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NMEPBUYHASA LMJTUAPHAA AUCKUHE3NA
C CNHOPOMOM 3UBEPTA-KAPTATEHEPA:
PAHHWI BbICEB P. AERUGINOSA

NEPBUYHAA UIMWJTUAPHAA ANCKUHE3UA
C CUHOPOMOM 3UBEPTA-KAPTATEHEPA:
PAHHUW BbICEB P. AERUGINOSA

I.P. Ixxypry6aesa, O.A. Muponosa, C.I. lInnapuonosa, C.B. CrenansH,
K.A. Kynukos, O.J1. CumoHnoBa

OBOCHOBAHME

[TepBuynas yymapHas guckuHesus (ITI]T) — penkoe, reHeTHMYeCKN JleTePMUHMPOBAHHOE 3a00-
JIleBaHIe, XapaKTepusylolieecs fedeKTaMy CTPYKTYpbL /Wt GYHKLIUY pecHudeK (LVInii) SIUTensa
IbIXaTe/TbHbIX Iy Tell. ITO BefleT K HapyIIeHNI0 MYKOLIMIMAPHOTO KIMPEHCa, HAKOIUIEHNIO CTTU3MCTOTO
CeKpeTa I TIOBBIIIEHHON YyBCTBUTEIBHOCTI K BO3OYAUTENAM pecMpaTopHbIX MHbekuuii [1, 2].

Y perett ¢ I1I]] nHdekoHHbIe 3a00/1€BaHMA [BIXATEbHBIX ITyTell BCTPEYAIOTCA TOPA3J0 YaIlle,
4eM y feTeil 6e3 OPOHXO/IETOYHOI TATONOTUM. Y>Ke B PaHHEM BO3pacTe MOTYT BCTPeYaThbCsl OPOHXUTHI,
XPOHMYECKIe PUHUTDI/CUHYCUTDI, OTUTDI, a TaKXKe MOpaKeHe HIDKHUX JIBIXaTe/IbHbIX NyTell B BUje
nHeBMoHu1 [3]. Hanbornee xapakrepHbiMy MuKpo6HbiMy aToreHamu ipu [T saensarorcs Haemophilus
influenzae n Streptococcus pneumoniae, pesxxe Moraxella catarrhalis, Staphylococcus aureus [2].

OpHuM M3 KIII0YeBBIX MUKPOOPTaHM3MOB, CBAI3AHHBIX C yXY/LUIEHMEM TeYeHMSA OCHOBHOTO
3a00JIeBaHIA Y [ieTell C TAKOII TSKEION XPOHNIECKO OPOHXO/IETOYHOII TATOJIOT e, KaK MYKOBIIC-
V103 ¥ TIepBUYHAS LMIMApHAsA AUCKUHE3Ns, ABsAeTcsa Pseudomonas aeruginosa (CMHerHOVHAs
najouka). P. aeruginosa y nereit BbIceBaeTCs peiko, OHAKO C BO3PACTOM 3Ha4YeHVe 9TOTO ITaTOreHa
y 6onbubix IIII]I mocTeneHHO Bo3pacTaeT. PaHHWIT IEPBUYHBIN BBICEB CHHETHOVHON MaTOYKN
uMeeT 0cobo0e KIMHMYECKOe 3HadeHMe, IIOCKONbKY KOMOHM3aUMs JAHHOTO MUKPOOpPraHM3Ma
MOYKET aCCOLMMPOBATHCS C 60jIee OBICTPBIM pa3BUTIEM OPOHX0IKTAa30B, CHIDKEHUEM BEHTUIISIIN-
OHHOJI QYHKI[MY JIETKVX M YBe/IMYeHJEeM YacTOThl 000CcTpeHuit (2, 4].

CoracHO JaHHBIM VICC/IEJOBAHUIL, V MAIVIEHTOB, MHOUIIVPOBAHHbBIX P. aeruginosa, ormMeya-
I0TCS XY/iIIe TIOKa3aTe/l OLeHK) (PYHKIIMY BHEIITHETO JIBIXaHMs, TaKue Kak 00beM popcupoBaH-
HOTO BbIJOXa 3a HepByo ceKyHAy (O®B,): 72,4% mpotus 80,1% (p=0,015). OT™MedaeTcs Takxe
6oree BbIpa)KeHHOE, 110 JaHHBIM KoMmbloTepHoit Tomorpadum (KT) (cormacno unnpexcy Brody),
HOBpeXJIeHNe IETOYHOI TKaHM 110 CPaBHEHUIO ¢ manyeHTamu 6e3 komonmsanuu [5]. ITo gaHHBIM
OPYIUX UCCIefoBaTesnell, XpoHnuJecKas KOoMoHu3auusa P aeruginosa He COIPOBOXKJaeTcsA CTaTu-
CTUYeCKM 3HauMMBbIM cHIDKeHneM O®B,, ogHako maumeHTsl ¢ P. deruginosa MUMeT 3HAUYUTE/IbHO
xypume pesynbraTsl KT (p=0,009) [6].

ExxerogHas Hojs MalMeHTOB C YCTAHOBIEHHBIM amarHo3oM IIII]I, y koTopbix xoTs OBl enu-
HOXX/IBI OTMeYajiach Kojonusauus P. aeruginosa, Bapbupyet ot 15% 1o 47%, a okono 39% nauneH-
TOB MMEIOT XPOHMYECKNII BbICeB B aHaMHe3e. P. aeruginosa BbIABIAETCA pexe y feTell o CpaBHe-
HUI0 cO B3pocnbiMu (p=0,02), a y manyeHToB, 00C/IeqyeMbIX 10 6 JIeT, BepOSTHOCTD KOJIOHM3ALUNI
HIpKe (p=0,04) no cpaBHeHMIO ¢ 60jIee BO3pACTHBIMM IpynnaMu. TakuM o6pa3oM, paHHUIT BbICEB
CUHETHOJHOJ MaTI0YKy XapaKTepusyeTcs 60/1ee HU3KOM 4aCTOTOI BCTpeyaeMocTn [4, 6].

ITockonbky P. aeruginosa oKasblBaeT 3HAYUTEIPHOE BJIVIAHNE HA IIPOTHO3 VM T€YEeHME IEePBUY-
HOJI UIMAPHOI AMCKMHE3UM, BXXHBIM 3TAIIOM TepallNM SAB/IAETCA ee dpajjuKalys IpU NIepBUYHOM
BbIceBe. COITIacCHO JJAaHHBIM JICCIefioBaTeiell, CBoeBpeMeHHOe Ha3HaueHVe KOMITJIEKCHBIX CXeM aHTH-
OaKTepuanbHOI Tepamuy, BKIOYAIINX MHTA/SIVOHHBIE M CUCTEMHbIE IMpenaparsl, MO3BOJSET
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3¢ GeKTUBHO CaHMPOBATH AbIXaTe/NbHble IMyTH Y OONBIINMHCTBA MAIMEHTOB ¥ IIPEJOTBPATUTh PaH-
HIOIO XpPOHM3ALMIO Iporecca [2, 9].

TakuMm 06pa3oMm, paHHee BBISAB/IEHNME BO30OYAUTENs ¥ CBOEBPEMEHHas IpajyKalOHHas
Tepanusa — IMepCleKTUBHASA CTPATerys JeYeHNs, KOTOpas MOXKeT YMEeHBIINTb PUCK XPOHU3AIN
P aeruginosa y peteit ¢ ITILI]I.

ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' O MAIIMEHTE

HeBouka, 4 roga 10 MecsLeB, BliepBble IOCTYIN/IA B ITyIbMOHOIOTMYecKoe oThenenne GIAY
«HMUI] 3poposbs peteit» Munsgpasa Poccun B centsabpe 2025 ropa ¢ auarHozoM «IlepBrynas
IVUIMapHas OUCKWHE3Ws C MOMHBIM cuHApoMoM 3mBepra—Kaprarenepa (remorun c¢.5177T>C/
c.7596T>A). JIBycroponHust audQysHbIl CIM3UCTO-THOVMHBIN SHZOOpoHXUT. [THeBMOGDUOPO3
U OpOHXO09KTasbl S4,5 JI€BOTO JIETKOTO, [ABYCTOPOHHNE CerMeHTapHble areneKTasbl S7. Brice
P. aeruginosa B aHaMHe3e. XpOHMYECKMII TONNIIO3HBINI PUHOCUHYCUT (COCTOSIHME IIOCIIe OIepa-
TUBHOTO jIe4eHys oT 2024 ropa). XpOHNYeCKMil ABYCTOPOHHMII 9KCCY/JaTUBHBIN CPEIHUIT OTUT».
7Kano6bI Ha 3aTpy[HEeHMe HOCOBOTO IbIXaHII, BIaYKHBIN Kallle/lb, CHYDKEHVE CTyXa.

Anamnes mu3Hu. PeGeHOK OT IepBoil GepeMeHHOCTH, IpOTeKaBlleil Ha (OHe KOIbIUTA
Ha CpoKe 26 Hefenb. Popbl nepBble cpouHble CAMOCTOATENbHbIE Ha CpoKe recrauuy 40 Hepenb.
Macca rena npu poxxernu 2600 1, mmuHa Tena 48 cm. OueHka 1o mkane Anrap 7/8 6annos.

Ajneproynorndyeckuii aHaMHe3 He OTATOLIEH, IEKAPCTBEHHO HEIIEPEeHOCUMOCTY He OTMEYaIoch.

HacnencrBeHHbIT aHaMHE3 He OTATOLIEH.

OmneparuBHBbIe BMeIIaTeNbCTBA: B BozpacTe 3 jeT 11 mecsaues (31.10.2024) 8 PI'BY «Harmo-
HaJIbHBII MEIMIVHCKUI MCCIefl0BaTe/NbCKNUII LIeHTp oTopuHonapuHronorum» OMDBA Poccun
BBINIOJIHEHO yJajieHue JOOPOKaueCTBEHHOT0 HOBOOOpPA30BaHNA JIEBOJ BEpXHEUETIOCTHON Iasy-
XM ClieBa C MCIIO/Ib30BAaHMEM BUJEOSHJOCKOIIMYECKON TeXHUKU. [IByCTOPOHHAA IraliMOpOTOMMUS,
3TMOUJOTOMUSA C MCIIOIb30BAHMEM BUIE09HJOCKONNYECKON TEXHUKI. AEHOTOMMS.

BakiuHMpoBaHa COITTACHO MHAVBUJYa/JbHOMY KalIe€HAAPI0, «JeTCKUMI» MH(EKIVOHHBIMU
3aboieBaHMAMM He Oortena.

Ty6epKyne3Hblil aHAMHe3 He OTSATOLIEH.

Anamnes 3abonesarus. Ha 2-e cyTky )XU3HM — pe3Koe yXy/IIeHe COCTOSAHYSA, 00YC/IOB/IEHHOE
HapacTaHMeM JIbIXaTe/IbHOJ HeOCTaTOYHOCTH, yTHeTeH)eM pedIeKCoB, OsABIeH)eM CIIOHTAaHHOTO
TOPU3OHTAJIBHOTO HMCTArMa, 4TO IOTPeOOBao MPOBEJEeHNs ICKYCCTBEHHOI BEHTWIALUN JIETKUX
U JIe4eHUsA B YCIOBUAX OTJENEHMA peaHuMaluy M MHTEHCUMBHON Tepanuy B TedyeHue 13 CyToK.
I[Tpu o6cneoBaHNy B CTAalMOHAPE IO MECTY JKNUTENbCTBA YCTAHOBJIEH AMArHo3 « Bpoyx/ieHHas ITHeB-
MOHN, BbI3BaHHAs CTa(pMIOKOKKOBOII MHQEKIVel», BIlepBble BbIAB/ICHA TPAHCIIO3UIVIS BHYTPEH-
HIIX OpTaHOB (situs inversus). Hapsagy ¢ pecnypaTopHOI HOJiep>KKOI IIPOBOAVIIACH MHQY3VOHHASL
YeTBIPEXKOMIIOHEHTHAs aHTMOakTepuaabHas (LedonepasoH + cympbakTaM, Hedenm, aMUKaIH,
MepOHeM) 1 IpOTUBOrpubKoBast (PprykoHas0m) Tepanus ¢ MONoXUTeNbHbIM 3¢ dexToM. B manpHeii-
IIeM, CO C/IOB MaTepy, COXPAHS/ICS NOCTOSHHBII BJIYKHBIN Kallle/lb, 0OM/IbHOE BSI3KOE OTHE/sIeMOe
13 HOCA C epUOANYECKIMY KOPOTKIMM CBET/IbIMY ITPOMEKYTKaMIL.

HeopgHokpaTHO IIpoxopyia CTalOHapHOE 11 aMOy/IaTOpHOE 00C/IeOBaHNe II0 MeCTY KUTe/b-
cTBa, B ToM uucine KT opraHoB rpygHOi KIeTKV, OpOHXOCKOINIO, MOJIEKY/ISIPHO-T€HETUIEeCKOe
uccnegoBanue. C nenpio AuddepeHaabHOi AMarHOCTUKM ¢ MYKOBUCIMIO30M IPOBOIMIOCH
JVICC/IelOBaHYe XIOPUIOB ITOTa (METOJ, He YKasaH): pe3y/IbTaT COMHUTENbHBIN (59 MMOJB/ ).
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NMEPBUYHASA LMJTUAPHAA AUCKUHE3NA
C CNHOPOMOM 3UBEPTA-KAPTATEHEPA:
PAHHWI BbICEB P. AERUGINOSA

JIMaruos ycraHoBleH B BO3pacTe 9 mecs-
L[eB II0CIe IPOBEMEHN ITOTHOSK30MHOIO CeK-
BEHVPOBAHMA, 10 pe3ynbTraTaM KOTOPOTO BbI-
ABJIEHBI T€TEPO3UTOTHbIE HYK/ICOTVIHbBIE Bapy-
anTel ¢.5177T>C, p.Leul726Pro (NM_001369.2)
u ¢.7596T>A, p.Tyr2532 (NM_001369.2) B rene
DNAHS5, cBA3aHHOM C IIepBMYHON LMIMAPHON
JOVICKMHE3MEeN 3-TO TUIIA, ayTOCOMHO-PELeCCUB-
Hoit. Torma >ke HayaTa MHTA/ANMOHHAA Tepa-
nMsA TUIEPTOHUYECKMM pPacTBOPOM HaTpus
xmopuga 7% + rmanyponosas kucnora 0,1%.
Kunesurepanmsa m [pixaTenbHas TMMHACTUKA
10 MECTY >XUTEIbCTBA HE IIPOBOJVIIVCD.

