIe SHEPreTHdYecKue IOTepy, MOBbIIIEHHbIE
9HepreTMIecKye NOTpeOHOCTH, HeJOCTATOYHOE ITOTpebieHne Kamopuit [4].

DyHK1MA TETKMX peOEHKA ¢ MYKOBUCIMIO30M HAIIPAMYIO KOPPEIMPYeT C COCTOSHIEM ero INTa-
HJISI, TIO9TOMY OLIeHKa 1 AMHAMMUYeCKIiT KOHTPOJIb IIMIIEBOrO CTaTyca I KOMIIOHEHTHOTO COCTaBa Te/a
Y 9TMX MALMeHTOB, HOA00p MHIVBU/YaIbHON a/IeKBaTHOV HYTPUTUBHOI OZIeP>KKY Ha IIPOTSDKEHUMN
BCeJl >KVI3HU SAB/IAIOTCS BKHBIMY COCTABILAIONIMMI COBPEMEHHOI KOMIUIEKCHOI Tepanun [5, 6].

[TocnepHuM [OCTIDKEHVEM B 00/IaCcTy JIeYeHMsT MYKOBUCLIMZO3a CTajla TapreTHas Teparud,
IeliCTBYIOI[as Ha ITTyOOKMe IaTOreHeTHYecKue MeXaHU3Mbl 3aboneBaHusA. B Hacrosmjee Bpems
B Poccmiickoit @epepanyy 3aperncTpupoBaHsel Ba npemnapara (MHH): nBakadrop/mymukadrop
IIIS1 IAIVIEHTOB C IByXJIeTHero Bo3pacta ¢ reHotunoM p.F508del/p.F508del n nBakadrop/Tesaxad-
TOp/37eKcakadTOp /I MALMEHTOB C MYKOBUCIIMIO30M CTaplIIe 6 JIeT, B FeHOTUIIE KOTOPBIX MIMeeT-
cs1 maToreHHbli BapuaHT p.F508del B roM03UTOTHOM MM TeTEPO3UTOTHOM COCTOSTHUY, VTN TTF00 0
Apyroil BapuaHT 13 opunmanbHoro crmcka (https://www.trikafta.com/). brarogapsa pouny «Kpyr
mobpa» aTu npemaparsl ¢ 2021 roga JOCTYIHDI /I ALMEHTOB.

3a pyOe>xoM aHHBIN BUJ JledeHNs puMeHsieTcs ¢ 2015 rofa, v B psifie MCCIeOBaHMIT OTMe-
JaeTcs, YTO Ha pOHe TapreTHOI Tepalni y MAIeHTOB C MyKOBMCIIM030M Y/Ty4IlIaeTCs He TOIBKO
GYHKIMS TETKYX, HO MUIEBON CTATYC. B OT/eNbHBIX C/TyYasx y MaleHTOB pPa3BUBAIOTCS U30bI-
TOYHAasI Macca Teja u/uiay oxxupenue (7, 8].

B HacTosiiee BpeMst /IS OLIEHKY MUIEBOTO CTAaTyCa UIMPOKO MPYMEHSIOTCS KOMIIbIOTEPHBIE
nporpammbel WHO Anthro (getn mo 5 net) 1 WHO AnthroPlus (metu crapuie 5 net), ¢ mOMOIIbIO
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OCOBEHHOCTU NMULLIEBOTO CTATYCA
PEBEHKA C MYKOBUCLIMAO30M

HA ®OHE
TEPAMUU

COBPEMEHHOW TAPFTETHOWM

KOTOPBIX aHA/IM3UPYIOT OCHOBHBIE aHTPOIIOMETPIYeCKIe TapaMeTpsl (Macca Tena, poCcT U MHIEKC
MaccChl Te/la), pacCUMThIBaeMble B 3aBUCUMOCTY OT BO3pacTa U ITo1a peOEHKa U IpefiCTaB/IeHHbIe
B Buje Z-3Hadennit (http://www.who.int/childgrowth/software/ru/).

B cooTBeTCTBMM C COBpeMEHHBIMM peKOMeHAAIusAMHU 3apybexxHbix skcreproB ESPEN-
ESPGHAN-ECEFS (2024), manueHTbl CO CHVDKEHHBIM IMIIEBBIM CTAaTYCOM W/ OTCTaBaHMEM
B POCTe, a TaKXXe M30BITOYHON Maccoil Tema/OXKMpeHreM HYKJAITcs B 6ojiee 4acTOM MOHUTO-
puUHTe, 4eM JIeTU C aflecKBaTHBIM COCTOSIHMEM NIUTaHuA. B 3TMX ke peKoMeHJaluMAX OTMEYeHO,
4TO B 9Py «TapreTHOM Tepanun» KpaiiHe BaXKHO IPOBOJUTH OLIEHKY KOMIIOHEHTHOTO COCTaBa TeNa
C pacyéToM >XMPOBOIT 1 Oe3>KMPOBOII MACChl Tela, a He TOIBKO OLIEHVBATh MHJIEKC MAacChl Tenla
(MMT). CBa3b cocTaBa Tena ¢ QyHKIMEN JETKUX U KaueCTBOM >KM3HM IAI[VIeHTa 3HAYUTENIbHO
CU/IbHEE, YeM C MHIEKCOM MAcChl Tefla, TaK KaK HU3KMIL vun afgekBaTHbil VIMT MoxeT Mackupo-
BaTb BBICOKYIO )KMPOBYIO MAacCy M/MIM HU3KYIO 6€3)KMPOBYIO Tema Maccy [5, 6, 9].

OMUCAHUE KJIMHUYECKOI'O C/IYUAA4

“I' OMALIVIEHTE

Manpuuk, 9 nert, B TedeHne 6,5 1eT HaXOOUTCA O HAOMI0NeHeM Bpave IyJIbMOHOIOTYeC-
koro otpenennst OI'AY «<HMUILI sgoposbs meteii» Munspgpasa Poccuu (nanee — ILlenTp) ¢ puarso-
3oM «MykoBucuo3 (kuctosuniit puobpos) [reHorum: c.1545_1546delTA p.(Tyr515%)/c.274G>A
p-(Glu92Lys)], nérouno-kumieynas popma, CpegHeTsHKENOe TedeHre. XpOHNIEeCKUIT 00CTPYKTIB-
HbII OpOHXUT, BHe obocTpenus. [lpixarenbHass HegocTaTouyHOCTb 0-I cremenu. JIBycTroponHue
IVUIMHAPUYECKIie OPOHXO9KTa3bl. XPOHUYECKMII ITOMUIIO3HBI PUHOCUHYCUT. XpOHMYECKas
IaHKpeaTndecKass HeloCTaTOYHOCTb. CUHAIpOM IiceBo-baprrepa B aHaMHese». ConyTCTByOIIME
3abomeBaHVA: «ATUNINYHBI ayTn3M. [uneprpodus agenonnos I-1I crenenn. KonkpemeHT 1npaBoit
oYKy (KaMeHb), JUCTAaHLMOHHAS IMTOTPUIICKS B anpesie 2024 romar.

Ba’kHO OTMeTNTb, YTO HEOHATa/IbHBIN CKPVHUHI Ha HAC/IefiCTBEHHbIe 3a00/IeBaHNs IPOBEEH
B CPOK, pe3y/IbTaT ObII OTPULIATE/IbHBIM.

Anamnes musnu. Pe6EHOK OT 1recToit GepeMeHHOCTM, TPeThbUX ponoB. IlepBas GepemeH-
HOCTb — CAaMOIIPOV3BO/IbHBIN BBIKYJIBIII HA paHHEM CPOKe, BTopas 0epeMeHHOCTb — CPOYHBIE
POZBI, Ma/JIbYUK 3/I0OPOB, TPETbs U 4eTBEPTass OepeMEeHHOCTV — 3aMepliyie Ha PaHHUX CPOKax,
1ATasg 6epeMeHHOCTh — JIeBOYKa, 60/IbHa MyKoBUCIMA030M. HacTosmas 6epeMeHHOCTb IIpoTe-
Kaja Ha (POHe aHeMMM JIETKOII CTEIIeHN, POZIbI CAMOIIPOV3BO/IbHBIE, B CpOK. IIpu poxkaennu macca
tena 4000 1, gimna 53 cm. Ornenka no mkane Anrap 7/8 6annos.

HacnencTBeHHBI aHaMHe3 OTATOWIEH: Y cTapureit cecTpsl (2010 roga poXkueHns) MyKOBIC-
U703, cMemaHHas popma.

Anamne3 6one3ru. C [ByXMeCSYHOTO BO3PACTa y NMAIMeHTa BIIEPBble OTMEYasICh BSIOCTD,
cmaboCTh, OTCYTCTBME AIIIETUTA, OMBINIKA, Kallenb. Haxomwacs Ha CTalMOHAPHOM JIeYeHUU
II0 MEeCTY >KUTENbCTBA C [UArHo30M «OOCTPYKTUBHBI OpOHXUT». B CBA3M € OTATOLIEHHBIM aHAM-
He30M I10 Hac/Ie[ICTBEHHOJ IaTO/IOrMy ObUI IPOBENIEH IIOTOBBII TECT — Pe3y/IbTAT ITOJIOKUTE/b-
HBI (100 MMonb/n). 1o JaHHBIM MOJIEKYIAPHO-T€HETNIECKOTO MCCIe[OBAHMS BbIAB/ICHBI MyTa-
v E92K n 1677 del TA B KOoMITayHJ-reTePO3UTOTHOM COCTOSHUM. YPOBEHDb ITaHKpeaTUdecKoil
3/1acTasbl-1 B Kajie B IpefjesiaX HOPMBI.

C mapta 2016 ropma (BospacT 6 MecsieB) HabmonaeTcs B LleHTpe, e mpoBeneHa KOppeK-
1y 6a3MCHOM Tepanui. B cBA3M ¢ BBICEBOM U3 TpaxeajbHOIO aClypaTa CUHETHOIHOM ITaT0uKn
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Y METUIVUUIMHPE3UCTEHTHOTO CTApMIOKOKKA IOMY4MT KypC aHTMOAKTepMaTbHON Tepammm —
TIVHE30/IN], 3aTeM KOTPMMOKCA30JI, a TaK)Xe KONMCTMMeTAT HaTpudA. BelmmcaH ¢ ymydiieHuem,
PEKOMEH/JOBaH VHIA/IALIMOHHBIN KypC KOMMCTUMETAaTa HaTpKsA Ha 3 MecALa.

B panpHeitmeM rocnmranmmusauuy B LleHTp HOCMIM peryApHBI XapaKTep, IOCKOJIbKY
060CcTpeHNst GPOHXONETOYHOTO TIPOLjecca OTMEYANUCh 10 2-3 pas B IOfj, @ B IOCEBaX MOKPOTBI
COXPAHSAJICS POCT METUIVUIMHYYBCTBUTEIBHOTO CTa(VIOKOKKA U1 TeMOVIIbHOI ITa/IOYKIL.

C centsa6ps 2022 roga BliepBble Ha4aI OTy4YaTh TAPreTHYIO TepaIlio KOMOMHALMeN! Ipera-
paroB anekcakadrop + resakadrop + uBakadrop / uBakadrop B gosuposke 50/25/37,5 Mr + 75 Mr.
Ha ¢one Tepanuu orMeyaeTcs IOMOXKUTENbHASA AMHAMYKA B BUJIe YMEHBIIEHV YaCTOTbHI KalllIs,
HOBBILIEHNS alIIeTUTa, MPUOABKM Macchl Tena. Pe6EHOK cTan 60jee aKTUBHBIM.

ITuwesoii cmamyc. B Bo3pacte 1 roja macca tena 8,5 Kr, JyinHa tena 75 cM (1abn. 1), 4to coot-
BETCTBOBA/IO HEOCTATOYHOCTY INTAHMUA JIETKOJ CTelleHy (QHTPOIOMeTpUYEecKye IIOKa3aTe:
BAZ -1,34; WAZ -1,37) (puc. 1). Pe6€HOK KOHCY/IBTMPOBAH BpadoOM-IMETOTIOTOM, IIpOBeIeHa
KOPPEKIVs PaljyOHa C YBeIMIeHeM SHepPreTUYecKoil IleHHOCTH o 120% 3a cuét 6enkos (20%),
XupoB (40%) u yrnesonos (40%).

— | TMHAMMKA U PE3YIBTATBI IIOCJIEAYIOIIETO HAB/TIOIEHISA

C Marepplo IpoBefieHa Oecefla IO IOBOAY INpaBWI NpuéMa IaHKpeaTndeckoit ¢epMeH-
TO3aMeCTUTETIPHON Tepaluy, CKOPpPUIMpPOBaHaA [03a (pepMEHTO3aMeCTUTEIPHOTO IIperapara
¥ )KMPOPACTBOPUMBIX BUTaMUHOB. K TpéMm rofam pe6éHok nmpubasun B Macce Tena 4,8 Kr, BBIPOC
Ha 19 cM, YTO O3BOIMIO JOCTNYD aJIeKBAaTHBIX 3HAYEHMII BCEX aHTPOIIOMETPUIECKIX ITOKa3aTeeit
(BAZ -0,44; WAZ -0,67; HAZ -0,64). lmHaMMKa aHTPOIIOMETPUYECKMX ITapaMeTPOB IIpefcTaB/IeHa
Ha puc. 1, u3MeHeHus QYHKIMOHATBHBIX U OMOXMMIYECKIX [T0Ka3aresneil — B Tab. 1.

Ta6muua 1. [IuHaMuKa OCHOBHBIX MacCO-POCTOBBIX, (PYHKIIMOHATBHBIX
¥ OMOXMMYECKUX ITOKa3aTenenn

Bospacr, net, Mecanes
ITokxasarenp

1 2 3 4,11 5,5 6,7* 7,6 8,6 9,1
Macca rena, Kr 8,5 12 13,3 16 17,8 18 27 33,5 41,8
IlnuHa Tema, cM 75 88 94 114 120 120 130 134 141
O®DB,, % - - - - - 8511 1000 13710 9911
OIKEJTL % - - - - - 86/] 96/ 1290 101
AJIT, En 158 149,6 31,9 9,95 13,91 27,63 24,83 51 24
ACT, Eg 104 113,2 44,9 29,95 34,55 38,93 36,5 42 28
K, Mmorp/n 39 5,2 4,9 522 4,57 4,28 4,5 4,67 -
Cl, mmonb/n 87 102,4 102,3 104,5 | 104,02 | 104,27 - 99 -
dnacrasa Kaja, MKI/T 198 - - - - - - - 219
[moko3a, MMOTB/ T - 4,45 4,2 5,22 4,77 5,04 4,7 5,03 5,42
HbA1C, % - - 4,97 5,28 5,29% 4,89 5,29 6 5,46

ITpumeuanrue. * BospacT Havyana TapretHoit Tepanuyu. O®B;, — 06BéM PopcrpoBaHHOTO BBIIOXA
3a 1 cexynny; ®XKEJI — ¢dopcupoBaHHas x1M3HeHHasA EMKOCTb ne€rkux; AJIT — amaHMHaMMUHO-
tpancdepasa; ACT — acmaprarammuorpancdepasa; K — kammit; Cl — xmop; HbA1C — rmku-
POBaHHBII TeMOITIOONH.
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OCOBEHHOCTU NMULLIEBOTO CTATYCA
PEBEHKA C MYKOBUCLIMAO30M

HA ®OHE
TEPAMUU

COBPEMEHHOW TAPFTETHOWM

1 rox 2 roga 3roma 4romall mec SmerSwmec 6ner7wmec 7ner 6 mec 8er 6 mec 9 ier 11 mec

2,21
2,14

1,27

—HAZ
—BAZ
-2,61 2,71 —WAZ

Puc. 1. IMHaMMKa aHTpONOMETPUUYECKUX NOKa3aTeNen A0 Ha3HAYeHUsa U Ha hoHe TapreTHOM Tepanuu:
HAZ — pnuHa Tena (pocT) v Bo3pacT; BAZ — nHAEeKC Macchbl Tena U BO3pacT;
WAZ — Macca Tena n Bo3pacrT.

Hauymnaa ¢ TpéxjeTHero Bo3pacTa, y MAIyieHTa OTMeYa/INCh 4YacTele (Jo 4-5 pas B rop)
ob6ocTpeHnss 6POHXONETOYHOTO Ipoljecca. B cralmoHape [MeTOIOroM peKOMEeHJOBAH JIONOTHM-
TebHbIN MPUEM CIeMaNTN3MPOBAHHBIX CMeceil /11 9HTePaTbHOTO MUTAHNA, OfHAKO 110 MECTY
JKUTENbCTBA peOEHOK X He nomydan. C 4 yet 11 Mecsnes fo 5 1eT 5 MecALleB MaTb4yK PrOaBuI
B Macce Tena 1,8 KT, BBIPOC Ha 6 CM, a €0 aHTPOIIOMeTpMYecKye IToKa3aTea CHUSWINCD [0 Z-score
BAZ -2,71 (HemoCTaTOYHOCTh MNUTAHNA YMEPEeHHOIT cTenenn). IIpumeyarebHO, YTO B JajbHeIl-
1IeM, /10 Havajla TapreTHol Tepanuiu (B 6 eT 7 MecAleB), pe6&HOK mpubaBuI B Bece TonbKo 200 T
U He BBIPOC, HECMOTPsI Ha TOT (PAKT, UTO ITOTYYasl eKeJHEBHO JOIOTHUTETbHOE BBICOKOKATIOPMIL-
Hoe nuTaHue 1o 200 M1 2 pasa B [IeHb.

C Bo3pacTa 6 y1eT 7 MecsIeB MOIy4daeT afekcakaprop + Tesakaprtop + nBakadrop / uBakag-
top. Ha MOMeHT Hayasa TapreTHOII Tepanuy y IMalyeHTa JUarHoCTPOBaHa YMepeHHas 6elKoBO-
9HepreTuyecKas HeoCTaTOYHOCTh (BAZ -2,65; WAZ -1,51; HAZ 0,1).

3a mepBbIil rof IpuéMa NaTOreHeTNYEeCKOIl Tepalnyi yCTAaHOBJICHO CHVDKeHUe 4ycia OpoH-
XOJETOYHBIX 060CTpeHnit B rop, (o 1-2 pas) u yaydiuenue anmetuta. KIMHMYeCKN OTMeYaInch
HeOOobIIOoN pocT 00BEMa GPOPCHPOBAHHOTO BBIIOXA 32 IepBYIo ceKyHAY (ODB,) ot 85% mo 100%
momkuoro () u popcuposannas sxusHeHHast éMKocThb n€rkux (PIKEJ) ot 86% o 96%/1.

I[To pemennio Marepy B palMoHe peOEHKa JMCIOIb30BAINCh HATypaIbHble IIPORYKTHI, CIIe-
IIVIa/IM3MPOBAaHHAasA TUIIEPKAJIOPUIHAA CMeCh /IS SHTEPAJIbHOTO MUTaHUA B 00béMe 400 M1/CyT.
Kpome Toro, pe6€HOK eXeHeBHO IOTydYal CIMBOYHOe Macio o 100 r/cyt u camo go 20-30 r,
IIPY 9TOM SHepreTnyecKas IeHHOCTD paloHa cocrabista 120% (3a cuér 6enka — 10%, >xupa —
62% u yrneBonoB — 48%). Ha ¢oHe noryyaemoro nurtanus 3a roj pe6€HOK npubaBui B Bece 9 KT
1 BeIpoC Ha 10 cM, B pesy/braTe BCce aHTPOIOMETPUYECKNE MTOKAa3aTen SOCTUIIN HOPMa/TbHbBIX
3HaueHuit (BAZ 0,24; HAZ 0,93; WAZ 0,73). IIpu Bbinucke u3 cranuoHapa (ITaHOBasi TOCIINATA-
NM3auys) AUETOJIOTOM PeKOMEHJOBAHO CHUSUTb SHEPreTHYeCcKYI0 LIEHHOCTb paiyoHa o 100%
3a CYET CHYDKEHMs KBOTBI Xupa 0 35% (pexoMeHfyeMas HOpMa HOTpeOIeHMs), MCKTI0UeHNs
U3 palOHa TUIIePKa/JIOPUITHON CMecU, cajla M OTpaHMYeHMs KOIMYecTBa CIMBOYHOTO Macia
10 BO3PACTHOI HOPMBI, @ TaKXKe YBEINYUTb KBOTY Oenka 1o 15-20%. Bpasom JIOK pekomenpo-
BaHbI yBe/M4eHre GU3NIecKol aKTUBHOCTM, KMHEe3UTepanus Ha IOCTOsIHHON ocHoBe. K coxare-
HUIO, YKa3aHHBbIE PeKOMEH/Jall/ He ObUIM COOMTIOfEHBI, COXPAHMINCH TIPEXXHNUI PEXXUM IUTAHUA
VI MaJIOTIOfIBVDKHBIN 00pas )KM3HIL.
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B pesynbrate 3a Tpu roga npuéma KOMOMHMPOBAHHOTO IIpenapara anekcakapTop + resaxag-
TOp + MBaKapTOp / MBaKaPTOp Ha POHE IIPOFO/DKAOIIETOCS YCUIEHHOTO MUTAHNS peOEHOK IIpH-
6aBu1 B Macce Tenma 23,8 Kr U BbIpoC Ha 21 ¢M, 0060CTpeHMsI 6pOHXOIETOYHOTO IIpoliecca coxXpa-
HAMNUCH ¢ yacToTol 2-3 pasa B rof. [lokasarenn OPB,; u ®IKEJI ocTanuce B mpefienax HOPMBI,
IIpY 9TOM OTMeYaJICs POCT YPOBHA ITTIOKO3bI HATOLAK 10 5,42 MMOJIb/JI, @ KOHIIEHTpalys ITIMKN-
POBAaHHOT'O TeMOITIOOMHA TIOHSIACH [JO0 BepXHell rpaHnIibl HOpMBI (6%). Ha ocHOBaHMYM BBICOKMX
nokasareeit Z-scores (VIMT/Bospact 2,14; Bec/Bo3pacT 2,21; poct/Bo3pacT 1,27) ObII BBICTAB/ICH
IMArHO3 O>KMPEeHNA.

O1eHKa KOMIIOHEHTHOTO COCTaBa Te/la ¢ IIOMOIIbIO 6yonMIeflaHcoMeTpun (puc. 2) BbIABIUIA
BBICOKUII TIOKa3aTe/lb )XMPOBOI Macchl (Z-score 1,99) oTHOCUTENbHO Tomelt Macchl (Z-score 0,25).
OrpuiatennpHble 3HAYEHMsI MMOKAa3aTe/sl aKTUBHOI KIETOYHON Macchl (Z-score -0,52) sBISINCH
KOCBEHHBIM INIPU3HAKOM JiepuunTa MOTpebneHns NMIeBoro Oeka, a OTpULaTe/IbHble 3HAYeHVS
IO aKTMBHOM KJI€TOYHOI Macchl (Z-score -1,54) u ¢asosoro yrma (Z-score -1,32) ykasbIBanu
Ha HU3KWIT YPOBEHDb (PM3MYECKON aKTUBHOCTY ITAI[MeHTA.

+

ITPOT'HO3

BrraronpuATHLI IPOTHO3 3aBUCUT HE TOJIBKO OT 00eCIIeYeHHOCTI TapreTHbIMM IIperapara-
M, HO M1 OT IPUBEP>KEHHOCTN peOEHKA ¥ eTo pofuTeNell K Ha3HaYeHHOMY JiedeHMIo. VI36bITouHas
Macca Tejla M OKMPEHME y TAKUX NAUMEHTOB YBE/INYNBAKOT PUCK Pa3BUTUA MYKOBMCIIMTO3aCCOLIN-
VIPOBAHHOTO CaXapHOro AmadeTa 1 MeTaboIMIecKOro CMHAPOMA.

‘egaAmAg "g’] ‘ea0HOWM) YO MMaodog "¢l ‘eaadenmAl 'J'y ‘G0LON0) *Y

OBCYXAEHUE

JHHOBaluy B 06/1acTM JledyeHUs MYKOBUCLIMZIO3d, @ MMEHHO IIMPOKOEe BHEJpeHMe JBYX-
U TPEXKOMIIOHEHTHOII TapreTHOJ Tepamuy, KOTopas OXBaTbIBaeT 0K0o0 90% OOMbHBIX MYKOBYIC-
IIVI/1030M, He IPMBOJUT K IIOTHOMY U3/I€4€HIIO, HO MOXKET 00eCIeYNnTh JOCTATOYHO KOMGOPTHBIN
YPOBEHD >KM3HM MAIVIEHTa U 3HAYNTEIbHO YBEINYNUTD €€ MPORO/DKUTENTbHOCTS [1, 10].
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Puc. 2. KOMNOHEeHTHbIM COCTaB Tena pebéHka Ha hoHe TapreTHOM Tepanuu.
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OCOBEHHOCTU NMULLIEBOTO CTATYCA
PEBEHKA C MYKOBUCLIMAO30M

HA ®OHE
TEPAMUU

COBPEMEHHOW TAPFTETHOWM

B Poccuiickoit ®emepaunn [0 MOABJIEHUA TapreTHON Tepamuu 6onmee 40% momyaanun
meTell ¢ MYKOBMUCLMO30M CTpajiaii OT HYTPUTUBHOV HELOCTATOYHOCTM Pa3HOM CTENeHNU
TSDKECTH, a TaKue JUArHO3bl, KaK O)KMPeHNe, IBISINCh O0IbIION pegkocThio [6, 11]. [Jo HemaB-
HEro BpeMeH) OJHUM U3 NPMOPUTETHBIX HAIIPABJICHUI B JIECYEHNUU MALMEHTOB C MYKOBUCIIV-
I030M ABJIANACH pa3paboTKa MepONpUATHIL, HAIIPABIEHHBIX Ha JJOCTVDKEHUE 1 MOfep KaHe
aZleKBaTHOTO MNMILEBOr0 CTaTyca IMAlMieHTa 33 CYET yBeIMYEeHMA SHEPreTU4YecKON LIeHHOCTU
ero panuoHa fo 120-150% c moMobl 130- WIM TMIEPKaTOPUIHBIX CMeCel 3HTepalbHOTO
nuraHusa [6].

B nocnepHue rogpl oka3aHo, YTO Ha POHe TAPTeTHOI Tepanmy AYeTOTIOTYeckas napafgnrma
MeHsieTcsi. CoBpeMeHHble 3apy0Oe)KHble PeKOMEHJAIY 0 MUTAHWIO MAIMeHTOB C MYKOBUCIIM-
IO30M YKa3bIBAIOT Ha HEOOXOAVIMOCTb PEryIspPHOTO IPOBENEHN OIeHKM aHTPOIIOMeTPUYeCKIX
IIOKa3aTesiell ¥ KOMIIOHEHTHOTO COCTaBa Te/la y BCeX MAaIVIeHTOB C MYKOBMCIII/IO30M, OCOOEHHO
TeX, KTO MOJTy4aeT TApreTHYIO Tepanuio [5].

JlaHHBIN KIVMHMYECKMII NpYMep HAIJLAHO ITOKa3bIBaeT, K YeMy MOXKeT IpuBecTu Oecred-
HOCTb ¥ JIO)KHOE YYBCTBO 0€30IIaCHOCTM, KOTOpOe BO3HMKAeT y IAIMIEHTOB M MX PORNTeENIeNt
C HavyaJIOM IIpMEMa IIPENapaToB TapreTHO Tepanuu. Peskoe yBennyenne Macchbl Tejia, B OCHOBHOM
3a CYET pOCTa KMPOBONM MACChI, CHVYKEHIE TOIIEN MaCChl, IIOBBILIEHE YPOBHA ITIMKUPOBAHHOTO
reMor7Io0Ha y pe6€HKa 9 /1eT MO>KHO paclieHNThb KaK Hada/IbHble IIPY3HAKY HapyLIeHVs YI/IeBOJ -
HOTO OOMeHa.

[l1a yBenmyeHus Z-score TOIe MacChl U TOTV AKTMBHOJ K/IETOYHOI Macchl Ha pOHe IaTo-
reHeTIYeCKol Tepamy peOEHKyY HeoOXOMMO NPUAeP>KMBAThC AKTVBHOTO 00pasa KMU3HM, CUCTe-
MaTUYECKM INPOXOAUTh KYPChl KMHE3UTEPAlUM M 3aHMMATbCS CIOPTUMBHBIMU YIPKHEHUAMU
I0J], KOHTPOJIEM Bpauya.

B Tex cyyasx, Korja y manyeHToB ¢ MyKOBUCIIUIO30M Ha (POHEe TapreTHOI Teparmi JOCTUT-
HYT aJileKBaTHBI IVIEBOJ CTATyC WIM OTMeYaeTcsl M30BITOYHOE IMUTaHue, HeT HeOOXOAMMOCTHI
B JIaJIbHENIIEM IIPOJO/DKEHNY HYTPUTUBHONM IOAJEPKKY C MCIIONb30BAHNMEM TUIIEPKAIOPUITHBIX
HPOJYKTOB.

Taxum o6pasom, [/isl BceX MAIMEeHTOB ¢ MYKOBUCLIMI030M, OCOOEHHO IS TeX, KTO HOoTydyaeT
IIATOTeHeTHYeCKOe JiedeHNe TapreTHbIMM IIperaparaMy, HeOOXOAMMBI HMOCTOSHHBI KOHTPOTIb
He TOJIbKO aHTPOIIOMETPUYECKMX [TapaMeTPOB, HO ¥ KOMIIOHEHTHOTO COCTaBa Tejla, a TAKXKe OLIeH-
Ka COCTaBa palyiOHa IUTAHUA.

3AKJTIOUEHUE

[TaToreHeTnyeckass Tepamnus NpU MYKOBUCLUO3€ ABIAETCS MPOPHIBOM B JIEYEHUN OFHOTO
U3 CaMbIX PacIpOCTpaHEHHbIX op¢aHHBIX 3aboneBanmit. Ha ¢poHe mpuéma TapreTHbIX Ipemnapa-
TOB TIAI[MeHTaM C MYKOBJCI[J030M HeOOXO[uMO COOIONaTh palMiOHATbHOE INMTAHNE VM BeCTU
30OPOBBIT 00pa3 MU3HU. BceM maiueHTaM ¢ MYKOBUCI[MIO30M, KOTOPbIE IIONTY4Yal0T YKa3aHHYIO
Tepanuio, HeoOXOAMMO NIPOBOANUTD PETYIAPHYIO OLIEHKY He TOJbKO aHTPOIIOMETPUYECKUX MOKa-
3aresieif, HO 1 KOMIIOHEHTHOTO COCTaBa TeJla, OLleHMBATh XMMMYECKNI COCTAB PaI[MOHA MUTAHUA
¥ IPOBOZIUTH HEOOXOAUMYIO KOPPEKIHIO.

Knnesurepanus, c6anaHCupoBaHHOE IMTAHME U BBICOKAsl JBUTATebHAs aKTVBHOCTD JJOTDXK-
HBI CTaTh 00pa3oM >KVM3HM KaXKJOT0 IallieHTa ¢ MYKOBYICLIVZI030M, YTO II03BO/IUT UM OBITh ITOJTHO-
IIpaBHBIMM YIeHaMM OO0IecTBa.
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OCOBEHHOCTU TEYEHUS HEOHATAJIbHOM
®OPMbl BOJIE3HU «KJIEHOBOIO CUPOMA»

OCOBEHHOCTU TEYEHUSA HEOHATAJIbHOM
®OPMbl BOJIE3HU «KJIEHOBOIO CUPOMNA»

T.B. bymyesa, M.Jl. Mutum, M.A. bacapruna, H.H. Mypamkus,

T.9. bopoBuk, B.A. CkBopuosa, J/I.A. Onparun, H.H. Mazanosa,

JI.B. MypasbeBa, O.B. KoxxeBnukosa, J1.C. JKanun, B.B. JIe6enes,
A.A. Ilymkos, K.B. CaBocTbs1HOB

OBOCHOBAHME

Bone3np kmeHoBoro cumpoma moum (wnm nennuuos, MIM #248600) — HacneqcTBEHHOE
HapylieHue obMeHa BelecTB, obycnoBrieHHoe fedunuroMm dpepmenTHOro kommaekca BCKAD,
KOTOPBINI HEOOXOAUM M/ J[IeKapOOKCUIMPOBAHMUA KETOKMCIOT C Pa3BeTBIEHHON LEIbIO.
B pesynbrarte B 6MOMOTrMYeCKUX CpefjaXx OpraHM3Ma HAKAIUIMBAIOTCA aMVHOKMICIOTHI JISHIIVH,
M30/IEVIIIVIH U BaJIMH, a TaKXXe TOKCUYHBbIe NMOOOYHbIE IPOJYKTHl aHOMAJbHOIO MeTabonmsma.
YeTbipe cyobeuHuUIBI pepMeHTHOrO KoMIlekca kogupyioT red BCKDHA pns Ela, BCKDHB —
nnst E1B, DBT — pnst E2 u DLD — pis E3.1. 3a6oneBaHue HacaeAyeTcsl IO ayTOCOMHO-peliec-
CUBHOMY TUILY.

JIeWiMHO3 XapaKTepu3yeTcs MMUPOKUM KIMHIYECKUM ITOMMOP(PIU3MOM OT TSKENBIX GopM,
IPOTEKAIOIVX B OOIBIIMHCTBE C/Ty4aeB B BUJie OCTPOI MJIa[ileHUeCKoil 9HIIeanonaTnim, 10 IErKNux
¢dbopm, MaHMPECTUPYIONNX B TOAPOCTKOBOM Bo3pacTe [1, 2].

B HeoHaTaIbHOM Iepyofie Yallle feOTUpyeT Knaccudeckas Gpopma 3aboneBaHysl — BapyUaHT,
o6ycnosnenHslit fepuuutom E3-nporenna. [Ipyrue ¢popmbl MOryT MaHUQeCTUPOBATh B T0O0M
BO3pacTe, IPOTEKas C BBIPAKEHHON CUMIITOMATUKOI, JeKOMIIEHCalMeil ToMeocTasa, 0COOEHHO
Ha (pOHe VHTEPKYPPEHTHBIX MHPEKIVI 1 COCTOSHUI ITOBBIIIEHHOTO KaTabonmsma.

Knnanyeckue mpusHaky Kiaccudeckoil ¢popMbl 60e3HM KJIEHOBOTO CHpOIIAa MOYM, KaK
IIpaBUJIO, IPOSIBIAIOTCA Ha IIepBOIl Heflenle )XM3HU. Boe3sHb pa3BMBaeTcss OCTPO M B Haudaje
XapaKTepu3yeTcs MOBBIIIEHHON BO30YAUMOCTBIO (pPe3KMil KpUK), OTKa3oOM OT efbl, YIIOPHOII
PBOTOII, MBIIIEYHBIM IMIIEPTOHYCOM, 00€3BOXKMBaHMEM, HEPEIKO IeHepaTN30BaHHBIMI CYHO-
poramu. BosOyxmeHre cMeHseTCs BSIOCTbIO, YTHETEHMEM LIEHTPATbHON HEPBHONM CUCTEMBI,
COMHOJIEHIIe, KOMOJI; TUIIEPTOHYC MBIIII] YepefyeTcs ¢ BbIpa)K€HHO I'MIIOTOHMEN, MOABIIA-
I0TCSL TTapafioKCcajbHOE AbIXaHue, Cabdblit mynbe. IIpy OTCyTCTBMM KOppeKIuyu MeTabosmde-
CKUX HapylleHui 3aboneBaHyue MpoTeKaeT OYPHO, TXKENIO M MOXKET IPUBECTH K JIeTa/JIbHOMY
VICXOZly, OCHOBHOJI IIPMYMHOJ KOTOPOTO ABJAETCA OTEK Mo3ra [3]. ImarHocTuka 3aboneBaHus
M CTapT TepallMy Ha NOKIMHMYECKOM ITaIlle B JajbHENIIeM MUHUMUSUPYIOT PUCKU TAXKETOTO
TedeHus 0OJIe3HN.

JleyeHye neViIMHO3a IMOXXKM3HEHHOE VI 3aK/II0YAaeTCsl B Ha3HAUEHUM CyOCTpaTpemyumpylo-
1jeil JYeTOTepanuy ¢ UCIONb30BaHMeM CIel[MalT3MpPOBAHHOTO MPOAYKTA /Ie4eOHOTO NMUTAHUA
0e3 TaTOTeHeTMYeCK) 3HAYMMBIX HEe3aMEHMMBIX aMWHOKUCIOT (/IefliMH, BaaVH, U3OJENIVH),
KO(haKTOPHOI, CUMIITOMAaTUY€eCKOI ¥ MHTEHCUBHOIT, TPY HEOOXOAMMOCTHY, Tepannn. B HeKoTopbIx
ClTy4asAx MPOBOANUTCA TPAHCIUIAHTALNA NTeYeHM.

B Poccum B 2023 ropy craproBaja IpOrpaMMa pPacUIMPEHHOIO HEOHATaJTbHOTO CKpU-
HIHTA, B KOTOPYIO BKJIIOUeHB! 29 HaC/Ie[CTBEHHbIX 00ne3Heil 0OMeHa BelecTB, B TOM 4JCIIe
u menuuHos [4].
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ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' OIIALIMEHTE

Pe6énox moctymmn us I'BY3 MockoBckoit obmacti «MOCKOBCKMIT OO/IACTHOM LIEHTP OXpaHbI
MaTepuHCTBA U fleTcTBa» (JIro6epIipl) ¢ OCHOBHBIM MarHo30M «[MIOKCHYecKn-nieMmnyeckas sHeda-
JIOTATVS HOBOPOXKAEHHOTO (P91.6)». ComyTcTBYyIONIME AMArHO3BI, (PUIypUpYIOLIye B BBIIICKE IIPH Iepe-
Bozie B OI'AY «HMMUII 3mopoBbs peteit» MunsznpaBa Poccun: «bornesHp «kinenoBoro cupoma» (E71.0).
IlepuBeHTpUKY/IAPHBIE KUCTHI Y HOBOpoXAEHHOTO (P91.1). OTKpBITOE OBambHOe oKHO (Q21.1). Tpyrne
YTOYHEHHBIE JlereHepaTBHbIe 60/e3HN HepBHOII cucTeMbl (G31.8). Anemus cmenanHoro reHesa (P61.8)».

Anamne3 susnu. Pe6EHOK OT 61M3KOPOACTBEHHOTO Opaka: pOAMUTENN — TPOIOPOAHbIe 6par
¢ cecTpoit (6abyurkyu — pogHble cécTpbl). MaTb pe6éHKa B Bo3pacTe 33 JieT, COMaTU4eCK 310pO-
Ba, Ha Y4€Te B )KEHCKOI KOHCY/IbTALIN HE COCTOsA/IA. bepeMeHHOCTDb 4eTBEPTasA, pOHbl YeTBEPTHIE.
[TepBast 6epeMeHHOCTb — aHTeHaTa/lbHas IMbenb (ManbuMK), BTOpass U TPeTbs OepeMeHHOCTU
3aKOHYM/IACh CPOYHBIMU pofaMu (IBe [eBOYKM, 3[OPOBbI). TedeHue HaHHON OepeMEeHHOCTI:
HapyllIeH/e MaTOYHO-IIaLleHTapPHOr0 KpOBOTOKa 1B. Pozibl camocTosATeIbHBIE HA CPOKE 37 Helelb,
Macca Tena npu poxkaeHuu 2630 1, olieHKa 1o Imkane Anrap 8/9 6annos. B pogunpaom jome mpo-
BefleHa BaknuHanuA BIDK-M. Aynmonormyeckuit ¥ KapAMOCKPMHMHT IATOMOTUMM He BBIABUIMN.
HeonaranbHbIil CKpMHMHT Ha Hac/le[CTBEHHbIe 3a00/eBaHMs B3ST, PeOEHOK BBINNCAH TOMOI
Ha TPETbU CYTKM XU3HU B YAOBIETBOPUTETHHOM COCTOSHNMN.

Anamnes 6onesnu. Ilocre BBINMCKM M3 POAKOMa peGEHOK He Opan IPyAb Marepy, KOPMMICS
CLI©KEHHBIM MAaTepPMHCKUM MOJIOKOM, IIOCTEIIEHHO CTAHOBWICS BCE 6ojiee BAIBIM, OTKa3bIBAJICSA
ot exbl. Ha 10-e cyTku >XM3HU OBUI TOCIUTANMN3NPOBAH B MHOTOIpoduibHyto 6ompauny (/Irobepisl,
MockoBckast 0671acTh), Iie COCTOSIHME PAaCLeHMBAIOCh KaK TSKENoe 3a CYET CHHAPOMA YTHeTEHMs
LIEHTPa/IbHONM HEPBHON cucTeMbl u runosonemun. Ha 11-e cyTkm mo pesynbraTaM paclIMPEHHOTO
HEOHATa/IbHOTO CKPMHIHTA BBIAB/ICHO IIOBBIILIEHHOE COfiep>KaHMe feiiuaa — 727,49 MxMorb/ 1 (pede-
peHcHble 3HaueHus 81,8-365,1), 4TO [1a/I0 BO3MOXKHOCTb C BBICOKOI BEPOATHOCTBIO MPENIIONOKUTD
HaC/Ie[ICTBEHHOE HapylleHMe 0OMeHa BeleCTB — 00JIe3Hb «KJIEHOBOTO cupornar. [To Tenedony npo-
BeJleHa KOHCY/IbTAlUsA C TEHETUMKOM U3 MeMKO-TreHeTndeckoit KoHcynpranyy I'bY3 MO MOHMKIN
M. M.®. Brapumupckoro. Pe6€HKy ObUIM OTMEHEHbBI 9HTEpa/TbHOE NUTaHMe, TApeHTepaIbHasd JOTa-
11151 6enKOB 1 >KUPOB. I1o/myueHbl pesynbTaThl MOMOAIBHON TYHKIMH (11103 14 K1./MKT: 12 HeiTpo-
¢unos, 2 mumdonnTa, rmokosa 2,62, 6emox 0,5 r/kr). B aT0T e neHb B CBA3M C HapaCTaHMEM PecI-
PAaTOPHBIX HApYLIEHMII, HEeKOMIIEHCPOBAHHBIM PECIMPATOPHBIM aLUJ030M C MeTabOIMYecKuM
KOMIIOHEHTOM, YTHEeTEHIEM CO3HAHVSA BIUIOTH JJO COIOPO3HOTO COCTOSHMSA MAIVeHT OBUI IepeBeléH
B OT/ieJIeHV€ MTHTEHCUBHOI TEPAINI ¥ PEaHNMALMM Ha UCKYCCTBEHHYIO BEHTWIALMIO JIETKKX.

JlvietoTepanys Hayara Ha 1l-e CyTKM SKM3HU OJHOBPEMEHHO C MH(QY3MOHHOI Tepamuel,
P 3TOM JCIIOIb30BAJIaCh CIIELMaI3M[POBAaHHAs CMech 0e3 JIeIVIHA, BaJHa, U30JIeNIyHa C Oen-
KOBBIM 9KBUBa/IeHTOM 40 (IpeHasHaueHa sl MalMeHTOB ¢ 60/Ie3HBI0 «KJICHOBOTO CHMPOIIa» CTapliIe
1 ropia). Pe6éHOK BCKapM/IMBaICA KallelIbHO Yepe3 OpOoracTpabHblil 30H[, C IOMOIIbIO NH(y30Mara,
IepUOAMIeCcK OTMeYa/ICh HeoOWIbHbIe CpbirMBaHus (mopTekanue cmecu). Ha 14-e cyTkm mepe-
BeI€H Ha CMecChb OTevecTBeHHOro npomsBopctBa «Hyrtpuren 14» — leu-val-ileu (mpepgHasHaueHa
VIS TIAIVIEHTOB C 0O/Ie3HBI0 «KJIEHOBOTO CHPOIa» C POXKJIEHN), KOTOPYIO peOEHOK IepeHOCIT 3Ha-
YNTEIBHO JTy4llle: YMEHbIIVIVCD SIBIEHNsI MeTeOpyU3Ma, yIyqLINICcs Xapakrep cryna. Ha ¢pone nposo-
IVIMBIX MEPOIPUATUI OTMeYajiach TeHJeHINA K IIOJIOKUTE/IbHOI AMHAMMKE B COCTOSIHUM ITalVIeHTa.

B Bo3pacre 2 mecsiieB pebeHOK MepeBeiéH B OT/je/IeHNe ITaTOMIOTY HOBOPOXKIEHHDIX JleTeil
OI'AY «<HMUII 3nopoBbs geteit» Munsapasa Poccun mjis ganbHeriero HabmoneHst, KOPPEeKIun
Teparnn U peabuInTaIuin.
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OCOBEHHOCTU TEYEHUS HEOHATAJIbHOM
®OPMbl BOJIE3HU «KJIEHOBOIO CUPOMA»

IIpu nocmynnenuy B OTHENIEHVE COCTOAHUE peOEHKA PaClieHMBANIOCh KaK TKENIOe 3a CYET
OCHOBHOTO 3a00/1eBaHVsI (MHTOKCUKAIIVS aHOMaJIbHBIMK MeTabonuramn). Pe6EHOK IpaBuIbHOTO
TETIOCTIOKEH NI, IOHVDKEHHOTO MUTaHNsA. B HeBpoornyeckoMm craryce: MaosMOLMOHaeH, ped-
JIEKChI OPAJIbHOTO M CIMHAJIBHOIO aBTOMAaTM3Ma YTHETEHbI, MBIIIECYHbII TOHYC M JIBUTaTeIbHas
aKTVBHOCTDb CHYDKEHBI, KPUK Cpe[Heil CHUJIBI, NP OCMOTpe I'MIIepecTe3Nsl ¥ MOBbIIIeHe BO30y-
pumocTn. Koxa co cimabbIM CTaiKoBaThIM 3aIlaxoM (3aIlax KJICHOBOTO CHpOIa), OeHast, CyXoBa-
Tas1, 6e3 ChIN. SI3bIK YMCTBIN, BIQXKHBII, IPOSBIEHUN KaHAUI03HO MHbeKnn HeT. CepedHo-
JE€TO4YHas 1eATebHOCTDb YAOBIeTBOPUTeNIbHAA. JKMBOT Npy Na/niblaliuy MATKUIL, IIeYeHb 10 1,5 cMm
u3-1107] Kpas pébepHoii ;yru. Moua cBeT/ast, Auypes afeKBaTHbIL. CTYT CAMOCTOATE/IbHBII, Kallll-
11e00PasHBIIL, )KENITO-KOPUYHEBOTO I[BeTa, 6€3 MaToI0rnYeCKIX MpuMeceii.

BoIxaxmBajici B KpOBaTKe, HYXXHA/ICA B [JOIOJTHUTEIbHON OKCUTEHALMM 4Yepe3 KUCTOPOLHYIO
Macky. LleneBble mokasarernmy caryparmu yaepxusaeT (96-98%). OTMedaeTcs CTpUOPO3HBIN KOMIIOHEHT
Py IbIXaHMY U KpuKe. bonbioil pogHIIoK 3X3 CM BBIIIO/IHEH, CATUTTA/IbHbII IIOB OTKPBIT 10 0,5 cM.

Cocare/bHBI 1 IJIOTAaTeNbHBII pedIeKchl 0c/1abeHsl, B CBA3Y € 4eM IIPOO/DKEHO 8-pa3oBoe
KOpMJICHJIe Yepe3 OpO-/Ha30racTpaIbHbIN 30H] KallelbHO 3a 1 yac. B kakgoe kopmiieHne pe6&HOK
Ioy4as CHEelaJIN3MPOBAHHYI0 CMECh U CLEXEHHOE MAaTePMHCKOE MOJIOKO, KOTOPO€ BIIOCIIE[ -
CTBUY B CBAI3 C €T0 OTCYTCTBMEM ¥ IPOSIBJIEHMSIMY JiepMaTuTa ObUIO 3aMEHEHO Ha TUIIOaJJIepreH-
Hy10 cMech. KomndectBo ob1ero 6eka ¢ ya€ToM 6€30IacHOTO ero NOTpedIeHns 1 JOMyCTUMOTO
HoTpeO/IeHns NeiliHa cocTaBuiIo 2,1 I/Kr B cyTku: 1,1 r 6e/1ka Ha KMIOTPaMM MacChl Tejia 3a CYET
CIIeIVIa/IVI3VPOBAHHON cMecy 0e3 JieifljHa, BanuHa, nsoneiinynaa (HyTpuren-14), HaTypanbHbIL
6emok B konmmdecTBe 1,0 I/Kr 3a CUET cMecu Ha OCHOBE BBICOKOTMAPOIM30BAHHOIO MOJIOYHOTO
6enka (Hyrpunak nmenrupu CIIT).

PE3Y/IBTATBI IABOPATOPHOTO
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

ITpoBeneHo mccmenoBaHMe YPOBHA aMMOHMUS KPOBU, BBISIBICHO IOBBIIIEHNE €0 KOHIIEH-
Tpayumu go 148 mmornb/n npu HopMe 40-80. B cooTBeTCTBUM ¢ KIMHUYECKUMM PeKOMEeHAALNAMI
C Ie3MHTOKCYKALVIOHHO LIe/IbI0 U J/I1 HOpMa/IM3alyy yPOBHA aMMOHMA B KPOBU K IIepOPA/IbHON
Tepanyy 6bUIN JoOaB/IeHbl 6€H30aT HATPYS U TaKTY/IO03a.

YuurpiBasg 30M307bl TUIIOHATPUEMUN M IIOBBILIEHHDBIN PUCK PasBUTHUA OTEKA MO3ra, IIPO-
BOAWIACh KOPPEKLVA YPOBHA HATPMA B KPOBM ITyTEM BHYTpMBEHHOTO BBemeHNA 0,9% pacTtBopa
HaTpuA XJI0pKja.

[To maHHBIM MarHUTHO-pe3oHaHCHOW ToMorpadum (MPT) romoBHoro mosra: MP-kapTnna
CUMMETPUYHOTO IIOPKEHNs He3peoro 6e1oro BeulecTBa OOBUINX MOMTyLIAPUI, MOLAKOPKOBO
Y CyOTeHTOPMANIbHOM JTOKaIM3alMN B BUJIe IIUTOTOKCHYECKOTO OTEKA. [laHHbIe IBMEHEHNS XapaK-
TEpPHBI /I MeTabO/MNIeCKIX HapYLIEHNUI, B TOM 4¥C/Ie 00Ie3HN «KI€HOBOTO CUPOIIay.

PesynbraTsl Bujeo-anekTposHedanorpaduyeckoro Monnropunra. Con puddepenmmpyercs
ot 6oppcrBoBanus. [lepunartanpubiit IO -maTTepH, XapaKTePHBIIT 1yist 38-42 Hefenb ITOCTKOHIIETT -
TYaJIbHOTO Pa3BUTHA, CBUJIETEIbCTBYET O 3afiepykke co3peBanys. Ha atom ¢one perucrpupyercs
pernoHanbHasg SMIenTudOpMHas aKTMBHOCTb B JIEBOM I[eHTPa/IbHOM OT/eie C pacIpoCTpaHe-
HJIEM Ha JIeBBIl TOOHBII OT/eN B BUJe OCTPBIX IIOTEHIMA/IOB, KOMIUIEKCOB «OCTpasi-MelIeHHas
BOJIHa» C MHJEKCOM IIpefcTaBaeHHOCTH <5%. [Tpu mpoBemeHnu (yHKIVOHATBHBIX IMPOO MaTo-
JIOTMYECKUX M3MEHEHMII KOPKOBOJ PUTMUKM He BBIABIEHO. DNMIENTNYECKNE IPUCTYIIbI WIN UX
99I-marTepHbl He 3aPETVICTPUPOBAHBI.

[TpoBenieHO KOMIUIEKCHOE 00C/IefloBaHNe, BKIIOYAIOLee TOIOTHUTENbHYI0 OMOXMMIYECKYIO
Y MOJIEKYNIAPHYIO IMAarHOCTUKY. [0 MaHHBIM NOBTOPHOTO MCC/IENOBAHMA METOJLOM TaHJEMHON
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Macc-CIIeKTPOMETPUM CYXMX TIATeH KPOBM KOHIIEHTpaLMs JIeMIMHa/M30/IeHlIHa COCTaBUIa
1160 mxmonb/n (ipu HOpMe 55,1-266), BamuHa — 609 MkMonb/n (mpy HopMe 44,1-247). TasoBas
xpomarorpadusa OpraHM4ecK;X KIC/IOT MOYM ITIOKa3aja MOBBILIIEHHbI ypOBeHb 4-ruppokcude-
HVWINMPOBUHOTpagHoil Kucmotel (91,3 MM/M kpeaTnHuHa npu HopMme <16 MM/M), 2-keTo-3-
MeTWIBalepuaHoBoil KUCIOTHI (12,2 MM/M kpeatuHyHa py HopMe <2 MM/M), 2-KeToM30KaIpo-
HOBOII KUCIOTel (7,9 MM/M KpeaTnHuHa npu HopMe <2 MM/M), 2-ruipoKcnn3oBanepraHoBoOl
KUCTOTH (26,2 MM/M kpeartunyHa npu HopMme <3 MM/M), 4-ruapokcudeHNITyKyCHOI KIC/TOTBI
(271,4 MM/M xpearunnuHa npu Hopme <80 MM/M), 3-¢dennnykcycuoit kucnorsl (40,4 MM/M
KpeaTMHIHA Ipy HopMe <5 MM/M).

THK-TMATHOCTUKA

B pesynbrare moucka IaTOreHHBIX BapMAHTOB B IeHaX HAC/TIECTBEHHBIX Oo/e3Hell oOMeHa
METOJOM BbICOKOIIPOM3BOAMUTENbHOIO CEKBEHMPOBAHNUA BbIAB/IEH IIATOT€HHBIV HYKIEOTUIHbIN
BapmaHT ¢.653C>T (NM_183050.4, chr6:80171301C>T) B rOMO3UTOTHOM COCTOSIHUM, IPUBOJS-
Ui K aMUHOKMCIOTHOMY BapuaHTy p.Pro218Leu B rene BCKDHB (OMIM 248611).

B cBs13u ¢ HanMYMeM BBIP@KEHHOI MUKPOIIUTAPHO, TMIIOXPOMHOI aHeMuy Ha poHe nHpek-
IIIOHHOTO TIpOliecca MpoBefieHa TPaHC(y31st SpUTPOLNTAPHOI B3BECH.

ITocne npouenypsl reMoTpaHcdysum Ha 2-e CYTKM OTMEYATIoCh pe3Koe YXYAIIeHMe COCTOs-
HVSA KOXKI B BUJIe PACIPOCTPAHEHHBIX 110 BCEMY TeTy 3PUTEMBI, TPEIUH, 3PO3VBHbIX 9IeMEHTOB
C 0OpBIBKaMI SMUIEPMIACA, @ TAKXKe BBIPKEHHOI MHQWIbTPALMU KOXKI C TPELIMHAMM 1 Maljepa-
yeil B IepropanbHoii obmactu (puc. 1).

YuutpiBas BbIpa)KeHHbIe KOXKHbIE IPOSIBIEHVS, ITOJIOXKUTEIbHbIe MapKepbl BOCIIATeHMUs,
pe6EHKy IpoBefieHa KOppeKIus aHTMOAKTepuaabHON! 1 MPOTUBOTPUOKOBOI TEpAINy COITIACHO
YYBCTBUTE/IbBHOCTY BbICEBAeMOIl (JIOPHI.

Puc. 1. CocTtosiHMe KOXXU pebEéHKA nocne reMoTpaHcdysuun.
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OCOBEHHOCTU TEYEHUS HEOHATAJIbHOM
®OPMbl BOJIE3HU «KJIEHOBOIO CUPOMA»

YxypuieHne KIMHUYECKON KapTMHbBI COIPOBOXIANOCh Pa3BUTHMEM TPEXPOCTKOBONM IUTO-
neHuyu (aHeMus, TPOMOOLMTOIEHMS, JIENKOIIEHNA), IOBBIIIEHNEM MapKepoB BOCIIATeHNUA
(C-peakTVBHBI 6€lMOK ¥ IPOKAJTbLNUTOHMH); OTMEYAsCA BBICOKMII IIOKasaTenb (eppuTHHA.
CocrosaHna pe6€HKa paclieHeHO KaK IPOsAB/IeHNe BTOPUYHOTO MMMYHOIePUIINTA C Pa3BUTHEM
BTOPMYHOTO reMOo(daronuTaporo CMHAPOMaA, B CBA3M C YeM C MMMYHOMOAYIMPYIOLIEi I[e/IbIo
IalUeHTy ObUIM Ha3HAYeHbl BHYTPMBEHHO MMMYHOITIOOY/INH desloBeKa HopManbHbI (Human
normal immunoglobuline) B cymmapHoit gose 1,71 r/kr u gekcamerasoH B fosde 10 mr/m2.
[TapannenbHO TPOBOANIACH HAPY)KHAS TepaNNsA SMOJIEHTaMMI.

Ha done nedenns cocTosHMme HanyeHTa yIy4IIMIOCh: CHU3MUINCH MapKepbl BOCIHATeHMA,
KyIpPOBaH KOXHBII Ipoliecc, pe6€HoK cTas npubasaTh B Bece 1o 10-15 r B cyTkn. B cTtabuin-
HOM COCTOSIHMM PeOEHOK BBIINMCAH JOMOII C NMOAPOOHBIMM PeKOMEHIALVAMY II0 JUeTOTePaIn
¥ TIPOJIO/DKEHNIO JIedeHus (puc. 2).

ITpu mpoBenerny aMbyIaTOPHOr0 KOHTPOJIA KIMHNYECKOTO aHaIN3a KPOBY Y peO€HKa B BO3-
pacTe 6 MecAlLeB BBIAB/IEH PELVMANB aHEMUM, B CBA3M C YeM OH ObII TOCIMTaTN3MPOBAH I IIPO-
BefleHs reMoTpaHchysum. YUUThIBasA aHaAMHe3, IPoIlefypa Oblla IIpoBefieHa C MCIOIb30BaHNEM
OTMBITBIX 3PUTPOINTOB. HeraTuBHBIX peakimii Ha reMOTpaHCQY3UIO, B TOM YNC/Ie TTOOOYHBIX
KO>KHBIX IIPOSABJIeHMIT He oTMedeHo. [Tocme cTabummsanym cocTosHNA peOEHOK BBIIVICAH JOMOI
1I07T Hab/MIoleHMe CIIeIMAIICTOB 10 MECTY XKMUTENbCTBA.

W

ITPOT'HO3

[Tpornos 14 manbHENIIEro MCUXOMOTOPHOIO PasBUTKA MALIEHTa 3aBUCUT OT CPOKOB Havasia
¥ a/IeKBaTHOCTY IIPOBOAVIMOTO JIEYEHNA, YTO 00YC/IOBIEHO TSKECThI0 (PepMEHTATHBHOTO fedeKTa
1 popmoii 3aboneBanyA. ITanyeHTsI C TeHMIMHO30M, 0COOEHHO C HeOHATaTbHBIMM pOpMaMM, yTpo-
KaeMBl 10 PasBUTHUIO MeTabOMNYECKIX KPU3OB, KOTOPbIE TPV OTCYTCTBUM aleKBaTHOJ MHTEHCYB-
HOJI Tepanmy MOTYT IPUBECTY K OTEKY FOJIOBHOTO MO3Ta 1 ITyOOKOMY ITOPaskeHMIO LIeHTPaIbHO
HEPBHOJ CUCTEMBI.

I[TIpu paHHelT AMaTHOCTHMKE, CBOEBPEMEHHO HA4YaTOM JIEYeHMN U CHCTeMaTHYeCKOM MeTabom-
4eCKOM KOHTPOJIe IIPOTHO3 3a00/IeBaHNA 1A )KM3HM OTHOCUTENIBLHO 0/1arOIPUATHBII.

Puc. 2. CocTosiHMe KOXXU peb&HKa nocse neyeHus.
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OBCYXAEHUE

HonrocpouHoe nedeHne 60nMe3HN «KJIEHOBOTO CUPOMa» BK/IIOYAET MOXKU3HEHHOE OrpaHuye-
Hile Oe/Ka B paliioHe MUTaHN, 00ecriedeHe a[eKBaTHOTO KOMMIeCTBA SHEPTUN, YTO JOCTUTAETCS
3a CY€T UCIIO/Ib30BaHM CIIeMaNM3MPOBAHHONM CMeCy Ha OCHOBE L-KpUCTamInyeckux aMIHOKIC-
70T 6€3 MaToreHeTMYeCKy 3HaYMMbIX aMUHOKIICTIOT ¢ pa3BeTBNEHHON Lenbio (BCAA) — nerinuna,
M30IeiHa, Banania [2, 3].

Hecmorpss Ha OOIIHOCTD KIMHMYECKNMX IIPOSIBJIEHMII 3TOTO HACIeACTBEHHOTO Hapylle-
HUA MeTaboM3Ma, y psAfa NMAaIVeHTOB JIeHIMHO3 IIPOTeKaeT CO CBOMMM OCOOeHHOCTAMU. Tak,
B 2021 rogy ommcaH pemkuil caydail HepOTMYECKOTO CMHApPOMA Yy 22-MeCAYHON (QVINIIINH-
CKOI1 IeBOYKMU C yefinHo30M. O codeTaHMM 3TUX JIBYX COCTOSIHMII paHee He COOOIanToch — OHO
ABJIAETCA KpajiHe pefkuM [5], offHaKo MmopakeHue MOYEK OMMCAHO IPU JIPYTUX BPOXKIAEHHBIX
ommbKax MeTabomM3Ma, TPeOYIONX OrpaHNYeHN A INIeBOr0 HaTypalbHOTO OeKa, B YaCTHOCTHU
npy TUPO3MHeMMH, TUII | (remaropeHanbHasi TMPO3UHEMIUS), KOTOPasi HEPEJKO COMPOBOXK/AETCS
HOpaKeHMeM ITI0YeK [6]; TedeHVe MeTVMIMAJIOHOBO 11 IIPOIIVIOHOBOM allMAypuit (auygeMun) Tak-
Ke XapaKTepu3yeTcs pa3BUTIEM XPOHNUYECKOI OYETHON HeOCTAaTOYHOCTH [7].

Y manyeHTOB C JISMIMHO30M ONMCHIBAIOTCS CIy4ay ATPOr€HHOTO SHTEPOIIATNIECKOrO aKpo-
fiepMaTuTa, 06yCIOBIEHHOTO XECTKIMI OTpaHNYEeHVSIMI HaTypaIbHOTO Oenka, feduirom Hesa-
MEHJMBIX aMIHOKIVICTIOT, HeOCTaTOYHOI HOTalyell BUTAMIHOB ¥ MUKPO3/IEMEHTOB, B YaCTHOCTHU
nyHKa [8]. Bo3MOXXHO Taxke codeTaHVe HACTEACTBEHHOIO HapylleHMs oOMeHa aMMHOKVICIOT/
OpraHMYeCcKMX KUC/IOT ¥ HAC/Ie[ICTBEHHOTO HapyIleHns 1 0OMeHa TPaHCIOpTa IMHKA.

B npepcraBneHHOM HaMy KJIMHMYECKOM CIy4ae IPOJIeMOHCTPVPOBaHA HeoHaTalnbHasA Gop-
Ma 3a007eBaHMs, KOTOpas XapaKTepU30Ba/mach TSDKENbIM TeYeHNEM C BBIPAKEHHOI aHeMmerl,
BTOPUYHBIM reMO(]aronyuTapHbM CMHAPOMOM Ha GoHe MHQEKIVOHHOTO Ipoliecca (THEBMOHNS,
MHQEKIVA MOYEBBIX ITyTell) ¥ OCTPOII IUIIepepridecKoil peakiyell Ha epe/BaHye IpernapaToB
KpoBu. KimHudeckass KapTuHa mopakeHusl KOXKM ObUIa CXOHA C TAKOBBIMU IPU BPOXKAEHHOM
uxtnose u cunppome Jlaitemna. Takoe TeueHne HeOOBITHO TSI MAIIVIEHTOB C 60/IE3HBIO0 «KJIEHOBOTO
cuporma» u TpebyeT MyIbTUAVCHUIIIHAPHOrO Toaxona. Kpome Toro, y manmenTa ¢ caMoro Hadaja
obparran Ha cebs BHMMaHIe OTATOLEHHBI aHAMHe3: OIM3KOPOACTBEHHBIN OpaK, aHTeHaTaIbHas
rubernb cnbca, a TaKKe 3afiep)kKa BHYTPUYTPOOHOTO pasBUTHA. DT (PAKTOPDI JO/DKHBI OBBIIIATD
HAaCTOPOXXEHHOCTD Bpaya B I/IaHe PYUCKa HACIe[ICTBEHHO IIATOMIOT UM ¥ 0COOEHHOCTel! e€ TedeHws,
U ewé pas MOAYEPKMBAIOT BAXHOCTh IPABIMIBHOTO ¥ TINATeNbHOro cb6opa aHamHesa. Ciemyer
OTMETUTD, YTO B JUETOTEPANNy MAIMEHTa C MOMEHTA YCTAHOBJIEHNS AMAarHo3a MCIONb30BalINCh
VI IPOJIO/DKAIOT IPUMEHSATBCS ClIeMaIy3YPOBaHHbIe IIPOAYKTHI JIeueOHOrO MUTAHVS OT€4eCTBEH-
HOTO IIPOU3BOJCTBA.