B Bo3pacre 2 neT mpoBefeHo UCCIeSOBaHNe
CTPYKTYPbl PECHMYEK [bIXaTe/IbHOTO SINTENNS
METOZIOM I€KTPOHHON MUKPOCKOIINM, T7ie TAaKKe
BBIABJ/ICHBI TIPVM3HAKMY, XapaKTepHble A IepBIYHOI IVIMAPHOI JVICKMHEe3V) B BUAe AedopMannu
U TIOYTH IIOJTHOTO OTCYTCTBMA BHYTPEHHMUX U HAPY)KHBIX JVHEVHOBBIX PYYeK, JUCIIOSULINN MUKPO-
Tpy6OUeK, Hammuyst JOOABOUHBIX MUKPOTPYOOUEK.

B 3,5 roga BHOBb HaXOAWIACh Ha CTALMOHAPHOM JIEYEHVM IIO IOBOAY 0OOCTpeHus OpoH-
XOJIETOYHOTO IIpOllecca IO ITHEeBMOHMYECKOMY TUITY: NpY OOCIeHOBaHWUM BIIEPBBIE BBIABIIE-
Hbl TIPU3HAKM XPOHMYECKOro puHOCHHYcHTa. [IpoBopumock ayamonormyeckoe McCaefoBaHME:
3a/iep)KaHHas BbI3BAaHHAA OTOAKYCTUMYECKas SMMUCCUA IIPU MaKCUManbHOM cTumyne 83 nb
He 3aperuCcTpUpPOBaHA.

B 3 roga 8 mecsleB oTMedancsa OYepefHOI 3MNU30%, TeBOCTOPOHHEN CETMEHTAPHON THEBMOHUM
II0 IAHHBIM MUKPOOMOIOTMYECKOTO VCCTIEOBAHMsI MOKPOTbI — IIepBUYHBIN BbICeB P. aeruginosa
108-10%, ogHaKoO, CO CJIOB MaTepy U COMIACHO MENUIIMHCKOI JIOKYMEHTAIVIM, aHTUOaKTepuarbHast
Tepamnns He IPOBOAN/IACD.

B BospacTe 4 nmeT BO BpeMsA omepauuy IO IOBOJY IIONMUIIO3HO-THOMHOTO PUMHOCUHYCUTA,
runepTpoduu afleHoUIOB NHTPAOIEPALMOHHO B3ATa Brush-6momncns cmsucroit 060104k momno-
CTV HOCA [JISl Ja/IbHEIIEero MPOBeieHNs] TPAHCMUCCHOHHON TeKTPOHHON MUKPOCKOINY Ha 6ase
OTBHY «Mepuko-reHeTM4YeCKuil Hay4HbIl LeHTp uMeHu akageMmuka H.II. boukoBa», rge taxxke
He OIIpeJie/Is/ICh Hapy)KHBIe VI BHYTPEHHNE IMHEMHOBbBIe PYYKY, HaOI0fja/1ach Je30pTraHu3als
nepudepudecKnx JymieToB MUKpoTpy6ouex (puc. 1).

Ho moctynnenma B mynbMoHonmorndeckoe otpenenune OIAY «HMIUIL spoposbsa merei»
MunsgpaBa Poccum Haxopmaach Ha IOCTOSHHOM VHIA/IALIMOHHONM Tepanuy I'MIIEPTOHMYECKUM
pacTBOpoM HaTpus: xnopupa 7% + rumanyponosas Kucnora 0,1% B gose 2,5 MJI BaXXAbL B J€Hb.

\—
IIPEIBAPUTEIBHBIN TVIATHO3

Bpo>xieHHBII TOPOK pa3BUTHA OPOHXOB: IIEPBUYHAA LVIIMAPHAA AUCKMHE3NUA C CMHAPOMOM
3uBepra—Kaprarenepa (monubiii moBopor) [reHorun c.5177T>C/c.7596T>A]. Xpouudeckuit
OpoHXUT, 06ocTpeHue 1o OpoHXUTHYeCKOMY Tuly. ITHeBMOp1OpPO3 1 6pOHX09KTA3bl S4,5 1eBO-
rO JIErKOTO, JBYCTOPOHHME CyOcerMeHTapHble areleKkTasbl S7. JIbIxaTelbHas HELOCTaTOYHOCTDb
0-71 crenenn. JIByctoponuuit fud¢ysHsiit sHR06poHxuT [-II cTeneHn NHTEHCMBHOCTU BOCIIasie-
Hyst. BoiceB P, aeruginosa 108 ot 15.07.2024, P. aeruginosa 10* or 31.07.2024.

Puc. 1. U306pa)keHne nonepeyHoro cpesa
pPeCHUYEK ObIXaTeNIbHOro 3ANUTeNus
NPU 3N1eKTPOHHOM MUKpocKonuu; x200 HM.
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PE3Y/IBTATDBI ®U3NKATBHOI'O, TABOPATOPHOI'O
N VMMTHCTPYMEHTAJIBHOTO NCCIEJOBAHMA

[Tpu ocmotpe dusmyeckoe pasBUTIE HU3KOE, OTMedYaeTcsl OENKOBO-9HepreTUdYecKas Hefo-
CTATOYHOCTD JIETKOJI CTeIleHM: OLleHKa JUIMHbI Tena Ay Bospacta (Height-for-Age-Z-score, HAZ)
-2,11; ouenka Macchl Tenma i Bodpacta (Weight-for-Age-Z-score, WAZ) -1,14; oneHka MHOeKca
Maccel Tena iist Bodpacta (Body-mass-index-for-Age-Z-score, BAZ) 0,27.

Ko>xHbIIT TOKpOB (pM3MOTOTMYeCKOl OKpackiy, IaHo3a Her. [lepopmanum AuCTaIbHBIX
(aaHr nanbleB 110 TUIY 6apabaHHbIX ITaJI0YeK M HOI'Tell 110 TUITY YaCOBBIX CTEKOJI He OTMEYaeTCsl.

[pynHasA KIeTKa UVIMHAPUYIECKON (GOPMBI, IIPY aKTe [AbIXaHMA BTAKEHMS YCTYITIMBBIX MECT
TPYAHON KJI€TKM HeT, B aKTe IbIXaHMS Y4acTBYeT paBHOMEPHO.

HocoBoe apIxaHue yMepeHHO 3aTpyAHEHO, 6orblile crpaBa. CIM3UCTOTO OT/eIsIeMOro HeT.

[TepKyTOPHO SICHBIVI JIETOYHBIIT 3BYK C KOPOOOYHBIM OTTEHKOM. AyCKY/IBTaTVBHO B JIETKIX K€CT-
KO€ JIbIXaHMe, BbICTYHIMBAIOTCA CyXlMe XPUIIbl B CPEIHUX OT/IE/IaX Ha BbIJJOXE, YMEPEHHbIE Pa3HOKa-
ymbepHble B/IaYKHbIe XPUITBI B HYDKHYX oT/enax. OfBIIIKY B IIOKOe U IIpU PpU3NIeCcKOil Harpy3Ke Her.

Kamenb HeuacTblil, Ma/IONPOAYKTUBHBIN, NPEUMYILeCTBEHHO B yTpeHHee BpeMA. MoKpoTy
npornarbiBaet. Carypanus (SpO,) 98%. YacToTa fbIXaTeNbHBIX ABVDKEHMIT 23/ MIH.

Hexctpokapausa. ToHbl cepilla 3By4YHblE CIIpaBa, PUTMUYHBbIE, IATOIOTMYECKUEe LIyMbl
He BbICTyIMBaloTcA. JacToTa cepfieuHbIX cOKpaleHnii 98 yu./MuH.

[TeyeHp manpnupyeTcs cleBa y Kpas peOepHot Jyru, Kpaii MATKOTaCTIYHON KOHCYCTEHIINNA,
rnagkuit. CeneseHKa He aIbIMPYeTCH.

3peHne B HOPMe, CITyX CHIDKEH.

B mynbMoOHONMOrMYecKOM OTAeleHN) pebeHKYy INPOBefjeHO KOMIUIEKCHOe 1abopaTopHO-
MHCTPyMeHTa/IbHOe 06cenoBanue. JlabopaTopHO aHeMMN, BOCTIA/IUTENbHON aKTUBHOCTM, KOAry-
JIOTIaTNY, CMHJIPOMOB LIMTO/MN3a X XOJIeCTa3a He BbISABJICHO.

ITo pannbiM KT opraHoB rpyfgHOIl KI€TKM, KApTMHA COOTBETCTBYET IEPBUYHON LIMIMAPHOI
nuckuHesun. [Ipu3HaKy XpOHMYECKOTo 0OCTPYKTUBHOTO OpOHXMTA, MHeBMO(uOpo3a 1 6poHXO-
9KTa30B S$4,5 1eBOTo JIETKOTO, BYCTOPOHHMX CyOcerMeHTapHbIX atenekTa3oB S7 (puc. 2). Ha mpe-
TOCTABJIEHHOV 13 CTOPOHHETO YYPEX/eHNA ¥ BHOBb onmcaHHol crenuanuctamu GPrAY «HMUIL]
3g0poBba meteit» Munsapaba Poccun KT Bucounbix kocreit ot 26.09.2024 — npusHaku ABYCTO-
POHHETO 9KCCYIATUBHOTO CPEJHETO OTUTA C O/IOKOM KOCTHBIX YCTbEB C/TYXOBBIX TPYO.

ITpoBeneno KT npupaToyHbIx Masyx HOca: MPU3HAKYM XPOHNYECKOTO IIOTUIIO3HOTO PUHOCHK-
Hycuta. ITo cpaBHEHMIO ¢ JAHHBIMU TIPEAIbIAYIIETO UCCIel0BaHNA — YIy4llleHye THeBMaTU3alun
BCEX OKOJIOHOCOBBIX 1a3yx (puc. 3).

N —
Puc. 2. KoMnbloTepHas ToMorpadusa nerkux: Puc. 3. KoMnbloTepHasa ToMorpacdusa BUCOUYHbIX
KapTUHa NHeBMOhMOGPO3a U 6POHX03KTa30B, KOCTEN U NPUAATOYHbIX Na3yX HOCa: NPU3HAKU

XapaKTepHas 015 NepBUYHON LINIMAPHON
OUCKUHE3UN.

XPOHUYeCKOro noJIMNO3HOro pPUHOCUHyCuUTa.
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C nenmpl0 OLEHKM HapylleHMA CIyXa IIpo-
BefleHa KOHCY/IbTallMA BPadOM-CYpPJOJIOTOM,
BBINIO/IHEHA TOHA/IbHAA ITOPOroBas ayAMOMETPUSA:
IIOPOTYM 3BYKOBOCIPUATUA COOTBETCTBYIOT [IBY-
CTOPOHHEN KOHIYKTUBHO Tyroyxoctu 0-I creme-
HI, YTO XapaKTePHO /11 OCHOBHOTO 3a00/IeBaHMA.
ITo pannbIM TMMIaHoMeTpuy, T C — crpasa,
Tun B — creBa, 4To Taxke ¢ Gonbleil BepoAT-
HOCTBIO CBA3aHO C OCHOBHBIM 3260/IeBaHIEM.

KoHcynpTupoBaHa BpavyoOM-T€HETUKOM:
noATBepXKAeH JuarHo3 «llepsmynasa numm-

Puc. 4. U306paXkeHne KNeTKU abixaTeNlbHOro apHas AMCKMHe3sudA, T 3». PekomeHjoBaHa
3NUTENUSA C HEMOABUXXHbIMU PEeCHUYKaMKU Bamnganya BbIABJIEHHBIX BapMAaHTOB METOOOM
Ha CBeTOBOM MUKpockone; x1000. Coanrepa pebeHKy u poputensm (MccrefoBanme

B HacTosllee BpeMsA He IIPOBENEHO B CBA3U
C HeXKeJIaHVeM POJIMTeTIeNt).

ITpoBenena caHalMOHHAsA OPOHXOCKOINSA: AMAarHOCTMPOBAH JBYCTOPOHHMII AUQQY3HBbIi
aHR06poHxUT I-1I CTelneHN MHTEHCUBHOCTY BOCIIA/ICHUS.

Baara Brush-6momcusa ana uccnemoBaHusa QYHKIMM PECHUYEK JbIXaTeTbHOTO SHUTEINA
METOOM CBETOBOJ MMKPOCKOIINV: BU3YaIM3UPYETCs IUIACT [bIXaTeIbHOTO SINUTeNNs 6e3 BUiu-
MOTO JIBYDKEHVS pecHI4eK (puc. 4).

Onenka 1o NpeguKTUBHOI MIKaie A BblABaeHuA cumnTomos IIII]] y manueHTOB € Xpo-
HIYECKVIMY PeCIVPAaTOPHBIMU CYMIITOMaMU ¢ paHHero fieTckoro Bospacta PICADAR (PrImary
CiliAry DyskinesaA Rule) cocraBmia 12 6a/1oB u3 14, 4To OfHO3HAYHO IOATBEP)KAAET AUArHO3,
TaK KaK IpM Ha/mumm cuHpapoma 3uBepTa-KaprareHepa m 10 6a/ioB IO BBILIEYIIOMAHYTOI
IIKaJie IMarHo3 IIPaBOMOYEH aKe IIPY OTPUIATe/IbHBIX pe3yabTaTax OCTa/lbHBIX UCCIEHOBAHNI

(puc. 5) [8].

MmeeTcs Nk y naumeHTa exeaHeBHLIA BNAXHLIA Kawenb C PaHHero AeTCKoro sospacta?

MNprmeyasne: PICADAR (Primary CifiAry DyskinesiA Rule) - MpeaukTHBHaR Wana ANS BLABNEHHA CUMNTOMOS NEpaiiHOR WanapHoR amcmeann; ML - NepsiyHaR WANHAPHAA ANCKIHEINS,
[la - nponomeTs 3anonHerue wkanst PICADAR; Her - naunenT He ynoanetsopeer yenoausm wxanst PICADAR; 1 - YyBCTBHTENSHOCTS W ChewsditdHOCTS Cymue Bannoe > 5 AnR yeTaHoaneHs
AMArHO33 NEPBMMHaR LMMMapHas auckuweans - 90 1 75 % cooTeercTeesHo; 2 - NP Hamii CnapoMa Suepta-Kaprarenepa n cymmaproro 6anna no weane PICADAR 2 10 auaros npasomo-
YEH Jaxe K OTPHLATENSHOM PEsynLTaTe BOBX OCTanbHiX TecTos [7, 14, 19, 20].

Note: PICADAR - Primary CiliAry DyskinesiA Rule; Yes - continue filling out the PICADAR scale; No - the patient does not meet the conditions of the PICADAR scale; 1, Sensitivity and specificity

of a score > 5 for diagnosing primary ciliary dyskinesia — 90 and 75%, respectively; 2, In the presence of Siewert — Kartagener syndrome and a total score on the PICADAR scale 2 10, the diagno-
sis is valid even if all other tests are negative [7, 14, 19, 20},

Puc. 5. MpeankKTUBHaA LWKana ons BbiABEHUS CUMNTOMOB NEPBUYHON LunnapHon auckuHesum PICADAR [8].




%i_

Takum o6paszoM, moce MpoOBeJEHHOIO 00C/IeOBaHNA BBICTAB/IeH AUArHo3: «BposkaeHHBbII
IIOPOK Pa3BUTVA OPOHXOB: NepPBUYHASA LV/IMApHasA JUCKUHE3NUA C MONTHON MHBEpCHell BHYTpPeH-
HUX opraHoB [reHotun c.5177T>C/c.7596T>A]. Cunnpom 3uBepra-KaprareHnepa, reHermde-
ckaa ¢popma. [lekcTpakapayusa. XpoHU4ecKnit 6poHXUT, 060CTpeHMe M0 OPOHXUTIYECKOMY THITY.
[pixarenbHas HepocTaToYHOCTD 0-71 cTenenn. [THeBMOduOpO3 1 6poHX03KTa3bI S4,5 1€BOro j1er-
KOTO, JByCTOPOHHME CeIrMeHTapHble aTeleKTasbl S7. JIBycropoHHmit nudQysHbiil sH[0OPOHXNUT
[-IT cTeneny MHTEHCUMBHOCTY BocIanenus. BoiceB P. aeruginosa B aHaMHe3e. XpOHUYECKIUI ITOJIN-
HO3HBIIl PUHOCUHYCUT (COCTOSIHME IIOC/Ie ONepaTMBHOrO yedeHnsA ot 2024 roga). XpoHMIecKuit
IBYCTOPOHHMUII SKCCYAATUBHBIN CPESHMII OTUT. [IByCTOPOHHAA KOHAYKTUBHAA TYTOYXOCTb».

ITo maHHBIM MMKPOOMOIOTMYECKOTO MCCIeNOBaHMA II0CeBAa OPOHXMAIBHOIO COMEP>KMMO-
ro, B3ATOTO IpU OPOHXOCKOIINY, STHOJIOTMYECKM 3HAYMMON (Iopel, IprbOOB He HAI[IeHO, TeM
He MeHee, y4NUTbIBasA BbiceB P aderuginosa M OTCyTCTBUE 3TUOTPOIIHON Tepanuy B aHAMHESE,
KOHCY/IbTMpOBaHa KHM4YeckuM ¢apmakonorom OIr'AY «HMUII 3poposbs feTeit» MuH3npasa
Poccun u mpoBefieH HeCATHIHEBHBIN KYPC NMapeHTepalbHON aHTMOAKTepUaIbHOI Tepalun IIpe-
HaparaMiu IUIepalyUIMH + Tazo6akraM B jo3e 100 MI/KT B CYyTKY, aMUKaIMH 0 10 MI/KT B CyT-
k1. HexxenaTe/bHbIX AB/IeHNIT He HAOMIOAMOCh. [/ ynydieHus gpeHa>kHO QYHKIVM OpPOHXOB
IIPOBEJIEHbl KYPChl NMPMKIAJHON KMHE3SUTEepaluy, JbIXaTeIbHOM I'MMHACTUKM, Maccaka. Mama
pebeHka 0OydyeHa MeTOIMKaM IIPOBeIeHNs JPeHaKHOI TMMHACTVKA Ha JOMY.

MICXOJI V1 PE3YJIBTATDBI ITIOC/IEAYIONIETO HABTIOOEHVA

ITpoBeneHHas Tepamusa IpUBeIa K KyIMPOBAHUIO 00OCTPEeHNA OPOHXOIETOYHOTO IPOLecca,
YMEHDBIIEHNIO YaCTOThI ¥ BLIPAYKEHHOCTH KAIIA, 00/IErYeHNI0 OTXOXKACHNA MOKPOTBI 1 YITydIIIe-
HJIO CAMOYYBCTBUA.

W

ITPOT'HO3

[Ipu cobmofeHnn peKOMeHJANii IPOTHO3 OTHOCUTENBHO OTarONPUSITHBIN: BO3MOXKHO
3aMeJy/IeHNe IIPOTPecCHPOBAHI M3MEHEHMI B JIETKVIX U CHYDKEHNe 4acTOThl 06ocTpennit. OCHOB-
Hble (PaKTOPBI PUCKA YXYAIIEHNA — HecOOIIofieHNe KMHe3UTepalni, IOBTOPHbIEe OaKTepuaibHble
VMHQEKIVN, HU3Kasi IPUBEP)KEHHOCTD TePaIi.

JlaHbI peKOMeHpAaIuy I yIydlleH)s IIpOrHOo3a 3aboyeBaHMs, spajuKkanuu P aeruginosa
¥ MUHMMU3AIM BO3SMOXKHBIX 000CTpeHuit: peryasipHoe Habmonenne B PIAY «HMMUI] spopoBbs
mereit» Munsppasa Poccun, mpoBezieHe KOMITIEKCHOTO 00C/Ie0BaHMsI, KOHTPOJIb IT0CEBA MOKPO-
TBI K&KZIble 3 Mecslja ¢ OIpefie/ieHyieM YyBCTBUTEIBHOCTY K aHTVOMOTIKAM C IIOCTIEAYIOIINM ITPO-
BefleHJeM TI0JTHOTO Kypca 3TMOTPOIIHOM Tepaluy IpY Ha/IM4IUY IIOKa3aHMI, eXKeTHeBHAs VHTaJIA-
LVOHHAA Tepanusa 7% pacTBOPOM HaTpuA XJIOpUja ¢ rmanypoHoBon Kucnoroi 0,1% mo 2,5-5 mMn
2 pasa B CyTKM 4Yepe3 KOMIIPeCCHOHHBI HeOyaiidep, 3aTeM 00s13aTe/IbHasA M aKTVMBHAs KIHE3U-
Tepanusi, OTKAllIMBaHUe, MacCaXX TPYAHON KJIEeTKM, JipIXaTelbHas I'MMHAcTHKa. Bo Bpems 060-
CTpeHMIT PeKOMEH/JOBaHO 00aB/IeHNe ITePOPaIbHON MYKOMUTIYECKOI Tepanmmy aMOpPOKCOTIOM.
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NMEPBUYHASA LMJTUAPHAA AUCKUHE3NA
C CNHOPOMOM 3UBEPTA-KAPTATEHEPA:
PAHHWI BbICEB P. AERUGINOSA

YunreiBasa xponudeckuii BoiceB P. aeruginosa B anHaMHe3e, peKOMEH/IOBaHa VIHTA/IALIMOHHAs aHTH-
OakTepuanbHas Tepamnus IperapaTaMy KOMMCTUMETAT HaTpyus 1 M/IH 2 pasa B JIeHb 4epe3 KOM-
IIPeCCUOHHBIT HeOyrnaridep B TedeHue 6-12 MecsIeB ¢ BO3MOXKHOJI OTMEHOJI IIperapaTa TOIbKO
1ocyie 4-KpaTHBIX OTPULIATE/IbHBIX PE3y/IbTaTOB IT0CEBA MOKPOTBI IIPY HAIWYMM TTOKAa3aHMUIL.

OBCYXAEHUE

[IpencraB/eHHBI KIMHINYECKUIT CTy4ail ITOAYepKUBaeT KII0ueBble IPO6IeMbl JUAarHOCTIKY
u Bepenys feteit ¢ ITLI]I, BK/IoYas CIOKHOCTY PaHHETO BBIABJIEHNUA 3a00/IeBaHUA Y OTCYTCTBIE
YHUGMUIMPOBAHHBIX ITOAXOMOB K JIe4eHMIo OakTepranbHbIXx MHpekuuit. Hamudane situs inversus,
XPOHMYECKOTO BIAYKHOTO KallUld, paHHMUX MH(QEKIUT 1 OPOHX03KTa30B II03BOIM/IO YCTAHOBUTH
nvarHo3 II11]I, ojHaKO COMHUTENIbHBIN ITOTOBBIN TECT U TAXKENI0€ HEOHATA/IbHOE TeYeHNe NepBOo-
Ha4ya/IbHO MOIJIY NPUBECTH K AuddepeHIanTbHO-IUarHOCTUYECKM 3aTPyIHEHVSM.

Ocoboro BHMMaHMA 3aCIy)XMBaeT HeO/IaronpuATHLI (HaKT paHHETo BbIceBa P aeruginosa.
BoiceB P. aeruginosa yMMeeT BO3PACT-3aBUCUMYI0 TE€HIEHLMIO: COOTBETCTBEHHO, Y INOAPOCTKOB
U B3POCTIBIX C YCTaHOBJIEHHBbIM AuarHo3oM I1II1]] BcTpeyaercsa ropasno dale, 4eM y LeTell paHHero
BospacTa (p=0,02) [4]. CpegHuil BO3pacT mepBUYHOrO BbiceBa P, aeruginosa — 11 neT, a yactora
KonmoHmsanun P. aeruginosa B meguaTpmudaeckol rpymme coctasusaeT 14,3%. Y B3pOCIbIX B TOM e
BbIOOpKe P. aeruginosa Bbifensiach yame — B 32,4% cnydaes [7]. OTCyTCTBME CBOEBPEMEHHOI
aHTMOAKTepMATbHON TePAIINY MOIJIO CIIOCOOCTBOBATD ITOBBILIEHNIO PUCKA XPOHU3ALMMA ITPOLiecca.
[Io HameMy MHEHMIO, MMEHHO 3TOT ACHEKT [e/IaeT NAHHBIN KIVHNYECKUI CIydall 3HAYMMBbIM.

CoracHO OIIBITY €BPONENCKUX KOJIJIET, TONbKO 87% MeIMIMHCKMX IIeHTPOB Ha3Ha4yaloT 3pa-
IVKALMOHHYIO TepaIio IIpy epBoM oOHapy>keHyn P. aeruginosa B mocese. Yaire BCero MCIONb3Y-
eTCs1 KOMOVMHAIVA IIepOPaIbHOTO IMIPOdIOKCAIHA U VHIJIAMOHHOTO KO/IMCTUMeTaTa HaTPys
(B 43% nentpos). [Tpu xpounueckoit P. aeruginosa-uHpeKUny NpeAIOITUTE/IbHA HTA/IAIMOHHAS
Tepanys KOMUCTYMeTaToM HaTpus (B 51% meHTpoB) [9].

B Poccniickoit Pefepaniny B HACTOALINIL MOMEHT CYILIECTBYIOT KIMHINYECKNE PEKOMEH Al N
10 BE[IEHUIO IAIM€EHTOB C NVAarHO30M IEPBUYHONM LVMIMAPHON NVCKMHE3VM, COTTACHO KOTOPBIM
OCHOBHBIM JIe4eOHO-peabuIMTanioHHbIM MeponpusatueM s geteitr ¢ ITII]1 aBnsercsa knHesu-
Tepamnus, a Tepanusa Ipu BbiceBe P. aeruginosa mpoBOJUTCA aHAIOTMYHO NPOTOKOIAM JIeYEHUA
OOIBHBIX MYKOBMCLIM/IO30M 1 BK/IIOYaeT OJHOBPEMEHHOe HadHadyeHMe 2—3 IPOTMBOMUKPOOHBIX
IIpEeNapaToB Pa3HbIX I'PYIIL, YTO IPENOTBpAIaeT pasBUTHE YCTOMYMBOCTU P. aeruginosa u cmo-
COOCTBYET OCTYDKEHMIO MAaKCHMA/IbHOTO KIMHI4YecKoro addekra. Hambonee yacTo mpumeHsIoT
KOMOMHAIMY aMMHOIINKO3U/O0B ¢ 1edanocropuuamu 3—-4-ro mokonenus (2, 10].

B HameMm oTHeNeHNM TaKTMKa Te€paluy Py EpBUYHOM BbIceBe P. deruginosa onpenensaercs
II0 pe3y/IbTaTaM I1I0CeBa MOKPOTHI WM (PapUHTOTpaxeaIbHOTO aclypara C BbISIBICHUEM YyBCTBU-
TeJIPHOCTY K aHTUOAKTepMaabHbIM IIperaparaM, 1 0ObIYHO coyeTaeT B cebe KOMOMHALIMIO TapeH-
TepaJIbHOI VI MHTA/IAIMOHHON aHTNOaKTepyabHOI Tepamni, TOCKOIbKY TaKlie Mal[IeHThbl IMEIOT
BBICOKMIT PVMCK XPOHM3ALUY U IIPOTPECCUPOBaHNUS OPOHXOIKTA30B.