3AKJTIOUEHUE

PacmimpeHHBII HEOHATA/IbHBINI CKPMHMHT 3HAYNMTEIbHO OO/IerdaeT pPaHHIOK IMAarHOCTHU-
Ky JIeJIIMHO3a, OJHAKO HeOHaTajbHble GOPMbI, HECMOTPSI Ha CBOEBPEMEHHO HauyaToe JieyeHNe,
MOTYT CONPOBOXX/JATHCSI COMYTCTBYIOIMMY 3a00/IeBaHVSAMY, OCTIOKHSIOIIMMY TedeHue 00Ie3HI,
9TO TpebyeT OBICTPOI KOPPEKIMY TePAIINH, CUCTEMATIYeCKOTO MOHUTOPVHIA ITOKa3aTesieil FOMeo-
CTa3a, MapKepoB (PYHKINY II€YeHM Y I0YeK, AaMVHOKIC/IOTHOTO IIPOQUIS KPOBU ¥ OPTaHNIECKIX
KncotT Moun. Oco6eHHO Ba)KHO NPOBOAUTH TAKOJ KOHTPO/b y MAIIEHTOB PAaHHEro BO3PAacTa,
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OCOBEHHOCTU TEYEHUS HEOHATAJIbHOM
®OPMbl BOJIE3HU «KJIEHOBOIO CUPOMA»

TaK KaK OHY HauboJsiee MoJBep)KeHbI eKOMIIEHCALMU MeTabomuecKux mporeccoB. OueHb BaKHO
CBOEBPEMEHHO IIPOBOANUTH KOPPEKLMIO JUETUIECKOTO JIEYEHN A ¥ KOHTPOAMPOBATh HY TPUTUBHBIN
craryc pe6éHka. MyIbTUIVCIMIUIVHAPHBII IIOIXOZ U C/IefoOBaHVe KIMHNYECKIM PeKOMEH/AIVIAM
II0 BeJIeHUIO TAllIeHTOB C 60J/Ie3HBIO «K/IEHOBOTO CHPOIIa» IIO3BOIUT 00eCIIeYnTh OI1aronpusaTHBIN
IIPOTHO3 /I UX >KU3HIU.
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CNYYAN OUATHOCTUKU U XUPYPITUYECKOIO
NEYEHWA MEMBPAHbI ABEHAALUATUNEPCTHOM
KULWWKW Y PEBEHKA 10 JIET C CUHOPOMOM [JAYHA

A.B. Anxacos, E.MI. Komuna, C.A. Patuukos, M.B. ®ucenko, A.O. IlImpikoBa,
H.B. llly6un, M.M. JloxmaToB

OBOCHOBAHME

BpoxzéHHas KullleyHass HENPOXOAVMOCTb — OfMH M3 CaMbIX YacTbIX IIOPOKOB Pa3BUTHA,
TpeOYIomMX OKa3aHMs 9KCTpeHHON nmomoum [1]. YacTora poxzieHMs meTell ¢ MOPOKAMU Pas3BM-
THA JKENTYLOYHO-KUIIEYHOTO TpakTa cocTasiAeT 1:6000 HOBOpOXXI€HHDBIX. [lyofeHanbHas1 HENpPO-
XOAVIMOCTb BCTpedaeTcss B 2 pasa dvalle, 4eM aTpe3us IUINeBOAa U AuadparManbHas TPbDKa,
u B 3 pasa vame 6onesuu [mpmmnpysra [2]. YV nauyeHToB ¢ MeMOpaHaMyl ABEHAALATUIICPCTHON
KUIIKY CYMIITOMBI MOTYT HOSB/IATLCA B IO3IHEM MJIa[IeHUYeCTBe, MHOT/A JaXke B 3peIOM BO3pac-
te. [IpuunHoIt 60JIee MO3/JHETO MPOSBIEHNsI CUMIITOMOB SIB/IETCS OCTEIIEHHOE BO3HIKHOBEHNE
aTOHMM ¥ HedP(HEeKTUBHON MepUCTATBTUKA B PACIIMPEHHOM IIPOKCYMAIbHOM OT/ieJie JBeHala-
TUIIEPCTHOI KNIIKY [3]. XapakTepHbIil cMMITOM ABoitHOro myssips (double-bubble) Ha 0630pHOIT
peHTreHorpadmy OOBIYHO BBIAB/SAETCS Y HOBOPOXKAEHHBIX. /11 IOCTaHOBKM AmarHosa 6oee
B3POC/IBIM IeTsAM HeoOXOIVIMO IIPOBOUTH PEHTI€HKOHTPACTHOE MCCIeOBaHMe BePXHIUX OT/IeTIOB
XKeTyJOYHO-KMIIeYHOro TpakTa [4]. Ilo JaHHBIM /UTEpaTyphl ONMUCAHO HOCTATOYHO OOJIBIIOE
KO/IMYECTBO HAOMIONEHNIT MO3[HeNl AMArHOCTUKY YaCTUYHON HYOfeHa/NbHOM HEepPOXOAUMOCTH
(cTapure 1 MecsIa), OHAKO PELKO OMMCBIBAIOTCSA CIyYay IAlMeHToB cTapiue 4 et [5].

ONMUCAHUE KJIMHUYECKOI'O CJIYUAA
o O

Pe6énok C., rocnnTannsupoBaH B XUpyprudeckoe TopakanpHoe orgenerye PIrAY «HMMUII
310poBbA fereli» Munsgpasa Poccun B Bospacte 10 ner.

Anamnes musHu. Pe6EHOK OT 4eTBEPTON OepeMeHHOCTM, TPeTbUX pPOHOB Ha 36-il Hemesne
recraguu. ITocne poxXgeHns AMarHoCTUPOBaH CMHAPOM [layHa.

Anamnes 6onesHu. Co C/I0B MaMbl, B3[[yTVe >KMBOTA, OTPBDKKA, 3aCTOVHbIE PBOTHI, CKIOH-
HOCTb K 3aIl0paM U OTCTaBaHMe MacCO-POCTOBBIX IIOKa3aTesiell OTMeYanluch C paHHErO BO3pacTa.
HeongHokpaTHO 00CIeOBaCs 1O MECTY >KUTEIbCTBA, IOCTIe Yero HAOMIONAICs y TaCTPOIHTEPO-
nora. IIpoBoamaack cMeHa cMecu JUIsl SHTepaJbHOrO KOPMJICHNMs, Ha3HA4Ya/ICh PasHOOOpasHble
AMETBH, @ TaKKe KYPChl MeINKaMeHTO3HOI1 Teparmmu. Ha aToM oHe 3HaYMMOTO IOTIOKUTETBHOTO
abdekra pogurenu He HabTIOKANN.

B Bo3pacte 10 et mostBMIACh PBOTA, IIPY 9TOM B PBOTE OTMeYaInCch (parMeHThl MaH/JapuHa,
CbefleHHOTO MecsAL, Hasaf. [lanee MOABMICA IONIHBINA OTKA3 OT €fbl M NUTbA. locuTanmu3npoBan
B CTAlIMOHAP II0 MeCTY >KUTeNbCTBa. [Ipu peHTreHorpadumu BbIsIBIEHO MHOPOAHOE Teno (baTaperi-
Ka) B IIPOEKINI XKeTy/IKa, BBIIIOTTHEHO SHTOCKOIMYECKOe yAaeHe IHOPOJTHOTO TeJIa.
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CNYYAA OUATHOCTUKU U XMPYPTUYECKOTO
JIEYEHWS MEMBPAHbI ABEHAOUATUNEPCTHOM
KWLIKWN Y PEBEHKA 10 JIET C CUHOPOMOM
OAYHA

Yepes Mecsl pe6EHKY IPOBEIEHO PeHTTeHOKOHTPACTHOE UCCIeTOBAHNE XKeTYJOYHO-KIIIIed-
HOTO TpAKTa, IIPY KOTOPOM OTMEYaj0Ch BBIPAKEHHOE 3aMeJIeHMe 3BaKyalluy KOHTpacTa
U3 Xenypka. [lyia manbHeiiero o6cefoBaHNs U edeHNs peO6EHOK HampasaeH B OTAY «HMUI]
370poBbA JleTeli» Mun3sapasa Poccunm.

IIpu nocmynnenuu. IIpu ocMoTpe obpamany Ha ce6s BHMMaHNe HETOCTaTOYHOCTDb IIMTAHMS,
c1ab0 BbIpa)KEHHAs IOJKOXHO-KIPOBast KJIETYATKA, a TAKXKe B3y THE KUBOTA, IIPEMMYIIeCTBEH-
HO B BEpPXHMX OTHenax. Ha MoMeHT rocnmranmsanum B Bo3dpacte 10 ymeT macca Tena peOGEHKa
cocrapsia 21 Kr (1-if eHTUIbHBI KOPUTOP).

\—
IIPEJIBAPUTE/IBHBIV IVIATHO3

OcHOBHOII inarHo3: «MemOpaHa J[BeHa IIaTUIIEPCTHON KUIIKY. XPOHNYECKas AyofeHaTbHas
HeNpoxoauMocTb. Hapymenne spakyanunn us xenyznka. CocTosiHue 1ocje yfaaeHns MTHOPOZHOTO
TeJla U3 XKeyaKa».

ComyrcrByrommit auarHo3: «Crunppom [layHa. 3amepyxka ¢usndeckoro passutysA. Hemocra-
TOYHOCTDb MuTaHuA. HuskopocnocTs cMemanHoro resesa. [unorupeos. Pacxopaieeca coppysxe-
CTBEHHOE aJIbTEpHIpYIOIlee KOCOITa3ne, aHN30MEeTPOI».

PE3Y/IBTATBI IABOPATOPHOTO
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

B ornenennu pe6EHKY IpoBefieHO KOMILIEKCHOe obOcienoBaHye. [lepBbIM 9TalloM BBIIIOTTHEHO
ynbTpasBykoBoe uccnefosanue (Y3/) opraHoB OpIOLIHON IIONOCTY, HA KOTOPOM 0Opalnano Ha cebs
BHUMaHMe paclyipeHye IPOKCUMAIbHbIX OT/E/IOB ABEHA/LIATUIIEPCTHOI KVIIKY, @ TAk)Ke yMEepeHHOe
pacIIpeHye BHe- ¥ BHY TPUIIEYEHOYHBIX )KeTIHBIX IPOTOKOB. [lajiee IPOBEICHO PEHTTEHOKOHTPACTHOE
VICC/IEJOBAHYIE JKETy/J0UHO-KIUIIIEYHOTO TPAKTa: XXeTYHAOK yBelIUYeH B pasMepe, TyKOBUI[A ABEHA/IIIATH-
IIEPCTHOII KUIIKM Pe3KO paciumpeHa (o 6-7 cM); dyepes 6 4acoB OT Hayasa MCCIeSOBAHMA OOMbIION
06béM 6apueBoil B3BeCK B XKeTyHKe
VI paclIMPeHHOJ TyKOBUILe ABEHA[-
LATUIIEPCTHOM KUIUKM IPEXHUI,
YTO CBUETENLCTBYET O BBIPAYKEHHOI
3ajiep>KKe 9BaKyalMy W3 >KeTyfKa
(puc. 1). IIpn BeImONTHEHUM 0630p-
HOIl peHTtreHorpadum OprouIHO
HOJIOCTY OTMEYa/IMCh [Ba TIa3OBBIX
Hy3bIps. — B JKENTyfKe U, IPeAIosno-
JKUTEJIbHO, B TYKOBMIIE {BEHA/IIIATI-
MIePCTHON KUILKM.

3aBepUIAlOIVM 3TallOM IIPO-

= 1 BefieHa (ubpossodaroracTponyo-

porlll 1 ] meHockonmA. Ha MoMeHT ocmoTpa
A E | . B Ke/TyIKe MHOTO 3aCTOIHOTO COfiep-
PUc. 1. PEHTreHOKOHTPACTHOE UCC/Ie0BaHNE XKEeNlyJ04HO- KJMIMOTO C OCTaTKaMy Iy, B Huc-

KULLIEYHOro TPaKTa: 3HauUUTeNIbHOE pacluMpeHne npoceeTa XOZALEM OTJeNe IBEHALIATUIIEPCT-
JIYKOBMLbI ABEHaLATUNEPCTHON KMLWKK (A); 3agep)KKa HOJ KMIIKM Ha YpPOBHE OOJIBIIOrO
3BaKyaLuu KOHTPACTHOro BelecTea U3 xenypgka (b). IOYOMIEHAa/IbHOTO COCOYKA OIpezens-
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€TCSl HEeITPOXOMMOE /Il 3HIOCKOIIA
oUaMeTpoM 9,3 MM Cy>KeHue Ipo-
CBeTa 3a CYT MeMOpaHbI IBEeHa/IIa-
TUIIEPCTHON KMIIKNU. Vlccmenosanue
IIPOJIOJDKEHO 3HJOCKOIIOM JIiaMeT-
poM 59 MM, mId KOTOPOrO 30HA
CY>KeHIA ITPOXOJVIMA C 3aTPYFHEHN -
€M M OIlylLeHNeM IIOTHO9/IACTIY-
HOTO CONPOTMBIIEHMS (IIPOTSKEH-
HOCTb CY>KEHMS BU3Ya/lbHO OKOJIO
0,5 cM); IpOKCUMabHee 30HBI CTe-
HO3a IPOCBET JIBEHA/[L[aTUIIEPCTHOM
KUIIKY paciypeH (puc. 2).

Takum 06pa3om, 1O HaHHBIM

O
Puc. 2. ®ubposzocharoractpoayoneHOCKONUs:
pacLMpeHHbIN NPOCBET JIYKOBULbI ABEHAALaTUNEPCTHON
Kuwku (A); Bu3yanusmnpyertca MeMbpaHa
[BEHaaLATUNepCTHOMN KULLKK C TOYeYHbIM npocBeToM (B).

IPOBENEHHBIX MCCIIEHOBaHMII ¥ pebEHKa AMarHoCTMpoOBaHa

JacT4HasA AyOoAe€Ha/IbHaA HENPOXOAMMOCTb 3a CUeT MeM6paHI)I )lBeHaI[L[aTI/IHepCTHOIU/I KIMIIKIN.

[IpunATO penreHne 06 onepaTMBHOM JICUEHNUN.

Pe6GEHKY BBIIIOTTHEHBI JTallapo-
TOMUA, BCKPBITHE IPOCBETA [IBEHA]I-
LATUIIEPCTHOM KUIIKU U MICCeUeHMe
MeMOpaHbL. 1]e10CTHOCTD [iBeHA-
L[ATUIIEPCTHOM KUILIKY BOCCTaHOB-
JIeHa y3/10BbIMU 1IBamu (puc. 3).

ITocneonepanMoOHHbBI TIepU-
Ol IpOTeKa/l InagkKo. B Tedenme
CYTOK pe6EHOK HaXOAWICA B OTHe-
JIEHUM peaHuMaluy, 3aTeM IepeBe-
IEH B XMPYprudeckoe TopaKaabHOe
OTje/iIeHe, HadaTa IIOCTeIleHHas
akTuBuU3auusa. Ha 4-e mocneome-
palMOHHbIe CYTKM peG&HKa Hadva-
JIV BBINIAMBaTh, Ha 5-€ IIOC/eOoIe-
palMOHHble CYTKM — KOPMUTb
yepe3 poOT C IOCTENEHHBIM pac-

Puc. 3. UHTpaonepaLunoHHoe hoTo: BUa MOOGUIN30BaHHOMN
MeMOpaHbl ABeHaALaTUNEePCTHON KULLKK (A);
BUA ABEHAALATUNEPCTHOM KULLKU NOCNe ncceyeHus
MeMOpaHbl, 30H/, YCTaHOBJIEH B NpocBeTe haTepoBa cocka (b).

minpeHneM OUeThl. KOpMHeHI/Ie IIOTHOCTDhIO yCBayBajl, pBOTbl MaMa HE€ OTM€Yasia. OTMevanocp
YMEHbIICHNIE J)XKMBOTA B o6béme. Ha KOHTPO/IbHbBIX VY3V oTMeuanoch NOCTEIIEHHOE YMEHDbIIICHNE
IIpocBeTa I[BeHaI[HaTVIHepCTHOﬁI KUIIKY, @ TAaK)XXE HOpMa/In3anunsa pa3dMepoOB JKETIHDBIX ITIPOTOKOB.
Ha9-e IocneonepanmMoHHbI€ CYTKN pe6éHOK BbIIIMCAaH ,IIOMOI7[ B YOOBJIETBOPUTE/IBHOM COCTOAHVIMN.

JVTHAMMKA U PE3YJIBTATBI IIOC/TEQYIOIETO HAB/IYOTNEHVA

MeXXrocnuTanbHBbI TIepmuon MnpoOTeKal ITIafKo. Co coB MaMbl, IIOTHOCTDPIO KYIIVPOBAaHbI
BCE )KaJ'IO6bI, PBOTBI I OTPBIKKI HE 6b10. OTMEueHa BbIpa’)K€HHAaA IIO/IOKUTEIbHAA AMHAMMKa
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CNYYAA OUATHOCTUKU U XMPYPTUYECKOTO
JIEYEHWS MEMBPAHbI ABEHAOUATUNEPCTHOM
KWLIKWN Y PEBEHKA 10 JIET C CUHOPOMOM
OAYHA

®.

Puc. 4. PeHTreHOKOHTpacTHOe uccnegoBaHue

XenyaoyHO-KULLEYHOro TpakTta:
COKpalLleHune pasMepoB JIyKOBULbI
OBEHagLaTMNEePCTHOWN KULLKMW.

Puc. 6. ®uépoasocharoractpoayoaeHo-
CKOIMKWS: 30Ha UCcCeyeHUss MeMbpaHbl
OBeHaauaTUNepCTHON KULLKKM CBOOOAHO
npoxoauMa Ang sHpockona 9,3 MM.

94

Puc. 5. PeHTTeHOKOHTpPACTHOE uccneaoBaHue

XeNly[oUYHO-KMLWEYHOro TpakTa: yepes 3 yaca

KOHTPACT B XeJlyaKe U ABeHaauaTUnepCcTHOM
KULLKE He onpepenseTcs.

B COCTOSIHMU pebEHKa. 3a 6 MecsleB MaIbuyiK
Habpan 5 kr u BeIpoc Ha 4 cM. OTmevaercs
y/IydllleH)e aleTnTa.

[IpoBeleHO KOHTpOIBbHOE OOCIEfOBaHME:
10 faHHBIM Y3V mpocBeT MTyKOBMIIBI IBEHAI[a-
TUIIEPCTHOJ KUIIKY He PacIIVpeH, >KeT4eBBIBO-
JiAlVie IPOTOKM He PaCIIMpPeHbl; Ha peHTTeHOKOH-
TPAaCTHOM MCCTIEJOBAaHNY OTMEYAETCs COKpaIleHNe
PasMepoB JTYKOBMIIBI IBEHA/IIATUIIEPCTHON KIIII-
ku (puc. 4). Yepes 3 yaca OoT Havyana MCCIENO-
BaHNUA KOHTPACT B JKENy[Ke He OIpefeseTcs,
YTO TOBOPUT O HOPMAIM3ALVIM €ro 3BAKyaTop-
Hoit ¢ynkumu (puc. 5). Ilpn BbimomHenun ¢uo6-
P0330¢aroracTpofyoeHOCKOINY  COAEP>KIMOTO
B JKeNTy[iKe HeT, onpepesnsaeTcs HebompuIas gedop-
Malysi HUCXOJSIEro OTHeNa JBeHalaTUIIepCT-
HOJT KMIIKY Ha YPOBHE OO/IBIIOTO [[yO[leHaIbBHOTO
COCOYKa, CBOOOIHO IPOXOAVIMAst /I SH/IOCKOIIA
nuamerpoM 9,3 MM (puc. 6).



Takum o6pasoM, ImpoBe€HHOE XUPYPrUdYecKoe jedeHue IO3BOMIIO HOCTUYb XOPOIIETro
pesy/brara i BepHyTb pe6EHKa K OTHOLEHHO KU3HL.

/&Y TIPOTHO3

[IporHo3 st masnbHeIIelt )KM3HN MalieHTa OIaronpusaTHell. [Ipy ycrmenrHoM Xupyprude-
CKOM JIEYeHMN JaHHOII IATOJIOTMM Y HAI[ieHTa BO3MOXKHA IIOJIHAS COLMa/IbHAsl afjalTalus, HeT
HeOOXOMVMOCTU B COOMIONEHNN TueT.

OBCYXAEHUE

JlyoneHanpHasi HEIIPOXOAVMOCTD HE3aBUCUMO OT €€ 9THOIOruY (aTpe3usi, CTEHO3 MIN MeM-
OpaHna) 6oree yeM B 80% cTy4yaeB JIOKa/IM3yeTCsA B aMITY/LAPHOI 9acTH, YTO CBA3AHO C IMOPUOIIO-
rueit IBeHaJUATUIIEPCTHOM KUKY [5]. MemOpaHa IBeHAALATUIIEPCTHON KUIIKM OOBIYHO AMar-
HOCTUPYeTCA I03)Xe, 4eM aTpe3Ns ABEHAJLATUIICPCTHOI KUIIKY, OTMEYEHO TAKOKe, YTO JaHHbIE
HaNMeHThI Jallle VMEIT COMyTCTBYIomye aHoMamuu (75% npotus 50%), cpenyt HUX OTMedYaeTcs
cuHapoM [layHa, MOPOKM cepylja ¥ KPYIHBIX COCYHOB, I'MITOCHIA/UsI, KONbLEBUHAS ITO/KeNy-
mouHast xemesa u ap. [6]. [Ipu mosgHeM obpaljeHny MALMEHTOB B CTAIIOHAP >Ka/lIOOBI 3a4aCTYIO
CTQHOBATCS HeXapaKTePHBIMY U HEOIpefe/IEHHBIMY, YTO MOXKET IIPUBECTM K HEIPaBUIBHOI UX
untepnperaunn [5]. O630pHas peHTreHorpadus OpPraHoOB OPIONIHON IONOCTY He TO3BOJSET
JOCTOBEPHO YCTAHOBUTH JAMArHO3 YAaCTUYIHON IAYO[eHaIbHON HeIpOXOoauMOCTH. /i yTOYHeHs
IVMarHo3a HeoOXoMMO IIPOBefieHVe PEeHTTeHOKOHTPACTHOTO MCcenoBanus u pubpoasodaroract-
poryoneHockonuu [7].

Bo BpeMms Xupyprumueckoro jedeHus HeOOXOIMMO TOYHO OIPENeUTb MeCTOIOTIOKEeHNe
MeMOpaHBI: €€ JIOKa/IM3aLMI0 MOYKHO IIPEIONOXKUTD IT0 MECTYy IepeXofia PacUIVPeHHON KVIIKU
B HOPMa/IbHYI0. [I/151 yTOYHeHMsI IOKA/TM3ALJ MOYKHO MICIIO/Ib30BATh TAK>)Ke MHTPAOIIEPALIVIOHHYIO
nyoneHockonuio. I ycTpaHeHMsT MeMOpaHbl BO3SMOXKHO €€ 4aCcTMYHOE VICCeUeHe VIIU Ha/loXKe-
HIIe [yOfieHOAyofileHoaHacToMo3a. HeobxonmMo BusyanmmsupoBarh GpaTepoB COCOK BO M3bexaHue
ero noBpexaenus. [Tocne ero Busyanmusaumm 4acTb MeMOpaHbl MO>KHO aKKYPaTHO MCCedb, COXpa-
HUB CETMEHT, COIeP>Kallil TePMUHAIBHBIN OT/ie/T 00IIero »KemyHoro npotoka [8]. ViMmeHHO puck
HOBPEXEHNS 00OIIero KeTYHOTO MIPOTOKA, a TaKXKe BUPCYHIOBAa IIPOTOKA B MeCTe VX BIIQI€HNS
fie/IaeT JAaHHYIO Ollepaliio 0COOEHHO NMPELM3NOHHOI. B HEKOTOPBIX CTaThSIX OIMCBHIBAIOT IIPEUMY-
I[eCTBa KOPMJIEHNS Yepe3 30H/, 3aBefI€HHBIN 3a 30HY aHACTOMO3a: 10 HallleMy MHEHUIO, JaHHas
TEXHOJIOINA He ABJgeTcsa 00ga3aTenbHo [9]. Bo3MOXHO TakyKe MCIIOIb30BaHe S3HLOCKOIMYECKIX
BHYTPUIIPOCBETHBIX TEXHOJIOTMII JUIsI MCCeYeHUs1 MeMOpaHBI, OHAKO OOJBLIMHCTBO XMPYProB
CUYMTAIOT, YTO AYOJEHOTOMYS MIPEAIOYTUTE/IbHEE /IS CHVYKEHVISI TOTEHI[MaIbHOTO PUCKA Hellpes-
HaMepeHHOTO MOBPEeX/eHNMs IPOTOKA ITOJKETyTOYHOI JKe/Ie3bl VI SKeTYHBIX IIPOTOKOB.

B HacTosIiee BpeMsi OTMedYaeTCs MOBbIIIEHNE BBDKMBAEMOCTH JIETell, IPOOIepPUPOBAHHBIX
IO IIOBOJY ITOPOKOB Pa3BUTH ABEHAJLATUIIEPCTHON KUIIKM: IT0 JaHHBIM JIUTEPATYPHI, JT€Talb-
HOCTb cocTaBisieT 5-10% 1 Hambojiee 4acTo CBsA3aHA C CONMYTCTBYIOLMMM IIOPOKAMU CEPHEeIHO-
cocynyucToit cuctemsl [10]. B Hamem oTfenennu 3a mpolleamme 5 jieT IpOOIePUPOBAHO 5 JeTeit
¢ MeMOpaHaMy [JBEHAJIIATUIIEPCTHOI KMIIIKYM B Bo3pacTe oT 1 rofa fo 12 met. Y Bcex manyeHTOB
HO/Ty4YeH OT/INYHBIN Pe3y/IbTaT XMPYPIrUIECKOTO TeUeHS.

B 3axsmoueHre X04eTCs aKIleHTUPOBAaTh BHUMAaHIE Ha TOM, YTO JUarHo3 MeMOpaHbI IBeHa-
LATUIEPCTHON KUIIKY, ITO HaHHBIM JIMUTEPATYPbl, MOXKET ObITh IPOIYIEH JeTCKUMU XUPYpraMu

95

9OLRWXOL( "W’IW ‘HUMOAT] "9'H

‘eQOMIGW[T] "0’V ‘OMHBINQD "' ‘GOMMHLEd "Y' ‘BHUIWOY "I°J ‘dodexuy 'q'y



CNYYAA OUATHOCTUKU U XMPYPTUYECKOTO
JIEYEHWS MEMBPAHbI ABEHAOUATUNEPCTHOM
KWLIKWN Y PEBEHKA 10 JIET C CUHOPOMOM
OAYHA

flake BO BpeMs IIPOBEJEHNUA XMPYPIUIeCKIX BMEIIATEIbCTB 110 TIOBOAY APYTOJi AaTOOTMMN JKeITy-
TOYHO-KMIIEYHOTO TpakTa [3].

3AKJTIOMEHUE

Ha ocHoBaHuM npepcTraBieHHOrO KIMHUYECKOTO ClIydasd MOXKHO CJle/IaThb BBIBOJI, YTO XPO-
HIYecKasl JyofeHa/lbHas HelpPOXOAVIMOCTb, OOYC/IOB/IeHHAs MeMOpaHOi IBEeHaALATHUIIePCTHON
KUIIKY, MIMeeT Hecleln(puuecKylo KapTHHY, KoTopas 00yc/IoBMIa TPYFHOCTU C BepudyKaume
IVMATHO32a Y IAHHOTO TallYeHTa.

CBOEBpEMEHHO BBINOIHEHHOE XUPYPIUYeCcKoe JedeHNe IM03BOJAET IMOTHOCTbI0 BOCCTAHO-
BUTb IPOXOAVMOCTD XKETyIOYHO-KIIIEYHOTO TPAKTa, BEPHYTh peOEHKA K IIOTHOLIEHHOM XXV3HM
U JOCTUYb €T0 IIOTHOM COIMaJIbHON afjarTalin.
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KIIMHWYECKUA CNYYAN NNEYEHUSA PEBEHKA
C XMMUYECKUM OXXOIoM roTKu, nULLEEBOJA
U OKEJNTYOAKA: ONMUCAHUE 3TAMHOIO
XUPYPITUYECKOTI O JIEYEHUA

A.B. Anxacos, C.A. Paraukos, E.J1. Komuna, H.B. llly6un, M.B. ®ucenko, A.O. IllmbpikoBa

OBOCHOBAHME

B nociemame TOIBI 3HAYNTENTBHO M3MEHWIACH STUOJIOTUS XMMIYECKIX 0>KOT'OB IUIIEBOJA B CBSI3U
C yBelM4eHMeM KOMMYEeCTBA XVIMUYECKMX IIPeIapaToB ObITOBOTO IIpeHA3HAYeHNs], KOTOPbIe MOTYT
BBI3bIBATb OXKOTY IMILEBAPUTEIbHOTO TPaKTa, XKeMyAKa U Apyrux opraHos [1]. YactoTra He Koppu-
TYIPYeMBIX KOHCEPBAaTMBHBIM) METOAMIU JIedeHMsI PYOLIOBBIX CTEHO30B IIOCTIE XMMUYECKUX OXKOTOB
[MiLeBoga Konebnercs, o JaHHbIM aBTOpOB, OT 3 o 20% [2, 3]. B Takmx CIIy4asax eNVHCTBEHHBIM
pafiMKanbHBIM METOOM XUPYPIMUYECKOTO JIEYEHNUA OCTAETCA PEKOHCTPYKTUBHO-IUIACTIYECKAA Olle-
paLys Ha IMIIeBOJe C UCIIONb30BAaHVEM PA3/INYHBIX OTHENIOB TOHKOM, TOTICTOI KMIIKY, JKenynka [4].
Pasmuunble crioco6b! 6y)XKMpPOBaHMA KaK METOZABI JiedeHMsI POPMUPYIOLIEro CTeHO3a HOCIe XYMude-
CKOTr'0 O>KOTa INMIIEBO/IA JAIOT XOPOLINE U YIOBJIETBOPUTENbHBIE PE3YIbTAThl TONILKO Y 78% IalMeHTOoB.

OMUCAHUE KJIMHUYECKOI'O C/TYUA4
o O

Pe6énox J1., 7 net, B ceHTsA0pe 2021 ropa MoCTYNI B XMPYPriudeckoe TopakaabHOe OT/ieIeHIe
®IrAY «<HMMUI] 3nopoBbs meteit» Munsapasa Poccun ¢ xxanmobamn Ha siBienust gucdarnm, HOCU-
TEIbCTBO TPAXEOCTOMBI, TaCTPOCTOMBI.

Anamnes 6onesru. 24.08.2021 peGEHOK MOMYIMI XMMUYECKUI OXKOT IMUIIEBOAA IIENOYBIO.
TocnMTanusnpoBaH B CTAL[MOHAP 110 MeCTy XuTtenbcTsa. 25.08.2021 nepesenén B I'Y3 «JIumnenkas
TOPOZicKasi KAMHU4YecKass OonpHuia». [lo TspkecT coctosiHus Ha (GOHE MPOrpecCUpOBaAHMUS
ABJICHUI [IBIXAaT€IbHOJ HENOCTATOYHOCTY CMEIIAHHOTO TeHe3a IIPOBefeHa IpsMas JIapUHIO-
CKOIMsA, 1O Pe3y/lIbTaTaM KOTOPOJ OOHapy>KeHbl BBIPAXKEHHBIN OTEK sA3bIKA, MUHJAJIMH, BXOJa
B POTOITIOTKY; BBIPQ)KEHHDBIVI OTEK HaATOPTAaHHMKA; BCA CIM3UCTAsA MOIOCTY PTa M POTOIVNIOTKH,
BXOJ]a B Tpaxel IOKPBITHI TOICTBIM coeM (UOprHA, KOHTAKTHO KpOBOTO4YaT. PeOEHOK mepe-
BelEH Ha VICKYCCTBEHHYIO BEHTUIALMIO NETKNUX. 26.08.2021 BBHIIIOTHEHBI TPAaXeOCTOMUS, racTpo-
cromys. 29.08.2021 mepeBenéH Ha CaMOCTOATENbHOE AbIXaHVe. J30(aroracTpomyoeHOCKONS
ot 30.08.2021: TOTanbHBIN XMMMUYECKUIT OXKOT IJIOTKY, NNUILEBOJa, >Kenynka. CocTosgHue pebénka
CTabUIM3NpOBaHO. PeHTTeHKOHTPACTHOE MccrenoBane muieBoaa ot 07.09.2021: 3aTéK0B 3a KOH-
TYpHI IIIEeBOJA He BhIABIEHO. HadaTo KopMIIeHKe 4epes poT.

IIpu nocmynnenuu. CocTosgHue TKENOE, CTaOWIbHOE. B CO3HaHWMM, KOHTaKTHBIN, OPUEHTH-
poBaH. Ha MoMeHT ocMoTpa He nuxopaanuT. Ko)KHble IMOKPOBBI YMCTbIE, YMEPEHHON BIaYKHOCTH,
¢dusnonornyeckoit okpacky. Cms3nucTast IIOTKY IMIIepeMIpOBaHa, ONpefensieTcs HanéT GpuopuHa.
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KJIMHUYECKWUA CNYYANA NEYEHUS PEBEHKA

C XUMUYECKNM OXXOIOM MNOTKH, MULLEBOOA
U OXENTYOKA: OMUCAHUE 3TAMNHOIO
XWUPYPTUYECKOI'O JIEYEHUA

Oxkcurenanusa ycroitumnpasd, B IOTalMM KMC/IOPOZia He HyXzlaeTcA. [IpIxaHMe 4epes TpaxeocToMy CBO-
OomHOe, caHUpyeTCsl 6OIIBIIIOE KOIMYECTBO MOKPOTBL. AyCKY/IBTaTMBHO AbIXaHIE JKECTKOE, IIPOBO-
IUTCSA BO BCE OTAEIbI, XPUIIBI IIPOBOJIHBIE 110 BCeM MOJAM. JKMBOT CUMMETPUYHBLIA, HE B34YT, JOCTY-
IIeH IaJIbIIAIM BO BCEX OTHeNaX, 6e300/Ie3HeHHBIN, TepUTOHEeaIbHbIX CUMIITOMOB HeT. [acTpocToMa
repMeTIYHa, MeCTO CTOsIHMA 6e3 BocnaneHns. CTy/I caMOCTOSTEIbHBIN, 0(OPM/ICHHBIIL.

\—
IIPEJBAPUTE/ILHBIN MVATHO3

XuMudeckuit oXor 70Tk ¥ mnuimeBopa. CreHo3 numesBofa. Hocutenb racTpocTOMBI.
XMMIYEeCKNIA 0XKOT IbIXaTe/IbHbIX IyTeil. Hocurenb TpaxeocTOMBI.

PE3YJIBTATbI TABOPATOPHOTI' O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

ITo ZaHHBIM PEHTTEHOIOTMYECKOTO MCCTIeOBAHMsA C KOHTPACTHBIM BEllleCTBOM BbISB/IEH IIPO-
TSDKEHHBI CTeHO3 IuiieBoya (puc. 1), Ha OTCPOYEHHBIX CHUMKAX — OTCYTCTBME 9BAKYaL[VIM KOH-
TpacTa U3 Xenyaka (puc. 2); o gaHHBIM (uOP0330¢aroracTpogyofieHOCKONNN — IIPOTKEHHDII
CTEHO3 MMIEeBOMA, KOHTAKTHAs KPOBOTOYMBOCTD CIM3NUCTON, Ha/OXKeHNsA QUOpMHA; CIU3NUCTas
00607109Ka SKeTyIKa C IeMOpPpParndecKMMy BBICHIIAHMAMY; OTMEYAIOTCS PyOLIOBbIe M3MEHEHUs
IPUBPATHIKA, CyXKeH, fepOpMUPOBaH.

\i_

Ha ocHOBaHMM IPOBEIEHHOTO UCCIEOBAHMS BBICTAB/IEH AMArHO3: « TOTa/IbHBIN XMMMUYEeCKIIA
O0XXOT MUILEBOJIA, JKeTyAKa, CTeHO3 muileBoaa. CTeHo3 1 pybioBas gedopmanys IpuBpaTHUKA».

Puc. 1. PeHTTeHOKOHTpPACTHOE uccnenoBaHue: Puc. 2. PeHTreHOKOHTpACTHOE uccieaoBaHue:
NPOTSXKEHHbIN CTEHO3 NULLEBOAA. OTCYTCTBUE 3BaKyaLUUN U3 XKENYOKA.
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ITepBBIM 3TAIIOM BBIIIOTIHEHO OIlepaTVBHOE JIeYeHe B 00'bEMe pe3eKLny IMIOPIYecKOro OT/ieNna
XKeJTyJKa, HaJIOKEHUS TacTPOAYOleHOAHACTOMO3a, PEKOHCTPYKIMM TacTPOCTOMBI, OY>KMpPOBaHMA
NNIIEBOJA 10 CTPYHE-IIPOBOTHMKY. BCKPBIT mmmopuyeckuii OTAeN sKemygKa: BUSHO, KaK ero CTeH-
K1 pyOIIOBO M3MeHEHBI; IIPOCBET MIIOPMYECKOTO KaHala TOYevHbliT, He 6onee 3,0-4,0 MM (puc. 3).
BrInonHeHsI MicceyeHye pyO1I0BOIT TKaHM, IMPKY/IAPHAsA pPe3eKIs MIOPUYECKOTO OT/eNIA XKemyaKa
(puc. 4). ChopMmpoBaH racTpoRyoeHOAHACTOMO3 110 TUITY «KOHeIl B KOHeI» (puc. 5).

B moceonepanyioHHOM Iepyofie MOCTEIIEHHO HaYaTO KOPMJIEHVEe, B TOM YIVIC/Ie Yepe3 poT,
ycBamBaeT. B cTabuiIbHOM COCTOSAHMY BBINIMCAH IOMOIL. B MeXXrocnuTabHblil Iepuoy, 0TMeYanich
nepropdecKye IONépXBaHs, CIIOHOTEYeHIIE.

TocnuTanusupoBaH MOBTOPHO /LA Ja/IbHeNIIero pedeHns yepes 3 mecsana. Ha pubpomapun-
TOCKOIINY PYyOI[OBbIe M3MEHEHs Ha/[TOPTAHHUKA U CTEHO3 TOPTAHOIIOTKY (pIC. 6); COXpaHAeTCA

Puc. 3. Munopunueckun otpen Puc. 4. BoinonHeHa Puc. 5. ChopmupoBaH

Xenyaka pyouoBO U3MEHEH. LUMPKYNpHaa pesekuus racTpoayoneHoaHacToMo3
MpocBeT NMAOPUYECKOrO NUIOpPUYECKoOro otaena Nno TUMY «KOHeL, B KOHEeL».
KaHana ToYeuHblW, He Gonee Xenyaka.
3,0-4,0 mm.

Puc. 6. ®DubponapuHrockonus: pyoLoBble U3MeHeHUs HapropTaHHuKa (A) u cTeHOo3 roptaHornoTku (b).
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KJIMHUYECKWUA CNYYANA NEYEHUS PEBEHKA

C XUMUYECKNM OXXOIOM MNOTKH, MULLEBOOA
U OXENTYOKA: OMUCAHUE 3TAMNHOIO
XWUPYPTUYECKOI'O JIEYEHUA

Hapes rOJIOCOBBIX CK/IA/IOK: CK/IQJIKM HEIOABYDKHBI, HAXOAATCA B MOMOXEHUM CBefeHus (puc. 7),
rpaHy/IéMa HaJ| TPaxeoCTOMIUYIECKOI TPyOKOIL.

Ha ¢pnbpossodaroracTponyoneHOCKONNI COXpaHAETCA CTEHO3 NuieBofa (puc. 8), racTpopyo-
JIeHOAHACTOMO3 COCTOSATENIeH, auamMeTp 6oree 1 cm (puc. 9).

ITo faHHBIM PEHTIE€HOJIOTMYECKOTO MCCIEOBAaHMs C KOHTPACTHBIM BEIeCTBOM, 9BaKyallVis
U3 JKeNyfika cBoeBpeMeHHas (puc. 10).

BropbIM 3TaroM BBIIO/IHEHA IIACTMKA MUIEBOAA TOICTO KMIIKOM ¢ SKCTMPIIALell Muile-
Boza. Ha ¢poTo Buaym noapo6HO Xop oneparyum: peseKis LIefHOro oT/ena nuiesoya (puc. 11);
MOOWIM3aLMA TOJNCTON KUIIKM HA COCYAMCTON HOXKe (pmc. 12), BCKPBIT IPOCBET TOPTaHM
(puc. 13), mpexncront popmrpoBaHye HapMHIOKOTOAHACTOMO3a, & 3aTeM KO/IOraCTPOaHACTOMO3a
¢ aHTUPeIIOKCHBIM MeXaHU3MoM (puc. 14).

Puc. 7. DubponapuHrockonus: Puc. 8. ®ubpoasocdaroractpo- Puc. 9.
napes rosioCoBbIX CKAQoK: OYONEHOCKOMUA: coOXpaHsieTcs FacTpoayopeHoaHacToMO3
CKJIaA KN HEMOABWXHbI, CTEHO3 NnuLLeBoaa. cocTosTeneH, guaMeTp
HaxoOsaTCs B MNONIOXKEHUN 6onee 1cm.
cBefeHus.

Puc. 10. PeHTreHonornyeckoe ucciefoBaHme ¢ KOHTPACTHbIM BELLEeCTBOM:
JBaKyauunsa U3 Xenypaka CBOeBpeMeHHas.
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Puc. 11. Pe3eKkuus wenHoro Puc. 12. Mo6ununsaumus ToncTon Puc. 13. BckpbIT npocBeT
oTAeNna nuweBoaa A0 rMoTKU. KULLKM Ha COCYANCTON HOXKe. roptaHu: opMupoBaHue
hapuHroKon0aHacToMo3a.

Puc. 14. ®opMupoBaHue aHTUPedIIOKCHOro KoJloracTpoaHacTomMosa.

JIVTHAMUKA U PE3VJIBTATBI ITIOCJIEJYIOIETO HAB/IFOOEHNA

ITocneonepanoHHbIN Iepuof, MpoTeKal Imagko. Ha 13-e mocneonepanyoHHble CYTKY HAa4aTo
KOpPMJIEHIE Yepe3 pOT: yCBauBaeT, AucGarum Her.

IIpy KOHTPONBHBIX MCCIENOBAHNUAX Yepe3 3 MecsAlla OTMeYeH XOPOIUNIT pe3y/lIbTaT: TPaHC-
IIaHTaT cBoOO#HO npoxoauM (puc. 15). Io maHHBIM OPOHXOCKOIMM OIIPENeNATCA yMepeHHbIe
pyOIIOBbIe M3MEHEHMs TOPTAHOIIOTKY, HaJl TPaXeOCTOMUYECKOI TPyOKOil — TIpaHyIéMa, Iepe-

KpBIBaolas MpocseT Ha 85-90% (puc. 16).




KJIMHUYECKWUA CNYYANA NEYEHUS PEBEHKA

C XUMUYECKNM OXXOIOM MNOTKH, MULLEBOOA
U OXENTYOKA: OMUCAHUE 3TAMNHOIO
XWUPYPTUYECKOI'O JIEYEHUA

Puc. 15. KOHTpONbHOE PEeHTreHOKOHTPACTHOE UccaenoBaHue yepes 3 Mecqaua:
TpaHCcnIaHTaT cBO60OAHO NPOXOAUM.

Puc. 16. Tpaxeockonus: Puc. 17. Tpaxeockonus: Puc. 18. lapuHrockonus:
rpaHynéma Hap, yepes 3 Mecsla nocne py6ubl B rOPTAHOMNOTKE
TPaxeoCcTOMUYECKON TpYyOGKom NasepHoun Banopu1sauum ucceyeHsbl.
NPaKTUYECKUN NOSTHOCTbIO rpaHynémol (npoceet
nepekpbIiBaeT NPOCBeT. BOCCTAHOBJIEH).

TpeTbyuM 3TamoM BBHINO/HEHA ja3epHas BanopusanusA rpaHynémbl. IIpocseT Tpaxen u rop-
TaHU BOCCTaHOBJeHBI (puc. 17, 18). Pe6éHok fexaHronupoBaH. [IpusHaKOB AbIXaTeIbHON HENO-
CTaTOYHOCTHU HeET.

W

ITPOTHO3

B otpanénHoM nepuopne npuéM muiy, Gpusndeckoe pasBUTIE U Ka4eCTBO >KM3HM NAlMIEHTOB
CYLIeCTBEHHO He cTpajaeT. bmypkaiimme m OTHanéHHbIE pe3y/lIbTaThl PEeKOHCTPYKTMBHO-IIIAC-
TUYECKUX OIlepalyii Ha MUIeBOJie IPU3HAHBI y OOBUIMHCTBA JIeTell YHZOBIETBOPUTEIbHBIMI.
KauecTBo >X13HU y JaHHOJ I'PYTIIbI ALMEHTOB yAy4lIaeTcsl — MOABIAETCA BO3MOXKHOCTD IIOTTHO-
LEHHOTO NNUTAHNA, OJHAKO CYIIECTBYET PUCK IIOCTEO0NEPALMOHHbBIX OC/IOKHEHNI, KOTOPbIE MOTYT
BO3HUKHYTb B Pa3/IMYHbIe CPOKM IOC/IEe 330(aromIacTUKN.
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OBCYXAEHUE

3a mocyegHMe AecATUIETNS YIydllleH)e KaueCTBa XXI3HY AeTell II0C/Ie BBIIOTHeHN IIaCTh-
KI TMIIEBOJA CTAl0 OCHOBHOJ II€/IbI0 PEKOHCTPYKTUBHOI Xupypruu nuiesopa [1]. Ha ceron-
HALIHUI JleHb Hambojee ONTUMAIbHBIM CIOCOOOM BOCCO3[JaHUsI IMUIIEBOfIa IPU HEBO3MOX-
HOCTY COXpPaHEHMUsI HAaTMBHOTO IMINEBOJA sIB/IAETCS IUIACTVKA MMINEBOJA TOJCTO KMUIIKON [5].
[IpenMyiecTBamMy K010930(aroriacTUKY ABJISIOTCA HaAEKHASA COCYUCTAs HOXKA, TOCTaTOYHAs
IJIMHA TPAaHCIUIAHTAaTa, TPAHCIUIAHTAT MOXKET VMCIIO/Ib30BaThCsl KaK B U30-, TaK M B aHTUIIEPUC-
Ta/JIBTMYECKOM HAIPaBJIeHUY, M, YTO CaMoe Ba)KHOe, NPY JJAaHHOM BUJe IUIACTUKM MHUIEBOAa
HaO/mofjaeTCsl HayMeHblIlee YncIo ocnoXHeHmit [6]. [lokasanmeM k KomoracTpoaszodarormactTuke
ABJAETCA Hed9PPEKTBHOCTh KOHCEPBATUBHOTO JICYEHNUS VI HEKOPPUTUPYEMBIil pyOI[OBbINI CTEHO3
MAIEBOJA.

3AKJTIOYEHUE

[Ipy XMMMYECKMX OXKOTaX IMUINEBOJA, XKeTY[Ka, TOPTAHOIIOTKM TPeOyeTcsl BBIIOTHEHIE
3TAIHBIX PEKOHCTPYKTMBHO ITACTMYECKUX BMEIIATE/NIbCTB, YTO NEMOHCTPUPYET Hallle KIMHUYe-
ckoe Habmopenne. Komosszodaromnactuka sABIAETCA ONTUMANbHBIM XUPYPIMYECKUM METOIOM
JIe4eHNs] IPU IPOTSDKEHHBIX CTEHO3aX IMMUINEBOJA, II03BOJsAS BepHYTh PeOEHKA K ITOTHOLIEHHOI
JKU3HU U COLIMATIbHOM afanTalin.
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N30JIMPOBAHHbIA TPAXEOMNULLEBOAHbIV
CBULL KAK MPUYNUHA ASPODATUN
Y PEBEHKA 5 JIET

U30JIMPOBAHHbIA TPAXEONMULLEBOAOHbIN
CBULL KAK MPUYMHA AIPODATUN
Y PEBEHKA 5 JIET

A.B. Anxacos, C.A. Paraukos, H.B. Illyoun, A.J1. Komuna, A.O. IlImpikoBa, M.B. ®ucenko

OBOCHOBAHME

TpaxeonuieBogHbIN CBUI — BPOXAEHHBINM MOPOK Pa3BUTHA, KOTOPBIN XapaKTepuU3yeTCs
aHOMAJIbHBIM COOOIIeHMeM MeXAY Tpaxeeil U INIEeBOJIOM.

Bpo>xJI€HHBII TpaxeoNMIeBOAHDIN CBUL AMATHOCTUPYETCS IJIABHBIM 00pasoM y JeTeil
C aTpesueli NNIEeBOJa, YaCTOTa BCTpedaeMocTyt — 1 cmydait Ha 3000 HOBOPOXXIEHHBIX 11 He Ooree
3-5% Bcex aHOManuit nuieBoza. HoBopoXX€HHbIe ¢ aTpesueil MUIeBOAa He CIOCOOHBI [TI0TaTh
CIIIOHY ¥ MOJIOKO MaTepH, IIPY HaIMYUM COITY TCTBYIOLIETO AMCTA/IbHOTO TPaXeONNILEBOJHOTO CBI-
1A K KIMHIYECKOII KapTuHe 00aB/IseTCs MOBBIIIEHHOe Ta3000pa3oBaHye KelTyL09HO-KIIIeYHO-
ro TpakTa. J[MarHo3 ycTaHaBAMBAETCS B IIepBbIe Yachl XU3HM [1-3].

V3ompoBaHHbBI BPOXXIAEHHBIN TPaXeONMIEBONHBIN CBUIL OTHOCAT K PEeIKUM IOPOKaM
PpasBUTUA: YaCTOTa BCTPEYAEMOCTH, 10 JAHHBIM JUTEPATYpPHI, cocTasnder 1 Ha 100 000 HOBO-
poxniéHHbIX [4]. [Ipy M30MMpOBaHHOM TPaxeoNnMIeBOJHOM CBHUIIe KIMHNYECKas KapTIHA MeHee
BBIp)KEHA.

CoycTbe 00BIYHO pacmosaraeTcs BBICOKO — Ha ypoBHe VII merHoro mmm II rpymnoro
IIO3BOHKA. BBINENAIOT TpM BUJA TPAXCONMINEBOSHDBIX CBUIEN: Y3KUI M JIMHHBINA; KOPOTKMUIA
Y LIMPOKUIT (BCTpeyaroT HanbosIee 4acTo); OTCYTCTBIE pasfie/ieHNs MeX/ Ty NIIEeBOJIOM I Tpaxeei
Ha 00JIBIIIOM IIPOTSKEHUY, VIV TPaxeolnileBOAHAs paciiennHa [1-5].

Ecnmm TpaxeonmumieBOAHBIV CBULL KOPOTKMII M IIMPOKMIL, KIVHWYECKUMI IPOSABICHUAMMU
IIOPOKa IIPUHATO CUUTATH Kallle/Ib BO BpeMs efibl U IIpy NpUEMe XUIKON MUIM, YacTble peclypa-
TOpHBIe 3a00/1eBaHNA. Y HOBOPOX/IEHHBIX MOXKET IIPOSIBIIATHCS PEe3KVUM allHOd BO BpeMs Ipréma
NUINY BCAENCTBME acnypauuu. IIpy Hamm4umm y3Koro u JIMHHOTO TPaXeONMIIEBOAHOIO CBUIA
BO3MOXKHO JIUTE/IbHOE OeCCYMIITOMHOE TeUeHNe.

B3pyTue )XuBOTa ONUCHIBAETCS KpailHe penKo [4].

ITpencraBiseM KIMHIYECKOE HAOIOEHME TPAXEeONMIIEBOAHOTO CBAIIA Y TTAIVIEHTA, IBAXK/IbI
IIPOOIEPUPOBAHHOTO paHee B APYIUX LIEHTPAX C IOfj03peHneM Ha 60me3Hb [MpLIpyHra, ¢ COnyT-
CTBYIOIIVM HE3aBEPIIEHHBIM II0OBOPOTOM KUIIEYHNKA.

OMUCAHUE KJIMHUYECKOI'O C/IYUAA
o O

ITanmenT B BospacTe 5 n1eT, mpoxusaeT B Kypcke. JocnuranusupoBaH B TOpakaabHOE XUPYP-
rudeckoe otaenenve 13.01.2025 ¢ jxamobaMu Ha 4acTble peCHMpPaTOPHbIe 3a00/IeBaHMsI, Kalllelb
IIOCJIe IpMEMa BOMDL, IEPUOANYECKIIE CPBITMBAHMNA, B3AYTHE KUBOTA.
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Anamnes 6onesnu. B Bospacte 10 pgHeil >kM3HM y peOEHKA OTMEYasoCh allHO? BO BpeMs
KOPMJIEHUA TPYAbIO, IIepepasfyTHe )XUBOTA ¥ KOHTYpUpPOBaHMe IeTelb KMUIIEYHNKA. BpIrnonHeH
0630pHbIIT cHUMOK (puc. 1). C menpio ucKmodenns 6o1e3ny [MpumnpyHra npoBoguIach 6uoncus
ToncTOl Kyiky. COIIaCHO 3aK/TI0YeHNI0 MOP(OIOTMYECKOTO MCCIefOBaHMA, JAHHBIX 3a MATOJIO-
TMIO TOJICTOV KMIIKY HeT. ITaryeHT ObUT BBIIIMCAH HOMOJL, IIPU 9TOM YacTble pelMAVBUPYIOLVe
OpOHXUTBI U B3AYTHE XXIMBOTA y peOEHKA COXPAHSIUCD.

B Bospacre 3,5 neT y pe6€HKa OTMeYaIICh NePUOAMIECKIIe 3aepP>KKIU CTya IO ABYX HHEIL.
O6patnmich B 60IBHUILY TI0 MECTY >KUTENbCTBA, BBIIIOTHEH 0030PHBINl PEHTTEHOBCKUI CHUMOK,
nposefieHa nppurorpadusa. C mogospeHneM Ha BBICOKYIO KMIIEYHYIO HEIPOXOAVMOCTb pe6&HKY
BBIIIO/IHEHO OIlepaTMBHOE BMEIIATE/IbCTBO B 00BEME JIAIIapOTOMMNY, pasfe/eHns SMOPIOHATbHBIX
CIIaeK, IOCJIe Yero MepepasAyThiil )KMBOT Y MALM€HTa COXPAHAJICA, I B T€YEHME TOJja OTMEYa/INCh
Kallle/Ib IIpY IpuéMe NN, B0 4 SNM30[0B ITHEBMOHUIL.

ITpoBemeHo oOcCIeOBaHMe IO MECTY XXUTEIbCTBA: C MOJO3PEHNMEM Ha racTpoasodareann-
HbIIT pedIIOKC MalMeHT HanpasjieH B TopakanbHoe oTaeneHne OPIrAY «HMMIII 3goposbs feTei»
Muwmnsppasa Poccyn (puc. 2).

IIpu nocmynnenuu. ’Kamo6sl, co c1oB MaMbl peO€HKa, Ha YacTble pecnupaTOpHbIe 3a00/eBa-
HI#, KallleJIb ITOC/Ie MpUéMa BOJbI, IEPUOJMYECKIE CPBITVBAHNA, B3y THE XKIBOTA.

B orpenenyy BBIONTHEH OO30pHBIM PEHTTEHOBCKUII CHMMOK B BEPTMKAaIbHOM IOJIOXKe-
Huu (puc. 3).

V=
IIPEIBAPUTEIBHBIN NMATHO3

ITo pesynpraTaM KIVMHMYECKOIO OCMOTpa (B3ZyTHe >KMBOTA, KOHTYPMpPOBaHUe IIeTeNlb
KUIIEYHIKA), TIPOBEIEHHOTO MCCIeIOBaHNUA (YPOBEHDb >KUAKOCTU Ha 0030PHOI PEHTTeHOrpaMMe
OpraHOB OPIOIIHOI MONOCTY B BEPTUKATBHOM IOJIOKEHN) 3aMI0Jj03peHa YaCTUYHAs KUIIedHast

HEMIPOXOANMOCTD.

Puc. 1. PeHTreHONI0rnyeCcknn CHUMOK Puc. 2. BHellHMi BMA, NauMeHTa
OpraHoB GPIOLLHON NONOCTU B BEPTUKANIbHOM nocsie AByX OonepaTUBHbIX BMELLATENbCTB
nonoXeHuu B BospacTe 1 MecsiLa: OTMeYalTCs npuv NOCTyNAeHUU B oTAENeHne

nepepasgyTble NeTNN KALLEYHMKA. TOpPaKaJbHON XUPYPruun.




N30JIMPOBAHHbIA TPAXEOMNULLEBOAHbIV
CBULL KAK MPUYNUHA ASPODATUN
Y PEBEHKA 5 JIET

Puc. 3. O630pHas peHTreHorpaMMa opraHos Puc. 4. PeHTreHOKOHTpACTHOE UccnenoBaHue
rPyAHON 1 GPIOLLHOW NOJIOCTU B NPSIMOM YKeJslyAOYHO-KMLLEYHOro TpakKTa.
NPOEKLUUKU CTOS: BU3yasIM3MpoBaH YPOBEHb
YXUOKOCTU B MPOEKLUNN XKenyaKa.

PE3Y/IBTATBI IABOPATOPHOTO
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

[l yTOYHEeHUs AMarHo3a IIPOBEEHO PEHTIeHOKOHTPACTHOE MCCIENOBAHNUE >KeTyLOYHO-
KUIIEYHOTo TpakTa (puc. 4): 06Hapy>keH 3aTEéK KOHTPACTHOTO BellleCTBa 13 MNIIEBOJA B TPaxero
(puc. 5); IpU3HAKOB HapyLIEHMs ITaCCaKa U3 XKeNyAKa B IBEHA/IIATUIIEPCTHYIO KIUIIKY He BBIAB-
neHo (puc. 6), OfHAKO OTMeYaeTCsl Tepepasay Thiil )Key0K, BepOsiTHee BCETO, M3-3a TPaxeolnliie-
BOJHOTO CBUIIA.

3anof03peH TPaxeoNNILeBOAHbIN CBUIL.

Crepmyrommit stan o6cienoBaHuss — OPOHXOCKOINSA C OJHOBPEMEHHBIM IIPOBEJeHNEM
¢ubpoazodaroracTpogyoieHOCKOIIMM ¥ HAarHeTaHWeM BO3[yXa B IMIIEBOJ: AMAarHOCTHPOBAH
TPaxeoNuIeBONHBIN cBUL 60mpuMx (>7 MM) pa3MepoB B guamerpe (puc. 7). Hapyumennit npo-
XOAMMOCTY Ha YPOBHE JXeIYAKa, [BEHA/[IIATUIIEPCTHOI KIUIIKY He BbISBJIEHO.

&ﬁf_@_

BBIIIOTHEHO TOPAKOCKOIMYECKOe BMEIIATe/IbCTBO: BU3Ya/TN3NPOBAH LIMPOKMIL CBUIL MEXTY
Tpaxeeit ¥ NUIEBOLOM; IPOBENEHO TOPAKOCKOIIMYECKOE Pas/ie/ieHNe TPAaXeOINII[eBOHOTO CBUIIA,
a 3aTeM IIOC/IefioBaTebHOE YIIMBaHNe Jedekra Tpaxen u fedexta mmmieopa (puc. 8). B mocne-

OIlepaIVIOHHYIO 00/TaCTh YCTAHOBJIEH CTPAXOBOYHBII IPEHaX C LIe/IbI0 KOHTPOJIA ITaTOIOIMYeCKOT0
OTJIE/sSIEMOTO.
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Puc. 5. Npwu 6onee TwaTeIbHOM OCMOTpE Puc. 6. MaccaXk KOHTpacTa
OOHapy>XeH 3aTéK KOHTPACTHOro Bel,ecTBa Nno XXeJlyA0UYHO-KMULLEYHOMY TPaKTY:
M3 NULLEBOAA B Tpaxeto (CTpenka). HapyLUEeHWN He BbiSIBNIEHO.

JIVTHAMUKA U PE3VJIBTATBI ITIOCJIEJYIOIIETO HAB/IFOJEHNA

B mocneonepanioHHOM Iepuofie IUTaHME
IPOBOJU/IOCH Y€pe3 Ha30racTpasbHBI 30HT;
pe6EHOK mony4an MHPY3UOHHYIO, aHTUOAKTe-
pUaNbHYIO, CUMIITOMATUYECKYIO TEPAIINIO.

Ha 12-e mnocneonepallMOHHBIE CYTKMU
BBITIO/IHEH KOHTPOJIbHBIVI PEHTTE€HOBCKNII CHU-
MOK C KOHTPAacTOM [yI OLEHKM COCTOSTE/b-
HOCTM aHAaCTOMO3a: JJaHHBIX 32 HECOCTOATENb-
HOCTb IIIBOB Ha INII[eBOJie He ITOTy4eHo (puc. 9).

IIneBpanbHBIl [peHaX yAanéH. 3O0H[
yHoanéx.

OrMevaeTrcsa yMeHbIeHNe 00béMa OpromI-
Hoit monoctu (puc. 10). Kauuis mpu rmora-
HIUU HET.

W
ITPOTHO3 Puc. 7. DHROMOTO Tpaxeu: B AUCTaNbHOM
B pmanpHerireM peGEHOK CMOXKET pasBU- OTAene Tpaxeu onpeaenserca ycrbe
BaTbCA U JKUTD MTOTHOIIEHHON KU3HBIO. TpaxeonuiLesoAHOro ceuLla.
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Puc. 8. 9HOohOTO TOpaKoCKoNuU: A — MeXXay NULLLEBOOOM U Tpaxeen onpeaensetrcs H-o6pasHbin
TPaxeonuLLEeBOAHbIN CBULL, (PeGEHOK HaxoanTCsa Ha 1eBOM 60Ky); b — H-TpaxeonuiieBoaHbIN CBULL
pa3nenéH, Busyanusupyetcs aedeKkTt Ha Tpaxee; B — Busyanusunpyetca nedekT Ha NULLEBOAE;

I — TpaxeonuLieBOAHbIN CBULL, YLUWUT.

Puc. 9. PeHTreHOKOHTpacTHOE uccnenoBaHue Puc. 10. BHelwHM® BUA naumeHTa
KeNyAOUYHO-KULLEYHOrO TPAaKTa C KOHTPACTOM: nocsne pasaeneHus TpaxeonuweBogHOro
NAHHbIX 33 3aTEK NULLLEeBOAA HeT. CBULLA: B3AYTUS XKMBOTA HeT.
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OBCYXAEHUE

ITpencraBneHHbI KIMHUYECKUIT CITy4all MHTepeceH HeCTaHAAPTHON KIMHNYeCKoil (Imepepas-
IyTHe HeTeNlb KMIIeYHMKA) U PEHTTEeHOIOTMYeCcKoil (YpOBeHb >KMAKOCTY) KAPTMHOM, XapaKTep-
HOJI JU/Is1 OPTaHNYECKO OOCTPYKIUY B KeTyTOYHO-KMIIEYHOM TPaKTe, 4TO, IO BCEVl BUVUMOCTH,
¥ IOC/TY KVJIO TIPVYMHOJ paHee BBIIIOTHEHHBIX OIlePaTUBHBIX BMEIIATE/IbCTB Y peOEHKa.

OpHMM M3 CMMIITOMOB, KOTOPBINl MOT HaTONKHYTb Bpada-XuUpypra Ha MbIC/Ib O IIOPOKE pas-
BUTHUA BEPXHUX OTZHENIOB JKENTY[LOYHO-KMUIIEYHOTO TPAKTA, ABJA/ICA Kalle/Ib IIPY NPUEME IV
AKIIeHTUpOBaB BHUMaHJMe Ha JaHHOM CHUMIITOME, BO3HMK/IA HEOOXOAMMOCTb B HPOBEEHUNU
OpOHXO- 1 330(aroCKONMM C L[e/Ibl0 VICKTIOUEHMsI TPaXeoNMIIeBOIHOIO CBUINA, TpaXeolulie-
BOJHOI paclieNVHbl. PEHTT€HOKOHTPACTHOE M 3HIOCKONNYECKOEe MCCIAENOBAaHMA IOLTBEPAVIIN
TPaxeoINNIeBOSHBIN CBUIL O0/ITBIIOTO pa3Mepa, KOTOPBINL 1 ABJISUICS IPUYMHON aspodarnu, nepe-
PasgyToOro >KelynaKa M IeTenb KunleyHuka. [locime paspeneHnsa TpaxeonmieBOJHOIO CBUIA BCe
KIVHIYeCKye MIPOSABIEHUA Y peOEHKa IIpeKpaTInCh.