3AKJTIOUEHUE

ITpencTaBneHHBI KIMHIYECKIIT CTy4Yall AeMOHCTPUPYeT TUINIHbIN KITacCUIecKuil GeHOTUI
NEepBUYHON LVIMAPHONM AUCKMHe3UM ¢ cuHApoMoM 3usepra-KapTareHepa, NMOATBep>KAE€HHBIN
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reHeTH4ecky 1 MOPQOTOTNYecK, ¥ OFHOBPEMEHHO MOAYepPKUBaeT BaXHOCTh PAaHHETO BBIABIIE-
HYs 6akTepuanbHBIX MHpeKuiL, BKmoyas P aeruginosa. Panuuii BeiceB P. aeruginosa 6e3 coe-
BPEMEHHOII 3TVOTPOIIHON TepaIuy y JAHHOTO ITALlMeHTa, IT0-BUAVIMOMY, CII0co6CcTBOBaN popMu-
POBaHNUIO OPOHX0IKTA30B U MOBBILIEHNIO PUCKA XPOHMU3ALNU MHPEKINNA.

KomnnekcHas AMarHoCTMKA, BKIIOYAMIIAsA TPAHCMUCCUOHHO-3JIEKTPOHHYI0 MMKPOCKO-
VIO, TeHeTNYeCKOe VICC/IeNOBaHNe Y MUKPOOMOTOTMYeCKII MOHUTOPVHI, OCTAeTCs K/II0YeBON
st Bepubukanym I11]], a MHAMBUAYaIM3MPOBAHHBI ITOAXON K Tepaluy I03BOSET CTAOMIN-
3UpoBaTh TedeHue 3aboneBanys. [IpefcTaBieHHbI CTyYail MOAYepPKUBaeT HeOOXOAMMOCTD pas-
pabOTKM CTaHAAPTU3MPOBAHHBIX IPOTOKOJIOB 110 apagukauyy P aeruginosa npu I n akieH-
TUPYeT 3HaYMMOCTb KMHE3UTePAINy, KOHTPOJIA PeCIMPATOPHOI MUKPOOUMOTDI, MHIAIAIMIOHHON
Tepanuy 1 Pery/ipHOro HabMoeH sl B IPOQUIbHBIX OT/eIeHNAX U YIY4ILIeHVs IPOrHO3a.
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KJIMHUYECKUIA CNYYAN PA3BUTUSA MOJTHON
AB-BJIOKAbl U DEHOMEHA WPW

NMOCJIE COVID-19 Y PEBEHKA C TSXXEJION
CUCTEMHOW NATONOTUEN

KJIMHUYECKUW CJZTYYAN PA3BUTUSA NOJTHOMU
AB-BJIOKAObl U ®EHOMEHA WPW MNOCJIE COVID-19
Y PEBEHKA C TA)XENOW CUCTEMHOM NATOJIOTUEMN

0O.B. KoxxeBuukoBa, E.VI. AnekceeBa, T.0O. brakueBckasa, 3.9. AxmenoBa,
9.A. Abamnpse, A.M. Poguionosa

OBOCHOBAHME

CHHIpPOM NpPEeXIeBPEMEHHOTO BO30OYXXIEHMS >KeTygodkoB Bombga-IlapkuHcoHa-Yaiita
(Wolff-Parkinson-White syndrome) B coueTannmu ¢ arpuoBeHTpuKy/sipHoi (AB) 61o0kanoit BcTpe-
qaeTcsi penko [1-3]. B OCHOBHOM omINCaHBI OTAe/NbHBbIE KIVHWYECKNEe CIydayu HIpuoOpeTeHHOro
HapylleHns AB-mpoBenieHus Ha ¢oHe yxe uMmeromerocs penomena WPW pasmidHoil cTerneHn
BBIPOKEHHOCTY, IOCTOSHHOTO W/IM TPAaH3UTOPHOTO, I B OCHOBHOM Y B3POC/IOTO KOHTMHIEHTa 60Ib-
HbIX [4, 5]. Hamu BriepBbIe onucaH cmy4ait ofHOBpeMeHHOro passutys penomena WPW u momHoit
AB-6n10Kazipl y pebeHKa ¢ TAKeIbIM CYCTeMHBIM 3ab0/1eBaHneM nocie repeHecenHoro COVID-19.

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

Hesouka H., 11 ner, ¢ guargosom «IOHoLIeCKNII e pMAaTOMIO3UT, IOJOCTPOE Te4eHle, BbICO-
Kas CTelleHb aKTUBHOCTI», YCTAHOB/IEHHBIM B 10 /IeT )XM3HU, B Te4eHMe HECKOIbKUX TOCIIUTAIIN-
3anuit Habmopanach Bo OTAY «HMMUI] 3goposes feteit» Munsppasa Poccun. [Ipu nocnenaem
IOCTYIUIEHNM COCTOsIHVE peGeHKa OI[eHeHO KaK TsDKesloe, 00yC/IOB/IEeHHOe HellpepbIBHO Peruiu-
BUPYIOIIMM TedeH)eM reMo¢arouuTapHOro cuHapoma. Bo BpeMs Bcex rocnmranmsanuii 6bUn
BBIIIO/THEHBI cepun anekTpokapauorpaMm (IKI'), cBupeTenbcTByone 06 OTCYTCTBUY Hapyllle-
HJII IPOBOJALIEN CUCTEMBI CepALa.

Bo Bpemsa mocnepmHeit rocnmramusanyy (10.04.2023) oTMevanoch NpHUCOENVHEHNE JIBY-
CTOpPOHHEJI IIO/IMCeIrMEHTApHON ITHeBMOHUM cMemranHoy atuonoruu (Klebsiella pneumoniae,
SARS-CoV-2), 4TO CIpoBOLMPOBANO IPOTPECCHUPOBAHNE TXKECTM OCHOBHOTO 3aboyeBaHMS
(nHapacTaHme MapkepoB remodarorurapHoro cuxgpoma). Ha OKI' uepes 4 Hegmenu or pebroTa
OCTPOTO PeCHMpPATOPHOro 3a00eBaHNUA BIIEPBBIE 3apeTMCTPUPOBAHBI NPU3HAKY HapyIIEHN
aBTOMaTy3Ma ¥ IPOBOAMMOCTY CepAlia. B TedeHue HECKONMBKMX 4acOB HAOMIONANOCh HOsBIIE-
HJe ¥ TIporpeccupoBaHye HapyuieHus AB-mposepenus no momHoit AB-6mokazer III cremenn
C perucrpaumeit npenceppHoit Taxukappuy (P 130-136/MMH) M y4alleHHOTO Y3/I0BOTO pUTMa
(QRS 93-82/muH) ¢ mopdomnorueit deHomena WPW, Tum A, Tak HazbiBaeMoro MHGapKTOIogo6Ho-
ro (BO3MOYXHO, HOIOBEHTPUKY/IAPHBIN TUII ITpoBeneHus) (puc. 1).

IIpencepnnas Taxmkapausa U ydyalleHHbIT AB-y3oBoil 3aMelaloluii pUTM He MCK/IIOYaloT
¢dbopMupOBaHNA SKTONMNYECKOTO aBTOMATM3Ma B IIPOBOAAIIEN CUCTeMe IO JIONOTHUTEIbHOMY
nyru [6, 7].
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Puc. 1. dnektpokapanorpammsl: A (npu noctynneHuu ot 18.04.2023) — cMHycOBas TaXxUKapaus;
b (B Hauane 3anucu ot 06.05.2023) — cynpaBeHTPUKYNaApHaa Taxmkapousa, AB-6nokapa | u Il cteneHu
c npoBeaeHnem 2:1, beHomeH WPW; B (B KoHLe 3anucu ot 06.05.2023) — cynpaBeHTPUKYISIPHAA
Taxukappaus, nonHas AB-6n1o0kaga ¢ YacTbiM 3aMeLlalow MM y310BbIM PUTMOM, heHoMeH WPW.,

Ha mocnepneit OKI' pebenka (3aperncTpupoBaHbl IO TSDKECTV COCTOSHMUSA Y BO3MOXKHO-
CTU JOCTYIa TONbKO CTAHHAPTHBIE VM YCUJICHHBIE OT KOHEYHOCTENl OTBEIeHMA) PeruCTpUpoOBa-
Jlach BBIp@KeHHast Opajyukappys (3aMelarolinit y3/moBoit putM 56-58/MuH) Ha ¢oHe IOIHOI
AB-6mokappl, npusHaku penomena WPW orcyrcerBytor (puc. 2).

Mopdonornsa QRS Ha atoit IKI' (oTHOCHTENnbHOE CHYDKeHMe aMIUMTyAbl QRS, y3kme QRS,
TOMMHMPYIOT KOMIIZIEKCHI Mopdornoruu R) CBUIeTeNbCTBYET O 3HAYUTeIbHOM AnddysHOM nopa-
YKEHUV MUOKapJa, HapylleHny pyHKIVY IIPOBeNeH s, a TAK)Ke OTCYTCTBUY IIPU3HAKOB MH(apKTA.
[Tpusnakn puctanbHO AB-6710Kajbl CBUETEIBCTBYIOT O MOPAKEHUY MUOKapa IIPOBOJAIIEN
CHCTEMBI XeTyJO4KOB Ha ypoBHe ITy4Ka [iica u guctanpHee. brokasia nepudepniecknx pasBeTs-
JIEHMII 4Yalle BCTpedaeTcs IPU TKENbIX MOPaKeHMAX CEPHAEYHON MBIIILBI CO BCEBO3MOXKHBIMMU
HapyLIeHNAMM KpoBocHabxeHMs. [Ipu aToM Tuie 6/10Kafibl YacTO HAOIIOjAeTCS TeMOAMHAMIYe-

CKasg HeCTaOM/IbHOCTh ", BOSMOJXHO, €€ IIporpeccupoBaHyie€ B aCUCTO/INIO C TIOJTHOV OCTaHOBKOIA
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KJIMHUYECKUIA CNYYAN PA3BUTUSA MOJTHON
AB-BJIOKAbl U DEHOMEHA WPW

NMOCJIE COVID-19 Y PEBEHKA C TSXXEJION
CUCTEMHOW NATONOTUEN

ALt |
1
|
|

Puc. 2. dneKTpoKapauorpaMma B CTaHOAAPTHbIX OTBEAEHUAX OT KOHeUYHocTel: nonHasa AB-6510Kana;

3aMellalowmin AB-y3noBon puTM ¢ yactoTol 56-58/MuH; yactota P 105-107/MuH,
Onudy3Hoe HapyLleHue penonsapusaumu.

HHI !

KpOBOO6paH.IeHI/IH. Ilo TsoKecTu cocTosTHUS (pa3BI/ITI/Ie Cencuca u IOonMopraHHass HENOCTAaTOY-
HOCTb) YCTaHOBKAa BPEMEHHOTI'O SIEKTPOKApANOCTUMY/IATOPA B JAaHHOM C/Iy4ae OblIa OTK/IOHEHA.
ITocne IIPpOTPECCUBHOrO YXYAIIECHNM COCTOAHNA 6bl1a KOHCTaTMpOBaHa 6uonornyeckas CMEPTh.

OBCYXAEHUE

IIpencraBnenHble usMeHeHMs Ha OKI ABIAIOTCA pefKMM codyeTaHUeM, KOTOpOe, COITIACHO
JINTEPATYpPHbIM NAHHBIM, BCTPEYaeTCd B OCHOBHOM Yy B3POC/IBIX IAIIVEHTOB M MOXXET CBHUJIE-
TEeNbCTBOBATDH O TopaxkaromeM 3¢ dekre Bupyca SARS-CoV-2 Ha K/IeTKM IPOBOAALIEI CUCTEMBI
ceppua. COVID-19, no-BuauMoMmy, CTan y HabI0gaeMoro HaMi MalyeHTa TPUITePOM HapyLIeHMi
aBTOMaTy3Ma I IPOBOAVMMOCTH, TaK KaK KOPOHaBUPYCHasA MHPEKIVA MOXKeT TOBPeX/aTh IIPOBO-
AALIYIO CUCTEMY Cepplla, BbI3bIBasl pas3iyHble 6710Kaabl u apurMun [8]. OTMedeHo, YTO KIMHU-
YeCKV MUOKAPAUT OOBIYHO AMATHOCTYPYETCA IOC/e 2 Hellelb OT Havajia IOsABJIEHNUA CUMITOMOB
KOPOHABMPYCHON MHQEKIMY, a B JAHHOM caydae naMeHennsa Ha OKI BosHuK/1u depes 4 Hepenn
nocse fe6oTa OCTPOro pecnypaTopHOro 3aboIeBaHuA.

B xavyecTBe MpNUYMH BOSHUKHOBEHVS KapAMaTbHBIX aPUTMMIL IIPUBOJAT HApPyIIeHMs MeTabo-
JM3Ma, TUIIOKCHIO, TUIIOKA/IVIeMIIO, OCTPOe TIOBPeXX/IeH)e MIOKAap/ia U B psAfe CIydaeB BIIVIAHUE
MeIMKaMeHTO3HbBIX IIPENapaToB, 00MAAIINX ITOO0YHBIM TpoapuTMOreHHbIM 3 dexrom [9, 10].
B mocnepHue roppl BHUMaHUeE CIEIVAINCTOB IPUBICYEHO K V3YYEHMIO TEIOLUTOB (MHTEPCTH-
1uanbHble KaeTKu). Kak mokasaHo, posb TeTOUMTOB B MMOKapje pasHoOOpasHa: OHM O0/IafaloT
HeJICMeIKepHOI aKTYBHOCTBIO, OCYIIECTB/IAIOT CTPYKTYPHYIO ¥ KOOPAVMHAIMOHHYIO CBA3b MEXAY
kinetkamu [12, 13]. Tsokenmoe moBpeXxjieHMe TETOIMTOB U CHIDKEHVE MX KOJIMYeCTBA OTMEYEHO
npu ¢pubpose, pemonenupoBaHuu Ha GoHe pasINUHBIX XPOHMYECKUX BOCIATUTENIbHBIX IIPOLIeC-
COB, HaIIpuMep Ipu ckiaepogepmuu [11].
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3AKJTIOMEHUE

MCCHCI_IOBaHI/Ie TE/IONUTOB B OJAaHHOM Cly4ae€ HE€ IIPOBOAMIIOCH, OJHAKO CIE€AYET OTMETUTD,

YTO IIpY Ay TOIICUY IPU3HAKM MH(}APKTa MIOKap/ia He BBISB/ICHBI, HO IIPY TMICTOJIOTMYECKOM JICCTIe-
TOBaHMM TKaHeN cepyilja OTMEYeHBI JUCTPpOopIUUecKyie U3MEHEeHNs B KapAMOMIOIIUTAX C NIPU3Ha-
KaMJ 04aroBoii IIOTEPU IMOINEPEYHO-TI0N0CATON MCYEPYEHHOCTH, YTO ABIAETCA CBUJIETETHCTBOM
TSDKEIoro ¢ PysHOro mopakeHys MUOKap/a, BO3MOXKHO, IIOCTY)KVMBILETO MPUYMHON PasBUTHA
TAKOT'O PeJKOr0 COYeTaHMUsI apUTMMM, Kak ronHast AB-6nokama 1 WPW-cunzppom.
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LUMNOBWUAHBIA IMXEH KPOKKEPA-ALAMCOHA:
KJIMHUYECKOE HABJIIOJEHUE

LUMNOBUAHBIA NUXEH KPOKKEPA-ALJAMCOHA:
KIMHUYECKOE HABJIIOAEHUE

H.H. Mypamkus, E.C. bynoxosa, P.B. Enmues, P.A. VIBanos, JI.A. Onparus,
A.IO. YpumueBa, M.A. JleoHoBa

OBOCHOBAHME

ITaTonorndeckne MpOLECCHI, JeXKalie B OCHOBE IIMPOKOTO CIEKTPa [epMaTo30B, HEPENKO
UMEIOT CBOEN MEePBUYHONM U BeFyIIell T0Kamu3anyeil SIuiepMabHbIi 1/1acT. Ocob6eHHo HaIIAMHO
3Ta 3aKOHOMEPHOCTD IPOSIB/ISIETCS B TPYIIINIe 3a00/1eBaHMIl, 00beVIHEHHBIX 00IIM TepMUHOM «[IC-
Keparo3» — CTOJKOrO HapyLIeHMs IIpoljecca TepMUHATbHON AuQepeHIPOBKM KePATUHOLNTOB
" GOpMUPOBaHNSI MOTHOLEHHOTO POTOBOTO C/IOSl. [VMCTOMATONOIMYECKMM KOPPENATOM IaHHOTO
COCTOSIHVISI BBICTYIIAeT aKaHTOKEPATONMMTIYeCKas TUIIepIUIasyst, MaHUpeCTUPYOIas yTOMIeHeM
POrOBOrO C71ost KOXU (stratum corneum). OgHAKO KaueCTBEHHAsI XapaKTePUCTUKA 9TOTO YTOJIIEHIS
MOXKET CYIeCTBEHHO PasHUTBLCA, OTpaXkas IIyOUHYy HapylleHVs KepaTMHMU3aluu. B ogHOM ciydae
dbopMupyeTcs KIaccu4ecKnii TUIepKepaTo3 — 3HAUYUTETIbHOE, HO CTPYKTYPHO «HEMOe» yBedeHe
TOJIVHBI POTOBOTO CJIOS1 32 CYET HAKOIUIEHMs NOTHOCTBIO OPOTOBEBLINX, 0e3bsIePHBIX IUIACTUH
(opTokepaTo3). B mpoTuBOIONIOXKHOCTD 3TOMY IIpK Hojee IIybokoM cb6oe B mporpamme puddepen-
LVPOBKM Pa3BMBAETCSA IIapaKepaTO3 — COCTOSHME, IIPY KOTOPOM B YIUIOTHEHHOM POTOBOM CJIO€ IIep-
CUCTUPYIOT IMKHOTMYECKNE AfIpa M OCTAaTKI OPTaHeNI, CBUETE/IbCTBYIOIINE O MPEXIeBPEMEHHOM
Y HETIOJTHOLIEHHOM OPOTOBEHMU K/IeTOK. TakuMm oOpa3oM, aHa/mu3 THUIIA KePATOTUYECKON peakinn
(rumep- W mapakeparos) CIy>KUT He TONbKO K/TI0YEBBIM AMArHOCTIYECKVIM MapKepoM, HO U IT03BO-
JISI€T CYAUTH O XapaKTepe U TSHKECTY JIeKAIlero B OCHOBe 3a00/IeBaHNs HapyIIeHNs KepaTUHI3ALNL.

HecMoTpst Ha 4eTKyI0 T'MCTOIATONOTMYECKYIO0 KIacCUPUKALNIO, KIMHINYECKUE TIPOsBICH
I€PMaTO30B, CONPOBOXJAAMIINXCA AUCKEPATO30M, OTINYAIOTCA MCK/IIOYUTETbHBIM IOINMOP-
¢usmoM. OfMH U TOT >Ke I'MCTOJIOTMYECKUII BapMaHT, Oy/ib TO TMIep- WIN MapaKepaTos, MOXeET
NeXXaTh B OCHOBe 3a00/IeBaHMII C [[MAMETPAIbHO IPOTHUBOIOIOXKHON KIMHUIECKON KapTUHOIL:
OT OrpaHNYEHHBIX JOOPOKaYeCTBEHHBIX (OPM 0 reHepanTn30BaHHBIX, PE3UCTEHTHDIX K Teparun
Y MOTEHIMA/IbHO 37I0KAYeCTBEHHBIX NPOLECCOB. DTa JUXOTOMUA MEX/Y OTHOCUTEIbHO CKYIHbBIM
HabopoM maToMopdONOrMYeCKMX MPU3HAKOB M HIMPOKUM CIIEKTPOM KIMHUYECKUX IPOSBICHUIA
CO3JIaeT CYIeCTBEHHbIE AVIarHOCTIYecKye TPYAHOCTI. OCcO0YIO0 CTIOKHOCTD IIPEACTABIIAIOT PefKIe
Y aTUIIMYHO IpoTeKalye GOpMbl, KOTOpble He YKIa[bIBAIOTCA B KIACCUYECKUe IUarHOCTIYe-
CKIi€ aJITOPUTMBI ¥ MOTYT JUIUTE/IbHO MMUTHPOBATD 60jIee pacpoCTpaHeHHbIe HO30/IOT .

I[IpencraBnseM KIMHMYECKOe HAOJIOleHNe TTAIVIeHTa C IIVITOBYIHBIM JVXeHOM. [laHHbI CrTy-
Yall WUTIOCTPUPYET TUIIMYHBIE IMAaTHOCTUYECKNE KPUTEPUN U NTOSYEPKMBAET BAXKHOCTh KOMIIJIEKC-
HOTO ITOAXO/ja — OT KJIMHWYECKOT OL[eHKM 10 TaTOMOPOIOrnyecKoro 1cciaefoBanns — B Bepudu-
KaIlVJ ;UarHo3a ¥ BbIOOpe TAaKTUKY BeJIeHNs TAlJIeHTa C Pe3UCTEeHTHBIM IOpa)KeHeM KOXKIL.

ONUCAHUE KITMHUYECKOTIO CJTYYASA

“' OIIALIMEHTE

Y manumenta K. 2013 roga poxxgeHus Bnepsble B MapTe 2025 roga nosiBUINCH BbICHIITAHNA
Ha KOXKe TY/IOBMIA Y KOHEYHOCTSX B BMJE OTPAaHNMYEHHBIX CTab03PUTEMaTO3HbIX LIEPOXOBATHIX
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Onamex. I[TpuunHy BO3HMKHOBEHMs BBLICBHIIAHUII HU C YeM He CBA3bIBaIN. Hac/lelcTBEHHOCTD
He oTATOIleHa. AMOY/IaTOPHO To7, HAaOMIOfleHNIeM TIefiraTpa IIPOBOMIOCH JIedeH)e PasTNIHbIMI
MeTOfjaMll Hapy>kKHOI Tepanumu 6e3 yrydileHus. B manpHerieM ImaToOMOTMYecKMil MpoIiecc mpo-
IPecCcUpoBaJl, yBENUIUIOCh KOMUYECTBO OYATOB I X Pa3MEPBIL.

[TaumenT cocTouT Ha y4eTe y ICUXUATPa C IUATHO30M «PaccTpoiicTBO ay TMCTUIECKOTO CIIEKTPay.

PE3YJIBTATbI ®VISUKA/TBHOTI'O, TABOPATOPHOTI' O

VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

Ha MoMeHT rocmmranmsainum mnanyeH-
Ta KOXKHBII ITaTOIOTMYEeCKNIT IPOIecC HOCUI
PacnpoOCTpaHEHHDbII CUMMETPUYHDBI HEBOC-
Ha/TNTeNbHBI XapaKTep, OBUI JIOKanM30BaH
Ha KOXKe TYJIOBUINA, BEPXHMX M HIDKHUX
KOHEYHOCTeV ¥ IPeJCTaB/IeH MHO)XeCTBEHHBI-
MU, XaOTUYHO PACIONTOXEHHBIMU (DONINKY-
JIIPHBIMY KOHMYECKVIMY POTOBBIMM ITAITyTAMM
pasMepoM OT 1 MM 10 5 MM, OKpY>KalOIINMMU
CTep>KeHb BOJIOCA, U TEPUPOUIUKYIAPHOI
sputemoii. HexoTopsle mamynsl I'pynmmpo-
Ba/IMICb B OYary OKPYIJNION ¥ HeNpaBUIbHON
¢dbopMBI, 0COOEHHO BBIpa)KeHHble B 007a-
CTV JIOKTEBBIX U KOJEHHBIX crumb6oB (puc. 1).
[Tpy mpoBefeHMM JNAJOHBIO IIO HMOBEPXHO-
CTV OYaroB OIPee/sICA «CUMIITOM TePKU».
Horty 1 Bomochl He M3MeHEHBI.

ITpn mpoBemeHNM HEPMATOCKONNM OTMe-
YeHbl Me/KMe (POIMKYISApHbIe IaIlylTe3Hble
39JIeMEeHTBI, Ha IOBEPXHOCTM KOTOPBIX HAXOMAT-
Csl OCTpble HUTEBUIHbIE KePAaTMHOBBIE BBICTY-
IIbI, VICXOZSAIYE 13 KaHATIOB BOJIOCSAHBIX (pos-
NMKynoB (puc. 2).

BrimonHeHo  maTtoMopdonormiyeckoe
UCCIeoBaHMe KOXXHOro Omomrara, II0
pesyibTaTaM KOTOPOTO ONMCAaH (parMeHT
KOXXV C HeOOJbIINM YYacCTKOM IIOIZKOXKHOI
JKUPOBOJ KJIeTYATKM, SMUIEPMUC HE3HAUM-
TeJIbHO YTOJIIeH. B KpaeBoil 30He OuonTara
HIPUCYTCTBYeT (PparMeHT BONIOCAHOTO (oi-
NMMKyna ¢ nepudomIuKyIsapHon numdornc-
TUOLMUTAPHON WHOWUIbTpaIMeil U POTOBON
npoOKoil B pacIIMpeHHOM ycTbe. Boxpyr
COCY[I0B IIOBEPXHOCTHOTO CIIETEHMS CKYJ-
Hble CKOIUIEHMS JUMQOIUTOB U TUCTUO-
nutoB. KosmareHoBble BOJOKHA JlepMBbI
6e3 IpU3HAKOB CTPYKTYPHBIX M3MEHEHMI

(puc. 3).

Puc. 1. KnuHnyeckune nposiBieHUs LUMNOBUOHOIO
hONUKYNSPHOIro KepaTosa: ovarn Nopa)keHus,
JIOKaN13o0BaHHbIe Ha KoXKe obnactu 6epnpa (A, B),
BEPXHUX KOHeuHocTewn (B, IN).

Puc. 2.
LepMaTtockonuueckas
KapTWHa LWMMOBUAHOIO

hoNNUKYNAPHOro

KepaTosa: ocTpble
HUTEBUAHbIE
KepaTUHOBbIe

BbICTYbI,
ncxopsime us
KaHaJ10B BOJIOCSHbIX

thonnmnkynos.
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Puc. 3. MaTtoMoponornyeckas KapTuHa LLMNOBUOHOIO hONNNKYNSPHOro Kepatosa (A, b).

\i_

Ha ocHOBaHMM IO/Ty4eHHBIX JaHHBIX 1 Pe3y/IbTaTOB IATOMOP(OIOrNYECKOro MCCIefOBaHA
YCTaHOBJIEH K/IMHMYecKuit inarnos: «llunosupnsiit mumait Kpokkepa-AgaMcoHar.

IIpoBeneHHOE JedYeHNMe IpermapaToM TPYHIBI CUCTEMHBIX PETMHOMIOB CIIOCOOCTBOBAIO
TOCTVDKEHUIO KIMHUYECKOTO yay4lleHns. bobIias 9acTh BbIChITaHMIL IOTHOCTDIO MM YACTUIHO
perpeccupoBana yepes 4 Heflen OT Hayasla Tepannn.