3AKJTIOUYEHUE

Knuandecknit npumep BeMOHCTPUPYeET CI0XKHOCTb JUArHOCTUKY IOPOKOB Pa3BUTHUsA IUIIe-
BOZIa Y fieTell BBU/Y HeCIeIV(PUIHOCTY KIMHIYECKUX IposBIeHnil. ToIbKo TIjaTebHasA OLleHKa
KIVHUYECKUX IIPOsBJIEHNII, CBOEBPEMEHHOe 00cefoBaHue peOEHKa B CllelManu3yMpOBaHHOI
K/IVHMKe, BK/II0Yask MTHCTPYMEHTA/IbHYIO IMAarHOCTUKY (OPOHXOCKONMS VM PEHTIeH ¢ KOHTPACTOM),
IIO3BOJIAIOT BEPHO YCTAHOBUTD IMATHO3 M CBOEBPEMEHHO OKa3aTh CIEIaTN3MPOBAHHYIO IIOMOILb,
a 3HAYNT, BBUICUUTD PeOEHKA U JOCTUYD €ro COLMANbHOI afjalTalVIM.
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XWUPYPIMYECKOE JIEYEHUE BPOXXJEHHOIO
CTEHO3A TPAXEW Y PEBEHKA 11 MECALIEB

XWUPYPIMYECKOE NNEYEHUE BPOXXAEHHOIO
CTEHO3A TPAXEWU Y PEBEHKA 11 MECALIEB

A.B. Anxacos, C.A. Pataukos, E.J1. Komuna, H.B. llly6un, M.B. ®ucenko, A.O. IllmpikoBa

OBOCHOBAHME

Bpoxx/1€HHbIT CTEHO3 Tpaxen — PENKMIl XKU3HEYIPOXKAIOLINIA IOPOK PAa3BUTHA TPaxeu, BCTpe-
qatonuiica y 1 u3 64 500 xuBopox/éHHbIX [1]. [Ipy Bpo>xAEHHOM CTeHO3e Tpaxen OTCYTCTBYeT
MeMOpaHO3Has 4acTb Tpaxel, a CTeHKa Tpaxel IpefCTaB/IeHa IIOHBIMY XPSAI[EeBBIMM KOJIbIIAMI,
3a CYET KOTOPBIX BOSHUKAET Cy>KEHME [IaMeTPa TPaxeu, YTO B CBOK OYepeb MPUBOJAUT K Pa3BI-
TUIO TSDKEION JbIXAaTeIbHOM HEJOCTaTOYHOCTH, TpeOylolell IpoBefieHNs ICKYCCTBEHHO BEHTH-
nanym ne€rkux. B 50-60% cirydaeB BpOXKIEHHDIN CTEHO3 TPAXeM COYETAETCA C IOPOKAMM pasBUTHA
CEepHeYHO-COCYAUCTOI cucTeMbl [2]. JlaHHas TpyIa IaLUeHTOB TpeOyeT OKasaHMs BBICOKOCIIe-
I1a/IN3MPOBAHHON XMPYPIUYECKON IIOMOIIN B YCIOBUAX MHOTONPO(MIIBHOTO IIEHTPa, IIOCKOIbKY
0e3 cBOeBpeMeHHO OKa3aHHOTO JIeYeHNsI 4aCTOTa JIeTalIbHOro rcxopa gocruraet 80% [3, 4].

ONUCAHUE KITMHUYECKOTIO CJTYYASA

“' OIIALIMEHTE

Anamues musznu. PeGEHOK OT BTOpOI OepeMEeHHOCTM, BTOPBIX OIEPATUBHBIX POIOB
Ha 34-i1 Henene rectanuu. [Ipu poXxgeHnN cOCTOsIHME TSDKENOE 3a CYET MaHM(eCTalUN JIbIXaTe/Tb-
HOJ U CepHeYHOI HeIOCTaTOYHOCTH, NOTPeOOBaBIIIell IIPOBENEHNs VCKYCCTBEHHON BEHTVIALIMN
nérkux (VIBJI) ¢ mocnexyonym mnepeBogoM Ha BBICOKOYACTOTHYIO BEHTWIALIMIO TETKMX.

Anamne3 6onesnu. Ilocne pox/ieHUs O MeCTY >KUTEIbCTBA PeOEHKY YCTAHOBJIEH [IMArHO3:
«Bpo>xi€HHBINT TOPOK pasBuTuA cepana. edeKT MexOKenymodKoBOJ Ieperopopki, AedeKT
MeXIIpe[cepAHOI eperoponkn. JIErounas runepTeHsus». B cBA3M ¢ 3TuUM B Bo3pacTe 3 MecALeB
peOEHKY BBIIOIHEHO Ia/UIMATUBHOE XMPYprudeckoe ledeHue B 00béMe TOPAKOTOMMIY, CY>KUBa-
HJA CTBOJIA JIETOYHOV apTEPUIL.

Pe6éHOK BBIMIMCAH TOMOIT, OHAKO IIPOSIB/ICHNUS IbIXaTeNbHON HEOCTATOYHOCTU B BUJIE TAXUII-
HOe, OBICTPOJI yTOMJIAEMOCTH, BTSDKEHUSA YCTYIUMBBIX MeCT IpM (PU3MUECKON Harpyske, HM3KOI
npuOaBKM Beca COXPAHSUINCH U ObUIM paciieHeHbl KaK IPOsIBIIEHNS CepPeIHO HEOCTATOYHOCTHL.
B cBs3u ¢ aTMM B Bo3pacTe 8 MecsALeB peOEHKY BBIIIOTHEHA PaiiKaTbHas KOPPeKIVs IOpPOKa pasBu-
T cepAla: CTEPHOTOMUA, CHATIE MAaH)XEThI CO CTBOJIA JIETOYHON apTEPUM, IIACTYKA MEXIKeTyL0d-
KOBOJI 11 MEXIIPeICePAHOI IePEeropOAKY B YCTIOBUAX AIIIapaTa UCKYCCTBEHHOTO KPOBOOOpAIjeHNIA.

B moceonepannoHHOM Iep1ofie MOMbITKMA SKCTYOAIY ObIIN 6€3yCIIelIHbI.

[To MecTy >XMTenbCTBAa PeOEHKY BBINIOTTHEHA KOMIIbIOTepHAsi ToMorpaduis IPyZHON KIIETKIL,
Ha KOTOPOI1 3aII003P€H CTE€HO3 Tpaxen. B cBA3M ¢ 3TMM IIpOBefieHa Te/leMeANIIVHCKA A KOHCY/IbTaL Vs
¢ ®I'AY «HMMNL] 3poposbs feteli» Munsppasa Poccun n cornmacosa nepesop. B anperne 2022 roga
peb6EéHOK caHmTapHOI aBuanyeit Ha anmnapare VIBJI nepeBenén B Haut LleHTp ¢ HampaB/IsAIoOmImM amar-
Ho30M «CreHo3 Tpaxen (?)». [ocriuTanusupoBaH B OT/ie/ieHNe peaHNMALUU I MTHTEHCUBHO TePaTIV.
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IIpu nocmynnenuy. Ha MOMEHT IOCTYIUIEHVS BO3pacT maumeHTa 11 MecsieB, Macca Tela
6360 1, yimHa Tenma 71 cm. [hnomans moBepxHocTH Tena 0,35 M2,

BBupy mnnrensHoro mnpebbiBaHMs pebEHKa B CTAIOHAapax B IOCEBAaX MOKPOTBI BbISBIEHA
pesucrentHas Klebsiella pneumoniae, 410 moTpe60oBano MacCHBHO aHTMOAKTEPIATbHOI Tepannn
B [IPEIOTIePALIYIOHHOM U ITOC/IEONEePALIOHHOM TIePUOJie, YTO TAKXKe OTATOIIAI0 IIPOTHO3 BBDKYBA-
€MOCTH BO BpeMs JIedeH NI

PE3Y/IBTATBI IABOPATOPHOTO
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

B namem lleHTpe pe6éHOK KoMIUleKcHO obcmenoBaH. C Ielbl0 Bepu@MKamyy AMarHosa
BBIIIO/IHEHBl B TOM 4NC/Ie OPOHXOCKOIMS M MY/IbTUCINpA/TbHAsA KOMIBIOTEpHas ToMmorpadus
C BHYTPUBEHHBIM KOHTpacTupoBaHueM (puc. 1, 2).

\i_

JlaHHbIE MCCIefoBaHMs U IPaBUIbHAA MHTEpIpeTalys pe3y/lIbTaTOB IO3BOMU/IN BBIABUATDH
y pe6€HKa aHOMA/IMIO CTPOEHNUA TPaXen B BUJe HAIMYMSA TPaxeaJbHOIO OPOHXaA U CYXKEHV HIK-
Hell Tpety Tpaxen o 2 MM. Kpome Toro, pu oljeHKe ropTaHy y peO€HKa BbIAB/IEH MOCTUHTYOa-
IVIOHHBIII CTEHO3 TOPTaHN. TaknM 06pa3oM, yCTaHOBJIEH AMATrHO3: «BpOXKIE€HHDIN CTEHO3 HIDKHEI
TpeTu Tpaxen (IONHBbIE XpsAleBble Kojblia). TpaxeambHbiii 6poHx. Tpaxeobponxut. JlapuHIuT.
CreHo3 ropTann. BposxiéHHBIIT HOPOK cepyia: fleeKT MeXIKeTyJ0uKoBoil eperoponku. Jedpekrt
MeXIpefcepaHoii neperoponku. CocrosHue 1ocne Cy>KMBaHUA JETOYHONM apTepuy, IIACTUKMI
nedeKTOB MEXOKETYL0UYKOBOI U MEXIIPefICEPAHOI IIePeropoiok. YMepeHHas IMIOIIasus Iepe-
1eiika aoprhl. JJo6aBouHas BepXHsAA IOIasA BEHa».

Puc. 1. BpoHXocKomnus: Mo NPaBoOM CTEHKEe Tpaxeun Puc. 2. MynbTucnupanbHas KOMMbOTEPHaA
BU3YaNIM3MPOBaH TpaxeasibHbi GPOHX; HUXKHASA TOMorpadus ¢ BHyTPUBEHHbIM
TPeTb TPaxeu NpeacTaBNeHa NOJIHbIMUA XPALLEBLIMUA KOHTPACTUPOBaAHUEM: TpaxeasibHbl GPOHX,
KOJIbLLAMU; MPOCBET TPaxen (MeHee 3 MM) Q3PUPYIOLLNIA BEPXHIOK OO0 MPaBoro Nérkoro,
HenpoxoauM pgnsa aHaockona (3,7 MM). HUXHSIS1 TPETb TPaxeu pe3Ko Cy)XXeHa (fo 2 MM).
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XWUPYPIMYECKOE NEYEHWUE BPOXOEHHOTO
CTEHO3A TPAXEW Y PEBEHKA 11 MECALIEB

BBupy HamrumsA y pe6€HKa IIOCTMHTYOAIMIOHHOTO CTeHO3a TOPTaHM ¥ BPOXKEHHOTO CTEHO3a
Tpaxeyn MPUHATO PEUICHNE O ITPOBEAECHNN ITAITHOTO XMPYPrn4eCKoro ae4eHns, rge rnepBbiM 3Ta-
IIOM PELIEHO BBIITOTHUTD JIeYeHMe BPOXKAEHHOTO CTEHO3a TPaXeu.

C mempio ormydeHrsa peb6€Hka or ammapara VIBJI m pacmmpeHns mpocBeTa [IbIXaTellb-
HbIX HYTeﬁ II0CJIC CTa6I/IJII/13aI_U/II/I COCTOAHUA pe6eH1<y Ha 3-1 O€Hb Hpe6bIBaHI/IH B CTanmno-
Hape BBIIIOJTHEHBI PECTEPHOTOMUSA, CKOIb3AlasA IJIACTMKA Tpaxeu. [laHHasg omepaunms IO3BO-
WA PacUIVPUTh CY)KEHHYIO 4YacTb HIVDKHeN TpeTu Tpaxeu (puc. 3). YUuThIBas TEXHOIOTWIO
JaHHOTO XMPYPIUYECKOTO JIE€YCHUA, O obecrneyenns OKCUT'€HalM KpOBU IIaljli€HTaA IIpU-
MEHAIM allapar 3KCTpaKopropanbHoll MeMmOpaHHOM okcureHaumu (MEDOS Deltastream,
Tepmanus).

ITocne ycnemHo NpoBefEHHOI CKOIb3SAIIell IVIACTUKY TPaXey 1 MOATOTOBKY peO&HKa K 9KC-
TyOanym Ha 6-e MOC/IeONepaIIOHHble CYTKN C LIeIbI0 PACIIMPEHNs IPOCBeTa TOPTaHU BTOPBIM
3TAllOM BBINOTTHEHO KOMIUIEKCHOE 3HJOCKONMYeCKoe JiedeHNe pPyOL0oBOTO CTeHO3a TOpTaHU
B 00DbEéMe OyXMpOBaHMA M JIa3epHON Bamopusanuy creHos3a. Ha omepanmoHHOM cTONe pe6EHOK
OB/ IIepeBefIéH Ha CaMOCTOATENIbHOE JbIXaHMe, IPOOYX/IEH 1 aKcTyouposaH. [Toce skcTybanym
IbIXaTe/lbHasA HEJIOCTATOYHOCTD y pe6EHKA MMOTHOCTDIO KYINMPOBAHa.

JVTHAMMKA U PE3YJIBTATBI IIOC/IEJYIOIIETO HAB/IFONEHVA

Ha 11-e mocneonepanyoHHBlE CYTKU pPeOEHOK IlepeBel€H 13 OTHENeHNSA peaHMMaluy
B Npo(dUIbHOe XMPYPIM4YecKoe OT/eleHMe, Ife ObII0 IPOLO/DKEHO BBIXaKMBAHME IAIlVEHTA.
Ha 24-e mnocmeomepallMOHHBIE CYTKM IIOCTe IPOBEJEHHOTO KOHTPOIBHOTO 06CyenoBa-
HUA, Ha KOTOPOM YCTAHOBJIEHO, YTO [MaMETp HVDKHEN TPeTH Tpaxeu II0C/Ie XUPYPIUdYecKo-
ro JiedeHNA YBeMMYWICA B 2 pa3a M cocTaBua 7 MM (puc. 4, 5), MaIMeHT BBINMCAH TOMOII
B YIOBJIETBOPUTEIBHOM COCTOSHIUM C ITOTHOCTBIO KYNIMPOBAHHBIMMI ITPOABIEHUAMM [bIXaTe/TbHON
HEJOCTaTOYHOCTM.

Puc. 3. CTepHOTOMUSA: A — KaHIOJIMPOBaHbI YLIKO MPABOro Npeacepamns U BOCXoasailas YacTb
aopTbl; BbiAeneHa Tpaxes, pacceyeHa (CTeHKa NpeAcTaB/ieHa NOJIHbIMU XPALLEBbIMUA KOJbLLAMW);
B — cMofenvMpoBaHbl NPOKCUMabHBIA U AUCTaNbHBIA NOCKYT TPaxeu, KOTopble cBefieHbl MeTO1oM
CKOJIbXXeHUA: Hauyano (hopMUPOBaHUSA MeXXTpaxeasibHOro aHacToMo3a; B — BHellHWI BuA nocne
3aBepLueHUs HOPMUPOBAHUS MEeXXTPaxeaslbHOro aHacToMO3a.
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Puc. 4. ®nbpo6poHXxocKonus: TpaxeasbHbIN Puc. 5. MynbTucnupanbHas KOMMNbOTEPHasA
OGPOHX; HMXKHASA TPETb TPaxXxeu PaclUMpPEeHa; TOMOorpacdusa: ouaMeTp HUXKHEN TPeTH
BU3Yya/I3npoBaHa 30Ha LLBOB. Tpaxeun yBeslIMyeH.

OBCYXOEHUE

Ha HacTosAMiI MOMEHT B OTE€YeCTBEHHOI 1 3apyOesKHOI INTepaType OMMCaHbI MHOYKECTBEH-
HbI€ BapMAHTHI JIEYEHNA BPOXKJEHHOTO CTEHO3a TpaXeM, TaKle KaK IMPKY/IApHas pe3eKuus Tpa-
Xel, IVIACTHKA Tpaxey ¢ IpUMeHeHMeM ayTOTpaHCIUIaHTaTa (pé6epHOro xpsia), TakKe MCIOJb-
3yI0T IVIACTUKY TPaxen ¢ IPYMEeHeHMeM 3aIUIaThl 13 IepuKapaa [5], ofHaKO JaHHBIE TeXHOIOTVN
He HAlllIM IIVPOKOTO IPMMEeHEeHNs B JIeYeHN) BPOXK/JEHHOTO CTeHO3a TpaXeu U 00/1afjaloT HU3KOI
apdpexTrBHOCTBIO. B 1989 romy V. Tsang u coaBT. [6] onucany HOBYI0O METOAUKY XUPYPIUIECKOTO
TIe4eHN s BPOXKIEHHOTO CTEHO3a TPaXey — CKOJIb3AIIYIO IJIACTUKY Tpaxen. MeToiMKa JaHHOII o11e-
panuy 3aKIHYaeTCsa B TOM, YTO CTEHO3MPOBAHHBIN YYaCTOK IIEPECEKAETCA B €I0 CPEHEN TOYKeE.
ITpokcumanbHbI OTPE3OK CTEHO3MPOBAHHOIO CETMEHTa PAacCEKAeTCA BJJO/b 110 IIepeJHell CTEHKE,
a IUCTAJIbHBII YYaCTOK — IIO 3aJIHell CTEHKe Tpaxey, II0c/Ie 4ero (GOpMUPYIOTCS TOCKYThI, KOTOpbIe
COMDKAIOTCA APYT C APYTOM METOIOM CKO/Ib)KeHNsA, U GOPMUPYeTCA MeKTpaXea/lTbHbIil aHACTOMO3.
JlaHHas TEXHOIOIUA MO3BOJIAET YABOUTDH OKPY>KHOCTb TPaxXeM, a IJIOUIA/Ib IIONIEPEYHOTO CeYeH s
YBEIMYUBAETCA B 4 pasa, IO3BO/IAA TEM CaMbIM KYIIMPOBATh IIPOABIEHNA [AbIXaTeIbHON HEJOCTa-
ToyHocTH. [IpyMeyarenbHO TO, YTO JaHHAA ONepalya IPUMEHMMA I JI/IS IPOTAKEHHBIX CTEHO30B
Tpaxeu. HeocnopuMbIiM IpeUMyIIeCTBOM JAHHOM PEKOHCTPYKTMBHO-IIZIACTUYECKON OIepauumy,
0e3yC/IOBHO, AB/IAETCA MCIIONb30BaHME COOCTBEHHBIX TKaHell TpaXxewl, 4TO IIO3BO/AET CO3/IaTh
CTaOVIbHBIN KapKac CTEHKM Tpaxey M MpOoIIAKTHPOBATb TAKUM 00pa3oM IIPOABIECHNS TPaxeo-
MaJIALMY B IIOC/IEONIEPALIMIOHHOM TIEPHOJIE.

Y4uTbIBasA TEXHUYECKVe OCOOCHHOCTY BBIIOJTHEHMA CKOJb3AIIeN IVTACTUKM Tpaxeu i obec-
HedyeHNA OKCUTeHAIlM) ¥ TOBBINIEHNA 6e30IIaCHOCTM XMPYPTUMYECKOTO JIeYeHMs IPeIoKeHO
BBIIIO/IHATD JAHHYIO ONlEpallMio B YCJIOBUAX 9KCTPAKOPIIOPAJIbHOTO KpoBooOpaljeHns: (ammapar
VICKYCCTBEHHOTO KpoBooOpaiteHn:). JJaHHasA TeXHONOIMA 06/IafaeT TaK)Ke CBOMMU «MUHYCAMM»:
HaInpuMep, [yt e€ BBIIOTHEHVSI He0OXOMMO TIO/Jep>KMBATh BBICOKNUII YPOBEHD TellapyuHU3aLny,
YTO YC/IOXKHAET paboTy Xupypra 3a CY€T IOBBIIIEHNS KPOBOTOUYMBOCTI. [y pelieHus TaHHOI
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XWUPYPIMYECKOE JIEYEHUE BPOXXJEHHOIO
CTEHO3A TPAXEW Y PEBEHKA 11 MECALIEB

po671eMBbl OBUIO IPEJIOXKEHO BBIOIHATD JAHHYIO PEKOHCTPYKTMBHO-IIIACTUYECKYIO OIepaIlio
npu noppepxke IKMO (akcTpakoprniopanbHass MeMOpaHHast okcureHarys) [2, 7, 8]. Omnako,
HECMOTPsA Ha BBICOKUII YPOBEHb PasBUTHUA 3[JpaBOOXPAHEHMS VM HAKOIUICHHBIN OIBIT JeYEeHMUS
HNALMIEHTOB C BPOXXJEHHBIM CTEHO30M TpaxeW, /IeTA/IbHOCTb IIPU XUPYPIUMYECKOM JIeUeHUN,
IO JaHHBIM JIUTEPATYPbl, OCTAETCA BBICOKOI (0 44%) [5].

Takum 06pas3om, revyeHne MAIMeHTOB C BPOXKAEHHBIM CTEHO30M TPaxXen SIBJIIETCS CIIOXKHOI
3agaderi, TpeOyIoLIeil TIIaTeTbHO JUATHOCTKY U IIPOBEeH IIPEROIePalIOHHOTO I/ITAHNPOBa-
HIA, IOCKO/IbKY HEBEPHO BBIIIOJTHEHHAs OIlePaLMsl MOXKET IPUBECTH K JIeTa/IbHbIM OCTTO>KHEHUAM.

3AKJTIOMEHUE

JleTu ¢ BpPOX/IEHHBIM CTEHO30M Tpaxeu IPeACTAB/AIOT COOOI OYeHb CIOXKHYI TPYIIY
HAlJEeHTOB ¢ OONBUINM KOMNYeCTBOM CONYTCTBYIOIIMX 3aboneBaHuil. HecMOTps Ha JOCTYDKEHMS
MeIVMIVHBL, JOOUTHCS ONMaronpusATHOTO MCXOAa YHAéTcsi He BO BCeX CIydasx. VIcrmonmp3oBaHue
JICKYCCTBEHHOTO KpOBOOOpalieHyst (3KCTpaKopIopanbHass MeMOpaHHas OKCUTeHAlMs M allma-
paTr MCKYCCTBEHHOTO KpOBOOOpaleHNMsI) MO3BO/sAeT Oe30IIaCHO BBIIIOIHUTD PEKOHCTPYKTVBHbIE
ollepanuy Ha Tpaxee M M30aBUTb peOEHKA OT IPOSBIEHUI AbIXaTeIbHON HELOCTaTOYHOCTM.
[Tpy Heo6XOAVIMOCTY BO3MOYKHA OJJHOMOMEHTHAsI KOPPEKIMs IOPOKOB CePALla U TPaXeu.
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KUCTA XONIEQOXA Y PEBEHKA:
COCTOAHUE NOCNE ULUCTOSHTEPOCTOMUU NO PY

A.b. Anxacos, [I.B. XaspikoBa, C.A. Patankos, A.l. Komuna, A.O. IlImpikoBa,
M.B. ®ucenxko, H.B. llly6un

OBOCHOBAHME

Kucra xonegoxa — BpOXIEHHDI IOPOK Pa3BUTHA KETYHBIX IyTeil KaK BHEIEUYEHOYHBIX,
TAaK ¥ BHYTPUIIEYEHOYHBIX C IIPU3HAKAMU NIEPUOJUYIECKON HENIPOXOAMMOCTY KeT4EBbIBOAALNX
myTeit. YacToTa BCTpe4aeMOCTH KUCTBI XOJIeloXa COCTAB/AeT 5-15 cydaes Ha 1 MUJIIMOH Yeno-
BeK B 3amagHbix ctpaHax u CHIA, a B asmarckoit nonynanuu — 1000 ciydaeB Ha 1 MUIINOH
yenoBek [1-3].

[TannuatuBHBIe onepanuy (IVICTOAUIeCTVBHbBIE, SHIOCKOIINYECKVe ¢ YCTAHOBKOJ CTEHTOB,
XOJIELMICTOIUTeCTUBHBIE 1 JIp.) IPU KIUCTE XO/Ief0Xa Y AeTeil IaToreHeTUYeCKy He 0O0CHOBaHBbI,
TaK KaK (PaKTIYeCKV He TMKBUAUPYIOT 3a00/IeBaHNe, He IPeJyIPeXAaoT pasBUTHE paKa, IO3TOMY
He MOTYT IIPUMEHATLCA B IeUaTPIYeCcKOll TpaKTuKe [4].

HeratuBHBIMM NOCTIENCTBUAMY HEPANVKAIbHOTO YAA/IEHNA KUCTBI X0/NIEN0Xa ABIAETCA 3710-
KauyeCTBEHHOE IepeporK/ieHle IIOPOYHO Pa3BUTHIX JKETYHBIX XOJ0B. 3/I0KayeCTBeHHbIe HOBOOOpa-
30BaHMA MOTYT PasBMBATbCA Y NALMEHTOB C KMCTOM X0/IefioXa. PUCK pasBuTHA 310Ka4eCTBEHHbIX
HOBOOOpa3oBaHMIT B 4 pasa Bblllle Y IAI[MEHTOB, [IEPEHECIINX ONEPALMI0O BHYTPEHHETO [PEHM-
poBaHuA (LMCTOAUTECTUBHBI aHACTOMO3), 10 CPAaBHEHMIO C ITALMeHTaMy IOC/Ie PayKaIbHON
omepanyu [3-7].

Ilerecoo6pa3HO BBIIONHATH IEPBUYHYIO ONEPATUBHYI0 KOPPEKLMIO KVCTHI XO/Iefj0Xa B CIIe-
OMAIN3VPOBAHHOM LIEHTPe, IIPY 9TOM BO3MOXKHO BBIIIOJIHUTDL PAAMKAIbHOE yHajeHNe KUCTBI
XOJIeffoXa IIpY MOMOIIY JIAIIAPOCKOINY WIM MVHU-TAIIAPOTOMUM C NIPUMEHEHNEM MUKPOXUPYP-
IMYECKOI TeXHUKI.

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

Manpuuk, 13 net, mocTynua B Xupyprudeckoe TopakanbHoe otpenenne OPITAY «HMMUII sgo-
poBbs geteli» Munszpasa Poccun ¢ sxanobamm Ha nepropydeckyie 60y B )KMBOTe MPUCTYIIO00-
Pa3HOrO XapaKTepa, COPOBOXK/JaeMble PBOTOI, MOSABIEHNEM aXO/IMYHOTO CTy/Ia U MOBBILIEHNEM
TeMIIepaTypbl Tesa.

Anamnes 6onesnu. Ilocme cbopa aHaMHe3a BBIACHUIOCH, YTO y peGEHKa B BoO3pac-
Te OJJHOTO TOfia >KM3HM BBIABJIEHA KICTAa XOJIEXOJla; CO C/IOB MaMbl, OIlepaTUMBHOE JIe4YeHMe
He IIpeJIarajloch, peKOMEHIOBAaHO HabmiofeHue. B 3 roga >KM3HM MajlbuMK OINEPUPOBAH
no mecry >xurtenbcrBa (Kypran) mo moBopgy KMCTBI XO/Iefjoxa TMTAaHTCKUX pa3MepoB (6oree
6 cM B guamerpe). COITIACHO BBINVCHOMY 3NUKPU3Y, B XOfe OIEpalyy HaloXKeH IVICTO-
9HTEPOAHACTOMO3 Ha BBIK/IIOUYEHHOJ IeT/ie TOHKOM Kumku 1o Py. Jlamee pe6&HOK poc
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KWUCTA XONEJOXA Y PEBEHKA: COCTOSIHUE
MNOCNE ULUCTOSHTEPOCTOMUU MO PY

U pa3BMBaJICA 1O Bo3pacTy. OTMedannuch neprogudeckue 601m B XUBOTE, CTY/I MHOTAA MMeT
aXO/IMYHbIE ITPOXKUIKNA.

Yepes 10 neT peOEHOK SKCTPEHHO T'OCHUTAIN3NPOBAH B CTAIVIOHAP IO MECTY >KUTE/b-
CTBa € >kajob6aMy Ha pe3Kue OONMU B KMBOTE IPUCTYIOOOPA3HOrO XapaKTepa, PBOTY 3acTOM-
HOTO XapaKTepa, IOXKEATEHME KOXM M CKIep, KIMHUYeCKUe IPOABIEHUA MeXaHNYeCKON
x)entyxy (amaHmHaMmmHOTpaHcdepasa 231 En/n, acmapratammuorpancdepasa 704 Ep/n,
obmmuit 6unupy6bun 34,6 MKMOJIb/N, HempsMoi OunupybmH 18 MKMONB/I) C HammdmeMm
aXO/IMYHOTO CTyJa UM IOBbIIIEHMEM TeMiiepaTypbl Tenma Bbime 38,5°C. Ilpm mocrynneHun
YCTAaHOBJIEH JuarHos: «MexaHudeckada >XenTyxa. OcTpas KulledyHas HENPOXOAMMOCTb».
B xome ob6cnemoBaHus y pebG€HKa BBIAB/IEHA OCTATOYHAs KUCTA XOJefoXa OONBIINX pas-
MEpPOB C JKEIYHBIM KaMHEM JM BTOPUYHBIM paclIMpeHNeM BHYTPUIIEYEHOYHBIX >KETYHBIX
XOI0B, KOTOpasg M ABWIACh NPUYMHON MEXaHMYECKON >KEITYXM, BBI3BIBAB MEXaHNYECKYIO
KMILIEYHYI0 HEeNpOXOoAMMOCTb. IIpoBommiaach KoHcepBaTUBHas Tepamus (aHTMOaKTepuaib-
HadA, crnasmonurmyeckas). Ha ¢oHe Tepanmum KamHMYecKas KapTMHA KUIIEYHON HEIPO-
XOMMOCTM Oblla KynupoBaHa. [IpoBeléH TeNIeKOHCUINYM C XUPYPIUUYECKMM TOpaKajb-
HbeiM oTpeneHneM OIAY «HMMUIL sgoposbsa pereit» MunsgpaBa Poccun. PexomenpmoBana
rOCINUTAAN3ALNA.

Ipu nocmynnenuu cocTOsIHNE CpeRHEN TAXKECTH, )KEITOBATbIN KOXKHBIN IIOKPOB, UKTEPUYHbIE
ckepel. JKMBOT He B3ZyT, Ipy MajblIaluy MATKNIL, 60/e3HEHHBIN B IPaBOM BepPXHEM KBaJpaH-
Te; CIIpaBa y Kpas IeYeHU Na/JbIVPYeTCs OIyXOJeBUIHOE OOpasoBaHME pasMepoOM IPUMEPHO
10x10 cm. CTyn nMeeT KOPMYHEBYI0 OKPACKY C aXOAMYHBIMM IpOXMIKaMu. TemmepaTypa Tena
B IIpeJie/laX HOPMBI.

\—
IIPEIBAPUTEILHBIV ITVIATHO3

Kucra xonegoxa, Tun IV no xmaccuukanmym KIUCT >KeTYHBIX IpoTokoB Todani, cocrosiHme
IIOCJIe HUCTOIHTpocTOMMM OT 25.09.2018.

PE3Y/IBTATBI IABOPATOPHOTO
N VMTHCTPYMEHTAJIBHOTO NMCCIEJOBAHMA

B xupyprudyeckom TopakaabHOM OTJe/NIeHNN peOEHOK KOMIUIEKCHO 0OOC/IeTOBaH.

ITo pesynbraTaM 1a60paTOPHON AMAaTHOCTUKM OTMEYAeTCs MOBBIIIEHNEe TpaHCaMMHa3 (ama-
HVHAMMHOTpaHC(epassl, acnapraTaMiHOTpaHCcdepassl), MpsMoro 6umipyomHa go 20 MKMOJIb/ T
" MapKepOB BOCHAJICHNA.

ITIpu ynprpassykoBoM uccienosanuy (Y3V1) opraHoB OpIONIHOI IOMOCTI B 00/1aCTH BOPOT
IeYeH) OIpefeNnsgeTcsa KUCTO3HOe oOpasoBaHMe pasMepoM 50X55 MM, CTEHKU KOTOPOTO yTOJI-
I[eHBbl, B IIPOCBETE OIpPENEeNATCA KOHKPEMEHT C JUCTAIbHONM aKYCTUYECKOJ TEHBIO U B3BECh.
BHyTpuneyéHOUHBIE XeTYHbIe IPOTOKM UaMEeTPOM 10 15-25 MM, B IIPOCBETe I'MIIEPIXOTeHHbIE
HOZIBVYDKHBIE BK/TIOUeHNMsI 6e3 IMCTanbHOI TeHU (ITy3BbIPbKIM rasa).

ITo pesynbratam ¢pubpo330daroracTpogyofeHOCKONNY ¢ 9HAOCKonYeckuM Y3V BbIAB/IeH
AMCTA/IbHBIN 3PO3UBHBI pedriokc-a3odarnut (crenenb A mo Jloc-AHmKenecckoi knaccuduka-
nuy, LA), o pesynbTaTaM MarHUTHO-Pe30HAHCHOJ XOMaHTMONIAaHKpeaTorpadum — KICTa Xoe-
foxa 6o/MpIINX pasMepoB (~5,5%6,5 cM) C pacliyMpeHVeM BHYTPUIEYEHOUHBIX >KETYHBIX XOf[OB
1o 2,0 cM, B TPOCBeTe — >KeTYHBII KOHKpeMeHT (puc. 1).
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Puc. 1. MarHnTHo-pe3oHaHcHas ToMorpadus opraHoB GPIOLLIHON MOMIOCTU B aKCUANIbHOW NPOEKLUMK:
BU3ya/IM3MpyeTcs KUCTa XoJieqoxa 60JblUNX pa3sMepoB — NpuMepHo 5,5x6,5 cm (A, ctpenka)
C paclMpeHneM BHYTPUNEUYEHOUHbIX XeN4YHbIX xoaoB ao 2,0 cM (b, cTpenka),
B NPOCBETEe — XeNYHbIN KOHKpeMeHT (B, cTpenka).

' —) ITMATHO3

PesynpraTamu 1a60paTOPHOTO U MHCTPYMEHTAIBHOTO VICCTIENOBAHMS TIOATBEP)K/IEH IMArHO3
KICTBI XOJIe[l0Xa C Ha/lIN4/eM BHYTPUIIPOCBETHOIO KOHKPEMEHTA M PACHIMPEHMEM BHYTPUIICYE-
HOYHBIX KeTYHBIX TPOTOKOB.

— | JIEYEHUE

ITocne xommaeKCHOTO ILOO6CH€,HOB3HI/IH pe6eH1<y BbBIIIOJIHEHA OIlepalyusd B 00bEéMe marma-
poTomMuy, pe3€eKuUM KHUCTbI XOjief0Xa, TE€IIAaTUKOIHTEpPpOaHACTOMO3a KOHGL[—B—6OK IIETIN PY
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KWUCTA XONEJOXA Y PEBEHKA: COCTOSIHUE
MNOCNE ULUCTOSHTEPOCTOMUU MO PY

(puc. 2). O6Hapy>XeHO, YTO paHee BbINOTHEH
IVICTOHTEPOAHACTOMO3 KOHEI[-B-O0K KICTBI.
[IncTosHTepOaHACTOMO3 pasfleNiéH, M KUIl-
Ka ymuTa Harryxo. IIpocBeT KmCTBI 3amon-
HeH GonpmuM KamHeM (5,0x3,0 cMm). Kamenn
JIeTKO (pparMeHTupyeTcs, U3B/IEYEH M3 IIOJIO-
CTU KMCTBL. MOOMIN30BAaH >KEMTYHBIN MY3bIPD,
U IepeceyéH OOWMIT NEeYEHOUHBI IIPOTOK
(mmametp 1,5 cm). Ha ypoBHe romoBku mop-
JKeTyJI0YHO JKerie3bl [UaMeTp XO7efoXa 2 MM.
ITocnepnmit MpomNT, NepeBA3aH U IEepeCceydéH.
EnyHbIM 6710KOM KMCTa XOJIefoXa M KeTUHbIN

Puc. 2. JlanapoToMusi, pe3eKumnsi KUCTbl Iy3bIpb Y/lalieHbl. 3aTe€M BBINIOJIHEH TEIaTUKO-
Xonepoxa, renaTMKO3HTepoaHacToMo3 9HTEpOaHAaCTOMO3 KOHell-B-60K metmn Py. Illos
KOHeL-B-60K netnu Py. HenpepriBHbI1 (PDS 11 6/0), repMeTHYHBIIL.
aia

IVTHAMWKA U PE3VIBTATBI ITIOCJIEJYIOIETO HAB/IIOOEHNA

ITocne omepaiyy pe6EHOK B TedeHUe CYTOK HAXOAWICA B OTHEICHUN peaHVMall, 3aTeM Iepe-
BefIEH B XMPYPrUuecKoe TOPaKa/JbHOE OT/e/ieHNe. B mepBble MocneonepanyioHHble CYTKM Hadara
SHTepa/bHasA Harpyska BOJOI, 3aTeM 0e3MOJIOUHBIM CTOJIOM C HOPMAaJIbHBIM YCBOeHMeM. Pe6éHok
TaKOKe MOTyYal NHPY3UOHHYIO TEPAINIO C 37IeMEeHTaM ITapEeHTEPaTbHOTO IMTAHNST; IPOBOVIIVICH
aHTMOaKTepyanbHas, raCTPOINPOTEKTIBHAs Tepanus u obesbonmBanme. [To fpeHaxy u3 OpromIHoO
HIOJIOCTY OTXOAWJIO CYKPOBIYHOE OT/ie/IAeMOe C OCTENIeHHBIM YMEHbIIeHeM 00béMa.

[lpeHa>k U3 OpIOLIHOM IONOCTM YAaAéH, MPU3HAKOB ITOC/IEOIEPALIOHHBIX OCIOKHEHMIT
He Ob1/10. PeOEHOK B y/IOBIETBOPUTENBHOM COCTOSHUM BBIIMCAH JOMOIL.

W
ITPOTHO3

BrraronpuATHBI, JOCTUTHYTO BBI3IOPOBJIEHME peOEHKa.

OBCYXAEHUE

B Hacrosiiiee BpeMs Ipy KUCTe XO/efoXa y AeTeil He0OX0AMMO IPUMEHSATb TaKTUKY pajiu-
Ka/IbHOTO XMPYPIUYECKOTO yAaIeHs KUCThI C GOpMUPOBAaHNEM OVMINOANTECTUBHOTO aHACTOMO3A.

CoBpeMeHHBIMY TPeOOBAHNAMY K pe3eKIV KUCThI X0/Iefj0Xa ABJIAITCSA pajjuKanbHOe yhae-
HI€e KUCTBI X0/Iel0Xa, OTCYTCTBYE OC/IOKHEHMII U ITOJTHOE BBI3IOPOBJIEHNE.

PagukanbHas onepanns GO/DKHA BKIOYATh MICCEUYEHNE KUCTHI XO/IEl0Xa O YPOBHA CIMAHNA
IIPaBOro ¥ JIEBOTO IIEYEHOYHOIO NMPOTOKA NMPOKCUMAIbHO BIUIOTh [0 YPOBHA CIMAHMUA XO/Ief0Xa
Y TAHKPEaTU4eCKOro MpOTOKa JUCTANbHO. B pAfe cydaes mocie pafiuKanbHOIO yAaneHus KIUCTbhI
XoJefioxa TpebyeTcss peKOHCTPYKIVISA JHOIEBBIX IPOTOKOB C NMPYMEHEHVEM MUKPOXVPYPIUdecKoi
TEXHVKY ¥ OMHOKY/IAPHBIM yBe/INYeHMeM. B IPOTUBHOM cTyuae BO3SMOXKHO IlepecedeHne 110 KUCTe
C OCTaBJIEHNMEM KAHILIEPOT€HHO TKaHM.
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3AKJTIOMEHUE

HenpaBuibHO BbIOpaHHAs TaKTHMKA XMPYPIUUECKOTO JIEYeHVS II0 MECTY >KUTENbCTBA Y peOéH-

Ka ¢ KICTOI Xonezoxa (popmupoBaHue NUCTOSHTEPOAHACTOMO3A 110 Py) He ycTpaHMIa OCHOBHOE
3abojieBaHIe Y NIPMBeIA K KM3HEYTPOXKAIOIUM OCTIOKHEHUAM C PasBUTUEM MEXaHIYECKOI >KeJl-
TYXM ¥ OCTPOVI KMIIEYHOV HEITPOXOAVIMOCTI.
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onbIT ANATHOCTUKU U ONMEPATUBHOTO
JIEYEHNA PETPOKABAJIbHOIO MOYETOYHUKA
JIAMTAPOCKOMWYECKNUM IOCTYIOM

onblIT AUATHOCTUKU U ONEPATUBHOIO
JIEMEHUA PETPOKABAJIbHOIO MOYETOYHUKA
JJANAPOCKOINMWYECKMUM AOCTYIOM

C.H. 3opxun, C.A. Kapnaues, A.T. lanysunckas, O.J1. becnamok, 1.A. Kapumos

OBOCHOBAHME

PeTtpokaBabHbBII MOYETOUHNMK — PEAKNII IIOPOK PasBUTHA IIONONM BEHBI, IPY KOTOPOM MO4Ye-
TOYHMK PACIIO/IaraeTCs 3a HYDKHEN II0/I0N BEHOIA, IVPKY/IAPHO oryubas e€ B IPOEKIMY ITOACHUYHOTO
OTfeNa TT03BOHOYHMKA. [IOpoK BO3HMKaeT B pe3y/nbraTe aHOMAJIbHON IePCUCTEHLMN IIPaBoil Cy6-
KapAMHA/IbHO BEHBI, ¥ 0o/lee IPaBMIbHBIM TEPMMHOM JAHHOU COCY[VICTON aHOMAIMM AB/IAETCA
«IIpeypeTepasibHast HYDKHSA Mo1ast BeHa» [1-3]. PeTpokaBa/ibHBI MOYETOYHNUK BIIEPBbIe OB OMICAH
Ha ayroncuy E Hochstetter B 1893 roxy [4]. Meraanamus 13 mccefoBaHmii, IOCBAIEHHBIX PeTPOKa-
Ba/IbHBIM MOYETOYHMKAM, II0KA3aJI, YTO PacpOCTPaHEHHOCTD 9TOTO COCTOSHMA cocTassaeT 0,13% [5].

Jla>ke Ipy HaIM4MY PETPOKABAIBHOIO PACIIONIOKEHNA MOYETOYHIKA CYMIITOMAT/KA BO3HH-
KaeT OYeHb PeiKo [6], KIMHIYeCcKoe 3HaYeHNe IPHoOpeTaeT B C/Iydae ero KOMIPECCUY U Hapyllle-
HIIA TTaccaka MOYY 13 MpaBoil NOYKY. OIeHNTD MCTVHHYI0 YaCTOTY BCTPEYaeMOCTY 0OCTPYKIUNI
MOYETOYHVKA, OOYC/IOBJIEHHYIO IaHHBIM ITOPOKOM, OY€Hb C/IOXHO: B JIUTEpaType BCTPEYaroTCsA
OIVICAaHMA eAVHWYHBIX KIMHUYIECKUX crydaes [5, 7-13].

B mpepcraBneHHOM cydae TeMOHCTPUPYIOTCS 0COOEHHOCTM KIMHUYECKOTO TeYeHWs, Auar-
HOCTVKM U TAKTUKI XUPYPIMYECKOTO JIeYeHNs peTPOKaBaJIbHOIO MOYETOYHNKA.

OMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

Bonbnoit A, 13 ner.

Anamnes xusru. CeMelHbII aHAMHe3 He OTATOIIEH. PaHHee pa3BuTie 6e3 0COOEHHOCTEIL.

Anamne3 6onesHu. B TedeHne 6 MecsleB 0eCIIOKOMIN MePUOAMYECKIe TyIIble HOMIue 60mm
B IIPaBOJl MOACHUYHOI 00acTy, IPOBOLMPyeMble (PU3NUECKOil HarpysKoil. Pe6éHOK Habmoma-
Csl IETCKUM YPOJIOTOM-aH/IPOJIOTOM II0 MECTY >KUTENbCTBA. K/MHMKO-1ab0paTOPHBIX [JAHHBIX
3a MH(}EKLMI0 MOYEBbIX ITyTell He OTMEYeHO. YPOBEHb a30TeMUM B IIpefienax pedepeHCHBIX 3Hade-
Huit. [To JaHHBIM yIBTPa3ByKOBOTO VICCTIEIOBAHN ITOYEK M MOUEBBIBOAAIINX ITyTell IIPEATIONIoXKe-
Ha ruzipoHepoTmdeckas TpaHcPOpMaIA IpaBoyl MOYKy. Pe6EHOK B IIJTaHOBOM IOPSIfIKE HAIIPaB-
JIEH B OTJIe/IEH)Ee YPOJIOTUM C TPYIIIaMy penponykronoruy u Tpancnaantagun OIAY «HMUIL]
3IOpOBbs feTelt» MuHanpasa Poccun ist yTOUHEHNS AUarHo3a u OIpefieeH st TAKTYKY JIeYeH L.

IIpu nocmynnenuu. Obuee cocrosiHMe cpenHelnr TsKectu. ITonoxxenne aktuBHoe. Hopmo-
tepmusa. COCTOsIHME IUTAHVS COOTBETCTBYeT BO3pacTy. KOXKHBINI IOKPOB O/1€IHO-PO30BBIN,
YMCTBIN OT ChIIN. B NErkmx nbIXaHMe Be3UKY/LSIPHOE, IPOBOAUTCS BO BCE OT/E/IBI, XPUIIOB HET.
ToHbl cepplia 3ByYHBIE, PUTMMYHbIE, NATOJIOTMYECKUX INYMOB HeT. JKMBOT OOBIYHOI (OpMBI
MATKUIL, 6e300ne3HeHHbI. KocTHas cucrema: BhIpaKeHHBIX jedopmanmit HeT. ModeronoBas
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CHCTeMa: CUMIITOM ITOoKonayuBaHys [lacrepHarikoro crabomnonoxutenpHbiit. Hapys>kHble ooBble
OpTraHbl PasBUTBHI IO MY>KCKOMY TUITy. SIMYKYM B MOIIOHKe. ModYencnycKaHMe caMOCTOSATENbHOE,
6e36071e3HeHHOE, IU3ypuUM HeT. TeMn fuypesa afleKBaTHBII.

- —) TIPEIBAPUTENBHBIN TVUATHO3

Y4urpiBas JlaHHbIE aHAMHe3a U Y/IbTPa3BYKOBOTO MCC/IENOBAHMA IO MECTY >KUTEIbCTBa,
BBICTABJICH IIPeBAPUTENIbHBIN Juarnos: «[uaponedpos cupapar.

PE3Y/IBTATBI IABOPATOPHOTO

VM MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

Pe6GEHKY BBINIONHEH CTaHIAPTHBIN KOMIUIEKC Ta00paTOPHBIX OOCTeNOBaHMIl: KIMHIYECKUI
aHa/IN3 MOYM, MUKPOOMOTIOIMYECKIIT TOCEB MOYM, KIVMHIYECKIIT ¥ OMOXVIMIYECKIIT aHa/IN3bI KPO-
BU, Y4E€T Uypesa: MUKPOOHO-BOCIIAUTEIBHOTO TIporiecca He 3aUKCUPOBAHO, a30TOBBIJIETNTE/Ib-
Hasl PYHKIMA TOYEK He CTPpajaa, 00bEM CyTOYHOIO iuype3a B Ipefienax (py31oIorndecKoil HOPMBL.

Ynvmpaseykoeoe uccnedosanue novex u mMouevl00AuUX nymeti. Jlepasd Io4YKa pasMepoM
113x45 mm, mapenxuma guddepeHIMpOBaHa; YalleyHO-I0XaHOYHAs CUCTeMa He paclIipeHa,
CTEHKM He YTOJIEHbI, IIPU LIBETOBOM JOMNIUIEPOBCKOM KapTUPOBaHUM KPOBOTOK IPOCIEKIUBAETCA
IO KaIICy/Ibl, MOYETOUHMK He pacumpeH. [IpaBas mouka pasmepom 120x49 MM, mapeHxumMa aud-
¢depeHIMpOBaHa, KPOBOTOK IIPM I[BETOBOM JOIIUIEPOBCKOM KapTMPOBAaHMM YMEpPEHHO OOeqHEH
II0 Mary¥CTPaJbHOMY THUITY, IIPOC/IEKVMBAETCA [0 KAICY/Ibl, IMapeHxuMa guddepeH1poBaHa, To-
I[YHA 10 12 MM, YallleYHO-/I0OXaHOYHAs CUCTeMa CIIpaBa e OpMIPOBAHA, IOXaHKA 22 MM, CMellIaH-
HOTO TUIIQA, YAIIEYKN — BEPXHAA U HIDKHAA Ipynina 1o 20 MM, CpefiHue IPynibl 1o 14 MM, IpOCBET
AQHOXOTeHHBINI, MOYETOYHMK B BepxHell TpeTnt 13-15 MM, lasiee zocToBepHO He ayddepeHImpyeTcs.

C 1ebl0 YyTOYHEHNMs AHATOMUM ITIOPOKA Pa3BUTHUA BBIIIOTHEHA KOMIIBIOTEPHAsA TOMOTpa-
¢usa ¢ BHYTPUBEHHBIM KOHTpAcTMpOBaHNMeM (piuc. 1): BBIABIEHBI I'MAPOHEe(DPO3 MpPaBOI MOUKU

Puc. 1. KoMnbloTepHas ToMorpacus ¢ KOHTpacTUpOBaHUEM.
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onbIT ANATHOCTUKU U ONMEPATUBHOTO
JIEYEHNA PETPOKABAJIbHOIO MOYETOYHUKA
JIAMTAPOCKOMWYECKNUM IOCTYIOM

U [UIATAlys TPOKCUMATbHOTO OTZHeNa Modve-
TOYHIKA 10 YPOBHS IIONIEPEYHOTrO OTPOCTKA L4.
Kpowme Toro, nmeeTcst MeinanbHOe OTKIIOHEHE
MOYETOYHMKA Ha 9TOM YPOBHE, YTO KOCBEH-
HO YKasblBaeT Ha HajM4ye PeTPOKaBAIbHOTO
MOYETOYHMKA.

YunuTeiBasi OTCYTCTBUE KOHTPAaCTUPOBa-
HJS MOYETOYHMKA B JUCTATbHOM OTHENE, IS
OKOHYATe/IbHOI BepupUKaLmMy JUar€osa KOH-
CUIMYMOM TIPVHATO pelleHNe O MPOBeIeHNN
peTporpasHoii nuenorpadpun (puc. 2). Vccne-
JIOBaHME TOKA3aJI0, YTO MOYETOYHUK Hopmu-
pPYeT «IIeT/I0» B IOMEPEYHOM HAIPaBICHNN
B IIPOEKI[MI HIDKHEN 10710/ BEHbI Ha yPOBHE
Puc. 2. PeTporpagHasa nuenorpacus L4 u B manpHelimeM BO3BpaljaeTcs B TUIINY-

C ABYX CTOPOH (CTpenka). HOE TI0JIOKEHME.

\i_

[TpoBeniéHHOE KOMIUIEKCHOE 0OC/IeloBaHMe TT03BOIMIO YCTAaHOBUTb OKOHYATEIbHBI Mar-
HO3: «PeTpoKaBanbHBIT MOYeTOYHMK. [MIpoHedpo3 cripaBar.

YunTbiBas 060/1€BOIT CUHAPOM U Hajm4ye IMApoHedposa, IPUHATO pelleHre O pajuKaIbHOI KOp-
PEKIMY IOPOKa PasBUTVA — BBIIIOJTHEHUM YPETEPOYPETEPOAHACTOMO3A TANIAPOCKOINYECKYM IOCTYTIOM.

IIpomoxkon onepayuu. ITonoxeHne 60BHOrO Ha Ba/luKe Ha JIeBOM OOKy. BpimonHeHa OTKpBI-
Tas JIAAPOCKOMNNA, B OPIOIIHYIO TOTIOCTD YCTAHOBJIEH IATUMIUIMMETPOBBII TPOAKAP /IS OIITUKI,
¥ [1Ba IATUMIWUIMMETPOBBIX TpOaKapa Ijisi MaHUIY/IATOpoB. [Tocime MOOMMM3auy BOCXOAAIIETO
OTZe/1a TOJICTON KMIIKY BU3YaIM3MPOBAHbI pacUIVPeHHAs IOXaHKa Y PaclIMPeHHbII IIPOKCUMAIb-
HBIIl OTZHE/I MOYeTOUHNKA (puc. 3), IOC/IeTHMIL BBIfIeTIeH O peTpOKaBa/JbHOI YacTy U MepecedéH
(puc. 4), 3aTeM BBINOJTHEHA MOOVIM3AIV AUCTAIBHOTO OTAeNa Mo4YeToyHMKa (puc. 5). 3a cuér
TPAKILVM Bbfie/leHa peTpOKaBajIbHas 4aCTh MOYETOYHMKA. MOUETOUHNK IepeBefiéH B aHTeBa3a/lbHOe
MOJIOXKEHNE; YYaCTOK, PACIONAraBUIMIACA PeTPOKaBa/lIbHO, pe3elpoBaH. II0CKONbKY MCXOOHO MOue-
TOYHUK VIMeJI CIVPA/IeBUIHBII XOf], 00a cerMeHTa MOIIM ObITb COMDKEHBI 63 M3MUIIHEr0 HaIpsiKe-
Hys1. O6a KOHIJa MOYEeTOYHMKA CIATyIMpoBaHbl. Halo)keH HelpephbIBHBI YpeTepoypeTepoaHacToOMO3
HuTbIo [lomrmaktyH 5-0 (puc. 6), ApeHnpoBaH JJ-06pasHbIM cTeHTOM. M0o4YeBOII y3bIpb APEHNpPOBaH
karetepoM Pomest Ne 12. Temocras, cyxo. Kpoomoreps 5 My1. Pe6€HOK U3 onepanyoHHOI nepeBenéH
B IPOUIbHOE OT/ETIeHNEe B CTAOMIBHOM COCTOSHIUM Ha CAMOCTOSATETBHOM JIbIXaHUM.

JIVTHAMUKA U PE3VJIBTATBI ITIOCJIEJYIOIETO HAB/IFOOEHNA

[TocneonepanyoHHOe TeyeHMe ITIAJIKOe, peOEHOK AKTMBU3NMPOBAH B IIepBBIE CYTKU IIOCTIe
omnepanuu. YpeTpalbHbIl KaTeTep yAanéH 4epe3 3 [HA IIOC/IE OIllepaluy, MOYETOYHMKOBBIN
JJ-crenT — 4yepes 4 Hepmenu. boneBoil CMHAPOM ITOC/IE OLlepaly He peluanBupoBa. VHpeKui
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Puc. 3. JloxaHKa NnpaBou MNOYKK Puc. 4. lNMepeceyeHne MOYETOUYHMKA.
M NPOKCUManbHbIA OTAEN MOUYETOUYHMKA:
A — NPOKCUMAabHbIN OTAEN MOYETOUYHMKA;
B — HMXHASA nonas BeHa.

Puc. 5. Mo6unusauma guctasabHoro otaena Puc. 6. HanoxeHue
MOYETOYHMKA: A — OUCTaNbHbINA OoTAeN ypeTepoypeTepoaHacToMo3a.
MOYeTOYHUKA; b — HXKHASA nonas BeHa.

MOYEBBIBOSAINX MyTell He 3adpuKcupoBaHO. MajbuMK BBINNMCAH Ha 7-€ CYTKM IIOC/Ie OllepaTyB-
HOTO JIeYEHU .

[TaryieHT HaXOAMIICS HOJ, HAO/IIOIeHVeM [IeTCKOTO YPOIOTa-aHApOJIOora 110 MeCTY SKUTENbCTBA.
BoccTanosneHne ypogHaMMKN IOGTBEPKIEHO YIBTPAa3BYKOBBIM MCCIENOBaHMEM IIOYEK U MOYe-
BBIBOJAINMX IyTeil yepes 1, 6 u 12 MecAlleB MMOCIe onepanuy, a TakKe JaHHbIMU SKCKPETOPHOIL
yporpadmuu yepes monrofa mocje OnepaTuBHOrO nedeHns (puc. 7).

W

HPOFHO3 oA IIalMeHTa A. 6}13I‘OHPI/IHTHI)II7[, JOCTUTHYT KJIMHUYECKUN pe3ynbpTaT N1€YEHNA.
MaJIb4uK MOXKeT IOCelaTh 00IeyKpeIUIolyie CIIOPTIBHbIE CEKIM, 0acCeliH, BEeCTH aKTVBHBDII
06pa3 >x13HM 6e3 OTpaHNYeHNI.
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Puc. 7. kckpeTopHasa yporpadus yepes 6 MecsiLleB noce onepauum (BOCCTaHOBIEHHas YpoaMHAaMUKaA).

|
OBCYXAEHUE

HecMoTps Ha BBICOKYIO BCTPE4aeMOCTb PETPOKaBa/IbHOTO MOYETOYHMKA II0 JAHHBIM ayTOII-
CuY, KIMHIYECKVIe TIPOsIB/IeHNs TIOPOKa, 00YC/IOBIeHHbIe OOCTPYKIIVIEl MOYeBBIX IyTell, BCTpeda-
I0TCs1 KpaliHe peniko. [TanmeHTam ¢ KalmKO9KTasmell 1 OTCyTCTBUEM XKaIo0 I0Ka3aHO HalIIofie e,
K XVMPYPrU4ecKOMy JIe4eHMIO IpUOeraoT B CIydae BOSHMKHOBEHMA OCTIOKHEHUI (TuapoHedpos,
MHQEKIIY MOYEBBIX ITyTell, KOHKPEMEHTHI, 60/IeBOI CUHAPOM).

B TeyeHme JNIUTENbHOTO IlepMOfAa BpeMeHM 30/0TbIM CTAaHJAPTOM JIe4eHUs peTpo-
KaBaJIbHOTO MOYETOYHMKA SABJIA/NACh OTKPBITAsA PacuYIeHAIIIas INMeIOIIacTUKA, BIIEepBble
BBINONTHEHHaA B 1947 ropy J. Anderson n coaBr. [14], 6eccHOpHBIMY HEOCTATKaMM KOTOPOIl
SABIIAIOTCS OONMBLION pa3Mep IMOCIEONEePAIIOHHOI paHbl, 601b B 06/acTU ITOCTEONepalioH-
HOJI paHbl, a TaKXXe JJIMTEJbHbIN Iepuoj, BOCCTAaHOB/IeHNU:. BriepBble O /1allapoCKONMYecKoil
onepanun coobmmau S. Baba u coaBt. B 1994 ropy [15]: onepanus 3aHsama 9 4acoB, OJHAKO
3Ta HOBATOPCKasg paboTa Jajma TOMYOK K PAasBUTHIO HOBOTO IIOfIXOfa B KOPPEKUIMM HAaHHO-
ro nopoka [11, 12, 16, 17]. CoBepuieHCTBOBaHVE MHCTPYMEHTOB, OIIEPATVBHON TEXHUKU
XMPYProB, COBPEMEHHOI0 00OPYAOBaHMA /A TeMOCTa3a MPYUBEIO K 3HAYMTETbHOMY COKpa-
IIEHNIO JJINTEIbHOCTY ONEePAaTUBHOTO BMEIIATEIbCTBA, HE NMPEBBIIIAILIET0 BpeMs OTKPBITON
onepauuu [7, 18, 19].

B HacTrosmee BpeMs 0OCYX/AIOTCA IPEMMYIIECTBA U HEJOCTATKM Pa3IMYHbIX MaJIOMHBA-
3VIBHBIX JOCTYIIOB — JIaIIAPOCKOIIYECKOTO, PeTPOIEPUTOHEOCKOINYIECKOTO, pOOOTU3MPOBaH-
Horo [10, 13, 20-22].

B 1969 ropy E.M. Bateson n D. Atkinson kmaccu¢uiupoBaayu peTpoKaBaabHbIl MOYETOY-
HUK Ha [IBa TUIA B 3aBUCUMOCTY OT €rO PACIOIOXEHUSI OTHOCUTE/NIbHO HVKHEN IO0JI0J BEHbI
[18, 20]. Hambonee pacnpoctpanén I Tum, mpm KOTOPOM pacIIMpeHHbIN peTpOKaBa/lbHBII
MOYETOYHUK KOHTpacTupyeTcs [0 ypoBHs III mOsACHMYHOrO IO3BOHKA, a 3aTeM marmbaercs
U CKpBbIBAaeTCs 3a HIDKHEI IOJI0N BeHOI, 00pa3sys 3epKajbHOe OTpaXkeHMe OYKBbI «J» [3, 9, 23].
IIpu I Tune peTpoKaBaJbHOrO MOYETOYHMKA IepecedeHe C HUYKHEN T0/I0i BEHON pacioiara-
eTCsI Ha YPOBHE II0YEeYHOI JIOXaHKM. B 60/NbLUIMHCTBE CTyYaeB y MalMeHTOB C peTPOKaBa/IbHBIM
MO4YETOYHMKOM HIDKHAA IO7Iass BeHa BU3Ya/lIM3UpyeTCcA jaTepanbHee IMpaBoil HOXKM myru 111
ITOSICHMYHOTO ITO3BOHKa [24].




3AKJIIOMEHUE

PentreHonorndeckass KapTMHA CTPUKTYPbl BEPXHEN TPeTM MOYETOYHMKA CIIpaBa JO/DKHA
BBI3BATh HACTOPOXKEHHOCTD Bpaya 10 ITIOBOAY HaIN4yA peTPOKaBaJIbHOTO MOYETOYHUKA.

TakTyka neyeHns peTpOKaBaTbHOIO MOYETOYHMKA JO/DKHA ONPEE/ATbCA BbIPAKEHHOCTBIO
KJIMHNYECKUX IIPOABJICHUI JAaHHON IIaTOJIOTUIL

[Tpy pasBUTUM OCTIOXKHEHUII PeTPOKAaBaIbHOTO MOYETOYHNKA TpebyeTcs pajyKaibHas Kop-
peKnys mopoka. BMenarerbcTBO MOXKeT OBITH BBIIIOJIHEHO B 00bEMe NMUENOIUIACTUKNA UK ype-
TepoypeTepoaHacToMo3a. [Ipy BeIABIEHNN ITOTTHOM OOMUTEpaLMyl MOYeTOYHVIKA C/Ief[yeT BBIION-
HATb ypeTepoypeTepoaHacToMO3. JlamapocKOmmM4ecKuil JOCTYIl sB/ISETCA METOROM BbIOOpa
IJISI JIeYeHs ITalieHTOB C JaHHO ITaTOJIOTHENA.

HacroAmmit KIMHNYeCKNIT CITyqail IpOfIleMOHCTPYPOBAJI BBICOKYIO 9P (eKTBHOCTD Ialapo-
CKOIIMYECKOTO YPETepOypeTePOaHACTOMO3a B JIEYEHNN IALIMEHTA C PETPOKABA/IbHBIM MOYETOY-
HuKoM I Tua.
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PEOKWUWU CZTYYAU COYETAHUA CUHOPOMA
BEKBUTA-BUOEMAHA Y HOBOPOXXAEHHOIO
C BUIIMAPHOWU KUCTOW NEYEHU*

A.C. I'ypckas, @.C. IImnosn, E.1O. [IpsakonoBa, E.B. Ekumosckas, O.H. HakoBkuH,
JI.B. Xa3pikoBa, A.B. Auukus, E.b. ®ponosa

OBOCHOBAHME

Cunppom bexksura-Brunemana — penxoe (1 Ha 10 340 >xMBOpO>XAEHHBIX) reHeTMYeCKOe 3a60-
JleBaHMe, XapaKTepy3yeMoe N30BITOUHBIM POCTOM TKaHell 11 HapyIlIeHMeM IIPOILeCCOB KJIETOYHOI
nponudepanuu ¢ pa3BUTHEM Pa3INIHbIX KJIMHIYECKUX IposiBaennii [1, 2].

B crarbe ommcaH pemkuil KIMHUYECKMIZ CAy4all YCIIENIHOIO jeYeHUs HOBOPOXJEHHOIO
¢ cunppomoM bekBura-Bupemana u OmnmapHoOil KUCTOI IedeHN, 0Opa3oBaHMA KOTOPOIL Ipef-
CTaB/IeHbl NPENMYILECTBEHHO remarobmactomoit (3, 4]. B nureparype ommcaHbl cydam reMaH-
TUOMBI IIeYeHN, Me3eHXVMMAa/IbHOI IaMapTOMBbl, KaabIM(UIVPYIOIell THe30BOl CTPOMAaIbHO
SIUTE/NAIbHON OIyXOJ/M, TeTePOTONMM TKaHM KOpbI HA[IIOYEYHMKOB B II€YEHb C PA3BUTHEM
3710Ka4eCTBEHHOTO IIPOIiecca, OJHAKO CTy4yaeB codeTaHmA cuHapoma bexsura-Bunemana ¢ 6mmm-
apHOJ KNUCTOII IeYeH! He BCTpedanoch [5-7]. IIpomeMOHCTpUpPOBAH ONBIT HATOXKEHUA LNCTO-
€IOHOAHACTOMO3a ¢ (POPMUPOBAHYIEM IIET/IN 110 Py € IOJIOKUTEIbHBIM KIIMHIYECKNM Pe3y/IbTaToOM.

OMUCAHUE KJIMHUYECKOI'O C/IYUAA4
o O

Anamnes musHu. Pe6EHOK OT TpeTbeil OepeMEHHOCTH, BTOPBIX OIEPaTMBHBIX POZOB
Ha 37-it Hepene rectanyy. Macca tema pu poxaenun 3070 r (+1 SD cornmacHoO MeXXAyHapOgHOI
CTaHJApTHOI onjeHKe ¢usmdeckoro pa3putusi HOBOpoXXAEHHbIX INTERGROWTH), mnuna tenma
50 cM (2 SD mo mxane INTERGROWTH). Ouenka no mikane Anrap 8/8 6annos.

Anamne3 6onesnu. Ilpu mraHoBOM yabTpasBykoBoM ckpuuure (II) Ha cpoke 6epemeHHOCTH
18,2 Heemy BBIAB/IEH BPOKAEHHBIN ITOPOK PasBUTIA IVIOAA: B 00/1aCTY ITYTIOYHOTO KOJIbI}a 0OHAPY>KEHO
TpBDKeBOe BIILTUMBaHNe (oMdasomnerne) pasMepoM 10X7 MM, B COCTaBe KOTOPOTO ONPEIe/IANNCH e T/IN
KVIIEYHVKA; MHOTOBOJMe. PeOEHOK KOHCY/IBTMPOBAH BPauOM-T€HETUKOM, BBIIOJHEH IUIAIleHTOLICH-
Te3 C MOC/IeAYIOUIMM MOIEKY/IAPHO-LIMTOT€HeTMYEeCKMM MCCIefIoBaHeM BOPCUH XOPUOHA, OIpefenéH
YKEHCKUIT KapyroTuil Iwiofia (46, XX). YunTbiBast pe3y/rbTaTbl KAPMOTHIIA U OTCYTCTBYE YIbTPa3BYKOBBIX
MapKepoB XPOMOCOMHOJI NAaTO/MOT¥M (TOMIIMHA BOPOTHMKOBOIO IPOCTPAHCTBA, KOIMYMKO-TEMEHHO
pasmep, KOCTb HOca — 0e3 YIbTPa3sBYKOBOII ITATO/IOTVN), @ TAKKe OTPUIATE/IbHbIE Pe3Y/IbTaThl 0110-
XMMIYECKIX MapKepOB MaTePUHCKON ChIBOPOTKM (CBOOORHAA CyObefMHNIIA XOPMOHIIECKOTO IOHa-
JIOTPOIMHA YeJI0BeKa, aCCOLMMPOBAHHbI C OepeMEHHOCTBIO NMPOTeVH A IUtasmbl Kposu PAPP-A —
B Iipefieniax pedepeHCHBbIX 3HAYeHUiT), XpOMOCOMHasi aHoMamus 6bita mckmodena. Ha 27-i1 Heperne

* KnunHudueckuit mpumep BIlepBble ONYONIMKOBAH B MEXAYHAPOJHOM HAYYHO-NMPAKTUIECKOM >XYpHAaje
«Ilegmarpust. Bocrounas Espoma» (2024, T. 12, Ne 2) 1 nevaTaeTcs ¢ paspelieHns pefaKkinm.
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PEOKWUN CNTYYAN COYETAHUSA CUHAPOMA
BEKBUTA-BUAEMAHA Y HOBOPOXXAEHHOIO
C BUJIMAPHOM KNCTOW MEYEHNU

recTalyy y IIofa oOHapy>KeHbI aH9XOTeHHbIe 00bEMHBIE 00pa3oBaHMsA B IIPABBIX OT/e/aX OPIOLIHON
IIOJIOCTU ¥ IIPABOL foJIe TIedeHy pa3MepoM 24x18 MM, 8x3 MM 1 8X8 MM COOTBETCTBEHHO, KPOBOTOK
IpY LIBETOBOM JIONIUIEPOBCKOM KapTMPOBAHMY He OIpefesIics. PeOEHOK 3a09HO KOHCY/IBTMPOBAH
IeTCKUM XMPYPIroM XMPYPIUUECKOTO OTHe/NeHN HOBOPOXKIEHHBIX 1 JieTell rpyfgHoro Bospacta OIAY
«HMUI] 3nopoBbs gereii» Munsnpasa Poccyn (3aB. otneneneM k.M.H. A.C. [ypckas), peKoMeHJ0BaHO
IPOJIOHTMPOBaHe OepeMeHHOCTH, Hab/IofieH e ¥ Pofopaspelienye B TPOGUIbHOM POJOME C HOCIe-
IyIolleil rocImTamM3anyeil pe6€HKa IId IPOBefeHNs OIepaTVBHOTO JIeYeHVs B MHOTOIPOQIIIb-
HOM CIeIVaI3MpOBaHHOM cTaipyoHape. Ha cpoke 34-35 Hepenb recranyy GepeMeHHas MOCTYIVIA
B ['BY3 MO «MockoBckuit 061acTHON HepuHaTanbHbli HeHTp» (Bananmixa) s fanbHevinero Hadmo-
meHus n popopaspemenys. [locme poxaennsa y pe6€Hka ObUT [YaTHOCTVPOBAH BPOXKIEHHBIN IOPOK
Pa3BUTH TIepefiHelt OPIOIIHOI CTeHKY — oMarioliere, pacijeHa TBEPAOro 1 MArkoro Hé6a. OTmedeH
330/, KPUTUIECKOTO CHVDKEHVIs YPOBHS ITIIOKO3bI 10 0,3 MMOJIB/I, KOTOpOe OBbUIO KYIPOBAHO OJHO-
KpaTHOII MH(QY3Meil pacTBOpa feKcTpo3bl. CocTosiHMe pebEHKa 0CTaBaIOCh CTaOV/IBHBIM, B IIPOBeie-
HMM JIbIXaTe/IbHOM MOAePXKKY He HY>KIa/ICs, TeMOAMHAMIYECKIX HapyLIeHNiI He OTMEYeHO.

i B mepBbIe CyTKM >XM3HY peOEHOK IepeBefiéH B XUPYPIu-
YecKoe OT[e/leHNie HOBOPOXKIEHHBIX U JleTell TPYAHOrO BO3-
pacta O®I'AY «HMIL] sgoposba pereii» Munsgpasa Poccun
IS [OOOC/IeOBaHNsA Y OIIEPATUBHOTO JIeYeHNA.

IIpu nocmynnenuu. IIpu mepBMYHOM OCMOTpe OIlpefie-
nsercs pedekt nepenHeyt OprourHol cteHkn (omdanorene),
4yepe3 KOTOPBIil IPO/IabupyeT IMeT/IA KMIIKY, HOKPBITAA IIyIIO0-
BUHHBIMM 0007104KaMu (IIET/I1 pO30BOTO IIBeTa, MPU3HAKOB
pPacCTpOCTBa MUKPOLMPKY/IALMM HET, IYHOBMHHBIE 000-
nouku 1envle). Pasmep omdanonene 20x20x15 MM (puc. 1).
B ob6mactu nmua mMeeTca KamWUIApHas ManbGopMalus,

N Ha MOYKax ywmel — ckmagku. IIpm ocmoTpe momoctu pra
Puc. 1. BHeliHU Bup, pe6éHka OTIpeiesIeTCs HETTOTHASL PACIIieNfHA TBEPIOTO HEOA 1 TIOTHAS
c omcanouesne Manbix pasMepoB.  paclie/Ha MATKOro HéGa.

PE3Y/IBTATDBI IABOPATOPHOTO
V1 MHCTPYMEHTAJIbHOTO NCCIIEJOBAHMA

ITo pmaHHBIM ynbTpas3BykoBoro ucciaenosanusa (Y3U)
OpraHoB OpIOIIHOI IONOCTY IOATBEP)KJAEHO Hamy4due IOf-
KaIICYJIbHOTO KMCTO3HOro oOpasoBaHus IV cermeHTa pas-
MepoM 26x15x15 MM ¢ TOHKOI aBacKy/IAPHONM CTEHKON
U aH3XOTeHHBIM COflep>KMMbIM. [IpM3HaKoB BUCIiepoMeranmmu
U JPYrUX oOBEMHBIX 00pa3oBaHMil He BBIAB/IEHO. [l yToY-
HEeHNUsl JIOKanmuM3auuyu oOpasoBaHMs M HaIMYMs COOOIIEHVS
¢ OMMMapHOI CUCTEMOII NeYeHV BBITOTHEHbI MarHUTHO-Pe30-
HaHcHasi Tomorpaduss (MPT) opraHoOB OpIONIHOI ITOTOCTH,
MP-xonanruonankpearorpadpus (puc. 2). IlogkancynpHo
Ha rpaHune IV m VIII cermMeHTOB IleyeHUM OIpefensaer-
Cs KUCTO3HOE BK/IIOYEHNE OKpyIIoit (opmbl pasmMepoM
23x13x20 MM ¢ pOBHBIMM KOHTypamu, 6e3 nepugokaibHO-
Puc. 2. PesynbTtaTtbl MarHUTHO- ro otéka. CoobiieHne ¢ KeMYHBIMU MPOTOKAMU JIOCTOBEPHO

pe30HaHCHOW ToMorpadum. He OIIpeJe/sIeTCs, BHYTPH- U BHEIIeYEHOUHbIE JKETIHbIe IIPO-
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TOKIM HE USMCHECHDBI. HPI/I I[OO6C)'I€I[OB8.HI/H/[ C IIOMOIIIbIO SXOKapI[I/IOI‘paCbI/II/I BbIABJIEHO Ha/INM4lMe ;[06a-
BOYHOI JTIEBOI BerHef/l T10JION BEHBI; BHYTPU- 1 BHECEPACYHAA IreMOJMHAMIKa B HOpME.

\—
IIPEIBAPVTEILHBIN IVIATHO3

ITpepBaputenbuo chopmMynmupoBaH crepyouuil guaruos: «OMdarolene MaabIX pasMepos.
Kucra neuenm».

ComyrcrByromye 3aboneBanus: «JJobaBouHas jeBast BEpXHss IO/mas BeHa. BpoxaéHHas
HeTIO/THAA pacleniHa TBEPAOTo HEGA U MOTHAA PacIleNHa MATKOTO HEGay.

B Bo3pacTe AT CyTOK >KU3HM peOEHKY BBINOJHEHO ONlepaTMBHOE BMEIIATeNbCTBO. B xoze
olepauny yaaaeHbsl SMOPMOHANIbHBIE 0007I04KM OoMdaonene; Ipy PeBU3UM OPTaHOB OPIOLIHON
IIOJIOCTY OIPEe/AITCA SMOPMOHANIbHBIE CIAMKM MEXJY TOJICTOV KUIIKON M MIeOljeKaTbHbIM
YI7ZIOM ¥ Haya/JbHBIM OTJEIOM TOHKON KMIIKJ. BBITIONHEH afire3Monm3nc: BhIABIEH He3aBeplIeH-
HBIII IOBOPOT KMIIEYHNUKA, 00mas OpbDKeiika pacpabieHa. OTMedaeTcss BHIPRKEHHBI TMM(O-
cTas3 ¢ ymepeHHou nmumdopeeir. ITocie morpy>xeHns merenb KMIIEYHNKA B OPIOIIHYIO IOJIOCTD
TOJICTasA KUIIKA ¥ WMIEOIeKA/TbHBIN yTO/ C YepBeoOpasHbIM OTPOCTKOM pPACIIONAraInch CeBa,
TOHKas Kmiika — crpasa. [To nmepegneit moBepxHocTy nedenn B oomactu VIII cermenTa Busyanu-
3UpOBAHO KMCTO3HOE 00pa3oBaHue pasMepoM OKoyIo 25x30 MM. BeimonHeHa myHKuusA o6pas3osa-
HIIA, TIO/Ty4eHa XMIKOCTb 00bEMOM 2,5 MJT HACBIIIEHHOTO >KE/ITOTO IIBeTa C OCAZKOM U B3BECHIO.
VIHTpaonepanyioHHO acMpar OTIIPaB/IeH Ha OMOXMMIYeCcKoe MccaefoBanme (oommit 6unmmpyous
147,7 Mxmomb/m). O60I0UKY KUCTBI ICCEYEHBI, OTIIPAB/IEHbl Ha TMCTONOTMYECKOe MCCTIelOBAHNE.
Y4uThIBasA MHTPAOIEPALIMOHHYIO KapTHUHY, @ TAK)Ke Pe3yIbTaThl OMOXMMIIECKOTO VICCTIeJOBAHNS,
obpasoBaHMe paclieHeHO Kak OwimapHas KucTa nedeHu. [IpmHATO pemeHne o ¢popMmupoBaHNUM
netu 1o Py ¢ Hajlo)kKeHMeM LMCTOSHTEPOAHACTOMO3a HEIPEPhIBHBIM IIBOM MOHO(WIaMEHTHOII
HUTBIO JUINTETBHOTO CpoKa paccacbiBanms 6/0 (puc. 3, 4). CxemaTnyHOe 13006paXkeHUe BBIIION-

Puc. 3. Kncta neyeHu BCKpbITa, Puc. 4. LluctoetoHoaHacToMoO3
cchopmupoBaHa netng no Py. ¢ chopmupoBaHmeM netnu no Py.
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PEOKWUN CNTYYAN COYETAHUSA CUHAPOMA
BEKBUTA-BUAEMAHA Y HOBOPOXXAEHHOIO
C BUJIMAPHOM KNCTOW MEYEHNU

HEHHOI1 ollepalMy IpeAcTaBIeHO Ha puc. 5. B o6mactu 30HBI aHacTOMO3a 1 B IIOJIOCTY MAJIOTO
Ta3a OCTaBJIEHBI CTPAXOBOYHBIE [PEHaXK!. BBIITO/THEHA TOC/TONHAS T/IACTHKA TIepeqHell OPIOIIHO
CTEHKM MEeCTHBIMU TKaHAMM ¢ GOPMMPOBAHVIEM HEOIYIIKa.

JIVTHAMUKA U PE3YIBTATBI ITIOCJIEJYIOIETO HAB/IIOTEHA

B mocneoneparnoHHOM nepuose pe6EHOK HAOMIOAATICS B OT/eIeHNN peaHNMALUY 1 MHTEeH-
CMBHOJ Tepanuy HOBOPOXXAEHHBIX U JleTeil TPY[HOrO BO3pacTa ¢ KPYIJIOCYTOYHBIM MOHMUTO-
PVMHTOM BUTaIbHBIX QyHKIMIL. Yepes 3 4yaca mocie Omepanuyu MO CTPAXOBOYHOMY APEHAXKY
U3 006/1aCTU IVICTO9HTEPOAHACTOMO3a OTMEUEHO OFHOKPATHOE OTXOXK/IEHMEe XVMIE3HOTO OTfe-
J51eMOTO B HEOOJIBIIOM KOTMYECTBE (XapakTep >KUIKOCTY ObUI MOATBEPXKIEH OMOXMMMIYECKN
u nyronorndeckn). llo6asneHa Tepanus oKTpeoTuioM (10 MKI/KT B 4ac) B TedeHNe MATU CYTOK,
Ha (poHe KOTOPOV UCTeUeHMe XWMIE3HON >KUAKOCTYU IMOMHOCTBIO NpeKpaTtuaoch. Ha BTopble
II0C/IeOTIePALMOHHBIE CYTKM MACCAX MO KUIIEYHMKY BOCCTAHOBJIEH, ITOJIYYeH CaMOCTOSITeNb-
HBIJI OOVMJIbHBIV OKpaIleHHBI cTyn. Ha mecTsle mocimeonepamnyioHHble CYTKY yAanéH CTpaxo-
BOYHBII JJpeHaXX M3 IOIOCTY MAJIOTO Tasa, peOEHOK IepeBeliéH M3 OTHENeHNUsA peaHUMalun
Y VHTEHCUBHOI Tepaluyl HOBOPOXXAEHHBIX B XMPYPTUUECKOe OT/eeHne. YUNThIBasi HaMnIme
PeryaspHOro CaMOCTOSITE/IbHOTO OKPALIEHHOTO CTY/IA, @ TAK)XXe OTCYTCTBYE MUMPOpen, OTMEHY
Tepanuu OKTPEOTUOM I OTCYTCTBIUE 3aCTONHOTO OTAE/ISIEMOTO 110 XKeTYA0YHOMY 30HAY, Hada-
TO YHTEPaIbHOE KOPMJIEHME CIEelNaIN3MPOBAHHON CMEChI0 Ha OCHOBE IIOTTHOTO TMAPOIM3aTa
MOJIOYHOTO 6e/Ka B TpopuueckoM 00béMe C MOCTENeHHBIM paciipeHneM o ¢usmonormye-
ckoit HopMbl. KopMiieHne IpOBOANIOCH Yepes CIelalTn3upOBaHHYI0 COCKY C JOKapM/IMBaHMU-
eM depes >KeyLOouHbIl 30H/. [Io gocTikeHNN
busnonornyeckoro o6bémMa pe6EHOK Iepese-
I€H Ha TPY[HOE BCKapM/IMBaHIeE.

Ha cempMble MOCTIEOIEpPALIOHHBIE CYTKI
Ha (hOHE MepeKPBITHS CTPAXOBOYHOTO ApPeHaXKa
B 00JIacTM IVICTOSHTEPOAHACTOMO3a IO JaH-
HpIM Y3V cBOOORHAs >KUAKOCTb B OPIONIHON

A HO/IOCTY OTCYTCTBYET, PEHaX yHAIEH.
N OTROCTi (et 3a Bpems HaOmofeHUs y peGEéHKa OTMe-
il YeHbl 3MMU30Abl Taxukapamu po 200 ypi./MuH.
[To pesynbrataM CyTOYHOTO MOHUTOPMPOBA-
HUS 97IeKTPOKApAMOrpaMMbl BBIABJIEHBI Hapy-
HMIeHNWsI pUTMA U TIPOBOAMMOCTY (Ha/Keny-
JIOYKOBasi 9KCTPACUCTONNS, HaPKETyLOYKOBas
MapOKCM3MaNbHAs TaXUKApAus): Ha3HavYeHa
aHTMApUTMUYECKass Tepanus CeNeKTUBHBIM
Bl-agpeno6mokaTopoM (6ucomponon B fHo3e
0,05 MI/KI B CyTKM) HO HOCTIVDKEHMs Iie/eBO-
TO YPOBHS YaCTOTBI CepJIeUHBbIX COKpAIleHWI

.

BHMUY BeLduoL

T 130 ya./MuH.
\ [IpuHMMass BO BHUMAHME SIM30J TUIIO-
IJINKEMUN [IOCTIE POXKAEHNS, PEGEHOK KOHCYIb-
Puc. 5. CxeMaTuuHOe U306paxeHue TUPOBaH SHJOKPMHOIOTOM, Iepe]] KaXKIbIM
BbINOJIHEHHON ONepaLyuy. KOPMJ/IEHVEM MPOBOAWICH KOHTPONIb YPOBHS
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[JTIOKO3bl, MMHVIMAa/IbHbIN YPOBEHD I/II0KO3bI IIepefi KOpMIEHMEM COCTABIIAN 3,3 MMOJIb/JI, TOBTOP-
HBIX 3MM30/]0B TUIIOI/IMKEMIY HE OTMEYanoch.

OmneparuBHOe jTe4eHe PacIie/IMHbI TBEPIOTO U MATKOTO HEOA YEMI0CTHO-TINIIEBBIM XMPYProM
OBITIO peKOMEH/IOBAHO IIPOBECTY B BO3pAcTe OT 6 MecCsIeB /10 1 rofa mocje MOBTOPHOI KOHCY/Ib-
TalluY B IVIAHOBOM IIOPsJKe.

Pe6GEHOK KOHCYIBTMPOBAH TaKXKe BPauOM-TEHETMKOM: II0 pe3y/IbTaTaM MOJIEKY/LsIPHO-TeHe-
TUYECKOTO MCCIEIOBAHNA BBIABICEHO AaHOMAJIbHOE METWIMPOBAHME KPUTUYECKOTO paiioHa Xpo-
mMocombl 11pl5, Bkmouatomero KvLQT (LITI); noprBepxnén puarHo3 «CuHppom bekBura-
Bupgemana».

Ha 20-e mocneoneparyionssle CyTku (B Bo3pacte 25 [Heil) peOEHOK B YIOB/IETBOPUTETBHOM
COCTOSIHUMY BBINMCAH JJOMOIJI 110f] aMOy/IaTOpHOe HaO/mofieHe IeANaTpa, XUPypra, SHAOKPUHOIOTa,
Kap/IMOJIOra ¥ HEBPOJIOTra.

%i_

OcnoBHolt auarHo3: «Omdarnorene Manbix pasMepoB. He3aBepII€HHBIN TOBOPOT KUIEY-
HuKa. bummapnaa xucra nedenu. Omepauma or 10.10.2023: mepBudyHasA IIacTHMKA IepefHeN
OpIOLIHOI CTEeHKN, pasjie/ieHne 9MOPMOHAIbHBIX CITaeK, Ollepalyis Py He3aBepLUIEHHOM IOBOPOTe
KUIIeYHNKa, (OpMIUpOBaHue eTIu 1o Py ¢ Ha/loXeHNeM ICTOIHTEPOaHACTOMO3a».

ComyrcrByromye 3aboneBanus: «JJobaBo4Has jeBasi BEpXHss Momas BeHa. BpoxaéHHas
HeIo/IHasA paclie/IHa TBEPHAOro HEGA M MOMHAsA pacluenHa MArkoro HEOa. Hapymennsa purma
M IPOBOAMMOCTY: HAJPKENTYIOYKOBasg SKCTPACUCTONNA, HAPKETy[JO4YKOBas IapOKCU3Ma/IbHaA
taxukapaua. Cungpom beksura-BupmemaHnar.

W

JI36BITOYHBIN POCT TKaHE, HapylIeHye IpoIeccOB KIeTOYHON Mpoydepanyy 1 OTHOCU-
TEeJIbHO BBICOKMII PUCK Pa3BUTUs SMOPMOHAIBHBIX omyxoneil (okomo 8%) y maHHON KaTeropmm
IALMEHTOB OOYCTIOBIMBAIOT HEOOXOAMMOCTD IIUTEBHOTO AMCIIAHCEPHOTO HAOMIONEHMs, 0CO-
OeHHO Y JieTeil TOIIKOTBHOrO Bo3dpacTa [8, 9]. V mereii cTapliero Bo3pacTa 1 B3pOC/IBIX IIPOTHO3,
KaK IpaBUJIO, OJIarONpUATHBIN [9].

OBCYXAEHUE

CungpoMm bexButa-Bujemana cocTaBiseT OOBLION KIMHUYECKUIT CHEKTP CUMIITOMOB,
U HEKOTOpble IPU3HAKY, KOTOpble paHee PacCMAaTPUBAINUCh KaK KaacCU4ecKyue IPOSBIeHMS
cuHZpoMa (MaKpOITIOCCHsI, MAaKpOCoMMsl, feeKT IepefHell OPIOIIHOM CTeHKM), MPUCYTCTBYIOT
He Y BCeX MalueHTos [3, 10-12].

OMOpHOHa/NIbHbIE OIIYXO/IM BCTPEYAIOTCs MpUMeEpHO y 8% paeTeit ¢ cuHApoMoM bekBura-—
Bupemana [8]. O6pasoBaHus medeHM IPeACTaBIeHBI NPEVMYILIECTBEHHO TelaTo0/1acTOMOI,
KOTOpasi fABJAETCS BTOPBIM Hambosee paclHpoCTpaHEHHBIM TUIIOM omyxomu (14%) mpu maH-
HOJI maTonoruy (IepBoe MeCcTO 3aHMMaeT ONmyXonb Bumbmca — 52%). Puck remaro6macTombr
y ManueHToB ¢ cuHApoMoM bekBurta-Bupemana 6onee yem B 2000 pas Bbllle, 4eM B oOIeit
nonynauumu [3, 13].
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PEOKWUN CNTYYAN COYETAHUSA CUHAPOMA
BEKBUTA-BUAEMAHA Y HOBOPOXXAEHHOIO
C BUJIMAPHOM KNCTOW MEYEHNU

Y3U opraHoB OpIOLIHOI MTOTOCT — 0OC/IeJOBaHe NTEePBOIl IMHUY Y HAeTell ¢ MOL03peHN-
eM Ha IOpa)KeHNUe IeYeHM, OJHAKO YYBCTBUTEIBHOCTb HAHHOTO METOAa BO MHOTOM 3aBUCUT
OT ONBITA MCHOTHUTENS U JOKaau3anuu obpasoBaHusa. B HamieM KIMHMYECKOM HaOTIOLEHUN
1o JlaHHBIM Y3-cKpuHuHra Ha 18-i1 Hepene rectauuu (II) BpIsiBIeHO aHIXOreHHOEe 00BEMHOE
obOpa3oBaHye MeYeHU C TOHKOJ aBacKY/ISAPHOI KaICy/Ioi, KOTOpOe yBeIMYMBaIOCh B pasMepe
COOTBETCTBEHHO POCTY IUIOAA, TaKXe ObUIM OOHapy>keHbI IBa 0OBEMHBIX 00pa3oBaHMA B IIpa-
BBIX OTHe/aX OpPIOIIHON IIOIOCTM C QaHOXOTEHHBIM CONEPXKMMBIM M OTCYTCTBMEM KPOBOTOKA,
KOTOpBbIE PerpeccHpoBaIy CIIOHTAaHHO K KOHIY 6epeMeHHOCTH. YYUThIBas XapakTep oOpasoBa-
HUI1 (AH9XOTEHHOE, OHOPOIHOE COflePXKIMOe, OTCYTCTBIE€ KPOBOTOKA), MajIble pasMepsl oMda-
JIoIieTIe, OTCYTCTBME XPOMOCOMHON HATONOIUY 110 HaHHBIM MOJIEKY/ISIPHO-IIMTOT€HeTYeCKOro
VICCTIeIOBaHNsI BOPCUH IUIAIIEHTHI, KeHCKUIT Kapuortui miopa (46, XX), 6epeMeHHOCTb OBITIO
pellIeHo IPOTOHTUPOBATh.

HecmoTpst Ha OTCYTCTBME [JOCTOBEPHOTO COOOIIeHMsI KMCTO3HOrO OOpa3oBaHMs C BHYT-
PUIIEYEHOIHBIMI SKETYHBIMI TIPOTOKaMM 10 maHHbiM MPT, mHTpaomeparmoHHO, B TOM 4uCiIe
10 pe3ynbTaTaM OMOXVIMMYECKOTO MCCIESOBAaHNA CONEP)KMMOIO KUCTBI, 0OpasoBaHue OBITIO
pacieHeHO KakK OmmapHas KMCTa HedeHN. B ymuTepaType TakKe ONMMCAHBI CIydYayl TeMaHTVOMBI
IIeYeH), Me3eHXVMAaJIbHOJl TaMapTOMBI, Ka/lbLUpULIMPYIOLIeil THe3M0BOI CTPOMA/TIbHON SIINTe-
JIMA/IBHON OIYXO/IM, TeTePOTONMY TKaHU KOPBI HAa/JIIOYEYHIKOB B II€YeHb C Pa3BUTHEM 3JI0Kade-
CTBEHHOT'O IIPOIlecCa, OfHAKO C/Iy4yaeB COYeTaHVA CUMHApoMa beksura-Bupgemana c¢ 6mnmapHOi
KJCTOJ! TTe4eHV He BCTpedanoch [5-7]. C menbio mpoduIakTKY ICTeUeHs >Ke/T9U B CBOOOIHYIO
OPIOIIHYIO TIOIOCTDb U PasBUTHS JKETYHOTO NIEPUTOHUTA NIPUHATO PelleHNe O HaTOKeHUN LINCTO-
€I0HOaHacTOMO3a ¢ GopMMpOBaHMeM HeTnu 1o Py.

Ha BTOpBIE moOC/IeonepayioHHble CYTKM BOCCTAHOBJ/IEH IACCAX IO SKETYLOYHO-KUIIEYHO-
My Tpakty. OfHAKO, YYMTBbIBass HaJM4Yye XVMIE3HOTO OTHENAEMOro II0 CTPAaXOBOYHOMY APEHAXY
B PaHHEM II0C/Ie0NePaIIOHHOM IIepUoie, SHTEPaTbHOe KOPM/IEHVe Ha4aTO Ha IIeCThle I0C/IeoIe-
palLMOHHbBIE CYTKM IO Mepe KOHCepPBATMBHOIO paspelleHus mMMpopen ¢ IIpUMEeHeHNeM aHajlora
comarocraruta (oktpeoTus). [Ipu mocTiKeHnn BO3pacTHOrO 0OBEMA IHTEPATTBHOTO KOPMIEHNS
Pe6EHOK OBbIT BBINMCAH JJOMOII C IOTOXKUTEIbHBIM KIMHIYECKUM Pe3y/IbTaTOM.

3AKJTIOUEHUE

Cunppom bexsura-Bujemana xapakrepnsyercss 60NIbIIMM CIIEKTPOM KIMHWYECKNX IIPOSIB-
JIEHW, YTO CBSI3aHO C €T0 CTIOXKHOJI TeHeTUYeCKOIT ¥ MOJIEKY/IIPHOI 3THooruelt. B Hanem Habio-
[E€HMM MBI CTOJIKHY/IVICh C PEAKVMM COYeTaHMEeM NaHHOTO CMHAPOMA ¥ OMINAPHOI KUCTHI eYeHN
Yy HOBOPOXX/IEHHOTO. AZIeKBaTHO BBIOPaHHBI 00bEM XUPYPIUIECKOrO IEYeHN s C OFHOMOMEHTHO
IUTACTUKOIL TIepeIHelt OPIOIIHOI CTEHK, CCeIeHeM OMTMapHON KUCTHI U HATIO>KEHMEM I[ICTO9H-
TE€pPOAHACTOMO3a 10 Py mMo3BoMMI JOCTNYD YCIIENTHOTO KIMHUYECKOTO Pe3y/bTara.
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KNUHUYECKUI CNTYYAN UCNONb3OBAHNS
BAKYYM-TEPANUU B AETCKOW XUPYPTUN
ONng NEYEHUA CNIOXHbIX PAH

KJIMHUYECKUNA CNTYYAU UCMNOJIb3OBAHUSA
BAKYYM-TEPAMNWU B AETCKOWU XUPYPIrUu
e NTEYEHUA CNOXXHbIX PAH*

E.I0. IpaxkonoBa, A.A. I'yces, A.C. bekun, C.II. Aupix

OBOCHOBAHME

Vcnonp3oBanue Bakyym-tepanuu (VAC® Therapy, NPWT) xopoio 3apekoMeHz0Bano ceobst
npu nedeHnu pas [1-3].

B ocHOBe BakyyM-Tepamuy IeXKUT BO3IEJICTBYE HAa paHY OTPUIIaTe/IbHOTO IaBJIeHNA Yepes rep-
MeTUYeCKyIo NOBA3KY [4]. B kadyecTBe MaTepuasa MOBsI3KM Il HAIIOJTHEHVS PaHbI VICIIONb3YeTCs
CTepuibHasg rybKa MIM Mapjisi, HAllOJTHUTENTb PaHbl 3aKpbIBAETCA IIPO3PAYHBIM aJre3VBHBIM
HOKPBITVEM, He IIPOITYCKAOIMM BO3AyX. [lepen HamoXeHMeM repMeTIYecKoll OBSA3KI peKOMEH-
IyeTcs MPOBECTH TLIATE/NIbHBII FeMOCTa3 Y CAHAIMIO paHbI [5-7].

K nonoxxurenbHbIM 3¢ppekTaM MeTofja OTHOCATCSA YMEHbIIIeHe PaHeBOIl TOJIOCTY, CHVDKEHIe
BBIPR)KEHHOCTY PAaHEBOJ 9KCCYHALUY, YMEHbIIEHNe JIOKATbHOTO OTEKA paHbl, YCUICHVEe MeCTHO-
ro KpoBOOOpallleHNs, CHIDKEHNE YPOBHA MUKPOOHO! 00CeMEeHEHHOCTH, TIOAjep>KaHe BIaKHO
paHeBoIi cpenbl. Ty 3PPEKThI CHOCOOCTBYIOT YBEIMYEHUIO IHTEHCYBHOCTY KJIETOYHO MIPOJIN-
(deparyy, yCuIeHNIo aHTYIOTeHe3a, YTO YCKOpsIeT 3aKMBJIeHNe PaHbl [6].

BbIIenISII0T HECKONMBKO IIpeAINoaraeMblX MeXaHU3MOB, OOBACHAMMNX 3G(deKTbl BaKyyM-
Tepamyi: Makpo- U MuKpozedopManys TKaHEBOTO JIOKa, CBA3AHHBIN ¢ HUMM 3P (PEKT IMIIOKCUU
¥ aKTVBHOE yJja/IeHlie paHEeBOTO OTHeAeMOoro (3, 7-9].

[ToMyMO yydllIeHNs 3a)XVB/IEHNsI PaHBbl, BAKYYM-Tepamus ClIOCOOCTBYeT CHIDKEHUIO 3aTpaT
Ha JIedeHNe, TaK KaK BaKyyM-IIOBsS3KM HAaK/IafIbIBAIOTCS Ha 0oJee JIUTEbHBIN CPOK (B CpefHeM
0T 3 10 7 CYTOK), 4TO CHIDKAEeT YJCIIO IIePEBA30K, 9KOHOMUT IIepeBsA30YHbIe CPeiCTBA I ITperapaThl
MECTHOTO JeICTBUA, @ TAKXKe pecypchbl MEIMIIMHCKOTO IiepcoHana [5, 6]. brarogaps pmurenbHOMy
OTCYTCTBMIO IIePEeBSI30K, @ 3HAYNUT, KOHTAKTA PaHbI C MTHCTPYMEHTOM, BO3[JyXOM JIe4€OHOTO YUpexX-
IeHVSA UM pYKaMM MeJUIVIHCKOTO IIePCOHA/IA, BAaKYyM-Tepamus CHIDKAeT PUCK KOHTaMVHALMU
paHeBOIT IOBEPXHOCTY TOCIUTAIBHBIMY LITAMMaM/ MUKPOOPTaHM3MOB.

BakyyM-Tepanmio peKOMeHIYeTCs MCIO0/Nb30BaTh I JIeUeHMs CJIOXKHBIX paH: XPOHUIECKUX
Tpopuyeckux 3B, B TOM YMC/Ie IpY AMAOETUYECKNUX 5A3BaX CTOIBI, IIMTENTbHO He3a)XVBAIOIINX
paHax, IPOJIeXKHIX, OCTPBIX ¥ XPOHMYECKUX PaHaX, 0)KOTraX, 0OMOPOXKEHMSAX; IPY OTKPBITHIX IIepe-
JIOMax ¥ COYeTAHHBIX IOBPEXIEHNAX KOHEYHOCTeN, YKYCaxX >KMBOTHBIX; /1A (PUKCAI[UY U CIIace-
HYIS1 KOKHOTO JIOCKYTA,  TAK)Ke JIeYeHV sl paHEeHWI TPYAHOI KJIeTKY U BefleHNs IAlapOTOMHBIX PaH
OTKPBITBHIM criocoboM [5, 6, 8-13].

K mpoTnBonokasanusm BaKyyM-Tepanmuy KpoMe ICUXITIecKIX 3a00/leBaHMIT OTHOCST TAK>Ke 03710~
Ka4yecTBJIEHN)E PaHbl, Hau4ye B PaHe KPOBOTEYEHNs, OTKPBITBIX COCY/IOB, HEPBOB, CYXOXKV/IVI, aHAC-
TOMO30B [5, 6, 8, 9]. C 0OCTOPOXHOCTBIO BaKyyM-TEpPAINIO CTOUT IIPYMEHATD IIPU MHOUIVPOBAHHBIX
paHax, y IAIMeHTOB, IPYHVMAIOIVX aHTUKOATY/LIHTBI VIV MHIMOUTOPBI arperauuyl TpoMOOLUTOB,
a TaKKe IPY JIeYeHNY CBUIIEN VIV PaH, 4acTbI0 KOTOPBIX AB/IAIOTCA BHYTPEHHMe opraHsl [5, 6, 8, 9].

Kimundeckuit mpumep omy6nmkoBaH B KypHame «lerckas xmpyprus». 2024. T. 28, Ne 4. C. 377-383.
DOI: https://doi.org/10.17816/ps705. ITeqaTaeTcs ¢ pa3pelieHns peFaKIIL.
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K oc/o)XHeHMsIM BaKyyM-Tepanuyl OTHOCST BBIXOJ] U3 CTPOs ICTOYHMKA BaKyyMa, pa3BuUTHe
paneBoI nHeKNM, 607Ib, KPOBOTEUEHIE, PA3IpasKeHNe KOXKI, a/TIEPIUIECKIie peaKI[iy, BpacTa-
HYle TPaHy/IAINIL B TYOKYy [5].

ONUCAHUE KITMHUYECKOTIO CJTYYAA
o O

IManmenT 2005 rofa poXXmeHNA C JUAarHOCTUPOBAHHBIM B 2017 rofly IOHOLIECKMM apTPUTOM
C CUCTeMHBIM HadajoM, akKTMBHOCTb II-I cTemenu, peHTreHonornmdeckas cragus III, ¢pynximo-
HaJIbHBII K/TacC 2, BTOPMYHBIN reMo(aroluTapHblil CMHAPOM OT AHBaps 2019 roxa.

Anamne3 6one3nuy. C 2017 roa mosmydas Tepanmio UMMYHOAEIIPECCAHTaMI U ITIOKOKOPTUKOMIAMIA.

Ha ¢one mynbc-Tepanmy MeTUINIPESHU30TOHOM B Jo3e 750 Mr/BBefieHe, Teparit TOLVIIN-
3yMaboM B f1o3e 162 MT IIOAKOXKHO B cOYeTaHMN ¢ TOPaUTUHNOOM B fo3e 10 MI/CyT IepopanbHO
09.11.2022 pasBunuch OTEK, IUIIEPEMUs, TUTIEPTEPMUA MeSUAIbHON ITOIOBYHBI IIPaBOI ATOAMYHON
obmactu. CocTosiHMe OBIIO paclieHeHO KaK MH(EKINOHHOe OCTIOKHEHMe (Le/UII0NNT), Ha3HadyeHa
aHTHOAKTepManbHas Tepanus MepolleHeMOM Y IMHE30/INI0M, Toln3yMad orMenéH. HasnadyeHa
MeCTHast IPOTVBOBOCIIAIMTE/IbHAS Tepalyis, eKeJHeBHasA 00paboTKa ATOAMYHOI 06/TacTy CIIpaBa.

C 12.11.2022 noAsunach pacpoCTpaHEHHAsA MATHICTAA ChIIIb C TEMOPPATrMYeCKIMI /1€MEH-
TaMI, 110 IOBOJY KOTOPOJ BO3BpallleHa BHYTPMBEHHASA TepamusA ITIIOKOKOPTUKOUAMY C IIOTIOKM-
TE/IbHBIM 3((HEKTOM.

C 14.11.2022 mnosiBUIOCH THOWHOE OTHeNsieMOe C [ETPUTOM M3 paHbl B 00/IaCTM IPaBOIL
ATOAMYHON obmacTu. B obmacTyt mpaBoil ATOAMYHON CKIAJKM OTMEYAJICs PaHeBOIl fedeKT Mpo-
TSKEHHOCTDIO 5 CM € HEKPO3OM IIOJKOXKHOM JKMPOBOJ K/IE€TYATKY 10 KOPHA MOIIOHKM) C pacIpo-
CTpaHeHueM Ha o0/acTb mpaBoii Aropuiel. [Toctasnen auarHos3 «Hekpos IOLKOXKHOI SKMPOBOI
KJIETYATKM IIPaBOIL ATOANIIBI C PACIIPOCTPaHEHNEM K KOPHIO MOIIOHKI». 110 )XM3HEHHBIM ITOKa3a-
HyAM 15.11.2022 HasHaveH NMpeHNU30/I0H B o3e 0,5 MI/KT B CyTKI IIEPOPaAIbHO.

IIpu nocmynnenuu. Ilpu ocMoTpe obiiee cocTossHue cpefHeit TsokecTu. Temneparypa 36,3°C.
[Tonoxxenne aktuBHOe. Macca tena 73 kr. [nuHa tena (ctos1) 177 cm. KoxkHble HOKpPOBBI O/1eiHbIe,
YMEpPEHHO BJIaKHbIE, CTPUM IO BCeMY Teny. EfMHMYHbIE 3/IeMEHThI YPTUKAPHON CBIIM Ha PyKax
U cromax. Belcpimanyss Murpupytomne, 60mee BblpakeHHbIe YTPOM, 3yAa HeT. CIM3YCThIe YNCTBIe,
BII&KHbIE. 3€B He TMIIEPEMMPOBAH, MUH/IAJIMHBI PBIX/Ible, HAJIOKEHNII HET, He TUIIEPEMUPOBAHBI.
[TopxoyxxHast KIeTYaTKa pasBUTA M3OBITOUHO, paclpefeneHa M0 KYIIMHIOMAHOMY Tuily. [IpxaHue
Be3MKY/IAPHOE, XPUIIOB HET, YaCTOTA JbIXaTeNbHbIX ABVDKEHUI 17/MIUH, KOHLIEHTPALMsA KICIOPO-
Ia B apTepuanbHOil KpoBu 99%. ToHbI cepaua sACHbIE, pUTMIYHBIE, TATOIOTUYECKUX IIYMOB HET,
4acTOTa Cep/ieYHbIX COKpallleHul 82/M1H, apTepuanbHoe fapaeHue 120/73 MM pT.cT. S3bIK YUCTHII.

PE3YJIBTATbI TABOPATOPHOTI' O
N VMTHCTPYMEHTAJIBHOTO MCCIEJOBAHMA

BrinonHeHa MarHUTHO-pe3oHaHCHasA ToMorpagus (16.11.2022): BbIsAB/IeHA KapTUHA PacIpo-
CTPAaHEHHOTO OTEKa IOJKOXXHON >KMPOBOJ KJIETYATKM ITPOMEXHOCTU CIIpaBa, IapapeKTaJIbHON
¥ AATOMYHOI 00IACTY C Ha/IM4MeM THOVHOTO cofiep>kuMoro. JJaHHBIX 3a 00béMHOe 06pa3oBaHue
OpTaHOB MAaJIOTO Ta3a, KOCTHO-AECTPYKTVBHbIE I3MEHEHM I I03BOHOYHIKA He TToydeHo (puc. 1).

[To maHHBIM KIMHUYECKOTO aHa/mm3a KpoBu oT 16.11.2022 BbIAB/eH neitkonuTo3 (Tabm. 1).
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KNUHUYECKUI CNTYYAN UCNONb3OBAHNS
BAKYYM-TEPANUU B AETCKOW XUPYPTUN
ONng NEYEHUA CNIOXHbIX PAH

B nmuddepeniymanbHo-aarHocTye-
CKUIT MOMCK ObIIM BK/IIOYEHBI OOBEMHBIE
IIOpa’KeHMA OPraHOB MaJjIOro Tasa, KOCTHO-
OEeCTPYKTUBHbIE MI3MEHEHUA INO03BOHOYHU-
Ka, TIOCTMHDBEKIMOHHBI abcljecc ¥ THOM-
Hble oTceBbl. [lopaskeHNs opraHoB Majoro
Tas3a ¥ KOCTHO-JeCTPYKTUBHbBIE N3MEHEHNS
HIO3BOHOYHVKA ObUIM MCK/TIOYEHBI 110 JIaH-
HBIM MarHVTHO-Pe30HAHCHOI ToMorpaduis,
HOCTUHDBEKIMOHHBI abcliecc — B CBS3U
C OTCYTCTBMEM BHYTPUMBIIIEYHBIX MHbEK-
LI B ATOSUYHONM 00/IACTI, THOIHbIE OTCe-
Puc. 1. MarHutHo-pe3oHaHcHas ToMorpadus Bbl — B CBA3M C OTCYTCTBUEM IIEPBUYHOTO

oT 16.11.2022. BOCIIA/IUTENIBHOIO OYara.

Ta6mmua 1. Pe3ynbraTsl KIMHMYECKOTO aHA/MN3a KpoBU 0T 16.11.2022

IToxasarens 3HavyeHne PedepencHoe 3navenne
Spurpouutsl, X1012/1 4,5 4,5-53
Jlettkorutel, x10°/1 32,41 4,5-11,5
Temorno6us, r/n 128 120-160
Temaroxput, % 37,8 37-49
Tpom6Gouutst, x10°%/1 322 150-450
Heitrpodunsl, % 88,7 43-65
Jnmormrsi, % 6,9 30-45
Mownonutsl, % 4,1 3-9
SosnHOPuUIEL, % 0 1-5
Basodwst, % 0,3 0-0,5
Hevirpodunsl, x10%/11 28,74 1,1-9,9
JIumdornutsi, X10°/1 2,23 1,2-5,2
Monouutsl, x10%/11 1,33 0,38-1,26
Dosunodmet, x10%/1 0,01 0,1-0,6
Basodubt, x10°/1 0,1 0,04-0,2
Hespenbie rpanymountsl, % 3,4 <1
Hespernbie rpanymonntsl, x10°/1 1,11 <0,05
CKOpOCTDb OCeaHUA IPUTPOLIUTOB, MM/ 2 2-20

&“Eﬂ_
[TarnyeHT epeBen€H B Xupyprudeckoe oraenenne 16.11.2022, rae nop o61ieit aHecTe3ueit eMy
IIpOBefieHa Xupyprudeckas o6paboTka pabl. [Ipy peBusum paHbl BbIABICHO TOPa>KeHME TTOJKOX-

HO-)KI/IPOBOI7I KJIETYATKN! OT HapyX(HOI‘O Kpa}l paHbI K KOPHIO MOIIIOHKY C THOVIHBIM CO,T.ICP)KI/IMI:IM
061muM 06BEMOM 10 350 MJI, YTO COOTBETCTBOBAJIO JJAHHBIM MarHUTHO-PE30HAHCHON TOMOTpa-
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¢vm. IIpoBefeHO ypaneHMe HEKpOTU3MPOBAHHBIX TKaHell. PaHa IpoOMBITa aHTMCENTUYECKVIMMU
pacTBOpamy. Y4uTbIBas OOMbINON 06bEM paHEeBOro AedeKTa, IPUHATO pelIeHN) O IPOBeeHNN
JIe4eHN C NMIOMOIIBIO alllapaTa OTPULIATEIbHOTO JaBI€HNs, /i1 Y€r0 B PaHy Ha BCEM IPOTSKE-
HUM Y/IOKeHa IO/IMypuTanoBas ryoka (puc. 2). Ha pany Hano)eH anmapar MHTepMUTTUPYIOLIETO
otpurarenbHoro gasneHus Suprasorb CNP P1. TTocneoneparjnoHHbIil mepnof mporién 6e3 ocmox-
HeHuit. [Tpoo/okeHa Tepanysi peSHN30I0HOM B COUYETAaHWM C TPOTMBOMUKPOOHOIT Tepamnmeil.

Ha 9-e nocnmeonepanyoHHble CyTKM Ha QOHe Tepalyyl OTMEYaICs CTOVIKMI TTO/IOKTEeTbHBII
3¢ exT B Bufie TEHACHIMN K BTOPUYHOMY 3aXXMBJIEHNIO paHbl (cM. puc. 2). Ilo gpenaxy orpens-
JI0Ch HeOO/IbIIIOe KOTTMYECTBO SKCCYAATA.

-

16.11.2022 02.12.2022 16.12.2022 23.02.2023

Puc. 2. CocTtosiHMe paHbl NO gaTaM oCMoOTpa.

JIVTHAMUKA U PE3VIBTATBI ITIOCJIEJYIOIETO HAB/IIOOEHNA

PeBusnsa panbr 02.12.2022: Kpas 4uCTbIe, PaHa OCBEXKEHA, HA/IOXKEHbI IIBBI 110 JIoHaTTN Hepac-
CaChIBAIOIIEICA HUTDIO, YCTAHOB/IEH PE3MHOBDIN BBIITYCKHIK, HA/IOKEH alllapaT MHTEPMUTTUPYIO-
IIer0 OTPUIIATE/TBHOTO JJaB/IEHNA.

YdnTbIBas CHYDKEHUE pereHepaTVBHBIX BO3MOXKHOCTEI OpraHumsaMa Ha (pOoHe peBMaTO/IOIHU-
gyeckoro 3aboneBanys, 16.12.2022 BbIITO/THEHA IOBTOPHAsA peBU3NsA paHbl. CHATHI MIBBI, pa3Mephl
paHeBoro jedexra YMEHBUIMINCh ¥ COCTAB/IAIM OKONO 5X7 CM, TPaHy/IALMI B ITTyOMHE paHbI
He 0TMEeYasoCh, MUMENCH IOIKOYKHbIE IIOJIOCTH CO CIENbIMYU KapMaHaMy, PACIIPOCTPAHAIOIIMMIUCA
K3aJ) OT aHA/IbHOTO KaHa/la U [0 CpefHell TpeTy MOLIOHKM CIIpaBa. PemeHo mombltatbcs cOMm-
3UTDb TTyOOKIe CIION TTOIKOXHOI XKMPOBOI KJIETYATKM pUGHBIMY LIBAMM C 3aXBaTOM 30H IIOJIOC-
Teil. Pana ymmra: Hajo)XeHbl pugHble BBl HUTBIO Trcop6 (mommrmaktun) 1,0 4epes Bce cmom.
Ha mBpI HazoKeH anmapar MHTEPMUTTUPYIOLIETO OTPULIATENBHOTO NABIE€HNUA.

Ha xonTtponbaOM ocmoTpe 23.02.2023 mocie cHATUA MBOB OTMEYAETCs IOTHOE 3aKVBJICHNE
panbl [TanyeHT Hab/mIOKaeTCA y peBMATO/IOra IO IIOBOJY OCHOBHOTO 3a00/IeBaHIA, XMPYPrUYecKie
OC/TIO)KHEHVSI He BOSHUKAJINL.

OBCYXAEHUE

Bakyym-tepanusa spdeKTUBHA B JIe4eHNN CIOXKHBIX PaH, B TOM 4MCIe Y feTeil. B wacTHOC-
TY, MbI NPOAEMOHCTpUpOBan 3PPeKTMBHOCTb MeTOAA I Ne4eHNs MH(PUIMPOBAHHON paHBI
y TalMeHTa, NPUHMMAIOLETO MMMYHOCYNIPeCCHBHYIO Tepanui. C pyroi CTOPOHBI, IIOMUMO
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BaKyyM-Tepanuy B JIeYeHN) IalyeHTa OblI MPYMEeHEH KOMIUIEKC Mep: KOPPeKLMs UMMYHOCYII-
PECCUBHON Tepanmiy, MeCTHas NPOTMBOBOCIAIUTE/NbHAS Tepamus, Xupyprudeckas o6paborka
paHbl, aHTHONOTHKOTepanys. TakuM 06pa3soM, pe3y/IbTaT IedeHNsA B SHAYMTE/IbHON CTEIIeHN 3aBM-
CeJl OT KOMIIIEKCa Mep U OT COBMECTHOIT pabOThI Bpadeil HECKOMbKIX CIIELaTbHOCTEI.

3AKJTIOMEHUE

Bakyym-Tepanus yMeHbIIaeT OTEK U OaKTepuaIbHYI0 Harpy3Ky Ha paHy, yaydiiaeT rnepdy-

3MI0 ¥ CTUMYIMPYET Pa3BUTHE IPAHYIALMOHHON TKaHY, YTO ITOBBIIIAET BO3MOKHOCTY 3a’KMBJIE-
HIA. BakyyMm-Tepanus s deKTrBHa [/ IedeHNs CIOKHBIX PaH B IETCKON XUPYPIUM U TI0O3BOJIAET
IOOUTHCSA MOMOXKNUTETbHBIX PE3y/IbTATOB, B TO K€ BpeMs OHA ABJIAETCA JOIOTHEHNEM, a He 3aMe-
HOJI XMPYPTUYECKOMY JIEYEHMIO.

KoneuHslit pe3yabTar B 3HAYNUTE/IbHOM CTeIleHU 3aBUCUT OT COHYTCTBYIOIHCﬂ IIaTo/Iornm

¥ OT BCETO KOMIUIEKCa Mep, BK/II0Uas aJeKBaTHYIO XMPYPIriUuecKyio 06paboTKy paHbl, TIaTeTbHbII
MOHUTOPVHT U COOTBETCTBYIOLIYIO aHTHOAKTePUATbHYIO TEPAIINIO.

| CIILCOK JIUTEPATYPbI
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KNWHUYECKOE HABJIIOAEHUE PEBEHKA
C OCNNOXXHEHHbIM TEYEHUEM BONIE3HU KPOHA

E.IO. [IpaxkoHoBa, A.C. bexun, A.A. I'yceB

OBOCHOBAHME

Bonesup Kpona — xpoHmdeckoe BocmamuTenbHOe 3a00IeBaHye KUIIEYHMKA MyTbTU(DAKTO-
pMATbHON STHOJIOTUY, BO3HUKAIOIlee IIOf] HeICTBMEM MMMYHHBIX, OaKTepUaIbHBIX U 9KOJIO-
TMYeCKVX areHTOB Ha ()OHe TeHEeTUYeCKON INpelpaclooKeHHOCT. Bo BcéM Mupe oTMedaercs
yBe/IM4YeHye YIC/Ia HOBBIX crydaeB Oone3suy KpoHa, n3 Hux 1o 25% AMarHOCTUPYIOTCS B IeTCKOM
VTN TIOJIPOCTKOBOM Bo3pacrte [1].

HecmoTpst Ha TepameBTMYeCKMe HOCTVDKEHMS B OONAacTM KOHCEPBAaTMBHOTO JIeYEHN,
o0Ias 4acToTa XMPYprUYecKMX BMeEIIaTelIbCTB y JieTeil ¢ 6one3Hblo KpoHa ocTaércss BBICOKOIL.
3abomeBaHue B JIETCKOM BO3pacTe MMeeT Ooree TsDKENOe, arpecCMBHOE, IPOrpeccupyloliee
Te4yeHVe BBMUY OOIIVPHOCTU IOPKEHMs, U TPYAHO MOANAETCA MEAMKAMEHTO3HOI Tepamun [2].
Y 1/3 mainueHTOB AeTCKOTO BO3pacTa MOTYT pa3BMUBATbCs OCTIOKHEHNUs 3abojieBaHMs, Tpebyroiine
XMPYPrUYecKOro JedeHysl B Te4eHue 5 JIeT OT MOMeHTa BepuUKanyy AMarHosa, mpuyéM Hanbo-
7iee PaclpoOCTPaHEHHBIM OIlePAaTVBHBIM BMEIIATEIbCTBOM SIBJIAETCA pe3eKIysA KUIIeYHUKA, IIpe-
MIMYIIIeCTBEHHO MJIeOl[eKaIbHOI 00macT [3].

OMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

HeBouka M., 14 net, nmpoxuBamiasi B Yenss6mHCKoit 06macTy, HaOIIOAETCS B TaCTPOIHTEPO-
nornyeckom otaenerany ®IAY «HMUII 3goposbs mereii» Munsppasa Poccuu (nanee — Llentp)
¢ 2022 ropa ¢ nuarHo3oM «bonesHb KpoHa ¢ mopakeHueM TepMIUHAIbHOTO OT/AE/1A MO/IB3/IOLIHONM
KUIIKA U TOJICTOM KMIIKK, XPOHMUECKOEe HelIpepblBHOE TeYeHMe, HU3KOI CTeIeH) aKTUBHOCTI.

Anamne3 6one3nu. B Bospacre 10 et poguteny obparuay BHUMaHME Ha HOSBYUBIIYIOCS
y pe6éHKa OBICTPYIO yTOM/ISIEMOCTD, CHYDKEeHMe (PU3UIecKOol aKTMBHOCTM, CHVDKEHVE MacChl
Te/la Ha 12 Kr B TeyeHMe roja, NepuogM4IecKyro IpMMech CIU3U U IPOXUIOK KPOBU B CTYIIE.
B Bo3pacte 11 et pe6EHOK CTas XKaloBaThCsA HA y4yallleHNe CTY/Ia, HOSABUINCh HOYHBIE Jiede-
Kauyn. [lo MecTy >XuTenbCTBA IpPOBeeHO 0oOCIefoBaHNe: B KIVMHUYECKOM aHamn3e KpOBU
AMarHOCTMpOBaHa aHeMus cpepHelt crenenu Tspkectu (Hb 88 r/nm), B 6uoxummdeckom aHanuse
KpoBU — noBbiieHne C-peakTMBHOTO 6enKa 1o 56 Mr/1. MeTOzoM peKTOpOMaHOCKOIIUY BBISIB-
JIeHbl MHO>XeCTBEHHbIE SI3Bbl M 9PO3UM B NPSAMOI U HAYaJIbHBIX OTJelaX CUTMOBMJIHOM KUII-
ku. Ha3HayeHa mpoOTMBOBOCHANNTE/NIbHAs Tepalusi MeCaja3sHOM UM TOPMOHAjbHasA Tepalus
MPeJHI30/I0OHOM.

B 2022 ropy ¢ mopospeHneM Ha BOCHAIUTEIbHOE 3a00/IeBaHMe KMIIeYHKa peOEHOK HaIIpaB-
JIeH B TacTpO3HTeposiormyeckoe orpeneHue Haumero Ilentpa. IIpm mocrymnenuyu mnposefgeHO
IOTIONTHUTENNbHOE 06CIefoBaHMe: B OMOXVIMIYECKOM aHa/IN3e KPOBM BBIABICHA I'MIIOATIbOyMIUHe-
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Mud 25 r/1; B aHa/nn3e Kajga — IIOBBILIEHNE (l)eKam)Horo Ka/blpoTekTuHa >1000 Mkr/T. ITo man-
HBIM MJIEOKOJIOHOCKOIINY IMarHOCTUPOBAHO 3PO3UBHO-A3BEHHOE TIOpaXKEHME IPAMOIL, CUTMOBU/I-
HOIA, CJIeTION KMIIOK U TEePMUHAIBHOTO OT/e/Ia MO/ B3/I0IIHON KUK,

Ha ocHOBaHMM K/IMHUKO-Tab0paTOPHBIX M MHCTPYMEHTA/NIbHBIX 00C/IeoBaHMil Bepuduim-
poBaH juarto3 «bomesnp Kpona tonkoit n Toncroi kuuku (L3), BocnamutensHas ¢opma (Bl),
BbicOKoOIt crereru akTuBHOCTUM (PCDAI 55 6ammoB), TOpMOHOPE3UCTEHTHBIT BapuaHT». Mop-
¢donormyeckoe MccnefoBaHMe OMONTATOB, B3SATBHIX IIPU IHAOCKOIMMYECKOM VICC/IENOBAHUMY, IIOJ-
TBepAuIO fuarHo3 6one3nu Kpona. Pe6€HKY oTMeHeHa ropMOHa/nbHas Tepamus M Ha3HadeHa
TeHHO-VIH)KeHepHasi Omonorndeckass Tepamys MHPIMKCUMAOOM C PEXVMOM BBEIEHUS IIOCTIe
VHJYKIVOHHOTO Kypca 1 pas B 4 Heern. Ha done Tepanuu npenaparom antn-®HO 6b11a rocTur-
HyTa CTOMKas KJIMHUYeCKask PeMMUCCHUs.

IIpu nocmynnernuu. Yepes 1 rop 6 MecsleB peOEHOK B IJTAHOBOM IOPSI/IKE TOCIIATAIN3UPO-
BaH B raCTPO3HTEpoOJIorMyecKoe otneneHue IleHTpa 11 KOHTponbHOro obcnmenoBanus. Macco-
POCTOBBIE ITOKa3aTeNny B Ipefielax HOpMbl. IIpy manbrnanyy npaBbIX OTHENOB KMBOTA, B IIPOEK-
L[ WIEeOLeKATIbHOTO YITIa OTMEYaNoch cMelljaeMoe yIIoTHeHMe. [Ipu olleHke meamaTpuyeckoro
uHpekca aktuBHocTy 6ore3nn Kpona (Pediatric Crohn Disease Activity Index, PCDAI) ycranos-
JIeHa YMepeHHas K/IMHIYeCKas aKTUBHOCTb — 15 6asios.

PE3Y/IBTATBI IABOPATOPHOTO
VM MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

B xnMHM4YeCKOM aHanMM3e KpOBYU JVArHOC-
TUPOBAHbI aHEMMUA JIETKOW CTEIEHU TAXKeCTU
(Hb 105 /1), x1MHUYecKy He3HauyuMas TUIIO-
anpOymyHemys (32 r/) 1 oBbILIeHNe (eKallb-
HOTO Ka/IbIIPOTEKTMHA 10 145 MKI/T.

ITpy M1E0KOTOHOCKOIINY B KYIIOJIE CIIETION
KMIIKY BU3YaIM3MPOBAHBI eVHUYHbIE aQTHI
U CTPUKTYpa B 06/1acTu 6ayruHIeBOIl 3aC/IOH-
ki (puc. 1). C 11e/bI0 OL[eHK!U MPOTHKEHHOCTU
CTPUKTYPbI IIPOBEJIEHO PEHTITE€HOKOHTPACTHOE
VICC/IEOBAaHNE JKeTyJOYHO-KUIIEYHOTO TPAKTA

Puc. 1. CTpukTypa 6ayrmHMeBomn 3aC/IOHKN. c cynbpartoM 6apus, Ha KOTOPOM OTMedeHa

nedopManysi ¢ HEPaBHOMEPHBIM AMAMETPOM

(ot 10,4 mo 21,5 MM) ¥ IPOTSDKEHHOCTBIO [I0 12 €M, 3aMefi/IeHNeM IaccaXka B 06/1acT TepMIHATIb-
HOTO OTJIe/a TOfIB3/IOIIHOI KUIIKK (puC. 2).

C 1e/1bI0 UCKIIOYEHM S NOIONMHUTENIbHBIX CTPUKTYP B TOHKOJ KMIIKe ITpOBeleHa MarHUTHO-
pe3oHaHCHas sHTeporpadus, IO pe3yabraTaM KOTOPOJ AVAarHOCTMPOBAHO YTOJIIEHNE CTEHOK
y4acTKa MOJIB3IOLIHOI KMIIKM B 06/1aCTU MJIeOLleKaJIbHOTO YIVIa IPOTKEHHOCTBIO 10 cM ¢ cyxe-
HyeM IpocBeTa o 1 cM (puc. 3). Jpyrux maTonorndeckux M3MeHeHUI B CTeHKaX TOHKOI ¥ TOJI-
CTOJ KUILIOK He BBIABJIEHO.

%i_

Bpa4yeOHBII KOHCMINYM C y4acTMeM Bpaueil JeTCKMX XUPYProB M TacCTPOIHTEPOJIOTOB
IIOCTAHOBWJIL, YTO peOEHKY ¢ mrarHo3oM «bonesnp KpoHa ¢ mopakeHreM TepMUHAIBHOTO OTHE-
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3 ch 20 min

Puc. 2. PeHTreHorpaMMa CTPUKTYpbI Puc. 3. MarHuTHo-pe3oHaHCHasa 3HTeporpadusa
NnoAB340LLHOWN KULLKW, CTPUKTYPbI NOAB3AO0LIHON KULLKW.

JTa TOZB3/IOUIHOM KUIIKM 1 Torncroit kumku (L3), crenosupyromas dopma (B2 — crpuxrypa
TepMIHAIbHOTO OTHe/IA ITO/B3/IOIIHOI KUIIKM 11 6ayTMHIEBON 3aCTIOHKM), XPOHIYECKOe Hellpe-
PBIBHOE TeuyeHMe, Hu3Koi crenenn akTuBHoCcTI: PCDAI 10 6a110B)», yuntbiBas GpopMupoBaHme
CTPUKTYPBl B M/IEOL[eKa/IbHOI O00/IacTy, yrpoXKaroliell pasBUTIEM OCTPOIl KUIIEYHON Helpo-
XOAUMOCTM Ha (pOHE IPOBOAMMOI Te€HHO-MHXXEHEPHOI OMOIOTMYecKoll Tepammu, MOKa3aHO
XMpyprudyeckoe nedeHne B 00bEMe /TAapOCKONMYECKN-aCCUCTYPOBAHHON Pe3eKIuy Meole-
KaJIbHOTO yIJIa.