W

ITPOTHO3

ITporuos npu MUNOBUAHOM (HO/UIMKY/IAPHOM KepaTo3e 0/1aronpuATHBIA. Y MHOIMX HallVeH-
TOB CUMIITOMbI YMEHBIIAIOTCS C BO3PACTOM, OCOOEHHO IIPY CBOEBPEMEHHOM COOIOeHNN PEKO-
MeHJIalMil IepMaTorIora.

|
OBCYXAEHUE

H. Crocker (1901) n H. Adamson (1905) BnepBble ommcanu ¢popMy Keparosa, XapaKTepusyro-
I[YIOCA MOsAB/IeHNeM (OJUIMKY/IAPHBIX A/ C IMTYIIKOBBIMU BOJIOCAMI B LIEHTPe U TOHKVIMY LINIIO-
BUJJHBIMY POTOBBIMM BBIPOCTaMM. JlepMaro3 MOMyumI HasBaHUe «IIMIOBUAHBIA (HOIIMKYIIAPHBIA
kepaTo3» (lichen pilaris spinulosus) u BIoc/mencTBUM CTan M3BeCTeH MOJ, VIMEHAMM €O IIepBOOT-
KpbIBatereit [1, 2]. 3aboneBaHne 0OBIYHO HAYMHACTCA B JETCTBE Y MOXKET JUIUTBCS B IIOIPOCTKOBOM
¥ B3POC/IOM BO3pacTe, Yallle Y Ma/TbuMKOB [3]; HaclemyeTcs ayTOCOMHO-TOMIHAHTHO. KimmHndeckn
IIMIIOBUHBIN (OIMKYIAPHBIN KepaTo3 IPOSAB/IAETCA MHOTOUMCIEHHBIMI (QOIMKY/IAPHBIMU OPO-
TOBEBLIVMI Y3€IKaMM, OOBIYHO TEZIECHOTO IBeTa. DTY 3/IEMEHTBI CKJIOHHBI TPYIIIPOBAThCs, popMu-
py# OIAIIKY OKPYITION MO0 HEeNpaBUIbHOI (GOPMbI pasMepoM OT 2-3 CM B iaMeTpe [0 KPYIHbIX
04YaroB, KOTOPbIe MOTYT PacIpPOCTPAHATHCA IO BCel MOBEPXHOCTY KOXKHOTO MOKpoBa [4, 5], ¢ 1oka-
NU3alyeil Ha Illee, TPY/IN, )KUBOTe, Oefjpax, ATOANIIAX, 06/IacTI IIeYeBOro mosca. VIHOIIa BbIChITaHMA
HOABJIAIOTCA Ha (DOHE JIETKOI SPUTEMBI, HO Yallle Ha BUVMO HeIllopaXKeHHOI koxke. [1py mpoBeneHym




JIAIOHBIO TI0 TOBEPXHOCTV OYaroB MOPaXKEHVs OIpeernseTcsl ouyuieHne «Tepkm». CyObeKTUBHO
MI3MEHEHMsI OTCYTCTBYIOT WM C1abo BeIpakeHbI. ObIee cocTosHMe He Hapymaercs [1, 6].

B Tepanuy mmmnoBuAHOro (GOUIMKYIAPHOTO KepaTo3a IPUMEHSIOTCA KaK HapyXXHble, Tak
¥ CUCTEeMHbIe METO/IbI, HallpaBjieHHbIe Ha YMeHbIIIeHNe BHIPAXKEHHOCTH (DO/UTMKY/ISIPHOTO TUIIEp-
Keparo3a U HOpMa/IM3alMIo IPOLeCCOB OPOrOBeHNsA. TpaiuI[IOHHO OCHOBY JIEYEHNS COCTABIIAIOT
KEepaTOMNTNYECKNE CPENCTBA, BKIIOYAKOLIVE IIPeapaThl ¢ MOYEBUHOM, CAIMLIVIOBON KUCIOTOIL,
MOJIOYHOII KMC/IOTON U MX KoMOHaIu [7]. VIcronp3yioT Tak)Ke Hapy>KHbIe peTHHOU/IBI, KOTOpbIe
peryupytot nponudepanyio u fuddepeHIpOBKY AMMUAePMaTbHbIX KJIETOK, YIy4Ilas COCTOsIHIE
¢dommkynsapHoro amnmapata [8]. Ilpu gnnuTenbHOM NMpUMEHEHNN OTMEYaeTCsl IIOCTENIeHHOe CIVIa-
XKVMBaHUE 5JIEMEHTOB U YMEHbIIEHE BHIPR)KEHHOCTY KIVMHUYECKNX IIPOSB/ICHUIL.

OMOJIEHTBI ¥ YBIAKHSIIOIIME CPECTBA 3aHMMAIOT B)KHOE MECTO B IOZIeP)KMBAOLIEN Tepa-
. PeryisipHoe Mcronb3oBaHMe IpernapaToB ¢ KepaMujaMu, IJIMLEPUHOM, TUaTypPOHOBOI KIC-
JIOTOJ O3BOJIsIET BOCCTAHAB/INMBATD KOXKHBII Oapbep, CHYKATb CYyXOCThb Y YMEHbIIATh BTOPUYHBII
BOCIA/INTE/IbHBI KOMIIOHEHT.

[Tpu BBIp@)KEHHBIX PACIPOCTPAHEHHBIX VJIM PE3UCTEHTHBIX (HopMax HMIMIIOBUAHOTO (Hosu-
KY/ISIPHOTO KepaTo3a pacCMaTpMBaeTCsl HasHaueHMe CUCTEMHBIX PETMHONOB. DTU IIperaparsl
HOPMa/IM3YIOT IPOLeCChl KepaTMHM3ALUY Ha YPOBHE BOJIOCSAHBIX (OJIIMKY/IOB, OKA3bIBAIOT BJIV-
sHJE Ha MPOAYKIVIO KOXXHOTO Caja ¥ 00/alaloT IIPOTVMBOBOCIIA/IMTEIbHBIMI CBOJICTBaMu [9].
OpHako UX HasHavYeHMe TpeOyeT TIIATENTbHON OLIEHKM IOTEHIMATbHBIX PUCKOB, MOHUTOPVHIA
7abOpaTOPHBIX MIOKA3aTeNIeN ¥ CTPOrOro COOMIOIeHNS TPOTUBOIOKA3aHNIA.

3AKJTIOMEHUE

IIpencraBneHHOe HaMy HabmOfeHNe MIMIOBUAHOTO (QOMIMKYISAPHOTO Keparosa JMMeeT
K/IMHUKO-TUCTONOIMYeCKoe CXOACTBO 6oyee yeM ¢ 10 gepmarosamu. 3aboeBaHIe MaJO3HAKOMO
IepMaTOIOraM U3-3a PENKOI BCTPEYaeMOCTH, C YeM CBA3aHbI OIIpe/ie/IeHHbIe TPYJHOCTH €T0 Jyar-
HOCTMKM, 9YTO OOYC/IOB/IMBaeT HECOMHEHHBIIT IPOgeCcCHOHaNIbHBII UHTEpeC.
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APUTMOTEHHASA KAPAMOMUOMATUSA:
OUWATHOCTUYECKUE CJIOXKHOCTH
HA MPUMEPE KJIMHUYECKOIO CJZIYYAS

APUTMOTEHHAA KAPOAUOMUOTNATUSA:
AUWATHOCTUYECKUE CNTOXXHOCTH
HA NMPUMEPE KIIMHUYECKOI'O CJZIYYAA

B.I. KaBepuna, H.A. Casurosa, E.H. bacapruna, K.B. CaBocTpsiHOB

OBOCHOBAHME

Apurmorennas kapgmommomnatusi (AKMII) — nacmenctBeHHOe 3aboeBaHme MMOKap[a,
B OCHOBE KOTOPOTO JIOKUT IPOTrpeccpyloliee 3aMelljeHlie KapAnoMuounTos ¢GpubposHoi u/umm
XKVMPOBOJI TKAaHBIO, Befylljee K 9/MeKTPUUECKOl HeCTAOVIbBHOCTU M HAPYIIEHMIO CUCTOTNYECKO
¢byukunn [1, 2].

Pactipocrpanennocts AKMII Bo B3pocioit nonynanumu onennsaercsa B 1:1000-1:5000, B get-
CKOJl — JOCTOBEPHO HEM3BECTHO; MUK MaHMdecTanuy NpuxoanTcs Ha BodpacT 20-40 et ¢ mpe-
obJajjaHyeM NalMeHTOB MY»XCKoro noja (cootHomenue 4:1). AKMII sBiseTcs ofHOI U3 BeRYIMX
IPUYMH BHE3AITHOI Cep/ieuHOl CMePTU Y MOJIOABIX JIMI] U CIOPTCMeHOB [3]. TaxecTh cocTOSHMA
y HAIJeHTOB pasnyaeTcsi — OT 0@CCUMITOMHOTO TeYeHN: IO BHE3AITHON CepAeYHO CMEPTHL.

Hvarnoctuka AKMII 6asupyercss Ha MeXAYHApOLHBIX KPUTEpPUAX, BKIOYAMOINX 6 Kare-
ropuil: CTPYKTypHO-(YHKIVMOHATbHbIE M3MEHEHUs >KeMyLOYKOB, JaHHbIe OMOICHMM MUOKapfa,
IeNopU3al[MIOHHbIE 11 PENOIIPU3alIOHHbIe aHOMaMM Ha anekTpokapanorpamme (IKI), xeny-
JOYKOBBIE APUTMUM, a TakKe ceMeliHbIll aHaMHe3 [4]. Onnako DKI-u3MeHeHM U >Kemy[OYKOBbIe
apuTMMM HecnelM(UYHbBI ¥ MOTYT BCTPEYaTbCs IPY APYIMX TUIAX KapAVOMMONATHUI, a CTPYK-
TYpHbIE MIBMEHEHN 3HAYMTEIbHO OTCTAIOT OT /IEKTPOKapAMorpadryecKiX HapyLUIeHWiT, B CBA3M
C YeM OJJHUM U3 K/IIOYEBBIX JMATHOCTUYECKUX 3/IEMEHTOB ABJIAETCSA F€HETUYECKOe TeCTUPOBaHMeE.
V3BecTHO, 4yTO 60OMIEe YeM B 50% CiTydaeB IPUYNMHOI 3a00/1eBaHNs ABJISAIOTCS NTATOTeHHbIE BapyaH-
THI B TeHax JecMOcOMHBIX O6enkoB (PKP2, DSP, DSG2, DSC2, JUP) [5].

Ocoby10 auarHoCTN4YecKyo IpobneMy NpefcTaB/IAIT aTUINYHble (GopMbl 3abomeBaHud,
B YacTHOCTH «ropsyas ¢pasza» AKMII, kmmHmdeckn cXoxxast ¢ OCTPBIM MUOKAPUTOM WU/ OCTPBIM
KOPOHApHBIM CHMHJpOMOM [4]. JlaHHOe COCTOsIHNMEe, YacTO aCCOLMUPOBAHHOE C (USMUECKUMM
HarpysKaMM, XapaKTe€pPU3yeTCs SIM30[40M OCTPOTO IOBPEXJEHNA MUOKAPAA, COPOBOXXJAOIIEro-
cs1 607IbI0 B TPYIHOI K/I€TKe, IOBBILICHNEM COflep>KaHNs TPOIOHNMHA | 1 MapkepoB MOBpeX/ieHns
MIOKap/a Ipy OTCYTCTBMM FeMOAVHAMMYECK) 3HAYMMOTO NMOPa>keHNA KOPOHAPHBIX apTEPUIA.

Hamr kniyHuYecknit ciaydai JeMOHCTPUPYeET CIOKHOCTY AudQepeHInanbHO JUarHOCTIKI
¥l TAKTVMKY BeJleHV MAIIEHTOB C MOK0OHOM CMMITOMATHUKOIL.

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

HleBouka A., 14 sieT, BrepBble TOCIUTANU3NPOBAHA B Kapauonorudeckoe orpenenme OIAY
«HMMNI] 3popoBbs feteit» Munsapasa Poccyun B 2024 ropy. JKamo6s! Ipy IOCTYIUIEHNM Ha TTOBBI-
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IIEHHYI0 YTOMJ/IIEMOCTb, 00/ B 00/MacTU CepAla, cephleOueHne, ORbINIKY Ipu (uanmdecKoi
Harpyske, SI130fbl IPefOOMOPOYHBIX COCTOSHMII (IIPECHHKOTIE).

JleBouka m3 mpuemHol cemby. IleprHaTanbHbII aHaMHe3 0e3 ocobeHHOCTell. CeMelHBbIN
aHaMHe3 OTATOlleH: Omonornyeckas MaTb (1985 roga poxaeHus) HabIOfanach KapAayuoaoroM,
yMepria B Bo3pacTe 29 JIeT OT IaTOMIOIVH CePHeYHO-COCYAVICTOI CUCTEMBI (TOYHBIN JYIarHO3 HEen3-
BecTeH). JlaHHBIX O 3[J0pOBbE JPYIUX KPOBHBIX POICTBEHHNMKOB HeT.

Anamnes 3abonesanus. B Hoss6pe 2023 roma mocie nepeHeCEHHON OCTPOIl pecnMpaTOPHON
BUPYCHOV MHGEKIMY OTMeTWIa IOsBJICHME OfBIIIKY, 3aTPYAVHHBIX U aOJOMVIHAIbHBIX OOrerl,
TOIHOTHL. B rekabpe 2023 ropa Ha KT perncTpupoBacs CMHYCOBBI PUTM C CMHPOMOM paHHell
penonApu3anym KeMyL0uKOB.

B anuBape 2024 roga Bo BpeMs ypoKa (pU3MIecKOl KY/IbTYpBbl B IIKOJIE OTMEYaIOCh yXyALIeHe
COCTOSIHMA: BO3HUK/IM BbIpa’KeHHOE TOJIOBOKPY K€HMe, OfIbIIIKA, IepMOPaIbHbIN LIMAHO3; COCTOS-
Hle KYIMPOBAIOCh CaMOCTOATeNbHO. B deBpane 2024 roga mocie Gpusnudeckoi Harpy3Ku cocTo-
sIHUE Pe3KO YXYALIMIOChH: MOSBWINCDH OfBIIIKA, BhIPa)XKEeHHAsA C/1aboCTb, 60/ 3a rpyauHoiL. boita
TOCIIMTANIN3MPOBaHA B CTAI[VIOHAP II0 MECTY >KUTEeNIbCTBA, Ifie Ipy 00CIeOBaHNI BBIABJIEH JIeil-
kounTos (go 14x10°/m1), pe3Koe MOBbIlIeHNe KOHIIeHTpauyy TponoHuHa I o 5000 Hr/mMa u Mo3-
rosoro Hatpuriyperndeckoro mponentyusa (NT-proBNP) go 15 000 rir/mn. Mukpo6uonorndeckie
IIOCEBBI ¥ MICCIEIOBaHNA METOJOM ITO/IMMEPA3HOM L[EITHONM PeaKuy Ha KapIMOTPOIIHbIE BUPYChHI
OBbLIY OTPULIATETBHBIMIL.