C y4éTOM MMHUMAaJIbHONM 3HJOCKONNYECKON, KIMHNYECKON 1 1ab0opaTOPHON aKTUBHOCTI
3a00J1eBaHM s 3aIIAHMPOBAHO OTHOATAIIHOE XVPYPrudecKoe iedeHe ¢ OfHOMOMEHTHOI pe3eK-
Uil TTOPaXXEHHOTO cerMeHTa 1M (GOPMMUPOBAHNMEM MEXaHNYECKOTO TOHKO-TOICTOKUIIEIHOTO
aHaCcTOMO3a.

Pe6éHKY mpoBefeHa AMAarHOCTMYECKasl JTAIAPOCKOINs, B XOfie KOTOPOI BU3Yya/Iu3MpOBaH
MOPaXKEHHBIN YIACTOK IOAB3LOLUIHO KUIIKNA U UIEOLEKaTbHOTO YITIa MPOTAXKEHHOCTRIO 10 M,
NIPEeCTAB/ICHHbI/I M3MEHEHHBIMM CT€HKaMM KUIIKM C IMeTeXMaJbHbIMU KPOBOUSINAHUAMHU
U VHDBEUVPOBAHHBIMYU COCYAAaMU XPAIIENOf0OHO IJIOTHOCTM, HApOCTOM TIHUIEepTpodupo-
BAHHOII XUpPOBOI TkaHM (puc. 4). IIpu peBusum merenb TOHKOM KUIIKM IO CBA3KM TpeiiTia
M OCMOTpPE CErMEHTOB TOJICTONM KMIUKM APYroi IAaTOJIOIMM HE BBIABIEHO. Bhino/nHeHa mama-
POCKONMYECKM-aCCUCTUPOBAHHAsA Pe3eKUMs TEePMMUHAIbHOIO OTAela IIOAB3JOLIHOM KUILIKN
C NIe0LeKaIbHBIM yI/IOM. Ilocye rucTonornyeckoro NogTBEP>KA€HNA O PafiiKaJIbHO BBIIIOJTHEH-
HOJI pe3eKLN B IIpefjeiax 3[0POBbIX TKaHel cOpPMUPOBaH MeXaHMYIEeCKIIT MIe0aclieHjo0aHac-
TOMO3 110 THITy «60K B 60K» (puc. 5).
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Puc. 4. JTanapockonusi: NOPa)K&HHbIN CerMeHT Puc. 5. ®opMupoBaHne MexaHMUYeCKoro
NoAB340LLHOWN KULLKM, TOHKO-TOJICTOKMLLEYHOIro aHaCcToMo3a.
N

JVTHAMMKA U PE3YJIBTATBI IIOC/TEQYIOIErTO HAB/IFONEHVA

[TepBBle mOC/IEONIEPALIOHHBIE CYTKM PeOEHOK HAXOAW/ICA B OT/E/ICHUY PeaHNMALY Y IHTEH-
cuBHOM Tepanuu. Ha crepyromuil feHb IOCIEe ONEPaTMBHOIO BMEIIATE/IbCTBA [JEBOYKaA IepeBe-
JieHa B OTZeNeHNe oOlell ¥ IIAaHOBOI XMPypruu. JIyugypaabHas aHaabre3Ns 3aBeplleHa B Iep-
Bbl€ IIOC/IeONEepalMOHHbIe CyTKM. Ha 2-e mocimeonepanyioHHble CYTKI IPOBENEHO KOHTPOTIbHOE
Y/IBTPa3ByKOBOE JCC/Ie[JOBaHe OPraHOB OPIOIIHOJN IIOJIOCTH, IO JAHHBIM KOTOPOTO CBOOOHOI
JKUJIKOCTU B OPIOIIHOIL TTOJIOCTY U MOJIOCTY MAJIOTro Tasa He BBIABJIEHO. [loce aToro nposeneHo
ynaneHue apeHaxa. IIpoBefiéH 7-IHEBHBII KypC aHTMOAKTepMaNbHONM Tepanyuy KOMOMHaIyein
nedTpuakcoHa ¥ MeTpOHMAa30/mMa. Pe6EHOK KOHCYIBTMPOBAH BPAauOM-TaCTPOIHTEPOIOTOM, IIPO-
BefieHa cMeHa npenapara aHTU-OHO ¢ nHdmukcumaba Ha agamumyma6. IlocmeonepaoHHbIX
OCJIOKHEHII B PAHHEM U OTHA/IEHHOM II0C/IEONIEPALIIOHHOM IIEPHOfie HE OTMEYA/IOCh.

ITpu KOHTPOIBHOM 00C/IEOBAaHNUY, KOTOPOE OBIIO IIPOBEJIEHO Yepe3 6 MecALeB B TacTPOIH-
TEPOJIOTMYECKOM OT/[e/IEHN Y, B KIITHUYECKIX U OVOXVMMYIeCKIX aHa/IM3aX KPOBY ITaTOMOIMYEeCKUX
M3MeHeHIIT He BbIsBTIeHO. Ha KOHTPOIbHOIT 1/IE0KOTTOHOCKONINY 30Ha aHACTOMO3a CBOOOHO IPO-
XOJVIMa, 9H/IOCKOIIYECKUX IIPU3HAKOB aKTUBHOCTY 607e3Hy KpoHa He BBIAB/IEHO.

W

ITPOTHO3

bBonesnp Kpona — xpoHndeckoe 3abo/eBanue, Tepanmsa KOTOpPOro HallpapjieHa Ha MOfiiep>Ka-
Hite pemuccuu. CTporoe BBINOTTHEH)E PEKOMEH/AINIT 10 MeVIKaMeHTO3HOII Tepanuu, coOroze-
HUIO IeThI 1 00pasa )XM3HMY, a TAK)XXe eXXeTOHBbII Ta00PaTOPHBIIL ¥ 9HJOCKONNIECKIUI KOHTPO/Ib
IIOMOTAIOT CHU3UTb PUCKM 060CTpeHnit 3aboneBanus. Ataku 6omesHu Kpona Moryt npuBoguTh
K GOpPMUPOBAHUIO CTPUKTYP B Pa3IMYHBIX OTHENAX >KETY[OYHO-KUIIEYHOTO TPAKTa, YTO OymeT
TpebOBaTh MOBTOPHBIX omeparuii [3].

OBCYXAEHUE

IIpencraBneHHbIl KIMHUYECKUI CAy4all NEMOHCTPUPYET BO3MOXXHOCTM CBOEBPEMEHHON
AVMAarHOCTUKM OCJIOKHEHHOro TedeHMs OonmesHu Kpona ¢ QopmmpoBaHmMeM MU30MMPOBAHHOI
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CTPUKTYPBI B M/IEOLIeKa/IbHOI 00/1acTM KaK Hamboslee YacToll IOKaIM3aLUY STOTO 3a00/IeBaHA.
OtcyTcTBME TabOpPATOPHON, KIMHIYECKON 1 SHTOCKOIMNYECKON aKTMBHOCTY TTO3BOIN/IO NIPOBe-
CTV OJHOITAITHOE XVMPYPrUYecKoe jedeHye, OGHAKO HeoOXOAMMO IIOMHUTB, 4TO 6onesHb Kpona
MOXKET MOPaXaTh Pas3IMYHbIe OTHE/bI XKEMTYJOYHO-KUIIEYHOIO TPAaKTa ¢ 00pa3oBaHUEM CTPUK-
Typ KaK B TOHKOJI, TaK M TOJICTOV KMIIKE, BOSMOXXHBI TaKXXe COYETAaHHbIE BapMAHThI. 3a4acTyIo
XUpPyprudecKoe jedeHyne IPOBOAUTCA C BbIBEJEHMEM KMUIIEYHbIX CTOM IIOC/IE Pe3eKIUN CTPUK-
TYP C Lie/IbI0 OTK/TIOUEHNA TTOPXXEHHBIX OTAe/N0B KuineyHnka [4]. TeueHue 3abomeBaHMsA MOXKET
¥ He TIO/i/JaBaThCsl MeAMKAMEHTO3HON TepaIyi, COXpaHss BBICOKYIO aKTMBHOCTD, HO 6e3 06paso-
BaHA CTEHO30B. B MO0OHBIX CUTYaLMAX TaK>Ke BO3MOYKHO OIlepaTVBHOE BMELIATeNbCTBO 110 CTO-
MIUPOBAHMIO MAIMEHTA C Ie/IbI0 MCKIYEHNA MOJJep>KaHNA BOCIA/NeHNA B KMIIEYHbIX CTEHKaX
NyTéM MCKITIOUeHS OaJaHVA KMIIeYHOTO cofiepKuMoro [5]. ITo HameMy MHeHUIo, OIlpefie/ieHye
IIOKA3aHMII K XMPYPIrIUYecKOMY JIeYeHUIO 1 00'bEMY OIIepaTBHOIO BMENIATeIbCTBA JO/KHO HOCUTD
HepCOHNUIVMPOBAHHBIN XapaKTep U ObITh MHAVBYAYa/IbHBIM B K&KIOM OT/ETIbHOM CITydae.

3AKJTIOUEHUE

[TpencTaBIeHHBI KIMHUYECKUI IPYMep HAITISIHO OTpakaeT 3QGeKTUBHOCTh MYIbTHU/VIC-
IIUIUIVHAPHOTO MOAXO0/a K 00C/IeJOBAaHNIO Y OIpefie/IeHNI0 CBOEBPEMEHHBIX ITOKAa3aHUIl K XUPYP-
TMYeCKOMY JledeHNo pebénka ¢ 6one3npio KpoHa. BbiOpaHHas TaKTMKa OJHOITAIIHOTO XUPYpPIHU-
YeCKOro JIEYeHNUs C OTPAHNYEHHON CTPUKTYPOI MIeOolieKaIbHOM 06/1acTy M MHTPAOTIePAI[IOHHOM
Ouomncuy KpaéB peselMpOBAaHHOTO CEerMEHTa KMUIIKM II03BOJIV/IA BBINOTHUTH OJHOMOMEHTHYIO
PaiMKaIbHYI0 pPe3eKUMI0 CTPUKTYPBI KMUIIEYHON TPYOKM ¥ M36eXaThb IIOCIeOIepalIOHHBIX
OCJIOKHEHUIA.
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KJIMHUYECKWE NMPUMEPBI JIEYEHNA

OBYX MAUMEHTOB C CETMEHTAPHOW
MJIALEHYECKOW TEMAHTMOMOW B OBJIACTH
MPOMEXHOCTHU

KJIMHUWYECKUE NMPUMEPbI NEYEHUSA ABYX
NAUMEHTOB C CETMEHTAPHOW MJIAOEHYECKOW
FrEMAHFTMOMOM B OBJIACTU MPOME)XHOCTHU

A.C. I'ypckas, O.H. HakoBkun, M.A. Cynasko, P.P. baasuros, ®.C. IInnoss,
E.B. Exumosckasn, A.C. YepHasckas, V/I.B. Kapuyra

OBOCHOBAHME

Mnapendeckas (MHMaHTWIbHAsI) TeMaHTMOMa — JOOpPOKaueCTBEHHOE COCYAMCTOe HOBO-
ob6pa3oBaHue, B OCHOBE KOTOPOTO JIEKUT aHOMasIbHasl ponndepanus SHLOTENNATBHBIX KIETOK
C HAapYIIEHHOJ apXMTeKTOHVKOI KPOBEHOCHBIX COCYHoB [1]. MirageH4ecKkye TreMaHTMOMBI IIpef-
CTaBJIAIOT OO0l OfHY M3 Hambosee pacIpOCTPAaHEHHBIX Pa3HOBUIHOCTEN JOOPOKauyeCTBEHHBIX
OIlyXOJIeN [EeTCKOro Bo3pacTa. JacToTa BCTpeYaeMOCTM MMeeT IIMPOKMIA AnanazoH — ot 1:100
1o 1:1200. Y HenoHOLIEHHBIX fieTell ¢ Maccoil Tena fo 1000 r gyacToTa BCTped4aeMOCTH BO3pac-
Taer 7o 20-30% [2, 3]. Hambomnee yacToit mokanmsalnmeil ABIAIOTCA OOJIACTU TONOBBI U IIEN
(mo 60-80%) [4-7]. O6BIYHO reMaHIMOMBI OOHAPY>KMBAIOT Cpa3y >Ke IOCIe POXK/EHNUA 1 3HAYM-
TETIBHO peXke — B Te4eHe IePBbIX 2-3 MecsleB )X13HN. Ecin y pe6€HKa ye eCTb OffHa TeMaHTMO-
Ma, TO B TeYEHNe TIePBBIX 6 MeCsAIeB )XU3HU B 75% CTy4aeB BO3MOXKHO IIOSABJICHME IOTIOTHUATE/Ib-
HBIX T€MAaHTMOM Ha JPYIMX y4dacTKax Tema. Y 25-30% gmeTeil ¢ reMaHIMOMaMM JIMIIA COCY[UCThIE
HNOpaKeHMsI OTMEYAITCA M B JAPYIMX 00IacTAX Tema. MiafieHuecKye TeMaHTMOMBI y IeBOYeK
BCTpeYaoTCA B 2-3 pasa vallje, YeM Y MajbiMKoB [2, 3].

MrnafieH4ecKue reMaHIIOMbI BXOAAT B MeX/IyHapOgHYIO KIacCUPUKALNIO COCYAVCTBIX aHO-
Manuii, paspaboraHHyl0 MeXIyHapOTHBIM COOOIIECTBOM IO MI3YYEHUIO COCYAMCTBIX aHOMAJINIl
(International Society for the Study of Vascular Anomalies, ISSVA) [8]. Knmuandecku no pacmpo-
CTPaHEHHOCTH BBIJIENIAIOT CrIefyomye GopMbl: enyHIYHble (POoKaTbHbIE), CETMEHTapHbIE (3aHN-
MalOT OffHY WIM HECKO/IbKO aHaTOMMYECKMX 007acTeil; 4acTO BCTPEYAIOTCA CHHAPOMAJIbHbIE
BapMaHTBl M/IfIeCHYECKUX FeMaHTMoOM) M My/IbTUdoKanbHble (penkye GOpMbI CO MHOXXECTBEH-
HBIMU O4yaraMmy ¥ IOpaKeH)eM BHYTPEHHMX OpPraHoB). B 3aBUCMMOCTM OT ITyOMHBI ITOpasKeHNA
pasnM4yarT KOXKHBI, ITOAKOXHbI, CMEIIAHHBIN M aTUIIMYHbIN TUIIbI (1, 3].

PocT MaieHYeCKMX TeMaHTVIOM COIIPOBOXK/JAeTCSI CTPOTON CTaAUITHOCTBIO pasBuTus [9-11]:

o CTajfus MEPBBIX IPOSIBICHNUI: C POXK/IEHUSA U B Te4eHUe MepPBbIX Hefle/b KU3HU (IIATHO
CMHIOIITHOTO, PO30BATOTrO VI 0€Iecoro 1iBeTa);

«  cragus 6bicTporo pocra (mpommgeparnyn): mepBble 2 MecAla XXU3HN; XapaKTepu3yeTcs
POCTOM pasMepa 'eMaHIVOMBI; APKO-KPACHOTO IIBeTa; CTAHOBUTCS ropsdeli, OyrpucToin
¥ IUVIOTHOM Ha OLIYIIb; MOTYT IOABIATHCA A3BbI, KPOBOTOUMBOCTD;

o crapus MeJieHHOro pocra (mpommdepanum): ot 6 Mecsaunes Ao 1,5 jeT, HOBEPXHOCTh
reMaHTVMOMbl CTAaHOBUTCSA MAaTOBON, MHTEHCUBHOCTDH I[BETa CHIDKAETCH, IOABIAETCH
CUHIOIIHBII OTTEHOK;

o crajus CTabMIM3alyu: OCTAHOBKA POCTA, MAJIbIIATOPHO OIYXO/Ib MATKas;

o crapus vHBOMIOUMK (perpeccun) JUTcA 10 5-10 €T, COMPOBOXKAAETCS MOCTEIEHHBIM
yMeHbIIIeHNeM pa3Mepa, HepaBHOMEPHOCTBIO OKPACKI; Ha OLIYIb FeMaHTMOoMa pA0/ast;

e CTaaysA OCTAaTOYHBIX (pe3upyanbHbIX) ABIeHUI: Gopmupyercs pubposHas pydioBas
TKaHb Ha MeCTe TeMaHTMOMBI; Y9aCTKV TUIIO-Y runeprurmeHTanym (1o 50-70% ciay4daes).
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Bce 6e3 uckoueHNs MIaieHuecKyie TeMaHTMOMBI, He3aBUCUMO OT pa3Mepa U JIOKaIM3ali,
TpeOyI0T AMHAMMYECKOTO HAaOIOfieH s, TOCKONIbKY Ha CTaiuy nponudepanyn pocT MOXeT OBITh
o4eHb OBICTPBIM [9, 10]. CoracHO npefIoKeHHO GOpMyIIe «MHTepBal HaOTIOfIeHNsI B Hele/AX =
BO3pacT pe6EHKa B Mecslax», pe6EHOK B BospacTe 1 Mecsla JODKeH OBITh OCMOTPEH BpadoM
4 paza (KaXx/yIo Heflelio), peO€HOK 2 MecsieB — 2 pasa (depe3 Kax/ble Be Hemenn) [9].

EnuHuyHble MIaleHYecKiie TeMaHIMOMBI 0€3 OCTOXKHEHHOTO TeYEH S M BHE CJIOXKHBIX aHATO-
MIYECKUX JIOKA/IM3aLUil B IIOJAB/IAI0IIEM OOIbIINHCTBE CIyYaeB JIeUeHns He TPeOyIoT 1 perpec-
CUPYIOT CaMOIIPOM3BONbHO. IIpOMeKHOCTHOE pacIoNoXKeHNe TeMAHTIOM OTHOCUTCA K C/IO>KHBIM
aHATOMMYECKUM JIOKAIM3alMAM, BcTpedaeTcsa B 10% ciyyaeB M 4acTO CONPOBOXKAAETCS OCTIOXK-
HEHMAMU C U3DbA3BIECHUAMM OIYXO/IM, KPOBOTE€UYEHNMEM, a TAKXKe MOXKET COYeTaTbCA C JPYyTUMU
MIOPOKAaMM Pa3BUTHUS VI BXOAUTD B COCTAB FeHETNYECKOTO CMHAPOMA.

IIpy BO3HMKHOBEHMU MECTHBIX OCTIOXXHEHUII B BUME€ U3DBA3BACHUII U KPOBOTOUUBOCTH,
a TakXKe IpK OBICTPOM POCTe Ha 9CTETUYECKYU BAKHBIX 30HAX, B 00/IACTAX C PUCKOM HapyIIeHUs
GYHKIMIT OpraHOB IOKa3aHO MeRMKaMeHTO3Hoe (6eTa-aZpeH06/I0KATOPHI, ITIIOKOKOPTUKOW/BI,
IPOTMBOOITYXOJIeBbIE IIPeIapaThl) ¥ XUPypruyeckoe (Ipy OCTOKHEHHOM TeUeHMUM U [T KOppeK-
IV OCTATOYHBIX SABJICHNIT METOLAMY JIa3€PHOI XNPYPIun) 1edeHne.

CormacHO IPUHATHIM KIVMHNYECKUM PEeKOMEHIAIAM, B JIeUeHUN MIa/IeHYeCKIX TeMaHTIOM
HIepBOJI TMHNEIT MEIMKaMEHTO3HON Tepanuy sBJIseTCs IPOIPAHOIION, TAK)XXe IPUMEHSIOT KOMOu-
HAalIMM C MPESHN30IOHOM U IUTOCTaTUKaMy (BMHOMACTMH, BUHKPUCTUH, 1ukaodochammun) [1].
Heo6xonyma mauTenpHas Tepamys, NOCKOIbKY IPOIPAHOION MIMeeT ONpefe/IéHHYI0 3TAllHOCTh
BO3JIEVICTBUSA: CY)KeHUe COCY[OB — MHIMOMpPOBaHMe aHTMOreHe3a — MHAYKLMs aloITo3a.
YyBCTBUTENBHOCTD K IPOIPAHOIONY OIPefe/sioT C IOMOILIbI0 OMOIICHU COCY[UCTOrO 00paso-
BaHNA C BBIIIOJHEHVEM VIMMYHOTVICTOXVMIYECKOTO JICC/IeOBaHNA Ha Hammuye Mapkepa Glut-1
(Glucose transporter 1).

Oco6oro BHUMaHMs TPEOYIOT TeMaHIMOMBI CIOKHON aHATOMIYECKOII JIOKA/IU3ALUN 1, B 4acT-
HOCTH, B 00/1aCTU TPOMEXKHOCTH, KPECTIIOBO-KOIMYMKOBOIT 06/1acTH, sirofuil. Takue o6pasoBaHms
MOTYT BXOAUTb B COCTaB reHeTmdeckux cuHapomos: LUMBAR (L — remaHrnoma kaypajabHOTO
orzena; U — yporeHuTanpHble aHOMamuy; M — Mmuenopucinasus; B — xoctHble gedopmari;
A — aHOpeKTa/IbHble IOPOKY Pa3BUTHs, ApTepUaIbHbIe IOPOKU pa3BUTUA; R — mopoku passutus
noyek), PELVIS (P — remanrnoma mpomexsHocty; E — mopoku pasBuTusa Hapy>KHBIX IOTOBBIX
opranos; L — nmunomunenomenunronene; V — my3blpHO-IIOYeYHbIe aHOMa/MN; I — aTrpesns anyca;
S — xoxuble obpasoBanus), SACRAL (S — cnuHanpHb auspadmaM; A — aHOTeHUTA/TbHbIE
aHoMamuy; C — KOXKHble aHOManuy; R — IodedHble U yposormdeckue aHoManuyu; A — reMaH-
ruoma moMbocakpanpHoit obmactu). [Ipn 0CIOKHEHHOM TedeHNN TTepPUHeATbHBIX M/IaJeHIeCKUX
reMaHTVIOM C U3'bSA3BIEHSIMY Y KPOBOTEYEHAMY IPAKTUYECKY HEBO3MOXKHO M30€)XaTh KOHTAKTa
paHeBOIl MOBEPXHOCTY I'€MAHTMOMBI C KaJIOM M MOYOIi y [ieTell TPYIHOTO BO3PACTa, YTO 3HAYMMO
YXY/IIaeT IIPOTHO3 I JUKTYeT 00s13aTelbHOE MeJIKaMeHTO3HOe JIeYeHNe, a B PsAJie CITydaeB aKTVB-
HYIO XMPYPIMYeCKYI0 TAaKTUKY BIIOTH [0 BBIBEJIeHNsI KMIIIEYHON cTOMBI [12].

OMNMUCAHUE KJIIMHUYECKUX CJZTYHAEB

“' KIMHUYECKUI IIPMMEP 1

O nayuenme. B mae 2024 rona U3 OT/eeHNA TATOTIOTUY HOBOPOXXIEHHBIX 1 [ieTell TPyJHOTO
Bo3pacTta I'Y3 «Tynbckas merckas o67acTHas KIMHIYECKast OONbHUIIA» B XUPYPIUUECKOe OT/ere-
HIle€ HOBOPOXIEHHBIX 1 fieTell rpygHoro Bospacta PTAY «HMIL] spoposbsa pereii» Munsgpasa
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KJIMHUYECKWE NMPUMEPBI JIEYEHNA

OBYX MAUMEHTOB C CETMEHTAPHOW
MJIALEHYECKOW FTEMAHITMOMOW B OBJIACTHU
MPOMEXHOCTHU

Poccun (manmee — Ilentp) Oblna mepeBemeHa
JIOHOIIIEHHAsI TIeBOYKa B BO3pacTe 2 MeCsI(eB
JKM3HU C >KalmobaMy Ha Hammdre OOMIMPHBIX
paH B STOAUYHOI OOTacTM U TIPOMEXHOCTH,
cocyaucToi Manbdopmanyu B 06TacTH IIpO-
MEXHOCTU ¥ IIPaBOVl HVOKHEN KOHEYHOCTH.
Pe6énok oT 4eTBEpTOIl OEpeMEeHHOCTU, IPO-
TeKaBlleil Ha OHe reCTallMOHHOI apTepuanb-
HOJl TMHEPTEH3UM ¥ HPOTEVHYPUM B TpPEeTbeM
TPUMECTPe, TPETBUX CPOYHBIX POJOB IIYTEM
KecapeBa cedeHMs. Macca Te/ma py poXKIeHUN
2850 1, puHa tema 49 cM. Cpasy mocie pox-
IOeHus BbIAB/IEHA MJIaJleHYecKasd TeMaHTMoMa
B 00/1aCTU TPOMEXKHOCTHU, STONUL] VM IPABOI

* -

P A crombl. JledeHus: He mpoBoAMIOCh. B Bo3pacTte
okormo 1 Mecsana >xmu3HM y peb6éHka Habmona-

Puc. 1. BHelLUHW BUA reMaHrmoMmbl

UICh TIporpeccu ye U3DbA3BIEHNS U KPO-
NpW NOCTYMIEHUN. JICD TIPOTPECCHUPYIOLIE MSBAIBIIC po

BOTOYMBOCTb B o6macty obpasoBanus (puc. 1).

IIpu nocmynnenuy B 0671aCTH IPOMEXKXHOCTY U ATOAMIL C IePeXOfioM Ha HYDKHME KOHEYHOCTHI
0 BepXHell TpeTn befipa BU3ya/In3MpoBaHa OOIIMpPHAs paHeBasA MOBEPXHOCTb C OTCYTCTBYIOMIE
HIOZIKO>KHO-)KMPOBOJI K/IeT4aTKoil (Hekpo3). bonbive m Majble IOMOBBIE TyObI, IepyaHalIbHasA
30Ha C BBIP@XEHHOI TunepeMueit 1 oTékoM. PaHeBas MOBEPXHOCTb ¢ OOUIMPHBIMU MHPUIIMPO-
BAaHHBIMU U3bS3BIEHUAMY; TKAHM KOHTAKTHO KPOBOTOYAT; PeOEHOK OECIIOKOIHBIN, BBIPA)KEHHBIN
6orneBoit cuHgpoM. [eMaHrnoma B 06/1acTy IIpaBoOil CTOIBI ¥ TOTIEHOCTOIIHOTO CycTaBa 0e3 Ipu-
3HAKOB 13bsI3BIeHMII. KOXXHBIN MTOKPOB O/1eHbII, MPaMOPHOCTD; HEJOCTATOYHO pasBUTAs IOf-
KOYXHO->KMPOBasi K/IeTYaTKa; peOEHOK OTKa3bIBAETCS OT €fibl.

IIpedsapumenvtviii OuazHo3. OcHoBHOM: «OOIIMpPHAs TeMaHTMOMa IIPOMEXHOCTM, HIDK-
HUX KOHeuHocTeil. IInogepmmsa npomesxxHoctn u sAropuanoit obmactu. LUMBAR cunzpom (?)».
ConyTcrByrommii: «benkoBo-sHepreTmyeckass HeOCTATOYHOCTb. Masble aHOManuMy PpasBUTHA
CepAiLa: OTKPBITOE OBA/IbHOE OKHO. IlepuHaTasbHOE MOpa)KeHE LEHTPaIbHOI HEPBHOM CUCTEMBI».

Pesynvmamor nabopamopHozo u UHCMPYMEHMANLHO20 UCCAe008aHus. Pe6EHOK MOCTYymmI
B TDKEIOM COCTOSIHMU: TSDKECTb COCTOAHMA OOYC/IOBIeHa OOIIMPHON IUIOIAAbl0 MHPUIMPO-
BAaHHBIX M3BA3BICHUI B 0OACTY ATOAVI] ¥ IPOMEXHOCTY, BBIPQ)KEHHBIM O0/IEBBIM CHHIPOMOM,
SIBJICHMSIMM 9KCUKO3a U MTHTOKCUKAIMY, 0€/TKOBO-9HEPreTMYeCKOl HelOCTaTOYHOCTHIO. [I/1s Hanb-
HeJIIIero e4eHys peOEHOK IepeBeiéH B OT/e/IeHNe PeaHIMAllM Y MHTEHCYBHO Tepanyy HOBO-
POX/JEHHBIX M JieTell TPYAHOTO BO3pacTa. BBIMOTHEHO KOMIUIEKCHOE 1ab0paTOpPHO-MHCTPY-
MEHTaJIbHOe O0O0C/IefloBaHNe: IpM YIbTPasByKoBoM MucciegoBanyuy (Y3VI) opraHoB OprouIHo
HOJIOCTM U MAaJIOr0 Tas3a MaHHBIX 3a Hamnm4ure 00bEMHBIX 00pa3oBaHMIil HeT; HelpocoHorpadums,
Y3W novex — 6e3 maronorun; sxokapamuorpamma (9xoKI') — oTkpbIToe 0BaIbHOE OKHO; COIYT-
CTBYIOIIVX BPOXKJEHHBIX ITaTOJIOTVI He BBIABIIEHO.

C 11e71b10 M30JIALMM PaHEBOII IOBEPXHOCTH OT BO3/I€MICTBYA MOYM YCTaHOBJIEH YPeTPaIbHbIil
KaTeTep. Y4YuThIBasA OOIMIMPHYIO IUIONIA/Ib HEKpO3a TKaHeil B 00/IacTy reMaHTVMOMBI, NIPUCOeNN-
HeHle BTOPUYHOI MHPeKIVM Ha GoHe IOCTOAHHOIO KOHTAKTa ¢ KAJIOBBIMU MaccaMy M MOYOIL,
a TaK)Ke BBIPQXEHHBIN 00/1€BOII CMHPOM Y pe6EHKa, IPUHATO pellleHNe O BhIBEeHNI KUIIeYHON
croMpl (puc. 2). ITocne cTabunmsaruy COCTOSIHUA U HMPEJONEePALMOHHON IIOATOTOBKM PeOEHKY
BbIBEJIeHA Pasfie/ibHasA ABYCTBOIIbHAA KOJIOCTOMA Ha YPOBHE CUTMOBU/IHONM KMILIKM, TAKXKe MHTPa-
OIlepaIVIOHHO BBIIIOTTHEHA OMOIICY 06pa30BaHA: B 30HE HEIIOBPEXKAEHHOI TOBEPXHOCTI T'eMaH-
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Puc. 2. BHellHWI1 B reMaHrMOMbl Ha MOMEHT Hayarna Tepanuu NponpaHososioM.

TMOMBI Ha SATOMIIE B3AT Y4ACTOK KOXI; eeKT YUIUT Y37I0BBIMM LIBaMu. IlocmeonepalioHHbIi
IepUOJ, IIPOTeKaI IJIAJIKO, Ha 4-e IOC/IeolepalliOHHble CYTKI peOEHOK IepeBefiéH B XMpypruye-
CKOe OT/Ie/IeHMe.

Jluazros. YauTbIBasg pacIpOCTPaHEHHOCTb M JIOKAIM3ALVIO COCYAMCTON Manb(OpMalivi,
y pe6énka 6b11 3anogospen LUMBAR-cuuzppom. Ilo pesynbraTaM MarHUTHO-pPe30HAHCHO TOMO-
rpa¢pun (MPT) opraHoB OpOIIHON MONTOCTM M MAJIOrO Ta3a, HOACHUYHO-KPECTIIOBOTO OTHENa
NIO3BOHOYHMKA C BHYTPUMBEHHBIM KOHTPAaCTMpPOBaHMEM BU3yaIM3MpOBaHAa KapTUHA COCYAMUCTON
MajTbopMaly MapapeKTaTbHBIX MATKUX TKaHelT, miMdaneHonarys. JJaHHBIX 3a 00BEMHBIE 00pa-
30BaHNA, AHOMA/IMM Pa3BUTHUA MTO3BOHOYHNKA ¥ CIIMHHOTO MO3Ta He BbLAB/eHO. I1o pesynbraTam
MIMMYHOTUCTOXVMMIYECKOTO MCC/IEOBaHMsA OMOICUITHOTO MaTepuasia yCTAaHOBJIEHO, YTO TeMaH-
ruoMa sBngercsa Glut-1(+), 4To NOATBEPANIO HAMN4YMe YYBCTBUTEIBHOCTY K MeIVMKaMEHTO3HOM
Tepanuy 6eTa-agpeHo610KaTOpoM (IIPOIIPAHOIION).

Jleuenue. Ilepen HadaoM e4eHNs peOEHOK ObIT KOHCY/IBTVPOBAH Kap/i0IOrOM, BHIIIOTHEHBI
anekTpokapanorpadpus (IKI'), 9xoKI, cyrounoe xonreposckoe Mountopuposanue IKI: nportn-
BOIIOKa3aHNII K Tepaluy He BbIABJIEHO.

CrapToBas 103MpOBKa IpoMpaHoiona coctasuaa 0,5 MI/KT B CyTKU IIepOpaabHO B TPU IpU-
€Ma C IIOCTeIIeHHbIM YBe/IMYEHNEM JJ03bl 10 TePANeBTIYECKON — 2 MI/KT B CyTKM, KOTOpas OblIa
TOCTUTHYTA K TPETbMM CyTKaM jiedeHns. Pacupenne [03MpOBKY IPOBOANUIOCH IO, €KeJHEBHBIM
KOHTPOJIEM IIOKa3aTesell YacToThl ceppedHbix cokpamennit (HYCC) n aprepmanbHOrO JaBleHNs,
KOTOPbIE OCTaBaJINCh B IIpeJielaX BO3PACTHBIX pedepeHCOB 3a BpeMs HaOIofieH .

ITpu mocrymrennn pe6€HKy Obla Ha3Ha4YeHA SMIMPUYECKas aHTMOAKTepuaabHasA TEePAINA
HIMPOKOTO CIIEKTpa MEVICTBUA C €€ MOCHeNYyoLell KOppeKLUuel Iocae MONy4eHusa pe3yabTaToB
MUKPOOMOTOIMYECKNX II0CEBOB Ha (JIOPY M aHTUOMOTMKOYYBCTBUTEIBHOCTD, TAK)XXe IPOBOAY-
JINCh MIPOTMBOTPUOKOBAsE M CMMITOMATMYeCKas Tepamis, eXeJHeBHas JByXKpaTHas oOpaboTka
PaHeBOJl MMOBEPXHOCTY AaHTUCENTUIECKMMI PacTBOPaMM, KOTOPbIe YepefjoBaInCh ¢ 00paboTKoil
3XMBJLAIOLIMMY Ma3siMI C Cy/baTnasonoM cepebpa, MOBUAOH-IOOM, TU/IPOTeTeBbIM IIOKPITH-
eM, 00ecIiedrBaIOLINM TTOJaB/IeHIie pOCcTa OaKTepyabHBIX IJIEHOK.

Hunamuka u pesynvmamut nocnedyousezo Habmooenus. Ha GpoHe nedenns B 06mactyt paHeBoil
MOBEPXHOCTY OTMeYeHa BbIpaKeHHas MOOKUTEeIbHAA IMHAMIKA — POCT IPaHY/IALMOHHON TKAaHU
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KJIMHUYECKWE NMPUMEPBI JIEYEHNA

OBYX MAUMEHTOB C CETMEHTAPHOW
MJIALEHYECKOW FTEMAHITMOMOW B OBJIACTHU
MPOMEXHOCTHU

U yBEeMYEHME IO SIUTEeIN3ALUN, OTCYT-
CTBME YYaCTKOB HEKPOTU3MPOBAHHBIX TKAHEI.
[Ins panpHelmero BBIXaXMBaHUA peOEHOK
nepeBeféd B OTJENIEHNe TIaTOIOTUM HOBOPOXK-
NEHHBIX M JeTell paHHero NEeTCKOro BO3pacTa
C coMaTmyeckoil peabmmuranueir. KparHocts
npuéMa IPOIPAHONIONA CKOPPEKTUPOBaHA
1o 2 pas/cyT B TON >Ke [j03€ IOJi KOHTPOJTEM
IoKasaresneit aprepuanbHoro aasnenusa u YCC.

[Tocne MOMHOrO 3aXMBJIEHUA O0OTACTU
IPOMEXHOCTI YpeTpa/lbHblil KaTeTep ObIT yia-
néH. OcraBuIMecs y4acTKM paHEBOi IOBEpX-
HOCTM) T€MAHTMOMBI IIOKPBITHI I'PAHYIALMOHHON
TKaHbIO, B CTA[UI SINUTEIN3ALNUN, YIaCTKOB
U3DbA3BIIEHNA HeT, He KPOBOTOYAT, 0OJIeBOIl
CUHJIPOM OTCYTCTBYeT, MH(EKIMOHHBIII IpOLecc
KynyposaH (puc. 3). CTyn OTXOAUT MO KOOCTO-
Me, 6e3 IAaTONMOIMYeCKUX II0Tepb, PUKCUPOBAH
KasIonpnuéMHNK. MaTb 06ydeHa yxoyy 3a CTOMOI.

Yepes MecsI] OT Havasa ledeHNs peOEHOK BBIINMCAH JOMOV B yIOBIETBOPUTEIBHOM COCTO-
AHMM ¢ puarHo3oM: «OcHoBHOI: OO6mIMpHAasA TreMaHIMOMa IPOMEXHOCTY, HIDKHMX KOHed-
HocTell. [InogepMusa MPOMEXHOCTM M ATOAMYHONM obmactu. Hocurenp KOMOCTOMBI, omepanmus
24.05.2024 — HaJIO>KeHMEe KOTOCTOMBI, OVMOIICHUS COCYAUCTOro obpasoBanus. COIMyTCTBYIOMINIL:
benkoBo-sHepreTuyeckas HeNOCTATOYHOCTb. Majble aHOManMUyM pasBUTUA CEPALIA: OTKPHITOE
OBa/IbHOE OKHO. [leprHaTanbHOE MOpa)KeHMe LIEHTPA/IbHONM HEPBHOM CUCTEMBI».

Yepes 4 MecsIa IoC/Ie TIONHOM 3MUTENN3ALUN PAaHEBOJ IOBEPXHOCTU B 0OIACTY FeMaHTVIOMBI
pe6EHOK IMOBTOPHO TOCINTANMM3UPOBAH B LIeHTP C Iie/IbI0 IJTAHOBOTO 3aKPbITHA KUIIEYHON CTOMBI:
006/1aCTb IIPOMEXHOCTY U ATOAML] C PyOLIOBBIMM M3MEHEHVAMY, OCTATOUHbIE YYaCTKV T€MaHIMIOMBI
B cTaiuu perpeccun (puc. 4). Pe6eHoK BbINMCaH JOMOIL B YJOB/IETBOPUTENILHOM COCTOSHIY, Tepa-
IV IPOIPAHOJIONOM IIPORO/DKEHa aMOy/IaTOPHO.

Puc. 3. BHelWHMI BUA reMaHrMoMbl
yepes 1 Mecsl, Tepanmmn NPonpaHoIoNoM.

Puc. 4. BHeluHWn BUO reMaHrMoMbl Yepes 4 Mecsilia iIeYeHUs1 MPONpPaHosoNiOM.
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ITo gaHHBIM KaTaMHe3a, CIIYCTs 6 MecsIeB
HaOJII0laeTCsl YMEHbIeH)e IUIOM[afM FeMaH-
TMOMBI, B TOM 4NC/Ie B 00/1aCTy IIPaBOJl CTOIBI
VI TOJICHOCTOITHOTO CycTaBa (puc. 5).

IIpoeno3. HecMoTpsi Ha MCXOTHO TsKENOE
cocrosiHMe pebG€HKa, Omarogaps KOMIUIEKCHOMY
JIe4eHII0, BK/TI0Yasi BbIBeIeHME KOJIOCTOMBI, y/ia-
7I0Ch OGBICTPO KYNMPOBATh OCIOKHEHMsI TeMaH-
TMIOMBI CJI0KHOM aHAaTOMMYECKON JIOKa/IM3all.
Xoporast HepeHOCUMOCTb pebEHKOM OeTa-azipe-
HOO/IOKaTopa ¥ YyBCTBUTENBHOCTD K HEMY TeMaH-
riuoMel Glut-1(+) o6ycnoBuwm addexTnBHOCTD
IPOBOAMMOIT TePAIM, OJHAKO M3-3a IO3[JHETO
obpalleHnsi B KIVHUKY C yXKe Pa3BUBIIMMICS
TSDKEIBIMY OC/IOXKHEHUAMM (OOIIMPHBI HEKPO3
TKaHel) y pe6éHka copMupoBamich pyouoBblie
VI3MEHEHMs TI0CTIe 3aXKMBJIEHNs PaHEeBOII TOBEPX-
Hocti. [To Mepe co3peBanust pyO1[0B BO3MOXHO
VIX IPOTPECCHPOBaHNE, YTO MOXKET HOTpebOBaTh
IOTIOJTHUTENIbHOTO XMPYPIUIECKOTro edeH s (1asepHast XUPYyprius).

Puc. 5. BHelwuHun Bup yepes 6 MecsueB
Tepanuu NPonpPaHoIoNOM.

® O

O nayuenme. B aBrycte 2024 rofa 13 OT/ie/IeHNA NATOIOTUM HOBOPOXK/IEHHBIX Y HEJOHOILEH-
HbIx gereit OBY3 «Kypckas obnmacTHas KimHMYecKas OOMbHMIIA» B XUPYPrUYECKOe OT/e/eHue
HOBOPOXKJEHHBIX U JieTell TPy/IHOr0 Bo3pacTa Haulero lleHTpa nepeBefiéH JOHOUIEHHDBIN MaTbiMK
B BO3pacTe 16 IHel >KM3HMU C >kajo0aMyl Ha Hamdye COCyAMCTON ManbopManuy B 00/1acTyi IpaBoit
ATOAMIIBL, TIePYaHAIbHON 00/IaCTY 1 TIPaBOIl HIDKHEN KOHeYHOCTH. B obmacTyt anyca — mporpeccu-
pymolye M3 bsI3BICHNs ¥ KOHTAKTHAsI KPOBOTOUMBOCTh. PeOEHOK OT TpeThbeil bepeMeHHOCTH, Tep-
BBIX CPOYHBIX pOfioB Ha 39-i1 Hepene rectanuy. Macca Tena ipu poxxpieHun 3250 1, ayimHa tena 35 cM.
MiraieH4eckas reMaHr1oMa oOHapy»)xeHa ¢ pox/eHus (puc. 6), B Te4eHue IepBbIX 2 Hefie/lb >KU3HN
Marhb pe6€HKa OTMeTIIIA yBeTYeHe Pa3MepoB 00pa3oBaHs, IOSB/ICHNE U3 bA3BICHNIL.

IIpu nocmynnenuy BU3yanusupoBaHa OOIMIMpPHAs IeMaHTMOMa pasMepoM 6X5 CM, pacIoso-
JKEHHasl B MeKDBATOAMYHON CK/IAfIKe ¢ PacIpoCTpaHeHMeM Ha 00/I1acTb IIPaBoil ATOAMIIBI U IIepe-
XOZIOM Ha IpOMeXHOCTb. OOpa3oBaHue, HE3HAYNTEIbHO BO3BBIIIAIONIEeCs HAJ| YPOBHEM KOXIL,
TEIJIOE Ha OLIYIb, IPEACTAB/IEHO CEThI0 PACHIMPEHHBIX KAWIIAPOB, HAa IIPABOI ATOANIIE B IIeHT-
pe — 4 ydJacTKa M3bA3BIEHNs, KX/BIII pasMepoM 10 1 cM; Takke B 0OACTV aHyca MMEITCS
MHO>KECTBEHHBIE yYaCTKV KPOBOTOUMBOCTY B IepMaHaIbHbIX CK/IafiKaX. B o6macTy mpasoit rone-
HII, IPEUMYIIeCTBEHHO IO 3a/jHell MOBEPXHOCTH, TeMaHIIOMa pa3MepoM 5,5x2,5 cM, 6e3 odaros
u3bsa3BneHus (puc. 7).

IIpedsapumenvhoiii duaeros. OCHOBHOI: «MlajjeH4ecKas TeMaHTMOMa IPaBOil ATOAVYHO
007acTV C TIpM3HAKaMM M3BSA3BJIEHNs, NpaBoii roneHn». ComyTcTByrommit: «Vmemus Mosra.
Marble aHOManIUy pasBUTHA CepAlLla: OTKPBITOE OBATbHOE OKHOY.

Pe3ynvmamut nabopamopHozo u uHcmpymeHmanvHozo uccrnedosanus. OObiee COCTOsIHIE
pebEHKa CpefiHeil CTelleHN TSHKeCTU; peOEHOK MeprouecKy 6eCIIOKOUTCA, YMepeHHBIIT 60/1eBOil
cMHAPOM. PeOEHKY BBIIIOTHEHO KOMIUIEKCHOE /TabOpaTOPHO-MHCTPYMeHTalIbHOE 00CIeoBanme:
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Puc. 6. BHellHW BUA, reMaHrMoMmbl Puc. 7. BHeluHUI BUA, reMaHTMOMbI
nocsie poXkaeHus. Mpy1 NOCTYMJIEHUMN.

1o pesynbraraM Y3V opraHoB OpIOIIHOM IONOCTY B 00/IACTU Ie4eH) HOBOOOpPa3OBaHMII He Ompe-
mensietcss, mpu Y3V MATKUX TKaHeil B KPeCTLIOBO-KOIUMKOBOJ 00/1acTy Takxe 0e3 MaTonornu;
KPYIHBIX IUTAIOLINX COCYIOB, MYHINX K TeMAHIIOMaM, He BU3YaIM3MPOBaHO.

C penplo VCKIIOYNTL IONAJaHMe MOYM Ha paHy KaTeTepusMpOBaH MOYEBON IY3bIpb.
JJ14 MMHUMM3aIMy KOHTAKTa 00/1acTH paHbl ¢ KAJIOBBIMM MaccaMy pe6EHKY IIPOBOAVIIV OYVICTH-
Te/IbHbIe KIM3MBI 2 pa3a/CyT.

C 11e/1bI0 YTOUHEHNSA TUIIA TeMaHTVOMbI BBIIIO/IHEHA OMOICHUA (B3AT Y4aCTOK HEIOBPEX/EH-
HOJI IIOBEPXHOCTY FeMaHTYOMbI Ha IIPaBOJi ATOAMIIE): IO Pe3y/IbTaTaM MIMMYHOTYICTOXMMIIECKOTO
uccneposanusa — Glut-1(+), 4To0 cOOTBETCTBYeT MOP(OIOrNUECKOil KapTHHE ¥ UMMYHO(EHOTHUITY
IOBEHVWIbHO KallVJIIAPHOV T€MaHTVIOMBI.

Jleuenue. TIpoBoauIach eXXegHeBHas MeCTHasi 00pabOTKa aHTUCENTUYECKUMM PacTBOPAMI,
006paboTKa 3aXUBJIAIINMYI Ma3sAMI C CyIb(aTnazonoM cepebpa, HOBUOH-I0HOM; 06paboTKa
0anMUTPALMHOM + HEOMUIIMHOM, TMAPOTe/NeBbIM IIOKPBITVEM, 00eCleuyBalolyM IOfiaB/IeHIe
pocTa 6aKTepMaNTbHBIX IVIEHOK Ha paHEBOII IIOBEPXHOCTIL.

Ilepen Haya/IOM Tepamnmyl IIPOIPAHOTIOM PeOEHOK KOHCYIBTMPOBAH KapAMOIOrOM, BBINOJ-
HeHo OKI, 9x0KI, xonreposckoe Mmounutopuposanmue IKI: nmporuBonokasanmit s NpoBeneHNs
Tepanuy He BblAB/IeHO. COITTACHO PeKOMEHJALMAM KapAyuo/iora, CTapToBas /l03a COCTAaBMIA
1 MI/KT CyTKM B Tpu IpuéMa cTporo mocie efsl moy KoHTponeM YCC u apTepuasbHOrO AaBiie-
HusA. Ha cnepyrommit eHb y pe6€HKa OTMEYEHO yXyALIEHNe COCTOSHMA: BATOCTDb, OTKa3 OT efbl,
MeTaboMMYecKIil aliI03 110 KVCIOTHO-IeJIOYHOMY COCTOSHUIO, CHVDKEHME apTepHUaNbHOTO JIaB-
neHus fo 67/30-67/38 mm pr.ct., YCC 120 ya./MmH. [lo3npoBKa IponpaHonona Oblla CHIDKEHA
mo 0,5 mr/kr B cyTku. Ha 5-e cyTku npuéma ImponpaHoIona, yIUThIBask CTaONMIbHbBIE TIOKa3aTemn
YCC n aprepuabHOrO HaB/lIeHNs, LO3MPOBKa Ipemnapara Oblla IIOBTOPHO yBeIM4YeHa 10 1 MI/Kr
B cyTKu. Boimonnen kouTponb IKI' u 9xoKI — 6e3 oTpuiarenbHONM AVHAMUKIY.




Y4nTbiBasd BO3MOXKHOE COYETaHVe MepUHeaTbHOI JIOKaIM3aIMM TeMaHIMOMBI (CerMeHTapHas
dbopma) ¢ CMHAPOMaIbHOI NAaTONOT e, BBIIIOTHEHA KoMIbioTepHasa ToMorpadus (KT) 6pronrnoit
IOJIOCTY, 3a0PIOIIMHHOTO IIPOCTPAHCTBA ¥ MAJIOTO Ta3a C BHYTPMBEHHBIM KOHTPACTUPOBAHUEM:
JaHHBIX 33 pacIpOCTPaHEHMEe B MaJIblil Ta3, IpecakpaabHylo 006/macTh HeT. KOoCTHBIE CTPYKTYpBI
0e3 IaTo/MoTnm.

Hunamuxa u pe3ynomamot nocnedyrouiezo Habnodenus. Koppekiysa mo3upoBKu Ipermapara
JIO TepaneBTUYeCKol (2 MI/KT B CyTKM) OblIa IPOJO/DKEHA B OTAE/ICHUY IATOIOTMM HOBOPOXKIAEH-
HBIX 11 JieTell pPaHHero IeTCKOTO BO3pacTa ¢ COMATUYecKol peabunmmranyeil. B TedeHne 2 Hepenb
HOIBITKY JOCTUYb TePAIeBTIYECKON /I03Bl COIMPOBOXKAANMNCH SIM30NAMM TUIIOTOHNYU U Opanu-
Kap/iny, CHIDKEHUEM allleTUTa, B CBA3M C 4eM ObUIO IPUHATO pelleHre O KOMOMHUPOBaHHOI
Me[IVIKAMEHTO3HOJI TepaIyy IPpoIpaHononoM (1,5 MI/Kr B CyTKu B Tpu IpuéMa) ¢ nobaBIeHreM
IPENHNM30/IOHA TIEPOPANbHO B JJO3MPOBKE 1 MI/KI B CYTKM OJHOKPAaTHO B Te4YeHME TPEX JIHEN
U Jlaziee o 2 MI/KT B CyTKu. [lanHaa tepanus nposopuaach nopx konrponem YCC, aprepuanbHOro
JlaBJICHVS, YPOBHA ITIOKO3BI KPOBM — OC/IOKHEHMII He OTMedanach. PeOEHOK BBINMCAH JOMOI
B YJOB/IETBOPUTENILHOM COCTOSHMM C AmarHo3oM: «OcHoBHOI: CerMeHTapHasA MHQAHTUIbHAA
reMaHI1oMa ATOAVYHOI 06/TacT CIIpaBa C IPU3HAKAMI U3bA3B/ICHNA, IIpaBoil rogeHn. Onepanus
30.08.2024: 6uoncus cocyauctoro obpasosanus. ComyTcTByromuit: Vmemns Mosra. Majbie aHo-
Ma/ny pasBUTHA CEPALIA: OTKPBITOE OBaJIbHOE OKHOY.

Ha ambynaTopHOM 3Tane pe6EHKY ObIIO PEKOMEHIOBAHO HMPOJO/DKUTh KOMOVHUPOBAHHYIO
Tepanuio (IPOIPAHOJION B TepaneBTUYECKO Jo3e 2 MI/KI B CyTKM + IPEIHU30I0H) 2 MecAla
C IIOCTETIEHHBIM CHVDKEHMEM JJO3bl ¥ OTMEHON TOPMOHA/IbHOM Tepanuy 1oj, KOHTPOIeM Kapiuo-
JIora M JeTCKOTO XMPypra MO MeCTy >KUTe/IbCTBA, TAKXKe C TaCTPOIPOTEKTMBHOI LIe/Ibl0 Ha (OHe
npuéMa MpeJHN30/I0Ha peOEHKY ObIT OMOTHUTEIbHO Ha3HAYeH IIpenapar aloMHans gocdara.

ITo janHBIM KaTaMHe3a, 4e€pe3 MeCALL IIOC/Ie BBIIVCKY 13 CTAllMIOHAPa OTMEY€eHa ITO/I0KUTENb-
Has JVHAMMKa B BUJie TOO/IeTHEHNA TeMaHTMOMBI, COKPAIL|eHNs pasMepOB; U3bA3BICHNA U KPO-
BOTOYMBOCTb OTCYTCTBYIOT (puc. 8), ofHako dyepes 4 MecAlja NOABUINCH TIPU3HAKM TIOBTOPHOTO
pocTa 00pa3oBaHMA B BUJE HOBBIX YYAaCTKOB pa3pacTaHMA KAIWUIAPOB IO BCell IMOBEPXHOCTH
reMaHroMsl (puc. 9). Takum o6pa3om, HeCMOTPS Ha NIEPBIUYHO XOPOILINIT OTBET Ha CTAHIAPTHYIO
103y IIPOIIPAHOJIONA, TIOTy4YeH PeluuB CTaauy Iponudepanuy reMaHrnombl. I1py pe3ucrenT-
HOCTM MJIfIeHYeCKOll TeMaHIMOMBI K Tepalny TepaleBTUYecKas D03a MOXKeT OBITb YBemndeHa

Puc. 8. BHeluHWI BUA reMaHrMoMbl Yepes 1 Mecsl Tepanuy NponpaHososioM.
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KJIMHUYECKWE NMPUMEPBI JIEYEHNA

OBYX MAUMEHTOB C CETMEHTAPHOW
MJIALEHYECKOW FTEMAHITMOMOW B OBJIACTHU
MPOMEXHOCTHU

1o 3 MI/KT B CyTKM [9], M0STOMY B JUHaAMUKe
I03MpOBKa OeTa-afipeHOOIOKaTopa OblIa yBe-
AMYeHa o 2,5 MI/KT B CyTKM B TpU IeEpo-
panbpHBIX npuéma nop koHTponeMm IKI, OxoKI
" HaOmofileHNeM B JVIHAMUKe Y Ilefuarpa, Kap-
IIMOTIOTA, JEeTCKOTO XMPYpra MO MeCTY XKUTe/Nb-
crBa. Ha ¢oHe xoppekumm m03bl IpoOrpeccus
MJIaJIeH9eCKOJi TeMaHTMIOMbI OCTAHOBJIEHa, IIPO-
JIOJDKEHO HabmofieHne pe6éHKa B KaTaMHe3e.
IIpoenos. HecMoTps Ha CIIOKHOCTU IIpU
nopbope [O3UMPOBKM IIPONPAHOIONA, Oblla
JOCTUTHYTa LieneBas 3pPeKTUBHAs [J03a B KOM-
OMHAIMY C IPEJHU30TOHOM. YUNTBIBAs IIOJIO-
JKUTE/IbHYIO IMHAMUKY Ha QOHE JIedeHMsI, MOX-
HO TOBOPUTb O XOpOIIeM IPOTHO3€ U VICXOfie
3aboneBanysa. Hacrynusumit yepes 4 Mecsuna
peLuANB pocTa TeMaHTMOMbI ObIT KyNUpOBaH
yBe/IMUEeHNEM JI03bI IIPOIPAHOTIONA [0 2,5 MI/KT

Puc. 9. BHelHWiA BUA, FeMaHrMOMbl B CYTKM, YTO He BBIXOZIUT 32 JJOIIyCTUMBbIil Tepa-
yepes 4 MecsiLa Tepanuu NPoNpPaHoIoNOM. MeBTUYeCKUI KOPUZOP.

B nopassromeM OOMBIIMHCTBE CTy4aeB AMAarHOCTYKA M/IAJIeHYeCKOl TeMaHTMOMBI He BbI3bIBAeT
TpypHOCcTelt. O6pasoBaHys 0OHAPYKUBAIOT C POXKIEHNMA Bpauyl-HEOHATOJIOTU B POAJJOME WM CaMM
ponuTeny B IepyOJ IepBOro MecAana usHu. Kak npasuno, MaajieHuecKrie reMaHTOMBI SIBJIAI0TCSA
CIIOpafindecKMMH, OJHAKO Y psAJia MALMEHTOB OHM BXOJAT B COCTaB TeHEeTUYECKUX CUHPOMOB. Tak,
Haripumep, cuagpoMel PHACE (P — nopoxu passutus 3agHeit 4yepemnHoit sMky; H — remanrmoma
NNLIA, LIIe UM BOTIOCUCTON YacTy TONIOBbI; A — aHOMaJINy PasBUTHA MO3TOBBIX U LIEITHBIX apTepuil;
C — nopoxku passutus cepana; E — anomamuu passutus rmas) u LUMBAR Bkmodaror cermeHTap-
Hble T€MAHTVOMbI B COUYETAHIY C MHOYKECTBEHHBIMI BPOXK/IEHHBIMY QHOMA/IMAAMM BEPXHEl 1 HVDKHe
IIOJIOBMHBI Ty/OBMIIA. [eHeTHYeCKMe MeXaHU3MBI, JIeKalllJie B X OCHOBE, B HACTOsAIee BpeMs Heus-
BecTHBI. [lanpHeriime paboThl B 06/1aCTV CEKBEHVPOBAHNS T€HOMa MOTYT IIOMOYb YCTaHOBUTD HIPY-
YJHBI BOSHVKHOBEHVS CMHIPOMAJIbHBIX POPM MIIaJieHYecKuX reMaHrom [13, 14].

C MOMeHTa NIpYMeHeH)sI HeCeNIEKTUBHBIX OeTa-aipeH00/I0KaTOPOB [Is JIeYeHVSI COCYAMCTBIX
o6pa3oBaHuMil Mpouro yxe 6omee 15 ieT — MMeHHO TOrAa OBUIM 3aUKCHPOBAHBI IIepBbIE NaH-
Hble O perpecCHpOBaHNN I€MAHTUOM Y KapJJO/IOTMYeCKUX AlIeHTOB Ha (OHe CHerudrIecKoro
nedenns [15]. B pmampHeiimeM mpompaHoOon IoKasan cebs BHICOKOI(PQEKTUBHBIM CPeLCTBOM
I JIe4eHMsT M/IA[IleHYeCKMX TeMaHTMOM. Pe3y/lbTaTbl MHOTOYMCIEHHBIX KIMHUYECKUX UCCTIeNo-
BaHWIT YOeIUTENTbHO JIEMOHCTPUPOBA/IN TTOJIOKUTENbHYIO JMHAMMUKY B BUJe YMEHbIIEHNN 00DbE-
Ma U OCTaHOBKM pocTa obpasoBanuit [15, 16]. IIponmpaHonon Ha3HAyalOT IEPOPaIbHO B J03€
2-3 Mr/Kr B CyTKM Ha Tpu mpuéma [1, 16]. IIpogo/oKuTenbHOCTD JIedeHus, 10 pasHbIM JJAaHHBIM,
COCTaBJISIET OT 6 [0 16 MecsileB, TPy 9TOM y GO/MBIINHCTBA MAIVIEHTOB HAOMI0NAeTCsl 3HAYNTE Ib-
HOe y/Iy4llleHVe B Te4eHMe NTePBbIX HeCKOMbKUX MecAles aedeHns [15-17]. Tlo6ounble apdexTsr,
BO3HMKAIOIIJE TIPYMEPHO Y 15% HalneHToB, Py CBOEBPEMEHHOM BBIABIEHNUN OOPATMBI U TOJ-
marorcs koppekunn [1, 17].
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IlepopanbHbplil TpUEM MPESHMU30/IOHA IPUMEHAOT TaK)Ke B Tepalny MIAJIEHYeCKON TeMaH-
rrombl. CTaH[JaPTHBI IIPOTOKOI JIeYeHNA IOAPasyMeBaeT TepaleBTUIECKYI0 NO3UMPOBKY 3 MI/KT
B CYTKI B Te4eHMe 1 MecAlla ¢ IOC/IENYIOIIMM CHIDKEHMEM [O3bI, 4TO NPUBOAUT K perpeccy
VUYL CTaOMIM3aLUY MJIafileH4eCcKOil TeMaHTMOMBI B OObIIMHCTBe ciaydaes [18]. DddexkTuBHOCTD
IIPeIHM30JI0HA COIIOCTAaBYIMa C IIPOIIPAHOJIONOM, OJHAKO IIpenapar obnagaer 6omee cepbEé3HbIMU
0604YHBIMY 3¢ deKTaMy, BKII0YasA 3a/Iep>KKy pOCTa ¥ MeIMKaMEeHTO3HbII cuHapoM Kymmara [19].
Hecmorps Ha 370, IpeIHN30/I0H OCTAETCA BAPMAHTOM JIEYEHN A KaK B MOHOTEPAINH, TaK ¥ B KOM-
OMHAIVM C IPOIPAHOIONIOM IIPY OC/IOXKHEHHBIX OOIIMPHBIX TeMaHTMOMAX, B TOM YMUC/Ie Pe3Vic-
TEHTHBIX K OeTa-aIpeH06/I0KaTopaM.

[TockonbKy MIajjieHYecKue TeMaHTMOMBI ABIAIOTCA JOOPOKaYeCTBEHHBIMU OIYXOIAMMU
Y XOPOILIO OTBEYAIOT HAa KOHCEPBATUBHYIO TEPAINIO, XUPYPIUUECKOTO Je4eHusA B 00béMe ypa-
neHus1 o6pasoBaHMsi 0OBIYHO He NMPOBOAAT [20], OZHAKO IPU OCTOKHEHHOM TeUeHUM XUPYP-
IMYecKoe BMeEIIATe/IbCTBO MOXKET OKa3aTbCsd HEOOXOAMMBIM, eCIM eCTh (YHKIIVIOHAJbHBbIE
HapyllleHUsA IMOPaKEHHOIO OpraHa, a TaKXe M3DbA3BIEHNA, KPOBOTOYMBOCTb, BBIpa)KEHHbIE
KocMeTiyeckye flepeKThl I HeoOXOAVMOCTb M30/MMpPOBaTh PAHEBYIO IIOBEPXHOCTb OT BO3-
meiicTBMA Kaja ¥ Mouy. Yale Bcero onepanys HeoOXoayuMa Ipy JIOKaIM3auy MIaJeH4ecKoil
reMaHTMOMBI B 0071aCTV TOJIOBBI U eV, IIPOMEXKHOCTH, ATOAMNIAX; TAKTUKY XMPYPIUIECKOro
JIEYeHNs ONpeNeNAoT MHANBUIYAaIbHO, B 3aBUCUMOCTI OT XapaKTepa IMOpaKeHNs [1, 9, 21].
MHoOruM nanmeHTaM y>ke Iocjie perpecca reMaHTMOMBI /I YCTPaHeHMs OCTaTOYHbIX pubpos3-
HBIX VI3MEHEHMII KOXXJ II0C/Ie MHBOMIONUM 00pa3oBaHuA TpebyeTcs XMpyprudyeckoe nedeHue
C IpUMeHEeHMeM JIa3epHBIX MeTOoAuK [1, 20].

3AKJTIOYEHUE

[eMaHTMOMBI C/IOYKHOJ aHATOMWYECKOI JTOKaNIM3alMi, a TAaKXXe C OCTIOKHEHHBIM TedeHVeM
(13 BA3BIEHNA, KPOBOTOUYNMBOCTD, NPYICOEAVHEH€ BTOPMYHO MHQEKINI) He BCerfja MOATATCA
MeIVKaMeHTO3HOMY JIEUeHMIO 1 B Psijie CIy4aeB TPeOYIOT XMPYpPrudecKoro BMeIIaTe/IbCTBa.

[Ipy HasHaueHMM Tepamuy IMPOIPAHOTONOM C/IeAyeT NPUAEPKMBATbCSA TepaleBTUYeCKON
JO3bI 2-3 MI/KI B CyTKM IepOpPaIbHO, IpU OTCYTCTBUM 3¢ deKkTa peKoMeHJ0BaHa KOMOVHAIVIA
C IIPeIHMU30/I0OHOM (2-3 MI/KT B CYyTKV epOPaIbHO). B OmycaHHbIX HaMM KIMHIYECKUX IIpUMepax
IIPe/ICTaB/IeHbl MAIVIEHThl ¢ MJIa[IeHYeCKOl TeMaHTMOMOJ ATORNYIHON 06TacTy ¥ IPOMEXKHOCTHI
C OCJIO)KHEHHBIM Te4YeHMEeM B BUJIE U3bA3BICHWIT ¥ KPOBOTOUMBOCTU. B IepBOM K/IMHUYECKOM
HabmofieHNy peO6EHKY MOTpe6OBaNOCh BBIBEfiEHNE KOJIOCTOMBI, BO BTOPOM C/ly4ae Ha3HadyeHue
IPOIPAaHOIONA OBIIO JOIIOTHEHO IIPEJHU30JIOHOM B CBSI3M C PELMANBOM POCTa I'eMaHIVIOMBI
HOCTIe YIyYIIeHN .