Kommnprorepras Tomorpadusa (KT) opraHoB rpynHOit KIeTKM ¥ OPIOIIHON IOTOCTY: MAacCUB-
HbBIl JBYCTOPOHHMUII TMPOTOPAKC C KOMIIpeCCUell IeTKUX, TUAPOIepUKapy, acIuT, TellaToMera-
NV, IPU3HAKM [TOPTAIbHON TUIIEPTEeH3U.

Ixokappuorpadus (9xoKI'): mapagokcanbHOe JBIDKEHNE MEXOKeIYJOYKOBOI eperoponK,
KOHIIEHTPUYECKOe YTOJIIeH)e MUOKap/ia 000MX XeMy[OYKOB, (GpaKuus BEIOpOca JIEBOTO >KeTy-
IOYKa Ha HYDKHEV rpaHuiie HopMbl. Yacrora ceppeunbix cokpamennit (YCC) 115-134 yp./mMuH.

OKI: cuHycoBas Taxmkapaus, CHIDKeHMe BojlbTaxka 3yonos R. ITatomormueckoro 3ybua Q,
HoIbeMOB cerMeHTa ST He 3aperucTpupoBaHo.

BoicraBnen puarHos «Kapamommomarus, AumaTalMOHHBIE ¢eHOTMII. XpOHMYeCKas cep-
meuyHaa HegoctaTouHOcTh IIA crapgum, II-III ¢yHKUMOHANBHOrO KiIacca IO Hblo—VIopKCKoﬁ[
Knaccudukanuy QyHKIMOHATBHBIX KIAaCCOB XPOHWYECKON ceppiedHoi HemocTaTogHOCTH (New
York Heart Association, NYHA)». HasnadeHa Tepanmsa: aHTMOaKTepuanbHbII Ipenapar (aMmm-
IVUIMH + CaJbOyKTaM), HeCTEpOMAHBIN IIPOTMBOBOCIIANNTENbHBIN mpernapar (ubympoden),
anypetuk (pypoceMus), aHTarOHUCT MMHEPATIOKOPTUKOMIHBIX PELeNTOPOB (CIMPOHONAKTOH),
aHTMAarperaHT (aueTwIcanuiuioBas KucnoTa). IIpoBefeHa TemeMegVIIVHCKas KOHCY/IbTAIlVA
¢ xappuonoramu OI'AY «HMIUL spmopoBbs meteli» Munsppasa Poccum: mHMLIMMpPOBaHA KOM-
IVIEKCHAsA Tepamlys CepfievyHOll HeJOCTATOYHOCTY C IMOCIeAYIIMM J00aBIeHreM MHIMOUTOpa
aHTMOTeH3MHIIpeBpaliaoIero ¢gepMenTa (kanrompmia) u [P-agpeHobnmokaTopa (KapBefuIon)
C TIOTIOKUTENIbHBIM 3¢ deKTOM 3a 4 Hefie/y IpyeMa B MYUHVMMA/IbHBIX JI03aX (KynupoBaHa KIVHU-
YyecKasd CMMITOMATMKa; HOPMaau30Bamich MapKepbl Bocnanenusa: NT-proBNP u Tpononnn I —
52 r/mi n 0,03 HI/MJI COOTBETCTBEHHO).

PE3YJIBTATDBI ®PN3NKATBHOI'O, TABOPATOPHOI'O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

IIpn nmocrynnenmn B Kappamonormueckoe otgenenune OIAY «HMUIL spopospa pereit»
Munsppasa Poccun B umione 2024 ropma ¢usMKanIbHBIX OCOOEHHOCTE)l He BBISB/ICHO: KOXKHbIE
IIOKPOBBI O7I€[{HO-PO30BbIe, TYProp TKaHel JOCTATOYHBII, 00/IACTb CepAlia He M3MeHeHa, IPaHM-
LBl OTHOCUTE/IBHON TYIOCTH CepALla He PacIIMPEHbI, TOHBI CepAlja PUTMIYHbIE, HEVHTEHCYBHDIN
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cucronnyeckuit mym Ha Bepxyuike, YCC 78 yj./MuH, 4acToTa AbIXaTe/lTbHbIX ABYDKEHUI 19/MuH,
renaToclaeHOMeraany Her.

JIabopaTopubie nokasarenm: NT-proBNP 66 nr/m, TpornonnH I He onpenernen 1o TexHmde-
CKVUM TIPUYVHAM.

9x0KI: monHas HopManu3auys pa3MepoB KaMep U TOMIIMHBI CTEHOK cepAna. CucTonmyeckas
GyHKLMA JIeBOTO JKeMylodKa He HapymleHa (¢dpakiusa BeiOpoca mo Simpson 70%). IIpusnaxkos
JIETOYHOM TUIIEPTEH3UY HET.

MaruurtHo-pe3onaHcHast Tomorpagusa (MPT) cepaua: ppaxums BEIOpoca 1€BOTo Xemympodka
57,4%. [JlaHHbIX 3a puOpOTIMIECKYIe N3MEHEHNA, BOCIIA/IEHIIe VIV aHOMA/IN KOPOHAPHBIX apTepuit
He BbIsAB/IEHO (puc. 1).

Pesynbrarsl KT-kopoHaporpadum Takxe Oblii B HOpMe.

9KTI u xonrepoBckoe MountopupoBanue IKI' (puc. 2): ann30abI IpaBOIpeRCepIHOTO PUTMA
¢ UCC 74 yp./vMmH (Makc. 127 yu./muH, MyH. 50 yi./MVMH), CUHAPOM paHHel peNoIApU3aIiin >Key-
IOYKOB, 6 CyIIpaBEeHTPUKY/IAPHbBIX SKCTPACKUCTOJ, IIay3 PUTMA HeT.

KoHcynbTupoBaHa reHeTMKOM: ITOKa3aHO IIPOBeleHNe IMOTHO3K30MHOTO CEeKBEHMPOBAHUA
C HOC/IefyIoLIell Ba/lyjanuell BbIABICHHBIX I'€HETHYECKUX BApPUAHTOB, ABJIAIIIUXCA Hauboree
BEPOSATHOI NPUYMHON 3a00/IeBaHNs.

' —) TIPEIBAPUTEJIbHBIN IMATHO3

Ha ocHoBaHMM NO/TyYeHHBIX JAHHBIX YCTAaHOB/IEH AuarHo3 «KappmommonaTus HeyTOYHEH-
Has. XpoHMYecKas cepiedyHas HemocTaToyHOCTb I-IIA cragmm, II ¢yHKuUMOHaNbHOrO Kimacca
o NYHA».

Puc. 1. MarHuTHO-pe3oHaHCHas ToMorpadus cepaua: U3MEeHeHUst OTCYTCTBYIOT.
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Puc. 2. dneKTpoKapanorpaMma: CUHYCOBbIA PUTM € YaCTOTOM CepaeyHbIX COKpaLLeHni 76/MUH.
WHTepBanbl QT/QTc 360/405 Mc. QRS 0,08 Mc, NpU3HaKK paHHel penonspusaLmm
MUOKap/a »KeJly10UYKOB.

B Tepanuu mpopomkeH npueM MHIMOUTOpPa aHIMOTEH3MHIpeBpamaoiero depmenra (3Ha-
manpun B gose 0,5 MI/KT B JieHb), B-6mokaTopa (MeTOnpoion mo 1 MI/KT B JieHb), aHTarOHNUCTa
MUHEPaTOKOPTUKOUHBIX PEeLelITOPOB (CIMPOHOMAKTOH 1O 0,5 MI/KT B [IeHb).

VICXOJ Y PE3YIBTATDBI IIOC/TEQYIOIErTO HAB/TIOIEHVA

B mexabpe 2024 ropa Iomy4eHbI pe3ylbTaTbl MOJIEKYIAPHO-TEHETUIeCKOTO MCCIefOBaHMA:
BBIAIBJIEH PaHee He ONMCaHHbI BapuaHT €.430G>A, p.E144K B rene DSG2 B reTepo3sMroTHOM
cocrogamu. KnaccnduumpoBaH Kak BapuMaHT C HEM3BECTHBIM KIMHMYECKUM 3Ha4eHMEM B COOT-
BETCTBUIU C POCCUIICKMM PYKOBOZICTBOM II0 MHTEPIIPETALMN JAHHBIX NocnefoBarenbHocTy JTHK
yesioBeka [6].

[Ipu noBTOpHOM 06C/IENOBAHNM B OTAe/eHNN B MapTe 2025 Tofja COCTOSHYE COXPAHSAIOCh CTa-
OMIbHBIM KaK KJIVMHIYECKN, TaK U [0 JaHHBIM JTa00paTOPHO-MHCTPYMEHTAIbHOTO 00C/IeIOBaHNA.

W

KpaTkocpouHbIil IPOTHO3 I NMALVIEHTKM OaroNpMATeH B CBA3M C IIOMHBIM OOpaTHBIM
peMofieMpoBaHeM CepAlla M HopManusauyell QyHKuuy Muokappa. OFHAKO [OITOCPOYHBIN
IIPOTHO3 OCTAETCA HEONPeIe/IEHHBIM 13-3a BbIABJIEHHOTO BapuaHTa B reHe DSG2, accouumpoBaH-
HOM C PUCKOM apUTMOT€HHOI KapAMOMMOIIATUY, YTO OOYC/IOBIMBAET OCHOBHBIE IIOTEHIIMA/IbHbIE
PVICKY Pa3BUTHA MEKTPUUECKOI HeCTAOMIBHOCTY MMOKapaa 1 ¢pubposa, HECMOTPs Ha TeKYIYIO
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peMuccuio, 1 TpebyeT HanbHENIIEr0 HAaOIIOfEHNSI TEHETUKOM C IepecCMOTPOM KIMHUYIECKON
3HAYMMOCTY BapMaHTa.

OBCYXXAEHUE

B nuddepennyanpHblil pAx OIpy OCTPOM MOPAKEHUV MUOKApAA Y MeAuaTpUiecKoro Ialu-
eHTa nomumo AKMII BXopaT fumaTanoHHasA KapAMOMIOIIATHA, OCTPbIAl KOPOHAPHBIN CUHAPOM
U OCTPBIII MUOKaPAUT.

B npepcTaBeHHOM KIMHUYECKOM C/Ty4ae AVIATallMOHHAsA KapAMOMMOIATHS OblIa VICKIIIoYe-
Ha 671aroziapst OTCyTCTBUIO 3HAUMMON V/IaTallMy KaMep ¥ CUCTONMMYECKOi AMCHYHKIMI MUOKap-
fa. OCTpblit KOPOHAPHBII CMHAPOM TaK)Xe ObII MCK/II0YEH BBU/Y OTCYTCTBUA IPU3HAKOB VILIEMUN
VI TTATO/IOI VYT KOPOHAPHBIX apTepuil IIpy KOpoHaporpagpuiu.

Hawnbonee cnoxxnoit sinsercs puddepeHyanysi ¢ OCTPbIM MUOKAPAUTOM, YYUTHIBAsI CBA3b
fe0l0Ta CUMIITOMOB C IIepeHeCeHHON MHQeKIMell, TOBbIIeH)e MApKePOB BOCIIATIEHNsI U TPOIIO-
HIIHQ, A TAaK)Ke IIOIOKUTENbHYI0 JTHAMUKY Ha (POHE IPOTUBOBOCHAINTEIBHOI TePANNH C TIOJTHON
HopMau3sanyeit GyHKuuy cepala. DT faHHbIE, OTHAKO, He VICK/IIOYAIOT JUArHO3 «ropsiueit ¢paspi»
AKMII. [auubiit ¢peHOMEH, OMMCAHHBINI OTHOCUTENBHO HENABHO, NPENCTaBsieT cob0il amm3of
OCTPOTO MOBPEX/EHMI MUOKAp/a, KIVHNYIECKY ¥ OMOXVMIYeCK) HEOT/IMYMMBIN OT MUOKApAUTa,
HO ITaTOTeHeTUYEeCK CBS3aHHBIN C aKTUBHOI I'MOebl0 KapIOMIOLIITOB BCIEICTBUE JECMOCOM-
Holt pucdyukunu [3, 7]. «[opsiaas dasa» Moxer ObITH mepBbIM nposiBeHneM AKMII, mpepie-
CTBYA IOSIBJICHMIO CTPYKTYPHBIX M3MeHeHMil Ha axokappauorpadpum nwim MPT cepauna Ha mecs-
bl 1 Jaxke rogpl. OHa 4Yalle BCTpeyaeTcsA y fieTell, IOPOCTKOB M MOJIOABIX B3POCIIBIX, @ TAKXKe
accoIMMpPOBaHa C JIeBOXKENMYJOYKOBBIMM (PeHOTUIIaMN ¥ MyTaumsmu B reHe DSP [7]; B mutepa-
Type TaK)Xe OIVCAHBI CIy4au CBA3Y ¢ BapuaHTamy reHoB PKP2 u DSG2 [8]. PeunpuBupytonie
MMOKapAUTONOROOHbIE SIM30/bI SABJIAIOTCA XapaKTePHBIM IPU3HAKOM. B ommceiBaeMoM ciydae
B IT0/Ib3y JAHHOTO JVIarHO3a CBUIETENbCTBYIOT CEMEIHBIN aHaMHe3, XapaKTep >Kaji00, OBBIIIeHIe
Kapauocrennyecknx GpepMeHTOB IpU MHTAKTHBIX KOPOHAPHBIX apTepUsX, a TaKKe Hamudne
BapJaHTa HeM3BECTHOTO K/IMHIYECKOTO 3HAUeHMs B reHe fecMornenHa-2 (DSG2), KoTopblit OTHO-
cutcs K ocHoBHbIM reHam AKMII.