B 1e/1oM IIporHO3 Ipy CBOEBPEeMEHHOM U I'PaMOTHOM JICUeHMI MIaJeHIeCKOI IeMaHIVIOMbI
XOPOILINIL, OTHAKO BO BCEX CIyYasx HeOOXOAMMO AMHAMIYeCKoe HabIofIeH e [l CBOeBPEeMEHHO-
O pacrosHaBaHus OBICTPOI ponudepanyu ONyXonu 1 Ha3HauYeHUs MeJVIKaMEeHTO3HOI Tepanun
I,0 BOSHMKHOBEHNA TAKENDIX OCTOXKHEHUIA.
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TMrAHTCKUA TAMAPTOMHbBIW Nonun
OBOAOYHOMN KULLKWU Y PEBEHKA
C CUHOPOMOM MNMEUTLUA-ETEPCA*

M.M. JloxmaroB, E.JI. XBaroBa, I.A. Kopones, B.J1. OngakoBcknii, A.B. Tynsiienko,
T.H. bypkuna, E.I0. [Ipakonosa, A.C. bekun

OBOCHOBAHME

Cunppom Ileitriia-Erepca sBsieTcss pefkuM BPOX/IEHHBIM TeHETHYECKMM 3a00jieBaHu-
eM C ayTOCOMHO-IOMMHAHTHBIM TUIOM HacnemoBaHuA [1]. Ero pacmpocTpaHEHHOCTH TOYHO
He ycTaHOB/IeHa. JacToTa poXKieHNs feTeil ¢ 9TUM 3a00JieBaHyeM OPYEHTVPOBOYHO COCTABIIACT
ot 1:25 000 o 1:280 000 ciyyaes B rop [2]. He BbIsiB/IeHO TO/IOBBIX, PACOBBIX M THUYECKUX pas-
IMYWIL Y leTell ¢ 9TUM cuHgpoMoM [3].

B ocHoBe pasButus 3aboneBanusa nexxut myTtanys B reHe STK11 B mokyce 19p13.3 [4]. ITpu aTom
HapylaeTcss GYHKIVSA KOOMPYEMOro Oeka-Ccympeccopa OIyX0JeBOrO POCTa, YTO MOBBIIIAET PUCK
3/I0KaueCTBEHHBIX HOBOOOpazoBaHmii [3, 5]. CyluecTBYIOT pasnnyHble MHEHMs IO IOBOAY 3710-
KaueCTBEHHOIO IIOTEHIVa/la raMapTOMHbIX roiumos [6, 7]. Y.M. Whang u coasr. [7] nmonarator,
YTO IO/IAIIBI He IOfiBep)KeHbl MaTUTHU3ALMY, OHAKO He VICK/IIOYAIOT IIeNIOYKY Iepexofa ramap-
TOMa-ajieHoMa—KapiyHoMa [7, 8]. Tlo gpyrum maHHBIM, Y 60/mbHBIX cuHApoMoM Ileiitiia-Erepca
PUCK pa3BUTHUA 37I0KAYeCTBEHHBIX HOBOOOpaszoBaHmil coctasysaeT 85% [9]. [Ina nmopTBep>KaeHns
AMarHO3a peKOMEH/I0OBAHO IIPOBefieHNe TeHeTYeCKOoro aHam3a. [Ipu aToM MHOTrMe 0OHapy )KeHHbIe
MyTanyy B reHe STK11 AB/IAIOTCA TOYEYHBIMM BBITATEHIAMY YIAaCTKOB TeHa (missense-mutations),
penko BcTpevaroTcs gmenmenny (6omee KpymHble MOPQOIOrMYecKye M3MEHeHMs JIOKYCOB TeHa)
(10, 11]. Onncansl cny4an, Korfa usMeHenys B rene STK11 He BBIAB/IAIOTCS, YTO YKa3blBaeT Ha BO3-
MO>KHOCTD CYIIeCTBOBaHMS MHBIX, [IOKA €Ilé He MAeHTU(PUIVMPOBAHHBIX T€HeTUIECKIX MYTAIVIL,
OIIpefie/IAIOINX Pa3BUTME KIVHIYECKON KapTUHbI cuHApoMa [leritiia-Erepca [10].

OcobennocTbio nposiBnenuii cuappoma Ileririia—Erepca siBisieTcs codetanue MOMmMIo3a ¢ Xxapak-
TEPHOI MUTMEHTAIVeN 110 TUITY JIeHTUTo. [IMrMeHTHbIe MATHA PAcIloNaraloTcs Ha KPacHON KaiiMe
ry0, CIM3KCTOl 000/I0UKe PTa, peXke Ha JIAOHAX, CTOIAX ¥ B IlepyaHanbHON obmacty [12]. BakHbIM
KIVHIYEeCKUM TposiBlieHreM cuHpapoMma Ileittia—Erepca siBnsieTcss ¢popmupoBaHye raMapTOMHBIX
IIOJIMIIOB Ha IPOTSDKEHNY BCell XKM3HY OOBHBIX II0 BCEMY JKeMTyJ0UHO-KMIIEYHOMY TpakTy [13].

Mopdornormyecky MOINIIBI IPECTABIIAIOT COO0II IMITepIUTACTIYeCKe pa3pacTaHus 6e3 mpu-
3HAKOB K/IETOYHOI aTummy. XapaKTepHOI 4epToil 06pa3oBaHMil SB/ISETCS Ha/M4Me B UX CTPOMeE
IIYYKOB C JIPEBOBUJHO-BETBALIMMIUCSA ITIAAKOMBIIIEYHBIMM BOJIOKHAMM, MCXOJAILINMX U3 COO-
CTBEHHOJI IUTACTMHKY CIM3ucToil obomouku [12, 14]. Hammume o6pasoBaHmit xapakTepusyercs
aboOMMHaIBHBIM 00/IeBBIM CUHIPOMOM. [Ipu aToM 1oz feiicTBueM epopMauny U U3 bSI3BIECHNUS
IIOBEPXHOCTM IIOJIMINA y OOJBHBIX YacTO OTMEYAIOTCS >KeTyZOYHO-KUIIEYHble KPOBOTEYEHVS.
KpoBoTedeHMs1 HOCAT CKPBITBIN XapaKTep ¥ IMPUBOIAT K XKene30/ieUIIMTHOI aHeMIM, IIOCTOSH-
HOJ C1aboCT, acTeHNY, 3ajlep>KKe pocTa U pasBuTus pebénka [3, 5].

[TocKONbKY CMMITOMBI HecHeluduyHbl, 3a4acTyo MaHudecTanyei 3aboneBanus y fetei
ABJIAIOTCA TaKye OCTO)KHEHV, KaK TOHKO-TOHKOKMIIeYHas JHBAaryMHauMs, HEIPOXOANMOCTD

* Kimungeckuit mpumep omy6nmkoBaH B KypHame «Poccuiickmil megmarpudeckuit >XypHam». 2024;27(6).
doi: https://doi.org/10.46563/1560-9561-2024-27-6
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TMFAHTCKWUA TAMAPTOMHBbIW NOMNN
OBOJ0YHOM KULLIKWN Y PEBEHKA
C CUHOPOMOM NENTLA-EFTEPCA

YKETyLOYHO-KUIIIEYHOTO TPaKTa U repdopanys KuiedHoit cTeHKu [15]. YcraHoBieHO, yTo H0ree
70% 6ONBHBIX B BO3pacTe [0 18 jeT mpoornepupoBaHbl B SKCTPEHHOM Iopsznke 1 1o 40% 13 HUX
IIO/{Bepra/uch MOBTOPHBIM yamapoTomMusM [16]. Heobxomumo oTMeTHTh, 4TO yianeHue IOIUIIOB
XUpyprudeckuM myTéM 3¢G¢GeKTMBHO, HO CIOCOOCTBYeT (OPMUPOBAHMIO CIIAEYHOTO IpoIecca
B OPIOIIHOI ITOTIOCTY, YKOPOUEHMIO JIMHBI KMIIEYHKA U CTY>KUT MIPUYMHOI pasBUTHs CUHIpOMa
KOpOTKOJ kynuiky [17]. B 3aBucuMocTy OT pasmMepa IOMUIIBI MOTYT BbI3BIBAaTh KMIIEYHYIO MHBA-
TMHALMIO ¥ OOTYpAaLMI0 NMPOCBETa KUIIKY C Pa3BUTHEM KMIIEYHON HemnmpoxoammocTu. CambIM
YacThIM OC/IO)KHEHMEM CYUTAETCA MHBArMHALMA KUIIEYHMKA: PUCK €€ BOSHUKHOBEHMUA Yy JETell
B Bo3pacte 70 10 net cocraBnsercs 15%, a B Bospacte 1o 20 meT — 50% [18]. Y 601bHBIX cUH][-
pomom Ileittija—Erepca B 50% cirydaeB IONMIIBI JIOKAU3YIOTCA B TOHKON KMUIIKE, B JKETy/IKe
¥ TOZICTOM KuIKe BeTpedaoTcs B 30% m 15% cimydaeB coorBeTcTBeHHO. HeobxonumMo oTMeTuTs,
4TO OCTaBIIMeCs 5% MOIUIIOB MOYKHO OOHAPY>KUTb BHE XKETYJOYHO-KIUIIEYHOTO TPAKTa, @ UMEHHO
B MOYEBOM ITy3bIpe ¥ KETYHOM ITy3bIpe, HOCOBOII IIOJIOCTH, OpoHXax [6].

ToHkas KMIIKa — MPOTSDKEHHBIN IONBI OpPraH, JIHa KOTOPOTO MOXKET JIOCTUTaTh 6 M,
B CBSI3U C YeM BU3Ya/IM3MPOBATh 00/IaCTb MHTepeca B e€ ITTyOOKMX OT/e/IaxX IpefCcTaBIAeTC S CII0XK-
Hoit 3ajaveit [19]. Ilpu nogo3peHnn Ha CMHPOM HACTEACTBEHHOTO MOIUIIO3a OJHUM U3 METO/[OB
o6ceoBaHMs AB/IAETCA TPaHCAOJOMMHANIbHOE YIbTpasByKoBoe uccinenoanue (Y3V) opraHos
OpromIHOIT TomocTy. YacTo y 60NbHBIX BU3YaIM3UPyeTCs PeLMANBUAPYIOINIT MHBaruHar. B mpo-
CBeTe TOHKOJI KVIIKY OOHAPY>KMBAIOT I'MIIEPIXOTeHHOe 00pa3oBaHue, GUKCUPOBAHHOE K CTEHKE
VI MCXOJsIiee U3 CTeHKM (CMM3UCTOrO WM HMOACIU3UCTOTO CI0EB), ¢ 0Opa3oBaHMEM BOKPYT
JAHHOJ IIeT/IM KObLIEBUIHOI VI MUIIEHeBUJHON CTPYKTYPBI C GOPMUPOBAHMEM TOHKO-TOHKO-
KuireqyHoro nHBarnHara. OgHako Y3V opraHoB OPIOIIHOI ITOIOCTY He SB/ISIETCSI OCHOBHBIM METO-
TOM AMATHOCTHKY, TaK KaK He Ja€T BO3MOXKHOCTY BIU3YaIM3MPOBATh MEIKIE CTPYKTYPBI IIOINIIOB,
0CcO00EHHO B TOHKOI KMIIIKe, YTO KpaitHe Ba)KHO Mpu guarHoctuke cuuppoma Ileitriia-Erepca [20].
30/I0TBIM CTAaHZAPTOM BepuMKaLMM AMAarHO3a SIB/ISIOTCS SHIOCKOIIYEeCKe MEeTOIbI 0OcIeoBa-
HIA: 930()aroracTpoRyo/ieHOCKOINS, KOIOHOCKOINSA, BUIEOKAIICY/IbHAS SHILOCKONNUA U OajIoH-
Has oHTepockonuA [21, 22]. Pa3puTue BHICOKNMX TeXHOIOIMII ¥ BHE[pEHME B MIPAKTVUKY BUICOKAII-
CY/IbHOJ SHIOCKOIVM ITO3BOJIAIOT OCMOTPETb BCIO TOHKYIO ¥ TOJICTYIO KMIIKY 0e3 BBIIIOTHEHVS
XMPYPIUYECKOl MHTEPBEHIUN 1 Ty4eBOTO BosfelicTBuA [23]. OgHako 13-3a HU3KOJ MaHEBpEH-
HOCTY KAIICy/IbI HEeT BO3MOXXHOCTV OCYIIECTBMUTDH META/NbHBII OCMOTP CIM3UCTON 0O0IOYKU
KuIIeyHnka 6e3 mHCyQdmAnm Bo3nyxoM [24]. BeicokonH(DOPMATMBHBIM U Ma/IOMHBA3VBHBIM
CIIocoOOM BU3Ya/IM3alMy BHYTPUIPOCBETHBIX Ae(EKTOB AB/IAETCA Oa//IOHHAA 3HTEPOCKOMVIA.
Eé nmpeumyiiecTBOM nepen JPyruMy METOAAMY MHCTPYMEHTA/IbHOM OVATHOCTUKM SABIAETCA BO3-
MO>XHOCTb He TOJIbKO BHYTPUIIPOCBETHON BM3ya/IM3al[uyl MOMUIOB B ITyOOKUX OTHEIaX TOHKOI
KMIIKY, HO ¥l BO3MOYKHOCTD ITPOM3BOAUTD OJHOMOMEHTHYIO ITOJIUIIOKTOMUIO [25].

Takum 06pasom, cBoeBpeMeHHasl AMArHOCTUKA M ITAIHOE JiedeHMe OONbHBIX CUHAPOMOM
[Teitta-Erepca mocpefcTBOM 9HIOCKOIMMYECKOTO 00C/IeTOBaHNs ITO3BOMAIOT CHUSUTH 4aCTOTY
MOJIOCTHBIX ONepaLNii ¥ YIY4IIATb Ka4eCTBO KU3HU fIeTell U B3POCIIbIX.

ONUCAHUE KITMHUYECKOTIO CJTYYAA

“I' OMAIVEHTE

Bonproit C. rocnuranusupoBaH B oTAeneHue obueit u mwianosoit xupyprun O®TAY «HMMUIL
3m0opoBbs fieTel» Munsppasa Poccun B rekabpe 2023 roga ¢ sxaso6aMu Ha IIpUMech KPOBU B CTYIIE.
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Anamnes 6onesnu. C 2 ymeT poputeny peGEHKa CTaly OTMeYaTb IIOSBJIEHME MUTMEHTHBIX
ILITEH Ha CIM3UCTOI 060/mouKe Ty6. B Bosdpacte 6 et (eto 2023 ropa) pogyuTeny 3aMeTUIN IIPO-
JKVJIKV KPOBM B CTYyJIe. 3a MeAVIITHCKOJI IOMOIIbI0 He obparmamich. B centsadpe 2023 roga ponm-
TeJIV MOHS/IN, YTO COCTOsAHME peO€HKA YXYAIINIOCh, KOTZia B CTy/le HOSABWINCH CTYCTKM KPOBU. ITO
HOCTYKWIO TIPUYMHOI OOpallleHns B YaCTHBIN MENUIVHCKIIT LIEHTP K BpPady-KOTOIPOKTOJIOTY.
IToce KOHCYIBTAIVMM BPAadoOM OBIIO PEKOMEHIOBAHO BBIIIOHEHNE KOJIOHOCKOIMNM, IO pe3y/IbTa-
TaM KOTOPOI! BBISIBIEHO SIUTeNNaNbHOe 00pasoBanue obomounoit kumku 0-1s (mo ITapmkckoit
aHjocKommyeckoi knaccudukanum), tin Il mo xmaccuduxanym nosepxuocty nonuma NICE.
B reueHne 2 mecsneB pe6EHOK HAOMIONA/ICA y XMPYpra I10 MeCTY XXUTelnbcTBa. B Hos6pe 2023 roga
eMy BBIIIO/IHeHa MY/IbTVCIUpPAIbHas KOMIbIOTEpHas TOMOrpadys OpraHoB OPIOIIHOI ITONIOCTY,
3a0pIOIIHHOTO IIPOCTPAHCTBA ¥ MAJIOTO Ta3a C KOHTPACTHBIM YCUJICHUEM: BBISABJICHBI IIPU3HA-
KI OIIYXO/IEBMIHOTO 0Opa3soBaHNs HUCXOJAIIETO OT/Aena 0O0JOYHOI KVIIKY ¥ He3HAYUTeIbHAs
OpbpkeevHas muMpanenonatnsa no Node-RADS II crenenn.

ITocre TeneMeUIIMHCKON KOHCY/IbTAIN PeOEHOK BIIepBble TOCIMTANMN3UPOBAH B OT/ie/IeHIe
o6ert 1 manosoit xupypruu PIAY «HMMUI] spoposes geteii» Munsgpasa Poccun ¢ sxanobamu

Ha IIPUMeCh KPOBMU B CTYJIE.

PE3YJIBTATbI TABOPATOPHOTI' O
N VMTHCTPYMEHTAJIBHOTO NCCITEJOBAHMA

I[Ipu mocTymIeHny Bce MOKasa-
TeMV HaXOAVIUCh B IIpefienie pede-
peHCHBIX 3HadeHmit. [lo maHHBIM
Y3W1 opraHoB OpIOLIHOJ IIONOCTH,
CJIeBa, IIPEIIONOKUTENBHO B IIPO-
eKIY 00OOMOYHOI KUIIKY, BBISB-
JIeHO o6pasoBaHVe HeIPaBUIbHON
¢dbopmbr pasmepom 68x35x34 MM
C HEpOBHBIMM KOHTYpaMMm, IIpu
3TOM OIpEREe/AINCh 30HBI MOBBI-
HIEHHOV ¥ TIOHVDKEHHOJ 3XOTeH-
HOCTM. YYUTBIBasg IIONTy4eHHBIE
JlaHHbIe, ObUIO IPUHATO pelleHNe O MPOBeAEeHNN KOJTOHOCKOIINY C HOC/IEAYIOIMM OIpefieIeHIeM
TaKTUKY BefleHUs1 6onmpHOrO. IIpy KOMOHOCKONMY BBIABIIEH TUTAHTCKUIT KOHITIOMEpAT HMOJIMIIO-
BUJIHBIX 00pa3oBaHMIT B MPOCBeTe HUCXOAsAIEl 000OYHON KUIIKM Ha Y3KOM OCHOBaHMM pas-
MepoM 10x4x5 cM (puc. 1), MpaKTUYeCKN MOTHOCTHIO ITEPEKPHIBAOLINI IIPOCBET TONICTON KUK
(0-1p mo ITapykckoit knaccudukannm), B APYTUX OTAENAX TOICTON KMIIKY FaMapTOMHBIE TIO/INIIBI
He BbIABJIeHBL. [Ipu 930(¢haroracTposyoseHOCKONNH BIABJICHBI e[MHIYHbIE TIOJIUIIbI Ha IIMPOKOM
OCHOBAHUU B CBOJE >Kenmyzka fuamerpoM 2-3 mum (0-1s mo ITapmkckoit kimaccuduranyn).

Ag
Puc. 1. SHpoCKONMYyecKas KapTUHa NMMraHTCKoro eguHUYHOro
noJsiMna B NPocBeTe HACXOaALLEe 06040UYHON KULLIKM.

BoimonHeHa mocnenoBaTenbHas (parMeHTapHas 97eKTPOIKCIM3MSA IONNIA. YYMUThIBAsA
00BEM yHanéHHOro 00pa3oBaHNUsA, MOCTIEe BOCCTAHOBJICHNSA IPOXOAMMOCTU IIPOCBETA TOJICTON
KUIIKM OBbIIO IPUHSATO pellleHue OCTaBUTh (PparMeHT HOMuIa B 00/IacTV OCHOBAHMSA, YTOOBI
MUHVMM3MPOBATh PUCK Iepopanyy TONCTON KUK (puc. 2).
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TMFAHTCKWUA TAMAPTOMHBbIW NOMNN
OBOJ0YHOM KULLIKWN Y PEBEHKA
C CUHOPOMOM NENTLA-EFTEPCA

nauwenra: [TpocBeT XuumikM OB BOCCTAHOBJIEH.
PanHMiI nocneonepanMOHHbBIN IIepUOJ IPOTe-
Kal m1agko. ITo maHHBIM MOpPQOIOrn4ecKoro
aHaM3a OMOIICUITHOTO MaTepuasa OIpee/IeHbI
IPEBOBUJHO-BETBAIINECA IIYYKM I7IaJIKOMBI-
LIEYHBIX BOJIOKOH.

%i_

YuurtbiBad HaaMuue IMUTMEHTALUM y pe-
6€HKa B 00TaCTM HOCOIyOHOTO TPEyronbHMKA,

Boapacr:

Puc. 2. dHpocKonMuyeckas KapTuHa )Ka/oObl Ha HpPUMeCh KPOBU B CTY/Ie, BBISB-
noce hparMeHTapHoOro yaaneHus JIeHHOe M y#ajléHHoe o0Opa3oBaHuUe TOJICTO
OCHOBHOW Macchl nonuna. KUIIKY, a TaK>XXe NaHHbIE€ TMCTONIOIMYECKOTO

aHajM3a OMOIICUY, TIPUHSITO PellieH)e O BBINOI-
HEHUJ TeHeTU4IeCKoro obcmenoBanus. 1o JaHHBIM IIOMTHOTO CEKBEHMPOBAHMS 3K30Ma U IOCTIe
KOHCY/IbTallM! TeHEeTUKA OObHOMY yCTaHOB/IeH inarHos: «Cungpou Ileritia—Erepcar.

JVTHAMMKA U PE3YJIBTATBI IIOC/TEQYIOIErTO HAB/IFONEHVA

B mexrocnuranbHOM Iepuo-
Jie cocTosiHue pebEHKa OBIIO yHOB-
JIETBOPUTENbHOE, TIOBTOPHBIX 3IM-
30[10B  JKeNTYyLOYHO-KUIIEYHOTO
KPOBOTeYeHNs He OTMeYanoch.
Yepes 3 mecaAla py KOHTPOIBHOM
06cnefoBaHNM Ha MecTe yfja/€HHO-
ro IOJIMIIA OMIPeeANoCh OIbya-

RN - S : B oo
L S 3 i © - TO€ MOJUIOBUAHOE O0OpasoBaHUe
Puc. 3. dHpockonuyeckas KapTMHa nonavna nocne IUaMeTPOM [0 2 CM, MOKPBITOE
BbiNnosiHeHMs nepsoro (A) u BToporo (b) aTana ypaneHus. TUNIEPEMUPOBAHHON  CIM3UCTOIN

060JI0YKOII ¢ OYaraMy 3po3upoBa-
Hus (puc. 3, A). BTopbIM 9TaImoM sHAOCKONMYECKOTO Tede st ObUIO pafiiKaIbHOE yfjaIeHye OCTaB-
merocs gpparmeHTa nmommmna. Ha soxxe 6b1a Halo>keHa sHZOCKOIMYeckas kamica (cM. puc. 3, b).
I[ToceonepaliMoHHbII HEPUOJ MPOTEKas IMIafKO, SIM30[0B SKeNTyL0UYHO-KUIIEYHOTO KPOBOTEYe-
HIsI TaKKe He OTMedanoch. PeOEHOK BBINMCAH U3 CTALMOHApA Ha IIATbIE IIOC/TeOIepalyiOHHbIe
CYTKU B yIOB/IETBOPUTEILHOM COCTOSTHWIA.

W

ITPOTHO3

BonpHOMY ¢ fuarHo3oM cuHapoMma Ileita-Erepca npencTonT JInTenbHbIN eprof, Habo-
[eHVsI C PeTY/IAPHBIM BBIIOTHEHVEM 330(aroracTpogyofleHOCKONIMY U KOJIOHOCKOIMM B COdYe-
TaHUM C BUJEOKAIICYIbHOM 9HJOCKONMe 1 Oa/JIOHHON SHTepOCKOMMell. DTN SHIOCKOIYeCKye
06cmenoBanya HeOOXOMMMbI Il JUHAMMYECKOTO HAOMIONEHS 33 COCTOSHMEM TALMEHTA C 1[€/IbI0
CBOEBPEMEHHOTO yAa/IeHVsi HOBOOOpa3oBaHMIl ¥ TPOPUIAKTIKY PAa3BUTHA OCIOKHEHMIL.
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3AKJTIOMEHUE

Cunppowm Ileritiia-Erepca — penkuit Hac/eICTBEHHDI CUHAPOM C Pa3HOOOPa3HBIM TeYeHN -

eM 3a00/IeBaHNA, TP KOTOPOM HAOJIIOflaeTCA BBICOKASA BapPMATMBHOCTD JIOKAIM3ALNNU IIPOLecca.
Hamre xnHmn4eckoe HaO/moeHe TOKA3bIBAET, YTO IPM IIOJIUIIO3€ SKeY0YHO-KUIIEYHOTO TPaKTa
MOXeT (OPMUPOBATHCS eAVHUYHBI I'MTAHTCKUI TOJINIL.
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XUPYPITUUYECKAA KOPPEKLUHUA HIP-SPINE CUHOPOMA
Y PEBEHKA C MYKONOJIMCAXAPUAO30M IVB TUNA:
10-JIETHEE KATAMHECTUYECKOE HABJIIOAEHUE*

O.B. Yenmmauenko, A.II. ITnoraukos, A.C. byrenko, V.II. ITum6ypckmit,
K.B. JKeppes, I1.A. 3y6xoB

OBOCHOBAHME

CaMbIMU YaCcTBIMY IIPUYMHAMY CaTUTTA/TBHOTO [A1cOanaHca TY/IOBUINA SABIAOTC fedopMa-
VY TIO3BOHOYHMKA VI KOHTPAKTYPBl Ta300€[PEHHBIX CYCTaBOB B COYETAHMM C HEJOCTATOYHON
Be/IMYMHOI OSICHIMYHOTO 1opHo3a [1-4]. Kokco-Beprebpanphblit cuappom (Hip-spine syndrome,
HSS) — coderannas maronorus Ta3o6efpeHHBIX CYCTABOB U MOSACHIYHOTO OTAe/Ia TO3BOHOYHMKA.
Y 60/NBbHBIX MOXKET Pa3BUTHCSA TO, YTO JIydllle BCEro HasbiBaeTcs BTopuyHbIM HSS, npu xoTopom
HOBPEXJEHNA Ta300eIPEHHBIX CYCTaBOB ¥ IO3BOHOYHVKA B3aMMOCBA3aHbL IlaTomormyeckmit
Ipoliecc B Ta300epeHHOM CyCTaBe MOXKeT IPUBECTH K CIMbaTeNbHO KOHTPAKTYpe, YTO OOBIYHO
COIPOBOXK/IAeTCSI HAKJIOHOM Ta3a KIlepeay ¥ IOsACHIYHBIM TMIepPIOPI030M, YTO B CBOIO OYepenb
IPUBOAUT K MOABBIBUXY 3aHMUX (aceTOK M IpoBOLMpYeT 601eBOil CMHAPOM. B Takux crydasnx
CYMIITOMBI, BbI3BaHHbBIE HAPYIIEHVAMM B IO3BOHOYHUKE, AB/IAIOTCA BTOPMYHBIMY 110 OTHOIIEHNIO
K marojoruu 6enpa. VI Hao6opor, gedopmalya NOACHNYHOTO OT/eNa I03BOHOYHMKA IIPYBOLUT
K (P OpPMMPOBAHNIO HAK/IOHA Ta3a, B pPe3y/IbTaTe 4ero rojoBKa OeIpeHHOI KOCTY JeLeHTpUpyeTcs
II0 OTHOLIEHMIO K BEPTIY)KHOII BIIA[IVIHE, YTO IIPUBOJUT K OBICTPOMY IIPOTPECCUPOBAHMIO JIeTeHe-
PaTUBHO-AVCTPOdUIECKOro Mpoljecca B Ta300e[peHHbIX CycTaBax [5].

OmneparuBHoe nedeHye 6ombHbIX HSS mpencrapiser 3HaYnMTe/IbHbIE TPYSFHOCTY, OOYC/IOBIICH-
Hble HeOOXO/IIMOCTBIO IPUHATHS PellleHNsI O IePBUYHON XMPYPIUIeCKOl KOPPEKIUY MaTOIOT UM
Ta300e[peHHBIX CYCTABOB VMM AedOpMaIyy TIO3BOHOYHNKA.

HSS y nereit gaie Bcero cBs3aH ¢ CCTEMHBIMI HAC/IeCTBEHHBIMY 3a00/IeBaHUAMY CKe/leTa.
OpHyM U3 Takux 3abojeBaHMil SABIAETCSA MyKoIonucaxapuziosd IV Tuia, KOTOpBIN 4acTo OLIN-
00YHO IPUHUMAIOT 3a CHOHAMIOAMMU3apHYIo Aucivasyo. O6e 3T GOpMBI IATOJIOTMY COIPO-
BOX/JAIOTCA ITOPa)KeHMeM ITO3BOHOYHMKA U Ta300€[pPEHHBIX CYCTAaBOB U MMEIOT UICHTUYHYIO
PEHTTeHOBCKYIO KapTUHY.

Myxkonomucaxapumossl (MIIC) — rpynma HacnencTBeHHBIX 0O/e3Hell HAaKOIJIEHWS, CBA-
3aHHBIX C HapylLIeHMeM MeTaboIM3Ma IIMKO3aMUHOITMKAHOB. OHU ONpeNesArnTca MyTalsaAMU
T€HOB, KOHTPOJIMPYIOIINX IMPOLECC TM30COMHOr0 rugponusa mMakpomonekyn. MIIC IV tuma —
Hac/le[[CTBeHHas 0Ole3Hb HAKOIUICHMs, OOyC/IOBJIeHHas ReUIMTOM /IM30COMHBIX THJPOJIa3,
TAaKMX KaK rajlakTo3aMmnH-6-cynbdat-cyabdatassl (MIIC IVA) wmm B-ramakrosugassr (MIIC IVB);
00yC/IOB/IeHa OT/IOKEHMEM B COSIMHNUTENbHON TKaHM KepaTaHCy/Ibgara U XapaKTepyu3yeTcs 3HauM -
TeNbHO fedpopMaryel cKeneTa ¥ OTCTaBaHueM B pocTe [6, 7]. B cBoro ouepenp Bpo>x€HHAs CIIOH-
aunosmudusapHas IUCIUIA3NA — OJFHO U3 3a00/IeBaHMII CKeJleTa, BbI3bIBAEMOE MYTAL[UAMI B TeHe
COL2A1. Myrauuu T0ro reHa HapyIanT cOOpKy MOJIeKy/ KomtareHa II Tuma, 4To mpensrcTByeT
IIPaBIIBHOMY Pa3BUTHIO KOCTEN 1 BBI3bIBAeT CMIITOMBI 9T0 60ne3nu [7, 8]. OneparusHoe nede-

* KimHngeckuit mpuMep omry61uKoBaH B XypHaie «PocCuilcKuit meanaTpudeckuit xKypHa». 2024;27(6).
https://doi.org/10.46563/1560-9561-2024-27-6
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XUPYPIMYECKAA KOPPEKLUA
HIP-SPINE CUHOPOMA Y PEBEHKA
C MYKOMNOJINCAXAPUOO3OM

IVB TUMA...

Hue 6ompHBIX HSS sB/IsleTCs1 JOCTaTOYHO CIOXKHOIL 3ajiadell, CBOeBPeMEHHOE pellleHye KOTOPO
OTHOCUTE/IBHO TAKTUKI XMPYPIU9IeCKOM KOPPEKLINM OIIpefie/iAeT IPOrHO3 IBUTATEIbHBIX BO3MOXK-
HOCTeJl TaKVX OOTbHBIX.

ONUCAHUE KITMHUYECKOTIO CJTYYAA
o O

bonbhas C., 9 net, 60/1bHA ¢ POXKJEHNUA, IEPBUYHO IOCTYINIA B IICUXOHEBPOIOTNYECKOe
ornenenue OI'AY «HMUI sgopospsa peteri» Mun3pgpasa Poccunm ¢ pguarHosom «CrioHAumio-
smmdusapHasa gucmiasud. Tpucomua XXX (1o JaHHBIM MOJTEKY/IIPHO-TEHETUYECKOT0 00cmeso-
BaHVA [0 MECTY KUTeNbCTBA). Hac/encTBeHHasA MONMMHeponaTus, [U3apTpus, 3a/jep>kka pede-
BOTO pa3BUTHA, TOTOHeBPO3. TopakomoMbanrum».

IIpu nocmynnenuu. IIpu ocMoTpe 60/MIbHAS MepefBUTaIach CAMOCTOATENIBHO HePOaTIdecKoil
IIOXOZIKOJ 63 JOIOTHNUTEIbHBIX CPECTB ONOPBL. bo/miM B IPyIONOACHNYHOM IIepexofie OTMEYasIich
IIpM HaKJIOHaX TynoBuia. [Ipy majbalym napaBepreOpanbHbIX TOYEK ¥ 110 TMHUY OCTUCTBIX OTPOCT-
KOB B IIPOEKIIVY IPYHONOACHNYHOTO NTepeXofia OTMeYasICsl BhIpaKeHHBIIT 00/1eBoil cMHAPOM (puc. 1).

KoHncynbrupoBana opTonenom.

%i.

ITo faHHBIM KIMHUYECKOJ M PEHTTEHOBCKON KapTVWHBI IIOCTaB/IeH AMArHo3: «JIokanbHas
kndorudeckas pedopmanus Ha ypoBHe TpymonoscHu4yHoro mepexozpa Thl12-L1 mo3BoHKOB
(34° mo Ko66y) Ha ¢done rumortasun Tena L1 mo3BoHKa, CTeHO3 II03BOHOYHOTO KaHama (o 35%,
o6ycoBieHHblT cMemenreM Th12 mo3BoHKa KIepeiyu IO OTHOLIEHMIO K L1), 1leBOCTOpOHHMIT
TPYRONOSICHIYHBIN cKomno3 (28° o Ko66y), 60meBoit cMHAPOM».

MoO6MIbHOCTD flepopManyy o AaHHBIM (PYHKIVIOHATbHBIX Ipo6 u Tecty Puccepa cBupe-
TEeNbCTBOBAJIA O BHICOKOM TIOTEHI[MasIe €€ IPOTrpecCHpOBaHNUA.

Puc. 1. BHewHuin Bug naumneHTa (A). PeHtreHorpammel (B), 3D-koMnbioTepHas Tomorpadusa (B),
MarHUTHO-pPEe30HAHCHasa ToOMorpamMma Ao snedyeHus ot 2014 ropa (). Yron ckonmoTuyeckom ayru
no Ko66y — 28°, BepwmHoun ayru aensgercs Th12 no3BOHOK, OTMeYaloTCs TOPCUS U poTaums
BEPLUMHHOIO NO3BOHKA. Mo AaHHbIM GOKOBbLIX CNOHAWIOFPAaMM OnpeaensieTcs cerMeHTapHas
KudoTtnyeckaa necdopmMauma Ha ypoBHe cerMeHTa Th12-L1 BennunmHom 34° ¢ npMsHakamu
cMeweHuns Th12 no3BOHKa Knepeau.
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BeIno/THEHO onepaTBHOE BMEIIATeIbCTBO: TpaHCIenuKy/spHas ¢ukcanysa Th10-L4, G2-ocreo-
tomnA Ha ypoBHe Th12-L1 mo3BOHKOB C KOppeKiueil JTOKalabHON kngormdeckoit gedopmarym
07|, KOHTPOJIEM HelpodM31OI0OTYecKoro HelipoMoHUTOpuHIA [9]. BoneBoit cMHAPOM KynMpoBaH,
ITOCTUTHYTa IIO/THast KoppeKiuys gedopmanu (o 0°) rpysonosACHNYHOrO nepexona (puc. 2).

[TocneonepaunoOHHbII ITepUOf, IpOTeKas 6e3 0CToKHeHN 1. bobHas B yj0BIeTBOPUTEIBHOM
COCTOSIHMY BBIIIVICAaHA JOMOJI ITOf HaboeHre opronena. IIpu ocMoTpe dyepes rop mocie omepa-
VIV TIepeJIBUTAIACh CAMOCTOSTE/NbHO 6e3 JOIIOMTHUTETbHBIX CPefiCTB OLIOPHI.

Puc. 2. PeHTreHorpaMmol naumeHTa B auHamuke: po (A, IN), yepes 1roa (b, A1), 3 roga (B, E, X)
nocse NepBUYHOro onepaTMBHOro BMeLlaTebCTBa.
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XWUPYPIT'MYECKAS KOPPEKLINA
HIP-SPINE CUHOPOMA Y PEBEHKA
C MYKOMNOJIMCAXAPUOO3OM

IVB TUMA...

C mroHs 2016 ropa y 60/IbHOI MOABMINCD XKa/OObl Ha HapYIIeHUe TOXOAKM (CTala XpoMaTh
Ha IIPaBYyI0 HOTY, HAPYLIEHN IOXOMKM HOCWU/IM IIPEXONAILINII XapaKTep), HapacTaHue 60/IeBOro
CMHJIPOMA B IIPABOJ HIDKHEN KOHEYHOCTH, POpMUpPOBaHMe CIMOATENIbHON YCTAHOBKY B IIPaBOM
Ta300eJpEHHOM 1 KOJIEHHOM CycTaBaX. [leBOuKka IlepecTaja XOAUTb CaMOCTOATENIbHO, CTasla
VICTIONIb30BAaTh B KayecTBe JJOIOTHUTENbHOI ONophl XomyHKU. IIpoBopgmnach BHYTpucycTaBHas
61okajia TazobepeHHbIX cycTaBoB HaponuHoM u [JUIIpociaHoM ¢ BpeMeHHBIM ITOJIOKUTe/IbHBIM
apdexTom. ITo MecTy XUTeIbCTBA IOyYana KYypPCchbl BOCCTAHOBUTENIBHOTO JIEYEHNS C He3HAUU-
TEbHBIM 3¢ (PEKTOM.

Yepes 2 ropa ObUIM BBIIIOTHEHBI KOHTPO/IbHBIE PeHTTEHOIPAaMMBbl II03BOHOYHMKA 1 Tazobep-
PEHHBIX CYCTaBOB. YCTaHOBJICHA IIOJIHAsA KOPPEKIUA JIOKAJIbHOU KMPOTUUECKOil AedopMarim
TPYAONOSICHIYHOTO IIEPEXO/ia, Of{HAKO BBIAB/IEHA pe30pOLMs KOCTHO TKaHU BOKPYT AMUCTAIbHBIX
BMHTOB. [IeBOYKa 32 roj BBIpOC/Ia Ha 4 CM, PV STOM OTMeY€Ha BhIpA)KEHHA OTpULIATe/IbHaA IMHa-
MJKa CO CTOPOHBI Ta300€PEHHBIX CYCTaBOB B BUJie pa3pylLIEHNs TOJIOBOK OeIpPEHHBIX KOCTeI,
B CcBA3M ¢ 4eM 17.11.2016 BbIIOIHEH YaCTUYHBIN ITIEPEMOHTAXK META/UIOKOHCTPYKIMM C IIPOJIOHTA-
Vel TpaHCIeANKYIAPHON duKcanym 1o L5 mo3BoHka. [lasee OTMeUeHO CTpeMUTEeIbHOE IIPOrpec-
CHpOBaHMe CrubaTeIbHO-IIPUBOJAIINX KOHTPAKTYP Ta300eIpeHHBIX CYCTaBOB Ha (POHE paspyllle-
HIISI TOJIOBOK OefipeHHbIX KOocTeil ¥ popMupoBaHus IaTOIOrMYecKoro BoiBuxa 6énep (puc. 3) [5].

ITporpeccupoBaHye KOHTPAKTYP Ta300€pEeHHBIX CYCTaBOB, IIOSIB/ICHIE KOMIIEHCATOPHBIX CIY-
0aTebHBIX YCTAaHOBOK B KOJICHHBIX CYCTaBaX, CTOVKMII 60/I€BOII CMHPOM B Ta300€[[PEHHBIX CyCTa-
BaX CI0co6CTBOBAMN POPMUPOBAHMIO TO3UTUBHOTO CATUTTA/IBHOTO Aychaanca TyoBuIna (HAK/IOH
Krepenn) (puc. 4). PeHTreHOBCKast OLleHKa COCTOSIHYSA CaTMTTA/IbHOTO OaaHca TYIOBUIA IIOKa3aia
CMellleHNe CaruTTaIbHON BepTUKa/IbHOI ocu (sagittal vertical axis, SVA) nHa 15 cm knepenu (puc. 5).

Puc. 3. OTpuuaTenbHas PeHTreHOBCKasa AMHAaMUKa Nopa)KeHUs Ta306eApeHHbIX CyCTaBOB MO rofaM:
OoTMevaeTcs nporpeccupytollee paspyLleHne roioBokK 6epeHHbIX KocTen ¢ hopMupoBaHneM
NaToNIOrMYeCcKoro BbiBuXxa 6éaep.

Puc. 4. ®opMupoBaHune carmTtanbHoOro gucbanaHca TyJoBULLA B AUHAMUKE.
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Puc. 5. PeHTreHOBCKas oLeHKa Nopa)XeHus TazobeapeHHbIX cyctaBoB (A) U CaruTTasbHOro
aucb6anaHca tynosuwa (b) npu rocnutanusauum B 2018 ropy.

Takum o6pasom, B 2018 roxy y 60mbHON cHOPMUPOBATICH CTOVKMII CATUTTaNIbHBIA JVIC-
0ajlaHC TY/IOBMINA, BEIPA>KEHHBI 60/IEBOII CMHAPOM B Ta300epeHHBbIX CycTaBaX. bombHas cTama
HepeBUraThCs C HOIOTHUTEIBHOI OIIOPOJT Ha XONYHKM B IIpefie/iax MOMeI[eHNisI, OCTa/lbHOe Bpe-
M IIepeiBUraach Ha CUAsYeM Kpecye-KaTajke.

Y4uThIBas KIMHUKO-PEHTIEHOBCKYIO KapTIUHY, HaJIM4ye NIPOTPecCUpPYIONIero CarnTTab-
HOro jucbanaHca TYJIOBMIIA 32 CYET CrbATeNbHOM KOHTPAKTYPHI Ta300e[peHHbIX CYCTABOB,
HeKypabe/lbHOCTb KOHTPAKTYpP Ta300eJpeHHBIX CYCTaBOB 13-3a2 OTKPBITBIX Y-OOpasHBIX Xpsi-
1el, HeOOXOAMMOCTD HEIIPEPBIBHOI PeabMINTALNN Y COXPAaHEHMsI CIIOCOOHOCTY BEPTUKAIb-
HOTO CaMOCTOSITE/IbHOTO HepefiBIKeH)s (OaCHOCTDb YTPAThI 9TOI CIOCOOHOCTM 06yC/IOB/IeHA
Iporpeccupyoieil ¢1aboCTbi0 MBIIIL] IPY YCTIOBUYM BBIPAXKEHHOTO CArMTTATIbHOTO AMUCOaIaH-
ca), MEepPCIeKTUBHOCTb B OTHOLICHMM BBIIOTHEHNA SH/IONPOTE3MPOBAHNUA Ta300eqpeHHBIX
CyCcTaBOB B OynyueM (COXpaHHOCTD ITOJTHOTO PasTMOaHMA B KOJIEHHBIX CYCTaBaX, COXPAaHHOCTD
MBIIIL HJDKHUX KOHEYHOCTEN), a TaKKe Hele/lecoO0pasHOCTb BBIINOTHEHUA PEKOHCTPYK-
TUBHBIX BMEIIATelbCTB Ha YPOBHE Ta300eIpeHHOro CycTaBa (HampyuMep pasrmbaTenbHBIX
OCTeOTOMMIT Ha YpOBHe 6&mep) M3-3a pyUCKa CO3[aHMA HEOTarONPUATHBIX YCIOBUI IIA OYyAy-
I[eTO SHJONPOTE3NPOBAHNA Ta300eJPEeHHBIX CYCTaBOB (110 JAHHBIM KOHCY/IbTAL[UU 3H/ONPO-
Te3nctoB) [10-12], BBICOKYI0 KOMIIIA€HTHOCTD MALVEHTKM U €€ popuTesneli, HaMy NPUHATO
pelieHre 0 HeOOXOAMMOCTY BBITIOIHEHMSI pas3rubaTenbHO KOPPUTHPYIOLIell BepTeOpoToMMM
Ha YpOBHE IOSACHMYHOTO OTZe/Ta II03BOHOYHMKA JI/I1 BOCCTAHOBJIEHNA CaTUTTAIbHOrO OanaHca
TY/IOBUINA ¥ BOCCTAHOBJIEHUs CIOCOOHOCTU K CaMOCTOSTE/IbHOMY IepefiBIKEHNIO, COITIACHO
IpefoNepaliOHHOMY IUIaHMpOBaHuIo. [Ipy 3TOM [OCTaTOYHO 3HAUMMBIM ABJIAETCS CIIOCOO
KOPPEKIMI CaruTTaJTbHOTO AMcHanaHCca MO3BOHOYHMKA, BKIIOYAOIMII KIMHOBULHYIO OCTEO-
tomuio L4 nosBonka (G4 no mkarne IlIBa6a), koppexiuio gedopmarum u GpuKcaryo HI03BOHKOB
C TIOMOIIBIO TPAHCHEAVIKYIAPHOI cucTeMbl. O6BEM KIMHOBUHON pe3eKLNN II03BOHKA PacCdl-
TBIBAJICA TAK, YTOOBI JOCTUYb PABHOBECHOTO COCTOSAHMSA CYMMBI BCeX M3IMOOB II03BOHOYHIKA,
PV KOTOPOM B IIOJIOXKEHNM CTOS IMHMSA, IPOBeNEHHAs Yepe3 meHTp Tena C7 MO3BOHKA U LIEHTP
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pucka L5-S1, 6bU1a mapajieibHa IMHUY OTBECA, YTO HEOOXOAMMO It KOPPEKIUY CaruTTajb-
HOTro AucbanaHca TyJIOBUIIA.

Onmneparys 6pi1a Hayarta ¢ BBIIOTHeHUA G2-0CcTeTOMMIT Ha BCEM IPOTSHKEHNN TUIAaHUPYeMOIt
meTamnodukcaruu. OCHOBHON 00béM KIMHOBU/IHO pe3eKunu Teina L4 MO3BOHKA BBIOTHSTICS
3aKpBITO, O BBIIIO/IHEHNS JIAMUHOKTOMUY U OOHA)KEHNSA 3a/{Hell CTeHKM pe3elypyeMoro Tena
IIO3BOHKA, ITyTEM Y/IBTPa3BYKOBON [eCTPYKLMM IybdaToil KOCTV OWIaTepanbHO Yepe3 TpaHC-
HeAMKY/ISIPHBIE HOCTYIIBI ITOJ KOHTPOJ/IEM 3JIEKTPOHHOTO OIITHYeCKOro npeobpasosarens. O6bém
pesexuym Tema 6bUI paciIVpeH 3a CYET pe3eKINM BePXHell 3aMbIKaTe/IbHOM IIACTUHKIY pe3elypy-
€MOrO TeJIa TI03BOHKA U TOTA/JIbHOM HVCKIKTOMMM. Jlasiee BHIIIOTHEHDBI TAMUHIKTOMUS, PE3eKIMA
KOPHeI! IyT IO3BOHKOB, a TaK)Ke OOHa)KeHMe Y OCTEOTOMM 3aJHell 1 GOKOBBIX CTEHOK Tela pese-
LIMPYeMOT0 IT0O3BOHKA C IPYMEHEHNMEM YIbTPa3BYKOBOTO KOCTHOTO CKasIbIleiA. 3aTeM BbIIIOTHEHA
napiyanbHas pe3eKLus OYT BbIllle- U HIDKEPACIOTOKEHHBIX MTO3BOHKOB /I MPOQUIaKTUKN
ropprpoBaHMs JypaTbHOTO MeIIKa PV CMBIKAaHUY 30HBI OCTEOTOMMUM IIO3BOHOYHMKA 33 CUET
KOHTPAKLMM Ha TPaHCHEeAMKY/IApHbIe QUKCHpyomye BUHTHL. [Ipy mocreneHHOM pasrubaHum
HOSICHIYHOTO OT/ie/Ia TO3BOHOYHMKA Ha OIePaIYIOHHOM CTO/Ie Kpasi cOpMMUPOBAHHOTO e eKTa
COMKHY/INCD, OBITa JOCTUTHYTa KOppeKuus fedopMamyy 3a CYET YKOPOUEHVA 3a/{Hell OIIOPHON
KOJIOHHBI ITO3BOHOYHMKA IIPU COXPaHEHHOII BBICOTe IepefHeil KomoHHBI [13-16]. CMbikaHMe
OCTEOTOMMYECKOTO JedeKTa BBIINONHANIOCh IO KOHTPOJEM TPaHCKpPaHMA/IbHO BbI3BAHHBIX
MOTOPHBIX IIOTEHIVAJIOB /I OOecledyeHNs] HeBPOJIOTMYECKOil 0e30MacHOCTM Ha JTale Kop-
pexuyn gedopManyy NO3BOHOYHMKA. HellpepbIBHO 110 X0Ay pasruOaHys MOSCHUYHOTO OTHeNa
IIO3BOHOYHIKA BM3ya/lbHO KOHTPOIMPOBA/IN COCTOSAHME JJyPaTbHOIO MEIIKA ¥ KOPEIIKOB CIIVH-
HOTO MO3Ta B 30HE OCTEOTOMUYECKOTro fiedeKTa I MPefoTBpAlleHNs X KOMIIPeCCUM, IOoCye
4Y€ro B yCTAHOBJIEHHBIE PaHee TPAHCIENVKY/IAPHbIE BUHTHI B T€JIa IO3BOHKOB BBIIIIE Y HVDKE YPOB-
HA OCTE€OTOMMU YIOKWIN HMPEABAPUTENIPHO OTMOMENMPOBAHHbIE CTEP)KHY, IIPOM3BEIN OKOHYA-
TeJIbHYI0 QUKCALMIO MTOSICHIYHOTO OTZe/IA TO3BOHOYHMKA C BKIIOYEHVEM B 30HY CIOHAMIIOZE3a
KPBIIbEB IOJB3NOLIHBIX KOCTEL.

Y4unTeIBasg BBICOKYIO CTENleHb MOOV/IM3aLMy II03BOHOYHMKA B XOJe BBIIIOTHAEMOI BepTeh-
poToMuM, HEOOXOMMO IPUMEHITb MYIBTUCTEP)KHEBYI0 KOMIIOHOBKY MeTa//IOKOHCTPYKIIVN.
CHIDKeHUe PUCKOB XMPYPIUUeCKOil KOPPEKILMy CaruTTalbHOTO AycOamaHca TY/IOBUINA Y JeTeil
JNOCTUTAETCA 3a CYET IPUMEHEHNA YAbTPAasByKOBOIO KOCTHOTO CKaibIensa Misonix u mHTpaonepa-
IIVIOHHOTO HelpodU3NONIOrniecKoro MOHUTOPUHTA [9], 4TO COPOBOXKAAETCs CHIDKEHNEM NHTpa-
OIlepaLlVIOHHO KPOBOIIOTEPY M PUCKA HEBPOIOTMYECKNX OC/IOKHEeHMIt [17].

JlaHHDIe Ty4eBBIX METOOB MUCCIeOBaHNUsA (KOMIIbIOTepHast TOMOrpadusi u peHTreHorpadus),
a TaKKe BHEIIHWIT BYJ, OOIbHOI JIO M IIOC/Ie XUPYPIUYeCcKO KoppeKiuy Aucbananca TyTOBUIIA
IpejCcTaB/IeHbl Ha puc. 6.

HecMoTpss Ha NIepBUMYHOCTD MATONOrMU TazobempeHHBIX cycTaBos npu HSS y 6ombHOI,
UL KOPPEKIMI CarnTTaIbHOTO JiucOasaHca TY/IOBMIA HAMJ BBIIIOJTHEHA pasrubare/ibHas OCTeO-
TOMUSA MMOACHUYHOTO OT/e/Ia IO3BOHOYHMKA. B TaHHOM cy4yae MpUYMHONM OTKa3a OT TOTAIbHOTO
9H/ONIPOTE3MPOBAHNS Ta300€[PEHHBIX CYCTaBOB OBLIO HajM4ye OTKPBITBIX 30H pocTa [10-12].
JopcanbHasg KoppeKuys 1 puKcanus MOICHNYHO-KPECTIIOBOTO OT/e/Ia TO3BOHOYHNKA C JIeKOM-
Ipeccueil MO3BOHOYHOTO KaHasla ¢ 3a/iHell KIMHOBUAHOM pe3ekiyeil L4 mo3sBoHKa (TefuKynap-
Has CyOTpaKLMOHHAsA OCTeOTOMUA 4-ro Tuma no mkase IlIBa6a) mosBommmm KOMIEHCUPOBATh
CAarMTTa/IbHBIN AMCOATAHC JO MOMEHTA 3aKpbITUA 30H POCTA, TeM CaMbIM YHAJI0Ch COXPaHUTDb
CIIOCOOHOCTb OONIPHOI K BePTMKAAbHOMY IepefiBIDKEeHNI0. VI3MeHeHNsI peHTTeHOBCKMX aHTy-
JIOMETPUYECKUX IIapaMeTPOB Ha MOCTYpPaJIbHBIX PEHTIeHOTPaMMax [0 M IIOCIIe MeAVKY/IAPHONI
CYOTpPaKIVIOHHOJ OCTEOTOMUY IIPeCTABIeHbI Ha pUC. 7.
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Puc. 6. InHaMuKa OaHHbIX Ny4yeBbiX MeTOA0B nccneposanusa (A, b, B, E, XK) 1 BHeLLHU BUA NaLMeEHTa
no (N v nocne () XMpypruyeckom Koppekummn 6anaHca TyNOBULLA.

— | TMHAMMKA U PE3YIBTATBI IIOCJIEAYIOIIETO HABJTIOIEHIA

Yepes 2 roa mocsie 3aKphITHS 30H pOCTa BEPTIY>KHBIX BIIa/iuH, B aBrycTe 2020 roza, 60/1bHOI
IPOBE/ICHO TOTA/IbHOE SH/IONPOTE3VMPOBaHME MIPABOTO Ta300epPeHHOro CycTaBa. B Mexrocmm-
Ta/IbHBII Nepyof, pe6éHok nony4dan Kypeol JIOK, maccax, HallpaB/IeHHbI Ha yKpeIIeHe MBI
HIDKHUX KOHeuHocTell. Ha poHe akTMBHO ITPOBOAMMBIX KYPCOB peabynTaIy IIpOU3O0LIé repe-
IPOTE3HBII IepesioM OefpeHHOI KOCTY, KOTOPBI He ObII AuMarHocTupoBaH. [Ipy mposeneHun
KOHTPOJIbHOJ KoMibioTepHOIT ToMorpadun (KT) TaszobempeHHBIX CyCTaBOB OTMEYEHO Haandye
HEepPUIIPOTE3HOTO IIepe/ioMa IIPaBoil OepeHHON KOCTH (JledeHre KOHCePBAaTMBHOE); MO JJaHHBIM
KT B gnHamuKe oT™Me4eHO GOpMMpOBaHe KOCTHOI MO3OJIV B 30He IIEPUIIPOTE3HOTO IIepesioMa,
IPU3HAKOB HECTAOW/IBHOCTM SHIONPOTE3a He OTMedeHO. bobHas Xofuia ¢ MOJHOI HarpysKoil
Ha OIEPUPOBAHHYIO KOHEYHOCTD.
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SVA 1

149.6 mm

St

Puc. 7. 3MeHeHUs PEeHTreHOBCKUX aHryJIOMeTPUUYECKUX NapaMeTpoB Ha NOCTYpPasbHbIX
peHTreHorpammax o (A) un nocne (b) neankynsspHon cy6TpakKLMOHHOM OCTEOTOMUMN.

B mae 2021 ropja BBIIIOJTHEHBI TOTaJbHOE SHIOIPOTE3NMPOBAHME JIEBOTO Ta300eIpeHHOro
CyCTaBa, yKOpauyBaoljas OCTeOTOMMs IeBOV OeIPEHHOI KOCTI Ha HOXKKe 9H/J0IpOTe3a I alleTa-
Oynomnactuka cineBa. TedeHue paHHEro IIOC/ICONEePALVIOHHOTO Iepuoja Iafkoe. PeHTreHOBCKas
OVHAMMKA ¥ BHEIIHMII BUJ, MTALIMIEHTa Yepe3 6 MecALeB MOC/Ie TOTAIbHOTO SH/IOIPOTe3VPOBAHNA
Ta300ePEHHBIX CYCTaBOB NIPEACTAB/IEHbI Ha puC. 8, 9.

IIpn odepenHON TOCHUTANN3ALUN PORUTENN [E€BOYKM IPUBE3/IN JaHHbIE ITOTHOT€HOMHOIO
aHa/IN3a, YTO MTO3BOMIO YTOUHNUTD AuarHos: «MIIC IVB tumna», ofHaKo 3TO He MOBINMAO HA TaK-
TUKY OPTOIEANYECKOTO jiedeHMsi 60/IbHOM, yIUThIBasA (PEHOTUIINYECKYI0 CXOXKeCTh e€é 3aboyeBa-
HVISL C BPOXX/IEHHOI CIIOHAVIOSNNU3APHOIT UCTIIasyeit.

/&) TIPOTHO3

BoneBoit cuupom O6bUI KynupoBaH, JOCTUTHYTasA B 2018 rogy KOppeKIys CaruTTalbHOTO
nucbamaHca TYJIOBUIA COXpaHAeTcA. B HacTosIee BpeMs 60/IbHas MepeBUTAETCS CAMOCTOATEIb-
HO 0e3 MCIIOIb30BAHNSI BCIIOMOTAaTebHBIX IIPUCIOCOOIEHMI.
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Puc. 8. U3aMeHeHuMs no peHTreHorpaMmam B nepuop ¢ 2020 no 2021 rop: nooyepénHoe
SHOONPOTE3UPOBaHNE Ta306eAPEeHHbIX CyCTaBOB.

Puc. 9. Bua 6onbHo (A) 1 nocTypasnbHble peHTreHorpaMMbl Yyepes 6 MecsLeB
nocsie 3HAONPOTE3NPOBAHUA Ta306eAPEeHHbIX CyCTaBOB ¢ 06enx cTopoH (B-I).

OBCYXAEHUE

BricTpoe nporpeccupoBaHye MeTabOMINYeCcKOl ITaTOMOINM KOCTell TpebyeT CBOeBpeMEeHHOTO
NPUHATUA pelleHus O HeoOXOAMMOCTM opToregudeckoit xupypruu. OCHOBHas Ijelib OpTOIle-
AMYECKOl XMPYPruM y IHAIVeHTOB C CUCTEeMHBIMM HAC/e[ACTBEHHBIMM 3a00/IeBaHMSIMM CKeJle-
Ta — COXpaHeHMe CIIOCOOHOCTY K XOfibbe U Mofiep)XKaHne CTabMIbHOCTY BePTUKAIbHOI MO3bI.
[TepBOCTeNIeHHOCTh KOPPEKIMY HATONOIMM Ta300epeHHOrO CyCTaBa, HYXKAAIoIIelics B olepa-
TUBHOM JIEYeHNN, C TOUKM 3peHNs OMOMeXaHNK, IIPefCTaB/sAeTCsl Hanboee 060CHOBAHHOI, TaK
KaK ITOJIOKeHNe Tasa onpefensgeT popMy caruTTaIbHOTO KOHTypa I03BOHOYHMKA. OfHAaKO orpa-
HIYEHNST BO3MOXKHOCTEl PEeKOHCTPYKTMBHOI XMPYpPruy Ta3o0eIpeHHBIX CYCTaBOB B YC/IOBMUAX
IIPOJIO/DKEHHOTO POCTa CKemeTa peOEHKa MHOTA AMKTYeT HeoOXOAVIMOCTb NPUHATHSA pelIeHNs
O IIPYIMEHEHMY HeCTAH/JaPTHOTO IOZIX0/a K TAKTYKE JIeYeHIA, 4TO TpebyeT 0co60i1 OCTOPOKHOCTYI
C 3TUYECKOI ¥ OPULANYIECKON TOYEK 3PEHN .
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3AKJTIOMEHUE

Takum o6pa3oM, IIpy COYETAHHOI MATONOTMM Ta300e[PEHHBIX CYCTABOB M ITO3BOHOYHUKA
¥l HEBO3MO>KHOCTY BBITIO/THEHNA SHIOIPOTE3NPOBAHNA Ta300epeHHbIX CYCTaBOB /I KOPPEeKINN
CaruTTAJIbHOrO AucOanaHca TYIOBUIA BO3MOXKEH HECTAHMIAPTHBIN IIOAXOJ B BUJE KOPPUIUPY-
IOLIENl OCTEOTOMUM MOACHUYHOIO OT/Ie/Ia IIO3BOHOYHMKA IS YAy4IleHNs IIPOrHO3a U KavyecTBa
JKU3HM MALVIEHTA.
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AWATHOCTUKA U XUPYPTUYECKOE JIEMEHUE
YOABOEHWUSA TOHKOW KULLUKWU Y OEBOYKM 11 NNET*

O.B. lllep6akoBa, JI.P. Xa6bubymnnna, M.M. Jloxmaros, T.H. Bygkuna, I.A. Koponés,
B.J. OnpakoBcknii, A.B. TynbiieHko

OBOCHOBAHME

YnBoeHue XemyToYHO-KIMIIEYHOTO TPAaKTa — TIPYIIA PeAKUX 3ab0o/meBaHmii NyIeBapuTeb-
HOTO TPaKTa, B KOTOPYIO BXOAAT JII00bIe AYIUIMKATyPBl OT pOTOITIOTKM J10 aHyca. Briepsble TepMuH
«yIBOEHUE XeNTy[OYHO-KIIIEYHOr0 TpaKkTa» ObT onucaH B mureparype W. Ladd B 1940 roxy [1].
YoBoeHMe NMIeBapUTEIbHOIO TPAaKTa BeTpedaeTca y 1:4500-10 000 >xnBopoxE€HHBIX feTell. He
YCTQHOBJIEHA CBA3b C IIOJIOM, PacOBOJM IPUHAMIEKHOCTBIO M T€HETUYECKON IpepacIONoXKeH-
HOCTBIO fieTelt [2, 3]. [Toka He ACHBI NPMYMHBI POPMIUPOBAHNA YABOCHMS XKeMYOYHO-KUIIEYHOTO
TpakTa. BeposTHO, 06pasoBaHye AYI/IMKATYp MUIeBapUTENIbHOIO TPAKTa CBA3AHO C HapyLIeHUeM
9MOPMOIOrNYECKOrO Pa3BUTHA KMUIIKM, HA KOTOPOE MOTYT OKa3bIBaTh BO3JECTBUE M3MEHEHMs
¢dbopMupoBaHNA MHTPaabJOMIHAIBHOTO KPOBOTOKA M JIOKA/JIbHAsA TUIIOKCUA TKaHEN, CMHAPOM
PacIIeIVIEHHOTO HOTOXOpPAA (BpeMEeHHBIiI, SMOPMOHAIBHBIN «CKelIeT» IUIOJA), OCTaTKU 3MOpHo-
HaJIbHBIX JUBEPTUKY/IOB VIV aHOMAa/INM peKaHa/lIM3auuu mpocsera [1].

[l yIBOEHMS >KeMyLOYHO-KUIIEYHOTO TPAKTa XapaKTepHBI CBA3b C KUIIEYHOI TPYOKOI
(Ham4me 061LelT CTEHK, IIPeiCTaBIeHHON CEPO3HOIT U MBIIIEYHOI MEMOPAHOIL ), Ha/Iu4ue CIU3NC-
TOJ 000JIOYKY U ITTAIKOJ MYCKY/IaTypbl B CTeHKe AYIUIMKATYpbI [4]. Tur snurennanbHOI BHICTII-
KI YZIBOEHUS He 0053aTeNIbHO COOTBETCTBYET TOIl YaCTV MMUIEeBAPUTEIBHOIO KaHajIa, K KOTOPOit
OHa npukpervieHa. B 50,8% KMCTO3HBIX AYIUIMKAIWII BO BCEX JIOKAMM3ALMAX OOHAPYKMBAETCSI
cm3ucTas 060mouKka xemynka. OnycaHbl CIyday, KOrja mpu MOp(oIornieckoM MCccaeOBaHNM
YABOEHVS OBUIM BBIAB/ICHBI PECHUTYATBIV SIMTEINIT JbIXaTeNbHbBIX ITyTel MM SKTONMMPOBaHHAA
TKaHb ITOJKETY0YHOI >Kere3sl [5].

JlyImMKaTypbl KIIaccuUIMPYIOT Ha OCHOBE MAaKPOCKOMIYECKOI KapTUHBL: OKPYIJIble, cepuyec-
ke — kucrosuslie (I Tum); mporsvkéHHble, TpyOUaTsie — TyOymsapHsie (II tum) [6]. B 6ompumucTBe
CITy4aeB Y/IBOEHNE XKeTyJOYHO-KVIIIEYHOTO TPAKTa BBIAB/IACTCS B CPefIHell KMIIKe (OT/eNbl, KOTOpbIe
KPOBOCHaOXXAI0TCsI BEPXHell OpbDKeevHO apTepueil — OT IepBO¥i IeT/IN ABeHa aTUIePCTHOI KAIII-
KII JI0 JIEBOTO M3r16a 000J04HOIT KUK, T7ie BETBY BepXHeil OpblKeeqHOl apTepuyt aHaCTOMOSHUPYIOT
C BEeTBAMM HIDKHeNl 000fj0uHOI apTepny, Gopmupys #yry Puonmana), IpeuMyIeCTBEHHO B IIOJ-
B3/IOLIHOJ KUIIKe. Pexke BCTpeyaroTcs yaBOeHNA NNIIeBOA, XKeTyaKa 1 ToscToi Kumky [4]. Kak mpa-
BIWIO, YABOEHME PACIonaraeTcss B 007acTy OpbDKeevyHOro Kpas TOHKOi Kuuiki. KpoBocHabxeHne
AYIUIMKATypBl 4alle BCero obljee ¢ HOPMAJIbHBIM OTHE/IOM MUIeBapUTeIbHOrO TpakTa [6]. bomee
80% cimy4aeB ynBoeHMi1 (B TOM 41C/Ie TOHKOJ KMIIKM) BBIAB/IAIOTCA Y ieTeil B BospacTe 1o 2 niet [1, 6].

Ha BbIpa)XeHHOCTb KIMHMYECKOV KapTUHBI YAIBOEHMS HAIpPAMYIO BIMAKT JIOKa/JIM3alNAd
IIOPOKAa ¥ pa3Mephbl YIBOCHHOI 4acTU. B HEKOTOPBIX C/IydaAax CMMITOMBI OTCYTCTBYIOT. CaMbIMU
PacIpOCTpaHEHHBIMY KIMHIYECKVIMI IIPOSBICHUAMY YABOEHWIT TOHKOI KUIIKA SABJIAIOTCA 00D
B )KVMBOTE (3a4acCTYI0 OCTpas), FeMaToXe3us, B3AyTHe )KMBOTA, pBoTa. MOryT HaOIIOaTbCsA CYMII-
TOMBI KMIIEYHOJ HEIPOXOAMMOCTY, MHBarmHauys [6]. [Ipy 3HaunMTenbHBIX pa3Mepax JyIIMKa-

* KimHndeckuit mpuMep omry61uKoBaH B XypHaie «PoccuilcKuit meanaTpudeckuit xKypHam». 2024;27(1).
doi: 10.46563/1560-9561-2024-27-1-71-76
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TYPBI ¥ HAKOIUICHU! KMIIEYHOTO OT/E/sIeMOr0o B IIPOCBETe, BO3MOYKHA ITajIbIIaliusl 0Opa3oBaHMs
Jyepe3 OpIONIHYIO CTeHKY. boybIne yoqBOeHNA MOTYT OBITh IPUYMHON OOCTPYKIMI IIO/IOI BEHBI,
JKETYEBBIBOJALIVX ITyTell WX MOYETOYHMKOB C IOCEAYIOMMM GOPMUPOBaHUEM TUAPOHEPPO-
TUYECKON TpaHcHOpMaIy IoYeK. Y B3POC/IbIX MOBBIIACTCSA PUCK PAa3BUTHSA 3/10Ka4eCTBEHHBIX
00pa3oBaHMil BCIEACTBIE MaTUTHU3AIVM YABOSHHOTO yyacTKa [1, 7].

JluarHocTMKa yABOEHMIT TOHKOV KUIIKM CJIOXKHA, TIOCKOJIbKY CHMIITOMATHKa HecrenuduyiHa,
U [1y0OKMe OT/iebl TOHKOM KUIIKM HeJOCTYIIHBI I OCMOTpa IIpy 330(aroracTpoyosieHOCKO-
mm (SIIC) n konoHockommu. VIHGOpMAaTUBHBIMU METOHAMM AVIATHOCTYUKY YABOEHMs TOHKOI
KUIIKMA CYUTAIOTCS KommbiotepHass Tomorpadusa (KT) um marHuTHO-pesoHaHcHass Tomorpadus
(MPT) [3]. [Ipumenstor TaxKe yn1bTpasBykoBoe uccnegoBanue (Y3V), peHTreHorpaduio u peHT-
TeHOKOHTPACTHOE MCCTIeiOBaHNme ¢ bapueM.

OKOHYaTeNbHBI [UAaTHO3 OCHOBBIBAETCS HAa BMU3YAIM3AIVV IPU JIATIAPOCKONINIU M TUCTOJIO-
TMYECKOM MCCTIEIOBAaHNM PE3eLPOBAHHOTO YABOEHHOTO y4aCcTKa KVIIKN.

Jynmkanmy TOHKOJ KUIIKY MOYKHO BBLABUTH C IIOMOINBIO IpeHaTanbHoro Y3W [4]. B ennm-
HUYHBIX C/Ty4YasX YABOEHME TOHKOJ KMIIKM ObIIO 3aI0fJ03PEHO MOC/Ie KaIlCY/IbHON SHTEPOCKOINN
yy 6aJUIOHHO-aCCUCTMPOBAHHOM sHTepockomn [6]. Omycan ofgyH 60/MbHON (MalbIMK B BO3pacTe
9 71eT) ¢ yBOEHMEeM TOHKOU KMIIKY B CepyM CTy4aeB IOZOCTPOI KUIIEYHOI HEeITPOXOAVIMOCTH, KOTO-
POMY AMarHo3 ObLIT 3aI0/J03PeH IIOCTIe IPOBeeH s BUEOKAICyIbHO aHTepockomuy (BKD) [8].

ONUCAHUE KITMHUYECKOTIO CJTYYASA

“' OIIALIMEHTE

HeBouka, 11 7net, mocTymmwia Ha obcefoBaHye B OTAeneHMe racrposnreponormu OIBY
«Poccuiickast metckas KaMHW4YecKas 6onpHuija» Munsnpasa Poccun (PIKB Munsgpascorpas-
BUTI) € XKazo0aMy Ha NepuoAndecKye CXBaTKooOpasHble 60/ B KMBOTE C SNM30[aMI IIPUMeCcH
TEMHON KPOBU B CTYIIE.

AnamHe3 #u3Hu. VI3BeCTHO, 4TO Ha 2-€ CYyTKMU >KM3HU PeOEHKY IIPOBeJieHa OIlepamysa — y/a-
NeHre 06bEMHOTO 00pa3oBaHNs 3alHETO CPENOCTEHNUs; IPY MOPQOTOTMYECKOM MCCIeOBaHNMA:
AYIUIMKAI[MOHHAA KUCTa C yYacTKaMI 9po3nil U u3bAssneHuit. Habmogaerca opTomnenom ¢ Bpox-
IEHHBIM K1(OCKOMNO30M I'PY/IHOTO OTZe/Ia II03BOHOYHMKA Ha POHE IIOpOKa Pa3BUTI IO3BOHKOB.

Anamnes 6onesnu. C moHs 2023 roga 6e3 BUAVIMBIX IIPOBOLMPYIOMMNX (PaKTOpPOB cTamm Hec-
IOKOMTDb VIHTEHCUBHBIE OOV B JIEBOJT IIO/IOBJHE XKMBOTA Vi OSACHMUIIE, M3HAYAJIBHO KYIIVPOBA/INCh
IepopabHBIMYU CrazMonuTrkamy. OTMedasncsi OGHOKPATHBIN 3MM30f, PBOTH ¢ CyOdeOpumre-
ToM. [IpoBenieHO 0OCIeoBaHMe IO MeCTY >KUTEe/IbCTBA: BbIsIB/IeHa aHeMys (reMorno6uH 83 r/m),
noBbIIIeHNe cofep>kanua C-peakTuBHOro 6Oenka (mo 12 mr/m) u ¢ekanpbHOro KalbIPOTEKTHMHA
(mo 550 mxr/r). IIpu Y3 opraHOB OpIOIIHOI IOTOCTY BBIABJIEHBI SXONPU3HAKK AedopMalun
JKeTYHOTO ITy3bIpsA, PEAKTUMBHOTO COCTOSHUA IOMKETYHNOYHON >Keresbl, MesageHuT. [Ipu IIJC
ompefenéH pedroKc-330paruT, Ipy KOTOHOCKOINY — YMEPEHHO BBIPaXKEHHBIN JIEBOCTOPOHHMUIT
Ko/muT. IIpy rucTONMOrMYecKOM ¥CC/IeNOBaHUM OMOICUMM YCTAHOBJIEHA odaroBas auMMQoupHas
TUIEePIUIasus CIU3UCTOI 000TOYKI TOHKON ¥ TOICTOM KUIIOK, XPOHUYECKIIT HEAaKTUBHBIIT C11abo-
BbIpa)KeHHbIN KomuT. ITocTaBien auarHos si3BeHHOro Konurta. HasHaueHa mpoTUBOBOCHIAINTE/Tb-
Has Tepanus npemnaparamu 5-ACK (5-amuHOcamumyIoBas Kciora). 3HAYMMOTO KIVHIYIECKOTO
oTBeTa Ha nonydeHo. [Tpu fanpHelineM o6c1efoBaHNN TALMEHTKe VICKTIOUEHbI BOCTIA/INTE/IbHbIE
3a0071eBaHNA KMIIEYHUKA.
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JleBouka mepeBefieHa B XUPYpruyeckoe
orpenenue PIKbB MuHsgpascoupasBuTus
O WCKIYEeHUs BPOXAEHHBIX aHOMa-
muit tonkoit kumku. Ilo panueiM KT opra-
HOB OpIOIIHOJ ITOJIOCTY, IOAB3/JOIIHASA KIIIKA
He KOHTPAacTMPOBAHA, CTeHKAa He YTOJIIeHa,
6e3 0COOeHHOCTell HAKOIUIEHVS] KOHTPAaCTHO-
rO BEIIeCTBA, MPOCBET PaBHOMepHbI. Tormas
KIIIIKa He KOHTPAaCTUPOBaHa, pefibed COXpaHEH,
OJlHA U3 IeTeb pacumpena 1o 23 mm (puc. 1).

JBeHafaTUIIEPCTHASA KUINKA C YTOMIIEHHOMN Puc. 1. KoMnbloTepHas ToMorpamMma:
C/IOMCTOM CTEHKOM [0 4 MM B BEpXHEM OT/EIIE. KPACHOI IMHMEN OTMeUeHa pacluMpeHHas
ITo 6pbDKeiike TOHKON KWIIKYM OIPeReNAoTCsa NeTNN TOLLEN KULLKM.

MHO>KeCTBEHHBIE YBe/IYeHHbIE TUM(OY3IIbL.

IIpy gMarHOCTUYECKOM TalapOCKONMM P PEeBU3UM TOHKONM KUIIKYM Ha paccTogHmu 60 cMm
OT WJIEOLIEKA/IbHOTO IE€PEXO/A BBIABIEH YYaCTOK TOHKOW KMIIKM C HECKONBKO I'MIIEPEMUPOBAH-
HOJI CepO3HOIT 000/I0UKOIT [aMeTPOM 10 2,5 cM 6e3 BbIpa)KeHHBIX CTPYKTYPHBIX Aedopmarimit.
JJOIIO/THUTEIbHOI ITATOIOT MY OPTaHOB OPIOLIHOI IIOJIOCT ¥ MAJIOTO Ta3a He BBIABJICHO.

JIna yTouyHeHusa nuarHosa feBodyka HampasieHa B OIAY «HMIIL spoposba mereit» MuH-
3gpaBa Poccun s nposefieHNA BUIEOKAIICYTbHO SHTEPOCKOININ.

PE3Y/IBTATHI ®U3UKAJTIBHOM

VI MTHCTPYMEHTAJIbHOM OVIATHOCTUKHA

21.11.2023 B OoTHeNeHUN 3HLOCKONMYECKNUX MCCAELOBAHMI BBIIIOTHEHA BUIEOKAIICY/IbHAs
sHTepocKonusA ¢ nmomourbio Karcynsl PillCamSB3. Ilpu ananmuse ganubix BKO maronorum mue-
BOJIa, JKeMyfKa, JBEHANUATUIIEPCTHON KUIIKY U JOCTYIHBIX OCMOTPY OTHETIOB TOICTONM KUIIKY
He BbIAB/IEHO. [Io BpeMeHu JBVDKeHMA Karcynbl ¢ 41 MuHyTbl 06 CEKYHJ, B IPOKCMMA/IbHOM OTJie-
JIe TIOfIB3/JOIIHO} KVIIKM MOABJIAIOTCA CTYCTKM reMaTyHa B OO/IbIIOM KOJIMYECTBE, C/Iefbl CBeXeil
KPOBM; OTMeYaeTCsl TUIIePeMUs CIIV3UCTOI 000I0UKM ¢ KOHTAKTHOJ KPOBOTOYMBOCTBIO, aTpOs
BOPCMHYATOTO C/IOSI C IIOIIEPEYHON MCYEPUYEHHOCTBIO CKIAIOK; BU3YAIM3UPYETCS CYOIIUTENN-
a/libHOe 00pa3oBaHMe OKPYIIOil GOPMBI pasMepoM NMPUMEPHO 2 CM U PO30BOTO I[BeTa CIM3VUCTON
0007I04KI Ha €r0 BUAMMBIX oTHenax (puc. 2, BuI).

Ha npoTuBomonoXHoi oT 06pa3oBaHus CTEHKe OTMeYaeTCsl BHITSAHYTOE M3bsI3BIEHIE pas-
MepoM oKoj1o 5 MM. Kamicyna HaxofmuIach B MOpaXEHHOM y4yacTKe o 1 yaca 57 MUHYT 47 CeKyHJ:
OTMeYaeTCsi Cy)KeHVe B 9TO 00/1acTy, IIPOXOAMMOe KAIICY/IOl ¢ 3aMefieHreM. JlucranbHee mopa-
YKEHHOTO Y4acTKa CIM3UCTasl 000/I0YKa pO30Basi, BOPCHHYATBIN C/I0N IPOCIEKIBACTCS; B AVCTAIIb-
HOM OTfiefie — yMepeHHas nuM$odo/UMKyIapHas runepiyiasus. 3akaodenre BKO: «[IpusHakn
COCTOSIBIIIETOCS KMIIIEYHOTO KPOBOTEUEHMS C PUCKOM €T0 BO30OHOB/IeHNsI. VICTOUHMKOM KpOBOTe-
YeHUs SB/IAETCS Y9acTOK Ha 41 MyH 06 cek — 1 4 57 MuH 47 cex (110 BpeMeHU ABVDKeHMsI KAIICY/IbI),
IIPEATIONIOKUTENIbHO, MPOKCUMA/IbHBINL OTHeN IOAB3[OIIHOM KUIIKKM, B KOTOPOM OTMedYaeTcs
cy6anuTenuanbHoe 00pa3oBaHue Ha OHe JTOKaJIbHO TMIepeMUPOBAHHOI CIV3UCTOM 000/I0YKY
¢ aTpodueit BOPCUHYATOTO CJI0S, TOTIEPEYHOI NCUePIEHHOCTHIO CKIA/IOK, HeOOBIINM U3 bSI3BTIe-
HueM. Cy>keHle IPOCBeTa B YKa3aHHOM Y4acTKe, IPOXOAMOe JI/ISl KAIICYJIbl C 3aTPY/IHEHMEM; TaK-
e BO3MOXKHO CyOsmmTemanbHoe 06pa3oBaHue ¢ MEIKOI apo3uelt ¢ 16 MuH 43 cek 1o BpeMeHM
IBYDKEHMS KaIICy/bl (IIPeIONOoKUTETbHO, JUCTATIbHbIE OTAE/BI TOIel KMIIKN); cM. puc. 2 (A, b).
ITo mannbIM BKO 3amogospeno TyOyniApHOe yABOEHME TOHKOI KVIIKIL.
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21 Nov 23 21 Nov 23

PillCam®SB3 PillCam®SB3

21 Nov 23 21 Nov 23

PillCam®SB3 PillCam®SB3

Puc. 2. BugeokancynbHaa 3HTepocKonus: cy6anuTenvanbHoe o6pa3oBaHue B TOLLEN KULLIKe
C 3po3u1el Ha NoBepXHOCTU (A; 3p03Us YKa3aHa CTPENIKON); «MOCTOBUAHbIE CKNAAKWU», uayluue
K cy6anutenuanbHoMy o6pasoBaHuio (B); cy6anutenmanbHoe o6pa3oBaHue Ha (hoHe runepeMMpoBaHHOM
CNM3UCTOM 060/10UKM € aTpochnert BOPCUHYATOrO CJ10S, NOMNEePeYHON NCHEPUEHHOCTbIO CKIAdoK,
MaJIeHbKUM U3bA3BIEHUEM; CY)KEHUE NPOCBETA B YKa3aHHOM yyacTke (B, I'; usbassneHue,
cy6anuTenunanbHoe o6pa3oBaHNe U NonepeyHas UCHEPUEHHOCTb CKIAAO0K YKa3aHbl CTPEIKaMu).

— | JIEYEHUE

ITpoBefieHO omnepaTuBHOE BMEIIATEIbCTBO: AIAPOCKONNYECKM-aCCUCTYPOBAHHAA PE3EKLINA
YABOEHHOTO y4acTKa TOHKOI KVIIKY, (pOpMIUpOBaHUe TOHKOKMIIEYHOTO aHacToMo3a. VI3 mpoTo-
Kona onepauuu: «I[IpoBeneHa fgeranbHas peBU3NsA TOHKONM KMIIKY, HA paccTosAsHuM 120 cM OT mnjteo-
LI€Ka/IbHOTO YIJIa BBIABJIEH M3MEHEHHBIN Y4aCTOK TOHKOV KMIIKM: Ha IMPOTKEHUM OKomo 40 cm
UIMeeTCs yBe/IMYeHMe AyaMeTpa KUIIKM o 35-40 MM, M3MeHEHHas OpbDKeliKa ¢ IIPOCBeYMBa-
Iollel Cepo3HOl 06omoukoit knmky (puc. 3, A), co3gaércs BHevyarieHne 00 YABOCHUY KUIIKIL.
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Puc. 3. UHTpaonepaumoHHoe h0TO MOGUIIM30BAHHOW TOHKOW KULIKK (A);
pe3eumpoBaHHAsA TOHKAas KULWLKA € TYOYNSapHbIM U T-o6pa3HbiM yaBoeHuem (b).

Kap6oxcunepnHoreyMm ycTpaHéH. BpIllonHeHa MMHMIAIIAPOTOMMS B OKOJIOIYIIOYHON 0671acTh
IJIMHOM 5 cM. B paHy BbIBeleH M3MEHEHHDII y9aCTOK TOHKON KUIIKY, IIPY Ia/IbHENIIel MaHya/lb-
HOJ pPeBM3NM BBIABIEHO TyOy/IsApHOe yaBOeHMe Ha NpoTsoKeHyn 40-45 cM, B 00/1acTy IPOKCH-
MaJIbHOTO Kpasi — JIONOIHUTEIbHOE YABOEHNUE B Bujie T-00pa3HOro OTBETBJIEHNsI OT HOPMaJIbHOI
TOHKOJ KMIIKN (cM. puc. 3, b); TyOy/IspHas CTpYKTypa UAET K KOPHIO OpbDKEVIKY Y 3aKaHUMBAETCA
CTIeTNIo IpaKTWdecku B obmacty cBsasky Tpeiia. C momomgpio annapara Jluramry v OMIIonspHOi
KOATy/IALMY BBIIOTHEHA MOOWIM3ALMs C/IENoro TYOYIApHOrO yaBoeHMs (6e3 MOBpexzeHums
OCHOBHOI1 OPBDKEIKM TOHKOJ KUIIKM). Pe3enpoBaH y4acTOK TOHKOJ KMIIKM C Y/IBOCHUEM —
okoro 40-45 cM (rucTonorus); chopMUpOBaH IPAMOI SHTEPO-3HTEPOAHACTOMO3 “KOHeIl B KOHell
ABYPsIAHBIM HIBOM. [leeKT B OpbIXKeliKe YIIUT Y37IOBBIMM IIIBAMI».

Maxpockonuueckoe onucavue. OTpe30K TOHKOJM KMIIKM JIMHOI 40 cM: B IPOKCMMAaTbHOM
Kpae fuameTpoM 1,8 cM, B cpeiHeit yact — 1,5 cM, B AUCTaIBHOM — J10 2,5 cM. B o6macTu npokcn-
MaJIBHOTO Kpast 3 OPbDKEKI ICXOANUT TPyOUaThIll (PparMeHT TKaHU TEMHO-CEPOro IBeTa, YacTUd-
HO HOKPBITBII CEPO3HOI 000/I0UKOIA, [yIMHOM 7,5 cM U fuaMeTpoM o 2,5 cM. CeposHas 060mouka
KUIIKY I7IafiKasi, cepo-KopuuHeBad. Crusucras 000/104Ka CKIafdaTas, Cepo-po30Bast C MEIIKOBI-
HBIMJ BBIIITYMBAHVAMM C OpBDKeedHOI CTOPOHBI. B o6/macTy AycTanbHOrO Kpas OfHO U3 BBIIA-
YMBaHWII IPeCTaBIeHO BXO/IOM B yABOEHNE KUIIKY, PAaclonoXKeHHOe B OpbDKeiike. Ha Bcém mpo-
TSDKEHUM YIBOCHHOV KMIIKM OIpPeNensAeTcsa CKIafyaTas CIM3NUCTasg CEpPOro IiBeTa C MpO3pavyHbIM
XKEJITOBATBIM COflePKMMBIM. MecTaMu IpocBeT pe3Ko Cy>keH. Bo ¢pparmente, ucxonsumieM 13 6pbl-
XKeJKM, B 00/1acTy IIPOKCUMMAIBHOTO Kpasi — KpacHo-Oypoe comepkumoe. Ha paspese ormedaercs
001I1as1 CTeHKa MeX/y KUIIKOI U YBOECHMEM, MECTaMyl CTeHKa IIOJTHOCTBIO pasfie/IsieTCA.

Muxpockonuueckoe onucanue. B MaTepuasne onpenensaoTcsa y4acTKM TOHKOM KUIIKY U yABOe-
HYIS1 TOHKOJI KMIIKY, MeCTaMy MMeIoIIyie OOIIYI0 CTEHKY C MBILIEYHBIM C/I0€M, MeCTaMM ITOJTHOCTHIO
paspenéunple. CnmsnucTass 0060/109Ka TOHKOJ KUIIKY OOBIYHOTO THMCTOMOTMYECKOTO CTPOEHMUS,
C MHOTOYMCTIEHHBIMIU TaNbLeBUAHBIMU BopcuHamu. Ilofcnmsucras ocHOBa OT€4HasA, C IOTHO-
KpOBHBIMM cocyfamu. CiamsucTtas 060/1049Ka yABOSHNUA HpefCTaB/lIeHa CIM3NUCTON JKeTyTOYHOTO
TUIIA, C ITyOOKMMM BETBSIVIMIUCS JKeTyTOUYHBIMI SIMKaMM, TOKPBITBIMYU BBICOKMM (POBEOISPHBIM
anuTenueM. B co6CTBEHHOI ITACTMHKE CIM3UCTOI 000IOUKM ONPENE/IAIOTCS PEUMYIeCTBEHHO
ee3bl PYHIATbHOTO TUIA, B MEHBIIEl CTeIIeHN — IIOPUYecKoro tuna. OTMe4arTcs yIacTKN
KICTO3HOTO paCHIMpPEeHMA JKe/I€3, O49aryM KMUIIEeYHON MeTalulasuy. MBIIIeYHbIl CI0V YABOEHUA
HEPaBHOMEPHOII TO/IIIVHBI, IPEPHIBUCTDINA. B MBIIIEYHOM C/T0€ TOHKOM KUIIKA U YABOEHNSA OIpe-
Ie/AI0TCA HepBHbIE TAaHI/INM, COfiep Kalljiie 3pe/ible TaHITMO3Hble KIeTKU. KpoBeHOCHbIE cOCymbI
pacLIMpeHBI, TIOJTHOKPOBHBI; OTMEYA0TCA 04aroBble KPOBOUS/IVIAHNA.
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. —| ITMATHO3

CoracHO ONMMCaHMIO TUCTOMOTMYECKOTO MaTepyaa BbICTAB/IEH IMAarHO3 TYOY/IAPHOTO YABO-
eHMs TOHKOJ KMIIKIL.

— | TMHAMMKA U PE3YIBTATBI IOCJIEAYIOIIETO HABJTIOIEHIA

[TocneonepalMOHHBI NepHOJ, IPOTEKA ITIAfIKO, €3 OCTIOKHeHnIl. BofHas Harpyska HavyaTa
C MePBBIX MOC/IE0NEPALVOHHBIX CYTOK, SHTEPA/IbHOE KOPMJIEH)E — CO BTOPBIX CYTOK C ITOCTEIEH-
HBIM pacipenueM 06béma. CaMOCTOATEIBHBIN CTY/I IOTy4YeH Ha BTOPbIe CYTKY IOC/Ie OIepPaliyi.

OBCYXAEHUE

Hamu mpepcraBieH pegKuil KIMHNYECKWIT CIydali — TYOy/IApHOe YABOEHME TOIIell KMIIKM
y neBoukn 11 er. OCHOBHBIMM CMMIITOMaMM ObUIM CXBaTKOOOpa3Hble OO B KMBOTE U PeLIUVBI-
pylolliee KiIIeYHOe KpOBOTeueHNe (IIpMMech TEMHOI KPOBM B CTY/Ie OblIa Hepery/IsApHOIL, OfHAKO
xermesofeUIVITHASA aHeMMs ITIPUCYTCTBOBalIa NOCTOSHHO). IIposenénnnie vccneposanusa (Y3U
opraHoB OpromHoi nonocty, SIJIC u KOMOHOCKONNA) He BBIABMIN INATOTOIMYECKOIO y4acTKa,
ABJIAIONIEroCA IIPUYNHOI KiIeyHoro KpooTedeHns. [To manHbiM KT opranos 6promrHoit monoctu
OOHapy)XeH pacUIMPEHHbII YYaCcTOK TOINeil KMIIKM, OJHAKO TOYHYIO JIOKA/IM3AIMIO ¥ XapaKTep
HaTONIOTUM AVATHOCTUPOBATh He yhanoch. CleqyolM 3TaloM AMAaTHOCTUYECKOTO MOMCKA CTaNIo
nposenenre BK9O [9]. XKenynouHo-knineqHoe KpoBOTeUeHME C HEYCTAHOBJIEHHBIM MCTOYHVKOM
ABJIIETCSL CAaMOVl YacToil IpUYMHON nposefeHnss BKD y B3pocnbix u BTOpoii mo yacrore (mocie
6onesnn Kpona) — y mereit. Hy>kHo moMHUTB, 4TO nepen mpoBeieHneM BKO cnepyer uckmounts
CTEHO3BI ¥ CTPUKTYPbI KMIIEYHNKA, YTOOBI N30eKaTh 3a/lep>KK BUIEOKAIICY/IbL. B cmydae mogospe-
HIA Ha HaJIM4Me CTEHO30B WM CTPUKTYP PEKOMEHJ0BAHO NpYMEHEeH)Ee YTOYHAINX METOIVUK —
MarHUTHO-Pe30HAHCHOI 3HTeporpaduy ¢ KOHTPACTOM /MM VMICIOIb30BaHMe TeCTOBOI PacTBO-
pumort kancynsl [10]. Prck 3aep>kkn KaIcyipl Ipy YABOEHUY TOHKON KUIIKY BBICOK, IIOCKOIBKY
B IIaTO/IOTMYECKOM y4YacTKe MOTYT OBITh C/iaBjIieHMe IPOCBeTa, U3bA3BICHNA U pyoOubl. B Hamem
cry4yae KT opraHoB OpIOIIHOI MOMTOCTY ¢ KOHTPACTUPOBAHMEM CY>KEHUIT KUK He BbIABIIIA.

Y pereit BKO mmeer ocobble mpenMylecTBa, MOCKOIbKY MeTOJl HEMHBAa3WBHBI U He3a-
TpynHuTteneH s pe6éuka. Ilpu BKO y neBouku 6511 BBISB/IEH MATOIOTMYECKIUI YIaCTOK TOHKOII
KUIIKY, SIB/IAIOLINIICA UCTOYHNKOM KpoBoTedeHMs. OH BBIIJIAAEN KaK Cy0anumTenanbHoe 06paso-
BaHMe Ha ()OHe BOCIIa/IeHNs CIM3UCTON 060/I0UKY, C U3BA3BIEHNEM Y IPU3HAKaMy aTpodu BOp-
CMHYATOTO C/I0s; OTMEYa/NNCh IPU3HAKM COCTOABINETOCA KUIIEYHOTO KPOBOTEYEHMA U CY>KEHUeE
IPOCBETa B IIATOIOTMYECKOM YYacTKe.

BrrsaBenne cy6anmrenanbHbIx o6pasosanuit mpy BKO 3avacTylo ABIAeTCA CIOXKHOI 3ajia-
vert. OmmcaHbl NMPU3HAKY, MO3BOMAIONINE OTINYUTb 0OpasoBaHME OT NEPUCTANbTUKU KUIIKM:
medopManysa NpPOCBeTa, M3MEHEeHMe CKIANOK («MOCTOBUHBIE» CK/IANKM — KPYTOBbIE CKJIAfI-
KU1, KOTOpbIe IIPEPhIBAIOTCA ¥ MOABJAIOTCA C APYroil CTOPOHBI OT 0b6pa3oBaHus; cM. puc. 2, b),
M3MeHEHNe TIOBEPXHOCTY C/IM3VUCTON 000I0uKM HaJl 0Opa3oBaHueM (HanpuMep, e€ UCTOHYEHME,
MeHee OTYET/IMBbIE BOPCUHKY, SPO3MPOBAHNE; CM. PuC. 2, A), M3MeHEHMe COCYAUCTOrO PUCYHKA
CM3KCTON 060m0uKy Hapx obpasoBanmeM [11]. K tomy >xe mpu BKO 6bina onpenenena ToyHas
JIOKaIM3alyis IaTO/IOTMYECKOTo ovara. Y Halllell aljMeHTKX OTMEeYaoCh COYEeTaHMe 3TOr0 MOPOKa
C TMOPOKaMI PasBUTHA TPYJHBIX ITO3BOHKOB M JYIIMKALMOHHOM KMCTONM 3aJJHETO CPEOCTEHNA.
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OmnmcaHbl MHOXKECTBEHHBIE CTy4all COUYeTAHNUA YABOCHMIT KVIIKY C APYTUMM aHOMaMuAMY (Mode-
BBIJIeIUTENIbHOI CUCTEMBI, IIOJIOBBIX OPTaHOB, IO3BOHOYHINKA), YTO MOXET CBUJETENIbCTBOBATDH
0 BBICOKOI YaCTOTE COITYyTCTBYIOLIVMX aHOMA/NII [4].

JleBouke OBIIO ITPOBEIEHO MUHMMA/IBHO VIHBAa3MBHOE XVMPYPrUdeckoe BMEIIaTeIbCTBO: JIama-
POCKOINYEeCKI-aCCYCTUPOBAaHHASA Pe3eKIVA YIBOCHHOTO Y4acTKa TOHKON KUIIKM 11 popMupOBaHue
aHacToMo3a. [Ipu TicTonornyeckoM MccIenoBaHNy NOATBEP)KAEH AMArHO3 TyOy/IAPHOTO YIBOCHNMA
ToHKON Kmmky. Cinmsucrtas 060m04YKa yABOEHMA OblIa HpelCTaBIeHA CIM3UCTON KeTyJTOYHOTO
timna. VIMenoch cooOleHrie HOPMAIbHOM KUIIKK C YABOEHMEM, PACIIONIOKEHHBIM B OpbDKeliKe.
IToce XMpPypruyecKoro jaedeHns CMIITOMBI, O€CIIOKOMBIINE JeBOYKY paHee, KyIPOBaIUCh.

3AKJTIOUYEHUE

MynbTUAMCUUIUIVHAPHBIN IOAXOM ¥ IPYMEHEH)e BBICOKOTEXHOIOTMYHBIX METOJOB IMarHO-
CTUKM 00eCIeunin CBoOeBpeMeHHOe OIpefie/ieH e TOPOoKa Pa3sBUTHsL KUIIKY Y IPOBefieHue XUPyp-
TMYECKOTO JIeYeHNA B KOPOTKME CPOKMU. ITOT KIMHUYECKUI CIy4dail MO3BOJIAET YIyYLIUTh OCBe-
TOMJIEHHOCTD IIeJIVIaTPOB, IETCKMX TaCTPOIHTEPOIOTOB, XMPYProB U 9HIOCKOIICTOB 00 YIBOCHUN
TOHKOJ1 KUIIKY Y AeTelt, YT0 He0OXOMMO /I ONTYMM3ALNA JUATHOCTUKY 3TUX GOPM IIATONIOTUN
U OIIEPATVBHOIO UX JIeYEeHM .
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CNYYAW PA3BUTUSA BTOPUYHOTO
FTEMO®ATOLIUTAPHOIO CUHOPOMA

Y NALUMEHTA C CUCTEMHbIM IOBEHWUJIbHbIM
WONOMATUYECKUM...

CJIYYAU PA3BUTUSA BTOPUYHOIO
FrEMO®AIToOuMTAPHOIO CUHAPOMA
Y NAUUEHTA C CUCTEMHbIM IOBEHWUJIbHDBIM
MAUONATUYECKUM APTPUTOM
B 3PY BUOJIOFTMYECKON TEPANUU

E.J. AnekceeBa, T.M. [IBopsakoBckas, VI.A. Kpuynun

OBOCHOBAHME

CucreMHBIl OBeHWIbHBIN mauonatudeckuit aptput (clOVA; cuHOHUM: IOHOIIECKUI
apTPUT C CUCTEeMHBIM HAdyajoM) — CaMbIll PegKUil BapMaHT IOBEHMJIBHOTO MAVOIATIYECKOrO
aprputa (FOMA) [1]. CornacHo knaccudukanmuy MeXIyHApOZHONM TUTY PeBMAaTONOTMYECKUX
accouymaruit (International League of Associations for Rheumatology, ILAR), cucremHbIi
IOMA xapakTepusyeTcs IOpakeHVeM OZHOTrO 1 6ojee CyCTaBOB, KOTOPBI CONPOBOXKAAETCS
(MMM KOTOPOMY HpeALIeCTBYET) <«IIOATBEPXKAEHHON» IepeMeXXalolelicsa TMXOpPafKoi IHpo-
INO/DKUTENbHOCTBIO He MeHee 3 JHell B TeueHNUe KaK MUHUMYM 2 Heflellb B COYETAaHUU C OFHUM
i 6ojiee 13 MepevVCIeHHBIX IIPU3HAKOB: KPaTKOBpeMeHHasl (JleTydasi) 9puTeMaTo3Has ChIIlb,
reHepanu3oBaHHasA nMMQageHonaTys, relaTOMeTaINs U/VIM CIUVIEHOMeTanus, cepos3ut [2].
OpHuM U3 OCNIOXHEeHMIT cucTeMHoro BapuaHTa IOVIA sBnseTcsa BTOpMYHBIL reModaronyurap-
Hbl cuagpoM (BIOC) [3].

Bropuunepnit '®C — >xm3Heyrpoxarmolee OCTOKHEH)E peBMaTHYecKNX OojesHeil 1 ayTo-
BOCIIQ/INTEIBHBIX 3a00/IeBaHMIT, KOTOPOe SIB/ISETCS CIIeCTBYEM TMIEPBOCIATUTENBHOIO OTBETa
C TIATOIOTMYECKO} aKTMBHOCTBbIO MaKpodaroB M LMUTOTOKcHMYeckmx T-mmmeonnros; xapaxTte-
pU3yeTCcsl MXOPAJKOI, TellaToCIUIeHOMeTanuelt, nmiMdaneHonaTuell, Koaryaonarueil u CTpeMm-
TEeJbHBIM Pa3BUTHEM IIOIMOPTaHHON HefocTaTouHOCTH [3]. IIo maHHBIM MUPOBOIL TUTEPaATYpHI,
yacroTa pa3putysa BIDC ¢ pasBépHYTON KIMHNYECKON KAPTUHON U BBIPA’)KEHHBIMI M3MEHEHUAMU
JTabOpaTOPHBIX MOKa3aresneil y maumeHToB ¢ clOVA cocrasmser 10-25% [4], emé y 40% naiueHTOB
IIPOTEKaeT JaTeHTHO [5]. B OTCyTCTBMM JIeYeHMs /TeTaIbHOCTD Y IMALMEHTOB C PeBMAaTHYeCKMU
00Ne3HAMN U ayTOBOCHAIUTENIbHBIMK 3aboneBaHuaAMy, ocnoxHyBummuca BI[®C, cocrapiser
100%, Ha ¢one Tepanvy — 3-20% [6-11].

HecmoTps Ha Hanmm4ume AMAarHOCTUYECKUX Kputepues, guarno3 BI'@C He Bcerpga ycraHaBIu-
BAeTCs Ha PaHHUX CTa[sIX, 0OCOOEHHO Y MAlMeHTOB, TOTyYaolX TeHHO-MH)XeHEePHbIe O10/IOT1-
yeckue npemnapatsl (I'VIBII), Ha ¢poHe KOTOpBIX KMMHMYeCKue 1 nabdopaTopHble Mapkepbl BIDC
He TaK APKO BBIPAKEHBI, KaK B ClIy4asx «Omonormdeckyu HamHOro» BI'®C, passuparomierocs
y nanyeHToB, He nomyvaromux ['MBII [4, 12-14].

ITpencTaBIeHHBI KIMHUYECKUIT CTTyYall JEMOHCTPUPYET OCOOEHHOCTY Te€YeHUsI BTOPUYHOTO
remModaronutapHoro cuuppoma y nanyenta ¢ cFOVIA Ha ¢oHe reHHO-MH)XEHEPHOI O1OIOrNYe-
CKOII TEPAIINIL.
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ONMUCAHUE KJIMHUYECKOI'O CJIYUAA
o O

Manpuux P. poguics ot epBoii HOpMaTbHO IPOTeKaBIIel 6epeMeHHOCTH, IEPBBIX CPOYHBIX
CaMOCTOSATE/IbHBIX pofioB. Macca Tema npu poxperun 3400 r, gnuHa Tena 52 cM. Pannuit HeoHa-
Ta/IbHBI epuoy, 6e3 0ocoOeHHOCTell. BaKIMHIpOBaH B COOTBETCTBUM C HAIVIOHAJIbHBIM KaJleH-
mapém. Co crmoB popmreneit, H(peKIMOHHbBIMK 3aboneBaHusAMU He Oomen. HacnmemcTBeHHOCTD
II0 PeBMAaTUYeCKUM 3a00/IeBaHNAM He OTATOLIEeHA.

Anamnes 6one3nu. BriepBble mposiBieHnst 3ab0meBaHms BO3HUKIN B OKTs10pe 2020 rofja B BO3-
pacrte 8 MecsleB: B Aebiore deOpumbHas muxopaaka go 39°C B TeyeHue 3 HeleIb IIPU OTCYTCTBUM
KaTapa/lbHbIX U JUCIEICUYECKUX SBIE€HNUI; HECTONKasA MUTPUPYIOLIAs IATHUCTO-IAITY/IE3HAS ChIIIb
Ha KOXKe BEPXHMX /1 HIDKHUX KOHEYHOCTEl; XpOMOTa B YTPEHHIE Yachl. PeOEHOK OCMOTpEH y4acTKo-
BBIM II€INATPOM, XMPYProM — MCK/II0YeHa XMPyprudecKas MaToaorusA 1 Ha3HaueHa CUMITOMaTHhYe-
ckas Tepans, 6e3 addexta. C nofo3peHreM Ha MHPEKIVOHHYIO IPUYVHY BbIIIeYKa3aHHBIX CYIMIITO-
MOB pe6EHOK rOCIINTAIM3MPOBAH B CTALIMOHAP [0 MECTY >KUTebCTBA. [1py OCTYIUIEHUN Y Ma/Ib9MKa
OTMeYaJlICh TepUOANYeCcKIe TTIOLbEMBI TEMIIEPATYPhl 10 HeOPUIbHBIX 3HAUEHU, IATHICTO-TIAIY-
N€3HasT CBHIIb Ha BBICOTE JIMXOPAKI; CYCTABHOM CHHAPOM 0e3 OCTPOBOCIANUTEbHBIX M3MEHEHNUI
(oTcyTcTBOBaMM OTEK, OO/Ib ¥ OPaHNYEHNA ABVDKEHWIT BO BCEX TPYIIIAX CYCTABOB); YTPEHHAA CKO-
BaHHOCTb OKOJI0 60 MVUHYT. [Ipy 1abopaTOpHOM MCC/IeOBAHU BBISBJIEHBI JTEIKOINTO3 (JIEVIKOINTHI
28,5 ThIc./MKIT Ipy HOpMe 4,5-11,5), Helirpodnnés (HeriTpoduel 71,3% npu HopMme 43-65%), aHeMuA
(remornobun xpoBu 96 r/n npu Hopme 120-160), TpoM6OLINTO3 (TPOMOOLIUTHI KPOBU 735 THIC./ MK
npu HopMe 150-580), yckopenue ckopocTty oceganus spurponntos (COI) go 55 mm/4 (Hopma 2-20),
noBblleHNe KoHLeHTpanun C-peaktuBHoro 6enka (CPB) coiBopoTkm kpoBu mo 131,09 mr/n (Hopma
IO 5); opyT¥e MoKa3aTeMy COOTBETCTBOBAIN pedepeHCHBIM 3HAYEHVISIM.

Pe6éHKy MCK/IIOUeHBl BUPYCHO-OaKTepyanbHble MH(EKINM, MPOBejeHa Tepanus HeCTepOouy-
HBIMJ TIPOTVBOBOCIAINTE/IBHBIMY TIperapaTaMy, aHTHOAKTepranbHbIMI Tpenapatamu. Ha done
tepanuy peOpuIbHASA TMXOPAZIKa ¥ MUTPUPYIOLIAs ChIITb COXPAHSTIVCH.

YdauThIBas COXpaHsAMLINME CYMITOMbBI IIPU MCKTIOYEHUY MHQPEKINOHHOTO (akTopa, ObLI
3alofj03peH [e00T peBMATHYEeCKOro 3ab0/eBaHNsA, Ha3HaYeHa VIMMYHOIOJAB/IAONIAA Tepanus
MEeTOTpeKCaToM B jo3e 15 Mr/m? nogkoxHo 1 pas B Heermo. HecMOTps Ha IPOBOAVMYIO Tepanmnio
COXpaHsA/Mach AKTUBHOCTb 3a00JIeBaHuA,
peOEHOK IepeBefiéH B peBMATOIOTMYe-
ckoe orpenenue GIr'AY «HMUL 3poposbs
nereri» Munsppasa Poccun ¢ nopospenu-
€M Ha IOHOUIeCKMIT apTPUT C CUCTEMHBIM
HayajioM.

IIpu  nocmynnenuu. CocTosAHME
pebénka TsDKENMOe 3a CYET JIMXOpPATKU
no 39°C, HanuyuA CyYCTaBHOTO CUH/[I-
poMa B BHJe OTEKA KOJEHHBIX CyCTaBOB
¢ (YHKIVOHAIBHON HELOCTATOYHOCTHIO.
IIpy ocMoTpe BBIABIANNUCH PaCIpOCTpa-
HEHHAasg MATHUCTO-IAIYNAE3HAA CBHIIb,

JIOKJIM30BaBIIAACA IPAKTUYECKY 110 BCell Puc. 1. O6wmi Bua pe6EHKa Npu NOCTynaeHUm
IIOBEPXHOCTH T€JIa, T€IATO- U CIIJIEHOMeE- B peBMaToJiornueckoe otaeneHue Oray
ramus (puc. 1). «HMWULL 3poposbs aeTtei» MuHsapasa Poccum.
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WONOMATUYECKUM...

\—
IIPEIBAPUTEIBHBIN TVIATHO3

Ha ocHOBaHMM [aHHBIX aHaMHe3a 3a00J€BaHNA, COCTOSHMUA IALMEHTa IPYU MOCTYIICHUU
B PEBMATOJIOTMYECKOE OT/e/IeHMe, Pe3y/lIbTaTOB IPENLIeCTBYIOMMNX 00CTIeoBaHNI Y peOéHKa
3aII0fl03PEHO TeYeHMe IOHOLIECKOTO apTPUTa C CUCTEMHBIM HadajsloM. B cooTBeTcTBMM € KNMHMYe-
CKMMM pPeKOMEH/IALMAMHI BCeM IallYieHTaM C IIOfI03PeHMEeM Ha IOHOUIECKUIT apTPUT C CUCTEMHBIM
Ha4YaJIOM B YC/IOBMSIX CTAlMOHapa JJO/DKHBI OBITh MCK/TIOUeHbI MHPEKIVIOHHBIE, OHKOIOTMYeCKHe,
nmumdonponudeparuBHble 3a00/IeBaHVs, KOTOPbIE MOTYT SIB/IATHCS MIPUYMHON HOSABIEHNS CXOXKIX
CUMIITOMOB U HEPEeKO CKPBIBAIOTCS IOJ «MaCKOI» peBMATNYECKOTO 3a00/IeBaHusI.

PE3Y/IBTATBI IABOPATOPHOTO
VM MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

[Tpu 1ab0paTOPHOM UCCIETOBAHNUN BbISIBIIEHBI aHEMIIST; TPOMOOLIUTO3 [0 659 ThIC./MKIT (HOpMa
150-580); yckoperne CO9 o 63 Mm/4 (HopMa 2-20); TIOBBILIEHNE aKTUBHOCTY aCHapTaTaMIHO-
tpancdepasnol (ACT) o 59 En/n (Hopma 0-42) n nakrargeruaporenasst (JIAT) mo 367,52 En/n (Hop-
Ma 91-295), KOHIIeHTpaluu TPUINLEepKUaoB 1o 1,68 mmonb/n (Hopma 0,34-1,6), CPB mo 126,27 mr/n
(Hopma 0-5), pepputnHa o 1148 Hr/mi (HopMa 14-152) B cbIBOpOTKe KpoBU (TabI. 1).

Ta6muna 1. [IunaMmuka 1a6opaTopHBIX MapKepoB BTOPUYHOTO reMo(aronuTapHoOro
cuHApoMa y manmenta P. Ha ¢pone pasmruHoii Tepanun

o Ilocne Tepanuu cf:x?e(;[}::a ?(:1:1:1(1)(};;;3):6110]/1[\?
Mo Hop | o [y [ | e ||
wMT Ma6oM BBI/II" IKC ot vt
Temorno6uH, r/n 120-160 108 115 111 113 110 115 122
OPUTPOLUTHI, M/TH/MK/I 4,5-5,3 3,69 4,1 3,1 3,3 3,02 3,1 3,4
JIeliKoUTEI, THIC./ MK 4,5-11,5 4,18 7,66 5,62 2,23 3,87 5,67 6,12
TpoMOOLUTBL, THIC./MKIT 150-580 659 402 168 175 156 200 248
COD3, MmM/4 2-20 63 15 5 2 2 2 2
DeppuTHH, HI/M 14-152 1148 795,7 929 655 1138 515 362
CPB, mr/n 0-5 126,27 8,94 2,03 0,54 73 23 4,53
Tpurnuuepnnst, Mmons/n | 0,34-1,6 1,68 0,86 1,52 0,86 1,63 1,45 1,24
ACT, Ep/n 0-42 59 23 40 15 62 43 12
AJIT, En/n 0-40 16 19 36 42 50 35 15
ITT, En/n 5-35 35,2 27,6 22,3 36,4 54,3 23,14 25,61
JIOL, En/n 91-295 367,52 310,7 616 216 526 264 185
Harpwit, MMonb/n 134-145 | 138,52 | 136,11 | 136,42 | 135,46 134,26 136,72 | 136,11
ITIpumeuanue. TKC — rmokokoptukocrepoupas;; MT — metorpekcatr; IImA — nukiocmno-

puH A; BBUII' — BHyTpUBEHHBIII UMMYHOITIOOY/INH (MMMYHOITIOOY/IMH 4e/lOBeKa HOpMasIbHBbII);
CO3 — ckopoctb ocefanus aputponutos; CPb — C-peaktusHblit 6enok; ACT — acrapratamu-
HoTpaHcdepasa; AJIT — amanmHaMuHoTpancdepasa; [TT — ramMma-rmyTaMmITpaHCIENTHA3a;
JIIT' — nmakTatpernpgporeHasa.
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ManpunKy NpoBefjeHbl MHCTPYMEHTA/IbHbIE VIC-
CNIelOBaHMsA COIVIACHO KIMHUYECKMM PEKOMEHJAL-
AM. Ilo pesynbraTaM KOMIBIOTEpPHOI ToMorpaduu
OpPraHOB TPYAHON IIOMIOCTM OYAaroBBIX U MHQUIb-
TPAaTUBHBIX M3MEHEHUII B JETKMX HEe BBIABIEHO.
ITo pesynbraTaM MarHUTHO-PE30HAHCHOI TOMOTpa-
¢y Bcero Tema ¢ KOHTPACTHBIM YCU/ICHUEM BBIABJICH
CMHOBUT KPYIHBIX CYCTaBOB BEPXHMX U HIDKHUX
KOHEYHOCTel1 (I/IeueBble, IOKTEBbIe, Ty4e3aIlsICTHBIE,
KOJIEHHbIE U TOJICHOCTOIIHbIE CYCTaBBl), yBelIMYeHMe
aKCWIIAPHBIX, MAXOBBIX M ME3€HTEPUAbHBIX JIMM-
¢daTnyeckux ys3noB 10 8, 9 1 5 MM COOTBETCTBEHHO
(puc. 2, 3). JaHubIX 32 06BEMHOE ¥ OYaroBoe Iopa-
KeHJe TOJIOBHOTO MO3Ta, OPTaHOB OPIOMIHON IOJO-
CTHU, 3a0PIOMIMHHOTO IPOCTPAHCTBA M MAJIOTO Tasa
He BbIABJIEHO.

INOOEPEHIIMATbHAS

TMMATHOCTUKA

C nenplo VMCKIOYEHNA TeMOO/IacTO30B IIpOBe-
lleHa IMYHKIMA KOCTHOTO MOS3Ta: IO JJAHHBIM MMeJIO-
rPaMMBl IIATOJIOTMYECKMX KIETOK He OOHapy>keHO.
OuaroBble Tpo6bI ¢ TybepKymuHOM (peakuyss MaHTY,
TeCT C a/UIepreHOM TyOepKy/lI€3HbIM peKOMOMHAHT-

HBIM B CTaHJJAPTHOM pa3BeleHN) — OTpUIaTe/IbHbIE.

Puc. 2. MarHUTHO-pe30HaHCHas
TOMOorpadus opraHoB 6GpPIOLLHOWN
NonoCTU: yBe/INYeHne pa3MepoB NeyeHu
N ceneséHku; nuMmcdapeHonaTnsa NaxoBblX
N Me3eHTepuanbHbIX IMMBATUYECKNX
y310B (CTPeNKaMu yKasaHbl
yBeJInYeHHble nMMchaTUyeckue yanbol).

Manpunk ocMOTpeH 0 TaTbMOIOTOM — UCKIIIOUEH YBENT, accolunpoBaHHbiil ¢ IOVA.

. —| OWATHO3

Ha ocHOBaHMM NIPOBEREHHOTO
o6ceoBaHNsA peOEHKY MOATBEPXK-
néH puarHo3 «CHUCTeMHBIN OBe-
HWIbHBII MAMONIATUYECKUII apT-
put» mo knaccudpumkanyu ILAR
(M08.2 IOHomecKnit apTpuT ¢ CHc-
TEeMHBIM HauyajoM, Koy 1o MKB-10).

YuureiBasg Hamm4dme JIUXO-
PajKy B COYETAHMM C IIOBBIIIe-

HUeM KOHIIeHTpauuy QeppuTnHa A

B CbIBOPOTKE KpoBU >684 Hr/MmII, Puc. 3. MarHnTHo-pe3oHaHCHas ToMorpadus KONeHHbIX
TpUIINLEepUAoB >1,56 MMOIB/I, CyCTaBoOB, carutTtanbHasa (A) n akcnanbHasa (b) npoekuum,
aktusHocTH ACT >48 En/m, y pe- pexuM PD ¢ nogasneHueM xupa: MP-KapTUHa NOBbILIEHUS
O68HKa [MarHOCTMPOBAH BTOPUY- KonuyecTBa XunaKoctu (1) B KOJIEHHbIX CyCcTaBax
HBIT TeMOGarouTapHbIl CUHJ- C NpuY3HakKaMu HeEPaABHOMEPHOro pa3pacTaHusa

poM Kak ocnoxxHeHne clOVIA.

CUHOBMANIbHOWN 060/104KM (2).
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— | JIEYEHUE

YunteiBas passurue BI®C kak xusHeyrpoxamomiero ocnoxxaernsa clOVA, pe6énky HasHa-
YeHa Tepanys BHYTPUMBEHHBIM ITIIOKOKOPTUKOUAOM — METU/IIPEAHMU30NM0HOM B fo3e 10 Mr/kr
©Ke[HEBHO B TedyeHMe 5 fHell. VIMMyHonopaBfmwIlas Tepanmyus METOTPEKCaTOM IIPOJO/DKEHa
B IpexHeit fo3e — 15 mr/m?. Ha ¢oHe Tepammu y ManpumKa KynupoBaaach MMXOPaKa; yMeHb-
IIVUICS KOXKHBIV CMHAPOM; CHM3WIACh KOHIeHTpauua pepputuHa, CPB u Tpurmiepnios; Hopma-
mm3oBamich akTBHOCTb ACT u JIJIT' B cbiBopoTKe KpoBH (cM. TabmI. 1).

Y4auTbiBasg CHMKEHME AaKTUBHOCTU TeMO]aroluMTapHOrO CUHAPOMA, C Iebl0 IOAAepa-
Hus pemyiccun clOVA ManbumKy MHUIMVMPOBaHA I'eHHO-VHXKeHepHas OMOIorndecKkas Tepamys
MOHOK/IOHJIbHBIMY aHTUTeNaMy K peuenrtopy VJI-6 Toumnmmsymabom B fosze 12 mr/kr. OgHako
Jepes 3 [{Hs II0C/Ie BBEleHNMs ToUMIM3yMaba y pe6€HKa CHOBa OTMEYEHO NOBBIIIEH)Ee KOHI[eHTpa-
v ¢epputnHa 1o 929 Hr/min (HopMa 14-152) npu XopolreM caMOYyBCTBUU ¥ HOPMa/IbHBIX APY-
rux Mapkepax BI'®C. YunrbiBas Hamuume paHHUX MapkepoB BI®C (cHuKeHMe 41cIa SpUTpOLU-
TOB KPOBM <4,34 M/IH/MKII, YUC/Ta TPOMOOLIUTOB B KpOBU <208 ThIC./MKJI, KOHI[EHTPAIUY XTIOPULOB
<101,9 mmonb/n n nosbierny aktTuBHocTH JIJI B chiBOpoTKe KpoBu >412 En/m) u nosbimeHne
VICK/TIOYMTETbHO KOHLIEHTpamyy ¢peppuTiHa B CBIBOPOTKE KPOBY [0 929 HI/MII (4TO He II03BOJIATIO
3apeructpuposarb obocrpenne BI['®C, cornmacHO KpUTepuAM MeXIYHApOJHON IeAMaTpUdecKoil
PEeBMaTO/IOTMYeCKOl OpTaHM3aLNY 110 IPOBefeHNI0 KMMHNYecknx uccnegosannit PRINTO), manb-
YKy Ha3Ha4YeHa TepaleBTUYeCKas CXeMa, BK/IIYalas BHYTPUBEHHDIN ITTIOKOKOPTUKON], JeKca-
MeTa30H B fo3e 10 Mr/m? B CyTKH, MMMYHOITIOOY/INH YenmoBeka HopmasbHbii (BBUT) B fose 1 r/kr
Ha Kypc u nuxnocnopyH A (IIcA) B fo3e 5 MI/KT B CyTKM ITepOpanbHO (METOTPeKCaT OTMEHEH).

Hecmorpsi Ha IpOBOAMMYIO Tepanuio, B KIMHIMYECKOM aHa/IN3e KPOBU COXPAHSANACD JIEIKOIEHNA
(amcmo neitkonyTOB KpoBM 2,23 ThIC./MKI Ipyu HOpMe 4,5-11,5), Ipy 9TOM KOHILIEHTpaIyst GpeppuTiHa
CBIBOPOTKY KpPOBY ObUIa He3HAUNMTETBHO IOBBILICHA, HO COOTBETCTBOBAIA AMATHOCTIYECKVM KpuTe-
pusam B['OC (655 ur/mi npu Hopme 14-152). CpIBOpoTOYHasA KOHIeHTpauys tpurmiepunos, CPD,
aktuBHOCTH ACT, JI[II' CBIBOPOTKM KPOBU COOTBETCTBOBA/N pedhepeHCHBIM 3HadeHMsIM (cM. Tabm. 1).
IIpy mombITKe CHYDKEHUSA [I03BI JIeKCAaMeTa3OHa Y peOHKA HapOCIM ChIBOPOTOYHBIE KOHLIEHTpPALUN
dbepputrHa ¢ 655 go 1138 ur/m (Hopma 14-152), CPB ¢ 0,54 o 73 mr/n (Hopma 1o 5), aktuBHOCTD JIJIT
¢ 216 o 526 En/n (Hopma 91-295). OTmeuanach feifkoneHust (Y1CIO IeIKOLUTOB KPOBYU COCTABISIO
3,87 TpIc./MKN 11py HOpMe 4,5-11,5; cm. Tab7. 1), mosABMIACH MUTPUPYIOLIAS IATHUCTO-TIAMY/IE3HASA CBIIIb.

YunteiBasg pasBuTHE IEPBUYHON HedP(HEKTMBHOCTY TOLMINM3YMaba U IporpeccupoBaHye
B OC, pe6éHKY MHNIIMMPOBaHA OMOTOTYeCKasi TeHHO-MH)KeHepHasA Tepamysl MOHOK/IOHa/IbHBIMMI
antutenamn K VJI-13 xanakunyma6om B fose 4 mr/kr. Ha ¢one Tepamm ypamoch KynmpoBaTb
B[ ®C u cucreMHble IposiBlIeHys. B 1-e cyTku mocie BBefieH)sI KaHAKVHYMaba JOCTUTHYT OTBET
Ha Tepanmio, COIIACHO KPUTEPUAM JAUATHOCTUKM IeMO(aroluTapHOro IMMEOIUCTHOLNTO3A
HLH-2004 (oTcyTCTBYeT MMXOpajfKa; YMCIIO JISMKOIMTOB MTOBBICUIOCH O 5,67 THIC./MKJI IIPY HOP-
Mme 4,5-11,5; konuenTpanus CPD chIBOpOTKM KpOBU CHU3WMIACH 0 23 MI/JI IpU HOpMe 10 5, dhep-
putuHa — 710 515 Hr/mu ipy HopMe 14-152, aktuBHOCTD JIT — no 264 En/n npu Hopme 91-295);
Ha 5-e CyTKM jiedyeHus JOCTUTHYThI KpuTepun HeaKTuBHOM ctaguu B OC.

— | JIVHAMMKA Y PE3Y/IBTATBI ITOCTIEAYIOIIETO HABIIOTEHV

MaspurKy yoanoch CHU3UTH O3, MOMTHOCTBI0 OTMEHUTb BHYTPUBEHHbIE [TTIOKOKOPTUKOM-
bl ¥ M30eXaTh X [ePOPaIbHOro npruMeHeHns. Tepanust KaHaknHymMabom u LInA npomomkena.
[Tpu Busntax vepes 3, 6 1 9 Mecs1eB COCTOsIHME pebEHKA OCTaBaIOCh CTAOUIBHBIM, 000CTPEHNMIT
cIOVA u BT®C He HabmIORaI0CH, MTIBYMK PETY/IAPHO IOMy4aa kKaHakuHyMmao u LcA (puc. 4).
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ITPOT'HO3

B HacTOAmMIT MOMEHT JIe4eHVe MOHOK/IOHA/IbHBI-
mu antutenamn K MJI-1 asnserca opHot n3 addek-
TUBHBIX TepalleBTUYECKUX ONIUI /I IalJeHTOB
C IOHOUIECKMM apPTPUTOM C CUCTEMHBIM Ha4ya/loM,
OCTTO)XHEHHBIM BTOPWYHBIM TreMO(aroluTapHbIM
cuHppoMoM. JledeHne, Kak IPaBuIo, [IUTEIbHOE, TAK
KaK HeIpepbIBHAs Tepalus II03BOJISIET IPeROTBpa-
TUTb Pa3BUTIE 0OOCTPEHNsI OCHOBHOTO 3a00/IeBaHMA.
YdauTbiBask MOOKXUTENbHBI 9D (EKT OT MPOBOAUMOI
Tepanyy KaHaKMHYMaOoM y TaIiieHTa, IIPOTHO3 SIBJIA-
eTcsi O/MaronpuATHBIM, OJHAKO CYIIECTBYIOT PUCKU
Pa3BUTUA BTOPUYHOI HeaPPEKTUBHOCTY VI/WIM Helle-
PEHOCHMOCTM BBIOPAHHOTO JIEKAPCTBEHHOTO IIpera-
paTa, 4TO MOXeT MOTpeOOBaTh KOPPEKIUN Tepamnnu
VI TIepeK/IIoYeH)sI Ha JAPYToil JIeKapCTBEHHBbI IIpera-
par. ITanmenraM, OMyYaOUVIM KOMIUIEKCHYIO MMY-
HOCYIIPECCUBHYIO TEpaINio, CIeAyeT CTPOro cobio-
[aTb IepedyeHb 00C/IeoBaHNiT, KOTOpbIe IIPOBOIATCS
C Lebl0 KOHTPOJIS 9 PeKTUBHOCTY 1 6€30IacHOCTI
TepaInni, 4YTO MO3BOIUT CBOEBPEMEHHO BBIABUTD IIEpP-
Bble TIPU3HAKM Hed(P(PEKTMBHOCTM VI/WIN HelepeHo-
CUMOCTH JIEKapCTBEHHOTO IIperapara.

Puc. 4. O6wmn Bua naumneHTa Ha hoHe
Tepanun KaHaKMHYMaboM.

OBCYXAEHUE

Bropuunslit TOC sBnsiercss GopMoii «IIUTOKMHOBOTO IITOPMa», KOTOPBI OCTOXXHSET Teve-
Hue cfOVIA. I1o JaHHBIM pa3HbBIX aBTOPOB, 4acTtoTa pa3puTuA B PC y maunentos ¢ clOVIA cocras-
nser ot 10 mo 25% [4, 15].

Bropuunsiit '®C xapakTepusyeTcss MHOrOOOpPa3HBIMM KIVMHWYECKUMY IIPOSIBICHUMI,
TaKMMM KaK JIMXOPAJKa, ChbIllb, IOpakeHNe TOYeK, NETKIX, LeHTPaIbHOI HEPBHOI CUCTEMBI, cep-
IeIHO-COCYAMCTON cucTeMsl [15-17].

YBenuueHne KOHIEHTPAluy UTOKMHOB B KPOBYU U I'MIEPAKTUBALVIA MaKpO(}aros MpUBOAAT
K pas/INyYHBIM J1a00paTOpHBIM IposiBlieHnAM BI[OC — nuToneHuy pasHON CTeleHM BBIPaKEH-
HOCTM BIUIOTH IO aIIa3UM 'eMOII0933; IIOBBILICHNIO KOHLIeHTpauuyu GpeppuTuHa, TPUITALEPUOB,
aktuBHOCTM JIJIT' ¥ me4€HOYHBIX TpaHCAMMHA3, 3 TAKXKe MOBBIIIEHNIO KOHIIEHTPAL[UU IIPOKa/lb-
IIUTOHNHA B CBIBOPOTKE KpOBM Ipy OTCyTcTBUM MHpekiuy [18]. PepputuH ABIACTCA OFHUM
13 OCHOBHBIX MapkepoB pa3Butusa B ®C y manuenTos ¢ clOMA [19].

[unepunToKMHEMMA, KOTOpasA ABNAETCA CHEACTBMEM aKTMBALMM MEXaHU3MOB BPOXXIEHHO-
ro U NproOPeTEHHOr0 MMMYHUTETA, UTPAeT BeAYIIYI0 PO/Ib B Pa3BUTUU TMIIEPBOCHIAINTEIbHON
peaxkuun y nanuenTos ¢ clOVIA. Ilpn pasputun BI'®@C nponcxoquT Jucperynanyusa CMHTe3a Ipo-
BOCIIA/INTENbHBIX, MIMMYHOPETYIATOPHBIX, IPOTUBOBOCIIAINTENbHBIX IIUTOKMHOB ¥ XEMOKNHOB
(Wi-1, Wi-2, ni-e6, Wi-7, Wi-8, MiI-9, Mi-10, Wi-12, MI-17, NJI-18), TpaHyIOLUTAPHOTO
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konoHnectumympyomero ¢akropa (I-KC®), rpanynonurapHo-MakpodarajabHOrO KOJIOHUe-
crumynupytomero ¢akropa (IM-KC®), ®HO-a, IPH-y-uagyunpyemoro 6enka 10, VIOH-a
u VIOH-P, a Taxoke Mmapkepos Bocnanenus (CPb, deppurun) [12].

MJI-1 — opwH M3 LEHTPAIbHBIX IPOBOCIANIUTETbHBIX LMTOKNHOB, TMIIEPIPOAYKINA
KoToporo «3amyckaer» [®C [20]. Vimetorca gBe popmbr umroknHa — VJI-la n VIJI-1P [21].
Hommunpylomert ¢opmoir y demoseka spndercss VJI-1P. Bbuonormyeckme csoiictBa JMJI-1a
u VJI-1B cxopusl [21]. VIJI-1 perynupyeT BOCIannUTeNbHbIE M UMMYHHBIE IPOLIECCHI, CTUMY/IN-
pyet npomudepanuio T- u B-mumponnTos, cuHTe3 APYIUX LHUTOKMHOB, CUHTE3 TelaTOLUTAMU
0e/1KOB OCTpOIi (a3bl; ABIAETCA MOLIHBIM IMPOT€HOM, BBI3bIBAas Pa3BUTIE TUIIEPBOCIATNTENb-
Hout peakuyy npu BI'®C [21]. C runepnpopyxkumeit VJI-1B cBA3bIBaIOT pa3BUTUE LUTOIEHUM,
Koaryjnonaruu (TpoMOOLUTONEeHNs, TMIOPUOPUHOTeHeMNsA, INOBBbILIeHNe ypoBHA D-pgumepa
KpoBu), renaruta (nosbimenye aktuBHocTy JIAT, ACT, AJIT cbIBOpOTKM KpOBM), aKTUBAIUU
MaKpo(}aroB/renaTonuToB (3Ha4MTeIbHOE IIOBBIIIEHVe KOHIIEHTPaLuu GeppUTIHA CHBIBOPOTKM
kposnu) [20]. YuutsiBas, yro VJI-1p urpaeT ogHy 13 LieHTpanbHbIX poneit B passutuu ['OC, npu-
MeHeHue UHrn6uTopos VJI-1 Mo>KeT OBITH IIepPCIeKTUBHON TepaleBTUYeCKOI ONIVe I j1ede-
HUA 9TOTO (aTaIbHOTO OCTIOXKHEHNS.

L.A. Monteagudo u coaBT. [22] IpoBefieHO OTHOMOMEHTHOE JccefoBanme 3Pp¢PeKTUBHO-
CTU NPUMEHEHNA MOHOK/IOHAJbHBIX aHTUTeN K penentopy VJI-1RA aHakuMHpBI BHYTPUBEHHO
y nanueHToB ¢ [OC (n=5). BceM manueHTaM NpoBOAWIACH IYIbC-T€PANN METU/IIPETHU30/I0-
HOM, Ha3HayaJICA UUK/IOCIHOPUH C NOC/IeAYIOUUM BBe[leHMeM aHaKMHPbl BHYTPMBEHHO B BBICO-
Kux mo3ax — 400 mr (0,25 mr/kr B 9ac) (n=1), 2400 mr (1,5-2 Mr/kr B yac) (n=3) u 1200 mr (n=1).
B pesynbrare y 4 u3 5 nanmeHToB Obl1a gocTurayra nonHas pemuccus BIOC. [Tocne gocTmke-
HYA peMuccuu 1 manyeHTy Oblla IPOO/DKEHA Tepalusa aHaKMHPOI B CTAHAAPTHOI 103€ 2 MI/KT
eXeIHEeBHO, 11 3 IaIeHTa ObUIM IepeK/TIoueHbl Ha Tepaliio MOHOK/IOHATbHBIMM aHTHUTEe/IaMMI
K MJI-1P xaHakmHYMaboM.

Heo6xogumo otMeTnth, uTo BIOC MoxeT pasBurbcs Ha Qone nedenns [VIBII (Tonummmusy-
Mab, KaHaKMHYMa0, aHaKMHPa), HO MOXKeT OBITh KyMPOBAH U X IPYMEHEHIEM, YTO JOKa3bIBAET
IIpefICTaB/IeHHbIl HaMM KIIVHWYIeCKU caydarn [23].

Kynunposanue snusopa BI'®C He sABnAeTCA TapaHTHell OTCYTCTBUA €T0 peluABa/penuin-
BOB B Oy/ylljeM, KOTOpbIe YacTO He 3aBUCAT OT IPOBOJVIMOIL Tepalmy U CTafiuy 3a00eBaHUs —
pemuccun/o6octpenns [24]. Puck passutus penyupusa BI'OC noce ero KynupoBaHus, 00 AaH-
HBIM MVPOBOIT TUTEPaTyphl, KpailHe BBICOK [24].

Crout TakXe OTMETUTD, YTO, HECMOTPSl Ha BHEJPEHME B KIMHNYECKYI0 IPAKTUKY K/IACCU-
(bUKALMOHHBIX KPUTEPMEB «CHHAPOMA aKTUBAIMM Makpodaros» y manyeHTos ¢ clOVA, BT®C
He BCeT/ja yaéTCA AMarHoCTNPOBATh Ha paHHMX CTafuAX [25].

VccnenoBaHys 1O ONpeeIeHNI0 PAaHHUX KIMHUYECKNX U TabOpaTOPHBIX MapKepoB pa3BU-
TiA B[O C aKTUBHO NPOBOAATCSA Pa3HBIMU ABTOPAMM B CBA3M C TPYJHOCTAMMU PaHHEN AMarHOCTH-
KV 3TOTO TSDKETIOTO OC/IOXKHEHVISI PeBMAaTUYeCKIX 60/e3Heil, 0COOEHHO Y MAIIeHTOB, OMTyYaloLyX
I'VIBII, y xotopeix BI'®C nporekaeT ¢ HeApKO BBIPA)KEHHBIMM KIMHUYECKON KapTUHO U U3Me-
HeHVSIMM JTabOpaTOPHBIX ITOKasareseit [26, 27], 4TO JeMOHCTPUPYETCs B IPECTaBIeHHOM HaMM
KIVMHIYECKOM CITyYae.

B nccneposanum X.P. Yang u coaBt. [27] aHanmu3upoBanuch AaHHble 182 B3pOC/IBIX Malu-
eHTOB ¢ 6onmesHbio Crwuta, n3 KoTtopbix y 11 6pu1 guarnoctuposan B[®C. PaHHMMM KIMHU-
YeCKMMM MapKepaMu ero pasBUTHA ABJIUINCH CIUICHOMETANINA M IepUKApANT, 1aboparop-
HBIMM — TunepGeppUTHHEMNS C IOBBILIIEHVEM CbIBOPOTOYHOI KOHI[eHTpaumm ¢eppuTuHa
>2000 Hr/MmI.
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ITo maHHBIM MHOTOLIEHTPOBOTO MCCIIeNoBaH s, poBenéHHoro B Vtamuu P. Ruscitti n coasr. [20]
METOJIOM PErpecCHOHHOTrO aHammsa y 17 B3pOC/IBIX MAIeHTOB ¢ 6omesHbio CTWia, paHHU-
MU KIMHUYEeCKUMM Mapkepamy 6bumn muMdamenomnatns u 6omb B xusore (p=0,014 u p=0,022
COOTBETCTBEHHO).

B nporuoctiyeckoit Mozieny, pa3paboTaHHOI 10 UTOTaM MCC/IeNOBAHNSA, IPOBEAEHHOTO B PEB-
MatosorndeckoM orgenenu OI'AY «HMIL] spoposbs pereit» Munsapasa Poccun, 13 Bcex KINHU-
YeCKVX IPOSB/IeHNII IPEAUKTUBHYIO PO/Ib PAaHHETO KIMHIYECKOro MapKepa passutusa BI'®C y mereit
¢ cfOVIA c¢ BpIcokoIT focToBepHOCTBIO (p=0,018) urpaet Tonpko nmuMdaneHonarus [28].

Y. Ke u coaBrt. [29] mpoBoamm uccnefnoBaHme, B KOTOpoe BKIIOYIIN 61 B3pOCIOro MaljyeH-
ta (Meguana Bo3pacra 32,5 roga) ¢ BI'®C, passuBmmumcs Ha GpoHe peBMaTHUECKNX 3a00/IeBaHMIT
(6omesnp Crmma B3pOC/IBIX, CUCTeMHAasi KpacHas BOMTYAaHKA, NePMAaTOMMO3NT, HemuddepeHu-
poBaHHOe 3a00JIeBaHMe COEUHNUTEIbHOI TKAHU, CUCTEMHBIl CKJIEpO3, PeBMAaTOMIHBIN apTpPUT).
CMepTHOCTD Cpefiy MALMeHTOB C Pa3/IMYHbIMY peBMaTndeckumu 6onesHsimMu u BIOC B aHanmsu-
pyeMmoii koropre coctaBunaa 22,5%. OcHoBHbIMU TpefukTOpamu pa3putusa BI'OC B aTom uccne-
moBaHWUM OBUTM TIOBBILIIEHNE KOHIIEHTPALY GeppUTHHA B CBIBOPOTKe KpoBy >6000 HI/M/I 1 TIpK-
3HaKM reModaroyuTo3a B KOCTHOM MO3Te, a He3aBUCHMBIMI IIPeJUKTOpaMy HeOIaronpusTHOro
JICXOJla — CHIDKeHMe 4ucia TpoM6onnToB <100 ThiCc./MK/I B KPOBM U NOBBIIIIEHVE KOHIIEHTPAINn
¢dbeppuTrHa B cBIBOpOTKe KpoBU >6000 HI/MII.

Timepdeppurnnemysa >2000 Hr/mn 1 6000 Hr/MT ¥ reMOdaroTo3 B KOCTHOM MO3Te, KOTO-
poie pacuennparorca rpynnamu Y. Ke u X.P. Yang xak paHHue IpOrHoCTUYeCKe MapKephbl pasBi-
st BI'®C, ¢ Hamtelt TOYKM 3peHus, B OOJIbIIIeN CTENIeHN SBJIAIOTCSA MapKepaMH y>Ke aKTYBHO pas-
BuBawuerocss BI'PC, a He ero paHHel CTaguu, YTO [JOKa3bIBaeT IPOJEMOHCTPUPOBAHHbBIN HaMI
KIMHIYecKuit cinydaii. [IpornocTuyeckas Mofienb, IOCTPOEHHAs B HalleM MCC/IeOBAHNM, U BBIAB-
JIeHHBIe Ha e€ OCHOBe MapKepbl (/MMdaneHOmaTys, TEHACHIVS K CHVDKEHUIO aOCOIIOTHOTO YNCTa
PUTPOLUTOB ¥ TPOMOOIIUTOB KPOBY, NOBbINIeHNe akTUBHOCTY JI[II' 1 CHMD KeHMe KOHIIeHTpaLuu
XJI0pa B CBIBOPOTKE KPOBM) B OOJIbIIIEN CTEeNIeH) OTPaXKaloT paHHIoW0 cTajuio BIDC 1 MoryT ObITh
MICTIONIb30BaHbI [y1s1 iuarHocTuky BI'OC emé 0 mosiBIeHNs KIacCU4ecKUX KIMHNYeCKUX 1 1abo-
PaTOPHBIX NPOABIEHNIT y nanueHToB ¢ cIOMA.

3AKJTIOUEHUE

[IpencraB/eHHBI KIMHUYECKMIT Cay4ait feMoHcTpupyet passutue BIOC y «6nonormyeckn
He HaVBHOTO» ITAl[VIeHTa, HeJOCTATOYHBIN 3¢ (eKT CXeMBbl JTeYeHNs, BKITIOYAIONIYI0 BHYTPVBEH-
Hble TMIoKOoKopTuKouabl, LIcA u BBUI, HeoO6Xx0aMMOCTb IpUMeHEeHMsI IPOTHOCTUYECKOI MOfienn
C UCIIO/Ib30BaHMeM paHHUX MapKepoB BI'DC (cCHIDKeHMe 4Mcia SpUTPOLUTOB KPOBY <4,34 MITH/MKIL,
q1c/1a TPOMOOIMTOB B KpOBMU <208 ThIC./MKJI, KOHIJeHTpauuu X10puios <101,9 MMO/IBb//T 1 IOBBI-
meHue aktuBHocTu JIJT B chiBopoTke KpoBu >412 En/m), a taxke addekTnBHOCTD U 6e3omac-
HOCTb NIPYMEHEHNsI MOHOK/IOHa/IbHBIX aHTuTen K VJI-1PB mns nevenns sl OC.
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KOMOPBEUAHOE TEYEHUE ABYX PEOKUX
3ABOJIEBAHUW — BPOXXAEHHOIO
BYNJIE3HOIO 3NMNWAEPMOJIN3A

N 303UHODUIIBHOTO...

KOMOPBUAHOE TEYEHUE AABYX PEOKUX
3ABOJIEBAHUA — BPOXXAEHHOIO BYJINE3HOI0
3MUAEPMOJIU3A U 303MHODUIIBHOIO
330DATUTA: CNOXXHOCTU BEAEHUSA NALIMEHTA

C.I. Makaposga, A.A. TamumoBa, C.C. Bazankusna, O.A. Epemiko, H.H. Mypamkus,
P.B. Emmmes, T.H. bygkuna, M.M. Jloxmaros, K.A. Kynukos

OBOCHOBAHME

Bpoxpénnblit Oymiésnpnit snmpepmonns (Bb9) — rpymnma Tsax€nbIx oppaHHBIX HAC/IeCT-
BEHHBIX 3a00/IeBaHNIT, 0OYC/IOBJIEHHBIX BapualysM/ B IeHaX, KOAUPYIOIMX O€IKM IepMOSIIN-
IepManbHOrO coenuHenusA. BBO xapakrepusyeTcs 4pe3MepHOIl XPYIKOCTbIO KOXKI U CIM3UCTBIX
0007104€eK, YTO IPUBOANUT K 00pa3oBaHMIO ITy3bIpeil ¥ 9PO3NUIl JaKe IPU MMHUMAIbHOM MeXa-
HI4eckoM BosferictBun [1]. OmHa U3 CIOXXHBIX AVAarHOCTUYECKVX 3ajjad NPy BeIEeHUN JaHHbBIX
IalVleHTOB — BBIABJIEHNe KOMOPOUIHBIX IIATOMIOT I, TOCKOIbKY K/IMHIYECKas KapTuHa 3aboe-
BaHIA Bapyabe/bHa 1 BK/IIOYAeT He TOIbKO KOXKHbIE IPOSABJIEHNS, HO I MHOXXeCTBEHHBIE CUCTEM-
Hble OCJIOKHEHM s, B YaCTHOCTY TIOpaKeHMe KeTyLOYHO-KUIIeYHOro TpakTa [2]. OgHuM u3 Hau-
6o0Jee 4acTBIX raCTPOMHTECTUHANIBHBIX OC/IOKHeHMiT BBO sBnsgeTcsa ¢popmupoBaHue CTPUKTYp
NUIIEBOJA, YTO OOYCIOB/ICHO XPOHMYECKUM BOCHa/IeHueM 1 GubOpo3oM CIM3NUCTON 000T0UKM
U COIPOBOXZAAETCs Iporpeccupyromieit aucdarueir, 601eBbIM CUHAPOMOM U HapylIeHUeM
nutanua [3]. OgHako, HECMOTPA Ha IPeJCcKa3yeMOCTb STUX OCIOXKHEHNI, ¥ JaHHO KaTeropum
IALMIeHTOB MOTYT (pOPMUPOBATbCA M [pyriie MATOJOTMYecKyie COCTOsHNA, Tpebytomue audde-
PEeHLMATIBHOTO MarHo3a. B acTHOCTY, 903MHODWIBHBIN 930aruT, KOTOPLI XapaKTepu3yeTcs
XPOHUYECKNM BOCIAJIEHNEM C/IM3UCTON 00OOYKM NMNIIEeBOJAA, BeAYIINMIU KIMHIYECKUMY IPO-
ABJICHUAMY KOTOPOTO ABJIAIOTCA Aucdarus, snm3o/sl BKIVHEHV NI, 60/Ib B 00/1aCTH TPYAHOI!
KJIETKV ¥ peQIIIOKCIIOf00HbIe CUMITOMBI, MO>KET MacK/POBAThCS BHEKOXKHBIMI OC/IO>KHEHVAMUI
OCHOBHOrO 3a6oeBanns [4].

IIpencraBneHHbI KIVMHUYECKNIA CIy4dail JEMOHCTPUPYET CIOKHOCTU IAVATHOCTUKMU U Befie-
Hus manyenTky ¢ BBD u komop6uaHoit T2-accounnpoBaHHOIT TATOMOTEN, 8 TAK)Ke 0O0CHOBBIBA-
eT HeoOXOMMOCTDb MY/TbTUAVCIMIUIVHAPHOTO OAXO/a U IIePCOHAM3NPOBAHHON TepaINi.

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

JleBouka A. ¢ 9 MecsleB )KM3HU HAOMIONAETCA B OT/IENIEHUM JIePMATOIOTUM 1 7I/IepTOIOT U
OI'AY «<HMMUL 3noposbsa feteit» Munsgpasa Poccun.

Anamnes 6onesnu. JlymarHo3 BBD Obl1 ycTaHOBJIEH B IepBble THU >KM3HU HAa OCHOBaHMMU
XapaKTePHbIX OPa>KeHMIT KOXKY B BIJI€ MHOXKECTBEHHBIX ITy3bIpeil ¥ 3pO3i, 10 TOBOJly KOTOPBIX
pe6EHOK MOTyJa CTAaHAPTHYIO0 HAPY>KHYIO TePAIINIO.
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Ha rpynHOM BCcKapMIMBaHMM HaXO[M/IACh O 2 Hefle/lb, 3aTeM IepeBefieHa Ha MCKYCCTBEHHOE
BBUJY OCOOEHHOCTell OCHOBHOTO 3aboneBaHyA. Bckope mocre mepeBofja Ha afalTUPOBAHHYIO
MOJIOYHYI0 CMeCh HOABIINCH OOM/IbHBIE CPBITMBAHNA, Jajiee aHA/IOTMYHbIEe CUMIITOMBI Ha0TIof1a-
TMCh IIPY MIEPeBOJie Ha TUIIOAJITIEPTEHHYIO CMECh.

K TpéM MecAmaM >KM3HM KOXKHBIN IIPOLECC IIPOTPECCUPOBaI, KOXKHBIE 3/IEMEHTBI OTINYa/INCh
OT TIepBOHAYA/IbHBIX 11 ObUIM HETUIINYHBI /I OCHOBHOTO 3a00/IeBaHNA; MOABWINCH SPUTEMATO3HO-
CKBaMO3HbI€ BBICHIIIAHNA U BBIPAKEHHDIN KOXKHBIN 3y1I, KOTOPBIil YCU/IMBAICA IPU U3MEHEHUM IIUTa-
HIA, OHAKO YXY/IIIEH)e COCTOSHNUA KOKY CBA3BIBAIIN UCK/TIOUNTENBHO C OCHOBHBIM 3a00/IeBaHIEM.

B 9 mecanes pe6énok Brepsble rocrmramusuposadn B OIAY «HMUII sgopoBba mereit»
Munsapaba Poccun B TAKEIOM COCTOSAHMM C MPU3HAKaMM YMEPEHHON HeJOCTaTOYHOCTM INNTA-
HIA: CTAaHJAPTU3MPOBaHHAsA OlleHKa (Z-score) cooTHOIeHusA Beca 1 Bospacta (WAZ) -2,05, pocTa
u Bo3pacra (HAZ) -0,51, mHpiekca Macchl Tena 1 Bo3pacTa (BAZ) -2,52. GeHoTunmyeckas KapTu-
Ha 3a00/IeBaHMA Ha MOMEHT TOCIIMTAIN3AlMM COOTBETCTBOBAIA AMUCTpodudeckoi ¢popme BHI
(puc. 1). Ha ocHOBaHMY KIMHMYECKOTO 00C/Ie0OBaHNUSA Y TaOOPaTOPHO AMATHOCTUKY Y I€BOYKI
ObITa 3amofo3peHa u nofgTBepKieHa IgE-onocpenoBannas nuieBas anneprus, BbIABICHA CEHCH-
Omnm3sanus K 6e1KkaM KOpOBbeTro MOJIOKA, KYPUHOTO fAillja 1 IMoTeHy. Pe68HKy HasHaueHa yede6-
Has SMMMMHALMOHHAA JIMeTa C MCK/IIOYEeHNEM NIPUYMHHO-3HAYMMBIX IIPOJYKTOB, PEKOMEH/IOBaH
Hepexofi Ha aMMHOKUCTIOTHYI0 cMech. Ha (oHe yedeHnsa oTMedanach MOMOKUTENIbHAA JUHAMMKA
KaK CO CTOPOHBI KOXXHOTO IIPOLecca, TaK ¥ HyTPUTUBHOTO CTaTyca: MpubaBKa B Bece COCTaBIIA
380 1, wm 1o 8 T/KT B cyTKM 3a 7 fHeit (puc. 2).

Bp110 poBeieHo reHeTIecKoe 00CIejoBaHIe, 0 Pe3y/IbTaTaM KOTOPOTO BbIABIEHA Bapua-
1y B reHe KRT14, KOTOpas COOTBETCTBYET IPOCTON popMe 3a00/IeBaHNsA, B CBA3M C YeM OCHOB-
HOJT IIarHO3 OB/ IIepeCMOTPEH.

B Bo3spacte Tpéx mer (pmc. 3) meBOUYKe IpOBefeHA MuIleBas IPOBOKAI[MOHHAsA Ipoba
C YaCTUYHO T'MAPOIN30BAHHON CMEChbI0, I Ha OCHOBAHUMU OTPUIATEIbHOTO pe3ynbTara pe6é-
HOK OBI/I IIOJIHOCTBIO IlepeBel€H Ha I'MIIOAJIepreHHy cMech. Co BpeMeHeM palyioH pe6EéHKa

Puc. 1. CocTosiHME KOXXHOro npouecca Puc. 2. CocTosiHME KOXXHOIro npoLecca
npu rocnutTanuMsaumnmn B Bospacte 9 MecsaueB. Ha ¢oHe neyebHON 3IMMUHALMOHHON AUETDI.

189

GOMULAY "Y°Y ‘GOLRWXOLS "W’ W ‘BHMITAG "H’L ‘@amuu3 "g'd ‘HuimedAW "H'H

‘oMmads "y'O ‘BHUMHREBY ') ‘edowmnLe] 'y'y ‘eaodexep *1'd



Puc. 3. CocTosiHME KOXXHOro npouecca Puc. 4. CocTosiHMe KOXXHOro npotecca
B BO3pacTe TpEéx ner. npuv noctyniaeHunun B LleHTp B Bo3pacTe 8 ner.

OBbI/I pacuIMpeH: BBefleHbI KMCTOMOIOYHbIE IIPOAYKTHI, O€3I/II0TEHOBbIE Kallly, MsCHBIe O/Iofja.
K 5 rogam cocTosiHMe cTabuIM3MpoOBanIOCh: KOXHBIN IIPOLIECC PerpeccupoBal, HYTPUTUBHBII
cTaryc Hopmanusosancsa (WAZ 0,36; HAZ 0,88; BAZ -0,26), ogHaKo, HeCMOTPs Ha 9/MMMUHAIN-
OHHYIO JMeTY, COXPaHSA/ICA BBICOKMII YPOBEHb CEHCHOMIN3AUN K NUIeBbIM OenkaM. Popurenn
TaK)Ke CTa/ly OTMeYaTh IOABJIeH)e KPYIIOTOAVYHBIX peCIMPaTOPHBIX CUMIITOMOB B BIJi€ BbIpa-
JKEHHOJ 3aJI0)KEHHOCTM HOCQ, YMXAHUA VM PUHOPEV, KOTOpPble YCVIMBAMUCh IIPU HAXOXIEHUU
B IIBIIbHBIX ITOMEIIEeHNAX.

B 7 net nocne nepenecéunoit B nérkoit popme nupexumn COVID-19 y neBoukn Bo306HO-
BIINCDH peaKL[uyl B BUJie KOKHBIX BBICBIIIAHMII HA paHee VICKITIOUEHHBIE IPOMYKThI, KOTOPbIE yXKe
OBbI/IV BBeIeHBI B PALIMOH B CBsI3U ¢ pOPMUPOBAHMEM TOJIEPAHTHOCTH, TAKXKe IOSBIUINCD SKAT00bI
Ha 6011 B )KMBOTe, IEPUOANYECKYIO PBOTY, HONEPXMBaHIE, 3aTPYAHEHNE IIPOXOXK/IeHNUA MTUILEBOTO
KOMKa BO BpeMs IJIOTaHMs U OOMIbHOE CIIM3MCTOE OTHE/sIeMOoe U3 TIo/IoCcTH pra. Pogurenn camo-
CTOATE/IPHO OTPAHMYM/IN PAlMOH peG€HKa 1o 4 MpofAyKToB (KapTodesb, 6e3rMoTeHoBas JIalIIa,
CBMHJIHA, TPYIIA) C IIOJIOXKUTEIbHON JUHAMUKON CO CTOPOHBI KOXKHBIX U TaCTPOMHTECTYHAIbHBIX
CUMIITOMOB, HO OTMEYa/I0Ch CHYDKEHMEe MacChl Tera.

B 8 ner mpm odepeHOI TOCHMUTAIM3ALMM HAa OCHOBAHUM BBIPAKEHHBIX KIMHUYECKNX
IpPOABJICHNIT ¥ OTATOIIEHHOTO a/UIeproaHaMHe3a 3allofo3peH 303MHOPWMIbHBIN 330(]arurt.
[IpuHATO pelleHNe O NPOBEAEHUU IHAOCKOINMYECKOTO MCCIESOBAHUA CO B3ATUEM OMOICKUM
(KonmM4ecTBO OMONTATOB CIM3UCTON OOONTOYKM MUIEBOAA OBIIO OrpaHNYeHO BBUAY OCOOEH-
HOCTEN OCHOBHOTO 3a60/IeBaHMA).

IIpu nocmynnenuu B Bodpacte 8 et (puc. 4) obiiee COCTOsIHME CpefHEll CTEIIeHN TsXKECTI.
AHTpOIOMeTpUYecKe IO0Ka3aTea COOTBETCTBOBAINM PUCKY Pa3BUTHUA HEJLOCTATOYHOCTY IINMTA-
Hus (Z-score: WAZ -1,9; HAZ -0,7; BAZ -1,8). KoxXHbIiT TaTONMOTMYeCKMil MIPOLIeCC HOCUIT pac-
IPOCTPAaHEHHBIIT XapaKTep, ObII IpeiCTaBIeH MHOXKeCTBEHHBIMY 9PO3VSIMM, YIACTKaMU JIMXEHMU-
¢duKanmit, BbIpa)keHHbIM 3yI0M. E>kefHEBHO 6€CIIOKOM/IV CUMIITOMBI Aycdarum, nepuopmndeckas
pBOTa, 60JIb 32 TPYAMHOIL BO BpeMs NpMEMa INIIN.




PE3YJIBTATbI TABOPATOPHOI' O
N VMMTHCTPYMEHTAJIBHOTO NMCCITEJOBAHMA

ITo pesynbTaTaM HOBTOPHOTO aJIEPTOJIOTMYECKOr0 00C/IeOBaHNA OTMEeYaIoCh pacIIupeHIe
CIIEKTpa CeHCMOVIN3AINY 33 CYET TPYIII IMNIIEBBIX, OBITOBBIX ¥ IBUIBIIEBBIX a//IEPTeHOB.

ITo pesynmpratam 33odaroractpopyonenockorvy (SIJ]C) BBIABIEHBI CIeyloOLIe MpY3HA-
KI 903VTHOQWIBHOTO 330(haruTa: SKCCYAaTUBHBI HATET 6€I0ro 1BeTa Ha CM3MCTON MUIEeBOAA
B HIDKHEN TpeT! MUIeBOMA; C/abblil OTEK M OTCYTCTBUE COCYAMCTOIO PUCYHKA CIIM3UCTOI 060-
JIOYKM Ha BCEM TPOTHKEHNN MNIIEBO/A; HEITyOOKast IPOLO/IbHAS MCYePIEHHOCTD, YTO B COBOKYII-
HOCTH COOTBeTCTBOBasIO 4 6a/rmam o mkane EREFS (puc. 5, A, B). B poToduxcaunn rucronornde-
CKOTO TIpernapara 0OHapy>KeHbl MEeKSINTeTNaIbHble CKOI/IEHVS 903MHO(IbHBIX I'PaHY/IONTOB
B KonmmduecTBe 15-17 B mone 3peHusas Mukpockoma mpu 400-kparHoMm yBenmdenun (puc. 5, B),
YTO HOATBEPAVIO JUATHO3.

\i_

BpoxxpiéHHbI Oy/1I€3HbIl snupepMonus, mpocras ¢GopMma, TKENoe TedeHue (MyTalys
KRT14). MHoxecTBeHHasa mnuiesas amieprus, IgE-omocpemoBaHHas, KOXXKHO-TaCTPOMHTECTH-
HajbHasA popma (MOJIOKO, AN, TIIOTeH). DO3MHOPWUIbHBIA 330(parut. AIeprudecKuil puHuT
KPYIJTIOTOAMNYHBIN, CPeiHell CTeleHN TsKecTy, pemuccusa. CeHCMOMIM3anusa K MUIIeBbIM, ObITO-
BbIM, 3MMJEPMaIbHbIM, IIbIIbIIEBBIM J/I/IEPTEHAM.

[MTanneHTKe Ha3HaYeHa KOMITTIEKCHasI Tepanis [4]:

e VHAMBUAYaTbHAs 3MVMUHALMOHHAs [yeTa (Ha OCHOBE AMETBI C MCKIIOYEHVEM IIEeCTH
OCHOBHBIX ITpOAyKTOB — six-food elimination diet) ¢ Bk/IoueHNeM B paliOH aMIHOKYIC-
JIOTHOVI cMecH /151 0OecIieyeH s TOBBIIIEHHBIX HY TPUTUBHBIX IIOTPeOHOCTEN!, XapaKTep-
HBIX /IS TalueHToB ¢ BBI;

¢ MHTUOUTOP IPOTOHHOI IIOMIIBI (OMeIpason);

«  Bsaskumit 6ygeconup (oral viscous budesonide).

Puc. 5. Cnusucras 060n0uKa nuwLeBoaa ¢ NPosBeHUSAMU 303MHOGUIBHOIO 330haruTa: NPOaoAbLHas
ncyepyeHHocTb (C yrny6aeHusaMu cam3nucTon o60s104kn), 6esbiMM 06/1aKOBUAHBbIMU Hanétamu (A);
cnabbi OTEK U Herslybokas NpoaoJibHasg UCYEPUYEHHOCTb C/IN3UCTON 060104KK (B);

B — ructonornyeckui npenapart: nuwesop (6onee 15 303nHochunoB B none 3peHunsa npu x400).




KOMOPBEUAHOE TEYEHUE ABYX PEOKUX
3ABOJIEBAHUW — BPOXXAEHHOIO
BYNJIE3HOIO 3NMNWAEPMOJIN3A

N 303UHODUIIBHOTO...

— | IMHAMVKA U PE3Y/IETATBI IOC/IELYIOIETO HABTIOJEHIA

Ha ¢oHe cKOppeKTMPOBaHHON Tepammy CONYTCTBYOIMX T2-acconMMpOBaHHBIX 3aborte-
BaHWi1 (IMIeBas ajleprus, 903MHOPUIbHBIN 930(paruT) CUMITOMBI AUC(Arny KynupoBaich,
HOPMa/IM30BA/INCh TTOKa3aTeny HYyTPUTMBHOTO CTATyca, TAaKXKe YAAaA0Ch HOCTUYDb CTAOMIN3AIVN
OCHOBHOTO 3a007IeBaHNA.

[l OIleHKM pe3ynbTaToB Tepalyy 903MHOPUIbHOrO 330¢arnura yepes 3 MecsAla IOBTOPHO
nposesieHbl DIIC 1 6uoncusa: 3HTOCKONNYECKNX Y TUCTOTIOTMYEeCKIX MPU3HAKOB 303MHOPI/IbHO-
ro 930¢paruTa He BBIABJIEHO.

/&Y TIPOTHO3

[TanyeHTKa Hy>KIaeTCs B AMHAMM4eckoM HabmoneHun. IIpornos npu npocroit popme BB
B OOJIBIIMHCTBE C/Ty4aeB O/IarONpyATHBIN, OXHAKO Y JAHHOI MAIVIEHTKY OH 3aBVICUT OT KOHTPOJISA
T2-accounnpoBaHHOI BOCIAIUTENIbHON aKTUBHOCTY, (POPMMUPOBAHUS TONEPAHTHOCTY K IIMIIle-
BBIM aJUIepreHaM M Te4eHUs 303MHOPUIBHOTrO 330¢arnra.

OBCYXAEHUE

JlaHHBIN KIVHNYECKUI CIy4all JEMOHCTPUPYET CIOKHOCTb JVMATHOCTUKY U BeJeHIs KOMOP-
OMIHBIX COCTOSIHMII y mauueHToB ¢ BB3. BaxHOII 0COOEHHOCTBIO JAHHOTO IpMMepa SAB/IAETCA
coueTaHye ABYX PeJKUX MATONOTNIT — BPOXKAEHHOTO OY/IIE3HOTO SMNUIepMO/IN3a C pacpocTpa-
HEHHOCTBIO OKO/TO 3,77 Ha 1 myH HaceneHus Poccunm [5] n s03uHOGUMIBHOTO 330darura ¢ pac-
IPOCTPaHEHHOCTDIO 0KOJI0 400 crryyaeB Ha 1 MTH COOTBETCTBYIOIETO HAceleHNs [6], 4To paHee
He OINICAHO B JINTEpPAType.

Hecmorpss Ha Hammume TXKENIOrO BPOXKAEHHOrO 3abojeBaHMs, HEOOXOAVMO Y4YUTBHIBATH
BO3MOXHOCTb Pa3BUTHA COIYTCTBYIOIEN IATONOIMM, BK/IIOYass MMMYHOOIIOCPEIOBAaHHbIE BOC-
MAJINTE/IbHbIE COCTOSHMA, YTO NOGYEPKMBAET BAXHOCTh KOMIUIEKCHOTO IOAXOHAa K AMArHOCTHKE
U JIEYEHMIO TAKMX IMAlVIEHTOB. B MaHHOM c/lydae B IpyJHOM BO3pacTe B KIMHUYECKON KapTUHE
IIpeBAMPOBA/IN KOXKHBbIE IIPOSBCHUS Q/UIEPrUM Ha O€NKM KOPOBBETO MOJIOKA, YTO IIPYBETIO
K OLIMOOYHOI TOCTAaHOBKE IpeiBapUTEIbHOTO uarHosa — auctpoduyeckoit popme BBI.

VIHTepecHBIM aCIIEKTOM [AHHOTO Cllydas ABJIAETCA BEPOATHOE BIMAHNE IePEeHECEHHON
kopoHaBupycHoit uHpeknyy (COVID-19) Ha TeueHMe NMUIIEBOI aIePrUy — BO3BPAT KOXHBIX
¥ TaCTPOMHTECTVHAIBHBIX CMMIITOMOB, YTO IIOATBEP>K/aeT TUIIOTe3y O PO/IU BUPYCHBIX MHEKIINIT
B Pa3BUTHUM ¥ MaHU(eCTAV MMYHOBOCIIQJIUTE/IbHBIX 3a00/IeBaHMIL.

B panpHerieM pasBuTue 503MHOGMIBHOTO 930¢aruTa Ha pore BBD nemoncTpupyer passu-
THE «aTOMIYeCKOro Mapiua». PopmMupoBaHe 303MHOPUIBHOTO 330¢arnuTa B YCIOBYAX HaPYIIeH-
HOJI LIE/TIOCTHOCTY C/IM3VUCTBIX 000/1049eK IMIIEeBOJIA, BEPOATHO, 0OYCTIOB/IEHO COYETAHMEM CHIDKE-
HYS1 6apbepHbIX QYHKINIT onTeNst Ha poHe OCHOBHOI TeHeTNYeCKOl ITATO/IOTMY Y XPOHMYECKOIT
AQHTUT€HHOV CTUMYJIALIAY, CBSI3aHHOI C Opa>KeHJeM SINUTeNMNANTbHOTO Oapbepa.

BrisBnenne 203uHOGMIBHOTO 930¢aruTa y nauneHtos ¢ BB mpencrapser guarnoctuye-
CKYIO IIpo6/1eMy, TaK KaK CYMIITOMBI MOTYT MaCKMpPOBATbCs ITOJ, IIOPaYKeHM S CIM3NCTHIX 000/109€K,
a cama 110 cebe IITIC TpebyeT IpUMeHeHNsI CIIeIMaTbHBIX TEXHUK.

Emé opmH HeManmOBa)KHbBIN aCIEeKT JAaHHOTO KIMHUYECKOTrO IpuMepa — HOpMaau3anus
HYTPUTMBHOTO CTAaTyca Mal}eHTa, 9YTO caMo 110 cebe npu BemeHyy 60npHBIX BBO mpencrasiser
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HENpoCTYyIo 3a7aqy. VI3BecTHO, 4yTO ety ¢ BBD uMeroT nossllieHHbIE TOTPEOHOCTY B HYTPUEHTAX,
a HeJJOCTATOYHOCTb NUTAHV IIPY 9TOM 3a00/IeBaHUY MIMeeT MHOTO(AKTOPHBIN T'eHe3 I C TPYLOM
HOJAIAETCSA KOPPEKTUPOBKE.

MHOrOoKpaTHO YC/IOKHUIO 33/1a4y B JAHHOM KOHKPETHOM C/Iy4ae Hajudye MHOXKeCTBEHHOI
INIIEeBOII a/UIepruy y pe6EHKa Ha IepBOM TOAY JKM3HU, a B JAajIbHelIeM — Pa3BUTHeE € TsKE-
no1t popMbl — 903MHOPUIBHOTO 330¢aruTa. B TakoM cinydae obecriedeHne BceX HYTPUTUBHBIX
noTpebHOCTel pe6EHKA MOXKET OBITh OCYIECTB/ICHO TOJIBKO 33 CYET VICIO/Ib30BAHNA CIEIVIATN31-
POBaHHBIX IPOAYKTOB, B IAHHOM C/Ty4ae CMECH Ha OCHOBE aMMHOKVCIIOT.

3AKJTIOMEHUE

BriepBble ommucaHO coueTaHue IBYX PefKMX 3a00/IeBaHNIT — BPOXKAEHHOTO OY/I/IE3HOTO 3TIM-
IepMOV3a M 903MHOPUIBHOTO 330(aruTa, YTo paHee He OCBEIA/TIOCh B JIUTEPaType; MOKa3aHbl
CTIO)KHOCTH IMATHOCTYIKY B YC/IOBUSIX COYETAHVS KIMHMYECKIX IIPOSIBIEHNIT 060X 3a00/IeBaHmIt
U «II€PEKPBITUA» PANA CUMITOMOB. J[aHHBINA Coy4ail NOAYEPKMBAET BaXKHOCTb KOMIIZIEKCHOTO
00CefoBaHys U VHAVIBY/YATN3MPOBAHHOM TaKTVMKV BefleHMs MAIVIEHTOB C PeJKUMU IeHeTude-
CKMMU 3a00JIeBaHUAMM ¥ KOMOPOUHOI MMMYHOBOCIIA/IUTE/IbHOI aTonorueit. CBoeBpeMeHHas
IVIATHOCTMKA U [Ie€PCOHA/NN3MPOBAHHOE JIeueHle II03BO/IAI0T He TOJIbKO IIPeJOTBPATUTD TSKE/Ible
OCTIO)KHEHNsI, HO M YIY4IINTh HYTPUTUBHBIN CTATyC, KA4eCTBO )KM3HU U IIPOTHO3 MallYIeHTa.
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PEOKWUA CTYYAWN MbILLEYHOW
AOUCTPODUU — OUCTPOTJIMKAHOMATUN
C BPOXKOEHHbIMW MOPOKAMU
roOJIOBHOIO MO3TA

PEOKWUWU CZTYYAU MbILLEYHOU OAUCTPODUMN —
OUCTPOINTUKAHONATUU C BPOXKOEHHbBIMU
NMOPOKAMU FOJIOBHOIO MO3TA

O.b. Konpakosa, /I.M. KysenkoBa, H.B. Auppeenko, A.IL. I'ynkosa, C.B. [leMbsHOB,
I.C. Jembsanos, V1.C. JKanun, A.A. Ilymkos, K.B. CaBocTbAHOB

OBOCHOBAHME

JucTpornukaHonatum — KIMHUYECKM M TeHEeTUYeCKM TeTeporeHHas Tpylla Hapyle-
HUJI, KOTOpasi BbI3BaHA aHOMAaJbHBIM ITIMKO3WINPOBaHMEM a-gucTpornmkana [1, 2]. Ouctpo-
IIMKQHONATUY HAC/eAyITCA COIMIACHO ayTOCOMHO-PEIleCCMBHOMY TUIY Hac/IeflOBAHM
U XapaKTepU3YIOTCSA MBIIICYHON AUCTpOodUell, BPOKAEHHBIMM IIOPOKaMU TOJIOBHOTO MO3ra
U aHoOMamuAMY r1a3. KnnHudeckne mposiB/ieHNs: MOTYT IIMPOKO BapbupOBaTh — OT CHMHAPOMA
Yokepa-BapOypra, netanbHOI IeprHATaIbHON (HOPMBI BPOXKAEHHON MBIIIEYHOI AucTpodun,
1o 6osee IETKOIT MOSICHO-KOHEYHOCTHOI MBILIEYHON JUCTPOGUY C IPOSBICHUSIMY BO B3POCIOM
BO3pacre [3, 4]. IncTpornmKan COCTOUT U3 BYX CyObennHuI (a U ) U AB/IAETCS CYILIeCTBEHHBIM
KOMIIOHEHTOM AMCTPOVH-ITIMKOIIPOTETHOBOTO KOMIUIEKCA, OCYIIECTBIIAA CBA3b MEX/Y BHEKIIe-
TOYHBIM MaTPUKCOM ¥ MeMOPaHHBIM IIITOCKE/IETOM B MbIIIEYHBIX BOJIOKHAX. PaspyuieHue auc-
TPOQWH-ITIMKOIIPOTETHOBOT'O KOMIIIEKCA BC/IEICTBYIE QHOMAJINIL B CTPYKTYpe O€KOB MM Hapy-
IIEeHVS TIMKO3VIMPOBAHMS IPUBOIUT K PasBUTHUIO MbIIIEYHOI fucTpodun [5], B TO ke Bpems
Q-AVUCTPOITIKAH YYACTBYeT B MUTPAL[MV HEVPOHOB, ¥ €r0 HapyILIEHVs IPUBOAAT K aHOMAIUAM
B IIeHTPa/IbHOI HEPBHOII CUCTEMe.

Knnnandeckne npusHaKkyl JUCTPOIIMKAHOIIATM BKIIOYAIOT MBIIIEUHYIO TUIIOTOHNIO, HaYMHas
C paHHero MJIaJIeHYeCTBa, 3aePXKKy MOTOPHOTO PasBUTMN, BBIPAKEHHYI0 YMCTBEHHYIO OTCTa-
JIOCTB, CyIOPOTH, HapyLIeHNs 3peHnus (61130pyKOCTb, I/TayKOMa, KaTapaKkTa, aTpodus 3pUTe/IbHO-
rO HEPBA, JUCIIIA3MSI CETIATKU, MUKPOGTanbM). [Ipu AUCTpOrTMKaHONATUAX OMVICAHBI Pa3/TNIHbIE
aHOMaJ/IMY TOTOBHOTO MO3Ta: IaXUTUMPMWs, MOMMMUKPOTUPUS, MUCCIHLedanus, ruapouedanms,
BEHTPUKY/IOMeTaINs, areHe3ysi MO30/IVICTOTO TeJla, IMIIOIIA3NsA CTBO/IA TOJIOBHOTO MO3Ta, TUIIO-
I/1a3Vis1/ MUCIUIa3MA M KUCTBI MO3)KedKa [6, 7].

ONMUCAHUE KJIMHUYECKOI'O C/IYUAA
o O

HleBouka P. B BozpacTe 1 roga 6 MecAleB BIlepBble OblIa TOCINTAMTN3NPOBAHA B OT/eIEHIE
nicuxoHeBponoruu u Heiipopeabummraunu ®IAY «HMMUI] sgoposbs gereit» Munspgpasa Poccun
¢ >kajo6amu Ha 3afiep)KKy MOTOPHOTO U IICXOPEeYeBOTO Pa3BIUTHSA, MBIIICYHYIO TMIIOTOHNIO, HApy-
LIEHME 3PEHNA.

Anamne3 wusHu. JleBouka OT IepBOJi OepeMeHHOCTH; 10 HAaHHBIM YIbTPa3BYKOBOIO
ckpuHMHra Bo II TpuMecTpe BBIABIIEHA KMCTa TOJTOBHOIO MO3ra, B III TpuMecTpe — arenesus
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MpO3pavyHoll Ieperopofku. Ponbl mepsBble Ha 41-11 Hefene, CaMOCTOATEIbHbIE, C OFHOKpPAT-
HBIM OOBUTVEM ITYIIOBMHBI BOKPYT Lien maofa. Macca rena npu poxjernn 2900 1, AnnHa Tea
52 cM, olLleHKa Io mKane Amrap 5/6 6amnos. [Ipu poxxpeHnn cpasy He 3aKpudaia; OTMedanach
CYHIOIIHOCTb KOXKHBIX IIOKPOBOB. IlepeBesieHa B peaHMMallIOHHOE OT/le/IeHNE: B TIepBble CYTKU
HY>Ka/1ach B PeCIMpPaTOPHOIL IOAiep)KKe, HaXOAV/Iach Ha JoTanuyu KucroporoM. Habmonanacy
C TIepMHATaTbHBIM TUIIOKCUMYECKU-UIIEMUYECKMM IOpa)KeHNEM IIeHTPa/JbHOM HEPBHOI CHCTe-
MBI, lepebpanbHoi nimemueit [-11 crereHn, Bpo>kI€EHHBIM ITIOPOKOM TOJIOBHOTO MO3ra (areHesus
IIPO3PavyHOIN NEPEropoOfiKY, CENTOONTUYECKas NUCIIA3NsA, TUIONIa3NuA 4epBA MO3)KedKa, pac-
mypeHne 6asanbHOI HMCcTepHBI 1 IV >KemynodKa, BeHTPUKY/TOMeTans), MeTOKaTNKOIKTas el
JIEBOJI IIOYKM, C 2 MeCsAleB XXU3HM — C MUKPOQTanTbMOM JieBoro rimasa. Ormevanach rpybas
3ajJlep>)kKka MOTOPHOTO (IIOIBITKYM yHEp>KMBATbh TOJIOBY ¥ IlepeBOpaumBaTbhca Ha 60K ¢ 1 roma
1 MecAIa) U ICUXOPEeYeBOro PasBUTHUA.

B pogocnoBHOIL: 6pak KpOBHOPOJCTBEHHBIN (poanTen peGEHKa — IBOIOPOHBIE CHOCHI).

IIpu nocmynnenuu. IIpn ocMOTpe OTMEYAIOTCS HU3KOE, IUCTaPMOHNYHOE P1U3MYeCcKOe pa3Bu-
THe ¢ gedunmroM 1o pocty (poct -1,69 SDS, macca tena 0,89 SDS, oTHOIIEHME MacChl Tena K JA/IHE
tena 2,19 SDS), rpy6as 3afepkka MOTOPHOTO pa3BUTHA (TOIOBY y/iep>KUBaeT HEIIPOLO/KUTENIbHO,
IepeBoOpauyMBaeTcs Ha OOK, He CafuTCs, He BCTAET, He XONUT, B3IVLAZ He QUKCUPYeT), 3afiep>KKa
IICUXOPEYeBOr0 Pa3BUTHUA (SKCIIpeCCHBHAsA pedb INpefCTaBlIeHa BOKamusanuamn), nuddysHasa
MBbIIIeYHAsl TUIIOTOHNSA, Opaxuiedanus, YIUIOMEHHBIN 3aTbUIOK, BBICTYNAIOMINII 100, LIIMPOKOE
JINLIO, 3allaBlIee IepeHOChe, MPpsIMble OPOBY, IETKMII AHTVIMOHTOJIONIHBIN pa3pes I71a3, HUCTArM,
MUKpPOQTaIbM CIeBa, MaJICHbKUII HOC, IIMHHBIN GUIBTP, TOHKME I'yOBI, MUKPOCTOMNA, ONYIIeH-
HbI€ YIJIbI PTa, Pa3BEPHYTasA HIDKHAA anlepTypa IPYAHON KIeTKN.

PE3Y/IBTATBI IABOPATOPHOTO
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

B 6umoxuMmyeckoM aHammse KpOBM OTMedyaeTcs IOBBIIIEHME TpaHCaMMHA3 (ajaHMHAMMU-
HoTpaHcdepasa o 51 Ep/m; acmaprarammnorpancdepasa no 76 En/n), xpeatundocdoxmnasbt
(KOK) mo 745 En/n, kpearnndpochokunasel-MB no 14,48 Hr/miL.

[Tpy mpoBefeHNY UTOIBYATON 97eKTpoMIUOrpaduy BbIsIBIEHbI U3MEHEHVS 110 MUOTE€HHOMY
tuiy. Ipu anexrposniedanorpadpuy napokcusManbHbIX GOPM aKTUBHOCTY He 3aperucTpUpO-
BaHO. [Ipu KoHCynbTanuy oQTaabMOIOra BeISABIEHBl YaCTUYHAS aTpOdusi 3pUTENBHOrO HEpBa
IIPaBOTO I/Ia3a, MAKY/IONATH, XOPMOPETUHA/IbHBIE PYOI[bl, MUKPO]TATbM JIEBOTO I71a3a, OCTI0X-
HEHHas HeNoJHas KaTapakTa, OTC/IOMKA CeTYaTKV, BTOPMYHAs 930TPONNS, [ereHepaTHBHbIE
VI3MEHEHMsI CeTYaTKI.

[Ipn MarHuTHO-pe3oHaHCHOI Tomorpaduy (MPT) romoBHOro Mosra OmpemensoTCs IC-
IUIACTUYHBI PUCYHOK KOPBI B BUJE IMAXUTUPUU ¥ MOTMMUKPOTMPUM, MoBbinieHne MP-curnama
OT IIyOOKOTO U NepUBEHTPUKY/IAPHOTO OeI0ro BellecTBa OO/MBIINX MOMTyLIApUIi, areHe3Ns Ipo-
3pavyHOIl [IEPErOPOAKY, UCTOHUYEHNE 3PUTENbHBIX HEPBOB M XMAa3Mbl, TMIOIUIA3YS MO3O/IMCTOTO
TeJa, pacIipeHNe KeMyJ0YKOBOI CYCTeMbI 6e3 MPU3HAKOB HapYIIeHVs TMKBOPOAMHAMUKI; pac-
mpeHne cybapaXHOMAATbHOIO IIPOCTPAHCTBA I0OHO-BUCOYHBIX OT/AEIOB OOJIBIINX MIOTYLIAPHI,
TMIIOIUIA3VsI CTBOJIOBBIX CTPYKTYP C pacUIMpeHNeM LMCTePHATbHBIX IPOCTPAHCTB, YMEHbIICHIE
pasMepoB 1 rpybas AUCIUIa3us BelljecTBa reMucep Mo3xedka ¢ popMUPOBaHMEM MEIKMX KUCT,
TUIIOIUIa3ys 4epBs MO3)KeUKa, IMIMPOKoe coobljeHne pacumpenHoro IV >xemymoduka ¢ 607b-
IOV 3aTBUIOYHON LMCTEPHOII, KICTO3HOE pacIlMpeHNue 3KCTparepebe/IIpHOro MpOCTPaHCTBaA.
[’1a3Hble s16/10KM aCMMMETPUYHBI 33 CUET yBeTNYEHNM pasMepoB 1 Jedopmariyy IpaBoro I1a3Horo
s6710Ka, yMeHbLIEHN pa3MepoB JieBoro (puc. 1).
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PEOKWUA CTYYAWN MbILLEYHOW
OUCTPO®UUN — AUCTPOMTIMKAHOMATUN
C BPOXKOEHHbIMW MOPOKAMU
roOJIOBHOIO MO3TA

Puc. 1. MarHMTHO-pe30oHaHCHaa ToMorpachusi roNOBHOIrO Mo3ra naumneHTa: Al, 2, 3 — akCUanbHbIN Cpes,
B1, 2 — carutTanbHbIN cpe3, B1 — ppoHTanbHbIN cpes, T2-BU. Onuddy3Ho 6unatepanbHO Ha BCEM
NPOTSHXKEHUU OTMEeYaeTCs AUCMIACTUYHBIA PUCYHOK KOPbI B BUAE NAXUTUPUN U NOJIMMUKPOTMPUN,

TOTaNIbHO NoBbieH MP-curHan ot rny6oKoro 1 NepuBeHTPUKYASAPHOro 6esoro BewecTsa 60/bLLINX
nonywapumn. AreHesusi Npo3pavyHor NeperopoaKku, UCTOHYEHNE 3pUTESIbHbIX HEPBOB U XMa3Mbl.
MMnonnasma MO30JIMCTOrO U CTBOJIOBLIX CTPYKTYP € pPacCLUMPEHUEM LUCTEPHAsbHbIX MPOCTPAHCTB.
YMeHbLUeHe pa3MepoB U rpybas aucnnasus BeLlecTsa reMmcgep Mosxeuka ¢ hopMUpoBaHNEM
MeJIKMX KUCT. Funonnasua YyepBa MO3XeuKa, LUIMPOKoe coobLeHre paclumpeHHoro IV xenyaouka
€ 60JIbLLIOW 3aTbIJIOYHOM LIUCTEPHOMW, KUCTO3HOE pacluMpeHune IKCTpaLepebennsipHoro NnpocTpaHCcTea.

Ha snekrpokapanorpaMMe OTMeYalOTCs yMepeHHas OpajyKapaus, pe3kas apuTMus, BBICOKO-
BO/IbTaXKHbIe KOMIUIEKChl QRS B oTBeieHnn V2, HapylleHKe 110 TUITy CUHIPOMA paHHEN pemoi-
pU3any SKeTyl09KOB.

ITpu uccenoBanMy 3pUTENTbHBIX BbI3BAHHDIX ITOTEHIMAIOB BBIAB/IEHO CHVDKEHE aMIUIUTYIbI
nuka P100 crneBa. ITo cpaBHEHMIO C IIpeAbIYIINM MCCTENOBAHNEM — IIOJIOKUTE/IbHAA NMHAMMKA
B BUJIe OTCYTCTB/A 3aMe[JIeHNA C/IeBa ¥ HOPMa/lIM3alul aMIUINTYABL CIIpaBa.

. —) TIPEIBAPUTENbHBIN TVUATHO3

Ha ocHOBaHMM KIMHMYECKON KapTMHBI, BKIIOYAIOLIEN IPU3HAKU MBIIIEYHON AUCcTpodumy,
HOpa)kKeHVs OPTaHa 3peHsI U BPOXKAEHHBIX IIOPOKOB T'OIOBHOTO MO3Ta, 3aII0J03PEHO 3ab0/IeBaHe
U3 IPYIIBI AUCTPOITMKAHOIATHIL.

JHK-0uazrnocmuka. B maboparopyy MegVILIMHCKON T€HOMMKV MEVIKO-TEHETMYECKOTO IIeHTpa
OTAY «HMUL 3nopoBbsa peteli» MuH3gpasa Poccun npoBefieHO CeKBeHMPOBaHMe II0THOTO 9K30-
ma: B reHe POMGNT1 (NM_017739.4) BblAB/IeH IAaTOT€HHbIN HYK/ICOTUHbIA BapyaHT: ¢.1462C>T
(chr1:46192175G>A (hg38); rs727504103) B TOMO3UIOTHOM COCTOSIHMM, IIPUBOAAIINI K IIpeXfie-
BpeMeHHOII TepMyHauuy TpaHcmamym p.R488* (puc. 2). ITatorennsie BapuanTsl B reHe POMGNT1
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Puc. 2. FTOMO3UroTHbIN HYKNeoTUAHbIN BapuaHT NM_017739.3:¢.1462C>T B reHe POMGNT],
BbISIBJIEHHbIM Y NauneHTa P. MeTo4OM BbICOKONPOU3BOAMUTENIbHOIO CEKBEHUPOBAHMUS.

OIVICaHBI Y MAIMEHTOB C Ay TOCOMHO-PeIleCCHBHON MBIIIEYHOM AUCTPOUeN-AUCTPOIIIKAHOIATHE,
T 3A (c BpOXXIEHHBIMU aHOMamusiMy Mosra u riaa3, OMIM 253280), mbiiieqnoit guctpodueii-
AVCTpOINMKaHomaryeit, i 3B (c HapymeHueM MHTelTeKTyanbHoro passuryus, OMIM 613151)
VI MBILIIEYHOM YICTpodueli-fucTpormkaHonaTyelt, Tun 3C (mosicHo-koHewHOCTHBIT, OMIM613157).
OTOT HYK/IEOTU/HBII BapMaHT ObUI Ba/IMAMPOBAH Y NMpobaHIa METOOM IIPSIMOTO aBTOMATUYECKO-
ro cekBeHMpoBaHM:A 10 CaHrepy, IOC/Ie Yero MPOBEAEH CETPEerallMiOHHBIN aHAIN3. YCTAHOBJIEHO,
YTO POIMTENN ABJIAIOTCA TE€TePO3UTOTHBIMI HOCUTE/LIMM BBLAB/IEHHOTO BapyaHTa (puc. 3).

YdauTbiBasi JaHHbIe KIVMHNYECKON KapTUHBL (Ipybast 3ajilep>kKa IICUXOMOTOPHOTO PasBUTHS,
nnddysHas MbleyHas TUIOTOHMs, moBbieHne ypoBHs KOK B kposu, mukpodrampm cre-
Ba 1 fApyrue orajbMOIOTMYecKye HapyIIeH)s), NHCTPYMEHTA/IbHBIX METOJIOB VCCIIeOBAHNUA
(zmddysnoe HapymeHne GOpMMUPOBaHMA KOPBI OOTBUINX HOMYIIAPUI M MO3)KEUKa; M3MEHEeHNUA
0e/10ro BelecTBa; TUMIIOIUIasysl CTBOIOBBIX CTPYKTYP, MO3)Ke4Ka C paclMpeHeM LMCTepHaIbHBIX
IPOCTPAHCTB; MATOIOTMYECKVe MI3SMEHEeHsI ITTa3HbIX 516710K 1o gaHHbIM MPT romosHoro mosra),
IOHK-anarHocTvky (IaTOreHHBII HYKIEOTHIHBI BapMaHT B TOMO3UTOTHOM COCTOSIHUM B TeHe
POMGNT1), ponocnoBHOI (KpOBHOPOJCTBEHHBII Opak), peOEHKY ObUI IOCTaB/IeH AMATHO3:
«MplnreqHas fucTpodusa-gucTporaKaHonars, tui A, 3 (OMIM 253280)».




PEOKWUA CTYYAWN MbILLEYHOW
AOUCTPODUU — OUCTPOTJIMKAHOMATUN
C BPOXKOEHHbIMW MOPOKAMU
roOJIOBHOIO MO3TA

MaTtb {

Puc. 3. CukBeHorpamma 3k3oHa 17 reHa POMGNTT (NM_017739.3) y npo6aHpa u ero 6Monornyeckmux
poautTenen, KoTopast COOEPXXUT HOHCEeHC-BapuaHT ¢.1462C>T (p.Arg488*).

OIU®OEPEHIIMAJIBHAS IMATHOCTUKA

I depenimanpHblit AUarHO3 CIeAyeT IPOBOAUTH C APYTUMMU 3a00€BaHMAMM U3 TPYIIIBI
IPOrPeCcCUPYIOINX MBIMIEYHBIX AUCTPOPUIL, COMPOBOXK/JAIIMMNCA YMEPEHHBIM HOBBIIICHNEM
KO®K, a Takxe c HaclIeACTBEHHbIMI CMH/IPOMaMy, XapaKTePU3YIOLUIVIMICS IIaTOIOTMEN OpraHa 3pe-
HUA U BPOXKAEHHBIMM ITOPOKAaMI TOJIOBHOTO MO3Ta II0 TUITY MaXUTVPUM/TONVMUKPOTUPUIL.

ﬂ_
JleyeHUEe CUMITTOMATUYECKOE.

W

ITPOTHO3

[Ipornos mo 3aboneBaHuIo /A MalyeHTa MOXKHO OIEHUTb KaK He6marompuATHbit. ITpo-
TOO/DKUTEIbHOCTh JKU3HU CHUDKeHa 1o 20-30 yer 3a CYET MPOrpecCMpoBAHUA CUMIITOMOB
MBIIIEYHOI AUCTPOGUN U CYTOPOKHOTO CMH/IPOMA, O0YCTIOBIEHHOTO AV3TeHe30M KOPBI 'O/IOB-
HOTO MO3ra.

[Tpy OBTOPHOM HETOPOXKJEHUM B CEMbE PUCK II0 HAC/IENCTBEHHON IIaTOMIOTUIM BBICOKUI
¥ cOCTaBIIAeT OKO/O 30% ¢ y4€ToM 0OIIenony/IAIMOHHOTO pyucKa. IIpu fanbHeitmem geTopoxie-
HIUU B CEMbE BO3MOKHO IPVMMEHEHME BCIIOMOTATEIbHBIX PEIPOJYKTUBHbBIX TEXHOJIOIUIA, B 9aCT-
HOCTY 9KCTpaKopropanbHoro omrogorsopenys (9KO) ¢ mposeneHneM mpeuMIIaHTALMOHHOTO
reHeTndyeckoro tectuposanus (III'T-M), nnn npoBefeHe NHBa3UBHOI IIPEHATAIbHOI AMATHOC-
TUKY IIPU HACTYIIEHUM CAMOCTOATENIbHON 6epeMeHHOCTH.
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OBCYXAEHUE

B Hacrosee BpeMs onmmcaHO 18 reHOB, MyTaluM B KOTOPBIX OTBEYAIOT 33 BOSHUKHOBEHIE
3a00JIeBaHMIT 13 TPYIIIbI AUCTPOIIMKaHonaTuil. ONVCaHHBII B Hallleil CTaTbe BapUAHT MbIIIEYHO
AUCTPOPUU-AUCTPOITMKAHONIATIY, TUIT 3A, SBJSIETCS OFHMM U3 CaMbIX YacCTBIX B 9TONl TPYIIIe.
Beipenator e popmbl 3aboneBaHMs: CuHAPOM Yokepa-BapOypra, mpu KOTOpoM 6O/IBIINHCTBO
0O/IbHBIX TOTrKbaeT Ha IEpBOM TOAY XXU3HM, U (HopMy C Oomee MATKMM TedeHueM — OOJIe3HD
«MbIIIIbI-T71a3a-Mo3r» (MEB-cunppom). Oba 3aboneBanns XapakTepusyloTcs MUccIHLedanein
0 TUITYy «OY/IBDKHOV MOCTOBOU» (nmccanuedanus, tun 2). Takue aHOMaauu rOJTOBHOTO MO3ra
00YC/IOB/IEHbI CBEpXMUTpalMeil HeIIPOHOB BO BpeMs 00pa3oBaHMs HEOKOPTEKCa.

3AKJTIOMEHUE

B mpepicTaBeHHOM HaMM KIMHMYECKOM C/Tydae JaHO MOpOOHOe OIVICaHNUe PeKOro Haces-
CTBEHHOTO 3a00/IeBaHNA — MBIIIEYHON ANCTPOPUN-AUCTPOIINKAHOIIATIN, THUII 3A.

[IpuBenéHHbIe HaHHBIE IO KIVMHUYECKON KapTUHe, Ta00paTOPHBIM M MHCTPYMEHTa/IbHBIM
VICCTIEIOBAHNUAM Y HAIllero MallMieHTa IO3BOJIAIT PACIIMPUTD HAIIM 3HAHMA O (PEHOTUINIECKOM
CIIeKTpe 3TOro 3a00/IeBaHMs, a IPUMEHeHNe MOJIEKY/IIPHO-TeHe TMYeCKIX TeXHOIOIMIL (B YaCTHO-
CTU CEeKBEHUPOBAHMA HOBOTO IOKOJIEHM) IIO3BOIMJIO B PaHHEM BO3pacTe IMOCTABUTD MAIVEHTY
IPaBIWIbHBIN INAarHO3, yTOYHUTD IIPOTHO3 3a00/IeBaHMA U Ta/IbHEIIIIETO JeTOPOXK/IEHNUA B CeMbe.
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