Takum 006pa3oM, Ha TEKYIIMIT MOMEHT HEBO3MOYXHO JJOCTOBEPHO YCTaHOBUTb OKOHYATETbHBIN
muarHo3. ITomHas HopMamm3anusa MopdodyHKIMOHAIBHBIX apaMeTpoB He mckmodaer AKMII,
TaK KaK CTPYKTYPHOe peMOJie/IpOBaHIe MOXKeT pa3BUThCs 1mo3xe. Harert manyeHnTke Tpedyercs
Ja/bHeilllee AMCIIAHCEPHOe HAOIOfieHNe Y Kap/yo/IoTa U TeHeTVKa, OTPaHNYeHIe NHTEHCYBHBIX
¢$u3NIeCKUX HATPY30K U PEryIApHBbI MHCTPYMEHTAIbHBII MOHUTOPVHI CEPHEYHO-COCYAVCTON
CHUCTEMBI JJIs1 CBOEBPEMEHHOTO BbIABIEH) BO3MOXXHBIX OC/IOKHEHMIA.

3AKJTIOUEHUE

[IpencTaB/eHHBI KIMHUYECKNIT CTy4ail VUTIOCTPUPYET CIOKHOCTU AuddepeHanbHol
IVMATHOCTUKM 3a00/IeBaHMiI MMOKapAa B IefuaTpIIecKoll KoropTe. BBUAY KIMHNYECKOTO IOMMN-
Mopdusma npossrernit AKMII, BKIoYarommx Takoe pegKoe COCTOSHNE, KaK «ropsAdas ¢asar,
ee HeOOXOMMO YUMTHIBaTh B Ay depeHIanbHOl AMarHOCTUKE Y MAIEeHTOB C IIOBBIIIEHEM
KOHI[EHTPAIVV MapKepOB IOBPEX/eHM MIOKap/ia, B YaCTHOCTY TpornoHuHa 1. [l Bepudukanum
IVarHO3a HeoOXOAVMO KOMIUIEKCHOe o0c/iefjoBaHNe, BKIIoYaollee cOOp ceMefHOro aHaMHesa,
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MHOTOKpaTHYI0 perucrpanyio SKI' 1 X0/n1TepoBCKOr0O MOHMTOPMPOBAHNUA I BBIABIECHUA JJaXKe
MIHVMAJIbHBIX PENOIAPU3aLlMOHHBIX HapyLIeHNl U cepedHbIX apuTMuii, 9XoKI' u, yto Kputn-
gyecky BakKHO, MPT ceppia ¢ oleHKOII TKaHEBBIX XapaKTePUCTUK, KOpOHaporpaduio mpy oCTpoOM
0071eBOM CHMHJIpOMeE /ISl MICK/IIOYEHNUSA OCTPOrO KOPOHAPHOTO CMHIPOMA, KOHCY/IBTALVIO K/IMHMY-
YECKOr0 TeHeTHKa C IOCEeYOIINM FeHeTUYECKUM TeCTUPOBAaHMEM C IIPYMEHEHMEM TEXHOJIOTIA
BBICOKOIIPOV3BOAMTEIBHOTO CeKBeHMpoBaHusA. PanHee pacnosHaBaHue AKMII, ocobeHHo B ee
ATUINYHBIX POSABJIEHNAX, B KOHEYHOM UTOTe yaydllaeT IIPOTHO3 [/ NalleHTOB.
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OnbIT MPUMEHEHWUSA MPEMAPATA
TUKCATEBUMAB + ULMJITABUMAB

A9 QOKOHTAKTHOW NPO®UIIAKTUKN HOBOW
KOPOHABUPYCHOW...

ONbIT NTPUMEHEHUA NPENAPATA TUKCATEBUMAB +
LLUNFTABUMAB AN NOKOHTAKTHOW
NPO®UNAKTUKN HOBOU KOPOHABUPYCHOM
WHOEKLWUU Y NALMEHTKU C IOHOLLECKUM
OEPMATOMWUO3UTOM

E.N. AnekceeBa, T.M. [IBopsakosckas, M.IO. Koknna

OBOCHOBAHME

HoBas koponaBupycHasa wnueekuua (COVID-19) — BBICOKOKOHTarmosHoe BUPYCHOE
3abojieBaHIe, BbI3BIBAEMOE KOPOHABMPYCOM TSDKETIOTO OCTPOTO PECHMPAaTOPHOTO CUHApOMA 2
(SARS-CoV-2), craBuiee npuunnoi rmobanpHoi mangemnun XXI Beka [1]. 3a mepuop ¢ mexabps
2019 o HOs16pb 2025 ropa, 1o JaHHBIM BceMupHoOIT opranusanuy 3apaBooOXpaHeH s, B MIpe 3ape-
TUCTPUPOBaHO 6ojiee 760 M/IH CTy4aeB HOBOJI KOPOHABUPYCHON MHDEKIVM, 6,9 MIH 13 KOTOPBIX
IPUBENN K JIeTaTbHOMY MCXORy [2].

PeBmatmueckue 3aboneBaHNs — reTepOreHHas IPYIIIA TAXKEIbIX XPOHMYECKNX 3a00/IeBaHNI
C HeM3BECTHOI STMOJIOTHEN VI CTIO>KHBIM IMMYHOArpeCCMBHBIM MeXaHM3MOM, BK/IIOYaomas B ce0s
BOCII/INTEIbHbIE 3a00/IeBaHNsI CYCTaBOB U CHCTEMHBIE 3a00/IeBaHNsA COENVIHUTEIbHON TKaHM [3].
C xoH1a 1990-X rofioB /I IeYeHUsA peBMaTUYECKUX 3a00/IeBaHNUIT IIPYMEHAETCS IMPOKNIL CIIEKTP
TeHHO-MH>)KEHEPHBIX OMOTIOTMYeCKUX IpeIapaTroB, CPefy HUX MHIUMOUTOpPBI (akTopa HEKposa
omyxomn anbga, MHTepIeNKnHoB 1, 6 n 17, koctuMynAuuy T-1uMQonnToB, MOHOK/IOHA/IbHbBIE
antutena kK CD20 aHTUreHy Ha OBepXHOCTU B-mimMdoruTos. HecMoTps Ha TO, 4TO TeHHO-MH>Ke-
HepHble OMO0/IOrYecKye pernapaTsl OKa3blBAIOT TAPTeTHOE BO3/eIICTBIE HAa IIMTOKVHBI, MX pelell-
TOPBI, KOCcTUMYynupyone 1 CD-MOIeKy/Ibl, y MalXeHTOB, IOTyYaolX 6110/I0TMYeCcKe areHThl,
0COOEHHO B KOMOMHAIIMM C TJIIOKOKOPTUKOUAMU 1 00/1e3HbMOUPUIMPYIOIVIMA IIPOTUBOPEB-
MaTMYeCKVMM IIpenapaTaMyl, MOBBIIIAETCS PUCK PasBUTHA MH(EKIMOHHBIX OCTOKHEHMII, B TOM
4JIC/Ie HOBOY KOPOHaBUpPYCHOI MHeKun (4, 5].

Hawnbonee addextusHbIM criocobom mnpenorspaiienns sapaxenuss SARS-CoV-2 sBnsercs
BaKL[MHAIV, OJHAKO ee IPUMEHeHMe OTPAHMYEHO Y JeTell ¢ peBMaTM4ecKVMM 3aboneBaHuA-
MU BBUIY OTCYTCTBUA UCCIENOBAaHUI 3¢ (PEKTUBHOCTU ¥ 6€30IIaCHOCTY BAKLUMHALNY Y TAHHOI
TPYIIIBI TAIVIEHTOB. B cBsA3M ¢ atuM paspabarbiBatorcst nHble MeTofpl Tpodunaktuky COVID-19
111 6OBHBIX ¢ KOMOPOUIHBIM (POHOM, B YNCIIe KOTOPBIX ITACCUBHASA IMMYHM3AL IperapaTaMn
BUPYCHEITPaIN3YIOM X MOHOK/IOHA/IbHBIX aHTUTeN K BUpycy SARS-CoV-2 [6].

TuxcareBumab u 1MAraBuMab — peKOMOVHAHTHBIE Ye/IOBeYeCcKyie MOHOK/IOHA/IbHbIE aHTHUTe-
a, obnaanIye BUPYCHENTPaIU3yomyM feiicTBreM B oTHomeHun SARS-CoV-2 [7]. Ilpemapar
ofo6peH YipapjieHMeM 10 CAHUTAPHOMY HaJ30PY 3a KaueCTBOM IMIIEBBIX IIPOAYKTOB U MeJVIKa-
meHTOB CIIIA (Food and Drug Administration, FDA) u Bk1todeH Bo BpemeHHbIe MeTomYecKe
pexomenpanyy «IIpodunakruka, [uarHocTuKa U jedeHue HOBOJ KOPOHAaBMPYCHON MHpeKunu
(COVID-19)» pna npodunakruku u nedenuss COVID-19 y B3poc/ibIx 1 ieTell B BO3pacTe cTaplie
12 n1et, Maccoii Tena 240 KT, C PUCKOM PasBUTHUA TSDKENIOTO TedeHNs 00Ie3HY U HapyIIeHHBbIM BaK-
[IMHAIbHBIM OTBETOM [8].
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OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

HeBouka V. pogunace ot nepBoit 6epeMeHHOCTH (Ha (OHE recTo3a CpemHell CTeleHN TsKe-
CTU, OKUpeHus | cTeneHy, apTepuanbHOI IMIIOTEH3NN), IEPBbIX CPOYHBIX ONEPATUBHBIX POJIOB,
Ha 38-11 Hepene rectayun. [Ipu poxxgenun Macca Tena coctaBuina 3420 1, giauHa Tenma — 53 cM.
PaHHMIT HeOHATa/IPHBII IEPUOJ MIPOTeKan 6e3 0coOeHHOCTell. BakiuHpoBaHa B COOTBETCTBUU
C HaI[MIOHAJIbHBIM KaJIeHIapeM.

HacnecTBeHHOCTD 110 peBMaTH4eCKUM 3a00/I€BaHNAM He OTSATOLIEHA.

Anamnes 3abonesanusi. BriepBble mposiBieHnst 3a6oneBaHns BO3HUKIN B ceHTs10pe 2018 ropa
B Bo3pacTe 12 neT. B e6roTe Habmofanucy oTeKy B 0671acT 1713, 60U B MBIIIIAX BEPXHUX Y HYDK-
HIX KOHeyHOCTeil. C Iie/bl0 Bepr@UKaIMy JUarHo3a TOCINUTAIN3MPOBaHa B CTAIMOHAP IO MECTY
KUTenbcTBa. [Ipy mocTynmeHny 06beKTUBHO OTMEYaIICh TeMMOTPOIHAS ChIIlb, CHYDKEHVE MBIIIeY-
HOJI CUJIBI B BEPXHIX U HIDKHIX KOHEYHOCTSIX (peOeHOK He X0, He TPYCENaT, MCIIONb30Bajl MUOMIA-
TIdecKe mpuemsl). [Ipu mabopaTopHoM 06C/IeOBaHNY B CBIBOPOTKE KPOBY BBIAB/IEHbI OBBIIICHNE
akTMBHOCTY anaHnHamyHoTpaHcdepassl (AJIT) mo 140 Ex/n (Hopma fo 42), acmapraTaMyHOTpaHC-
¢depassr (ACT) mo 100 Epn/n (mopma mo 40), maxratmerupporenassr (JIII) mo 443 En/n (Hopma
91-295), xpearundocdoxnnasel (KOK) mo 1117 Ex/n (Hopma 25-194); yckopeHue CKOpOCTH ocefa-
Hyst sputporyros (COI) no 25 Mm/4 (HopMa 1o 20); CBIBOPOTOYHAS KOHI[eHTparysi C-peakTUBHOTO
6enka (CPB) coorBeTcTBOBanma pedepeHCHBIM 3HaYeHUsIM U cocTaBmma 1,64 mr/m (Hopma fo 5).
I[To maHHBIM MHCTPYMEHTA/IbHBIX METOJIOB 00C/IeIOBaHISI MCKTIOYeHbI HOBOOOPA30BaHNs FOJIOBHOTO
MO3Ta, CTPYKTYpHbIe V3MeHEeHMsI IIMTOBUIHOI XKe/le3bl; TI0 JaHHBIM /IeKTPOMUorpadum BbIsBIEHO
CHIDKEeHJe aMIUINTYAbI M-0TBETOB 110 BOJIOKHAM HepuepryecKX HePBOB PYK U HOT.

%i_

Ha ocHoBaHMM pe3ynbraToB 00CTIeoBaHNMA pe0EHKY yCTaHOBIeH amarHo3: «lOHomeckmit
BEpMaTOMMO3UT».

ITpoBeneHa Tepamus BHYTPMBEHHBIMIY ITIOKOKOPTUKOMIaM (METH/IITPEIHN30/OH B To3e 10 Mr/Kr
Ha BBeJIeHMe B Te4eHue 3 TT0C/IeloOBaTeIbHBIX IHEl) 11 IepopaTbHBIMU [TIOKOKOPTUKOUAM (TIpeHM-
307I0H 13 pacuera 1,4 Mr/Kr B cyTku — 55 mr/cyT). Ha done Tepamvm MplledHas cuaa yBe4nIach,
leBOYKa Hayazla XOAMTDb C TOffiepkKoit. Yepes 3 MecAla Ha GoHe CHIDKEHMA J03bI IMPEHM30/I0HA
IUIS TIepOpajIbHOTO IpyeMa o 1 MI/Kr B cyTku (50 Mr/cyT) cocTosiHue pebeHKa pe3KO YXYAIIMIOCh:
HapOC/IM aKTMBHOCTDb KOXKHOTO CMH/POMA U MBIIIeYHasA CTA00CTh, peOeHOK IepecTas XOauTb. JleBouka
TOCIIMTA/IM3MPOBAHA B CTAIVIOHAP IO MECTY JKUTEIbCTBA A 00CNeoBaHMA ¥ KOPPEKIMU Tepa-
nun. B cranmonape fosa NpegHM30/I0HA /I NEPOPaTbHOrO IpyeMa yBEMYeHa 10 2 MI/KT B CyTKU
(80 mr/cyT), MpoBefieH KypcC Tepaluy BHYTPUBEHHBIM MIMMYHOITIOOY/IMHOM 13 pacyeTa 1 I/KT Ha Kypc.

B auBape 2019 roga pebeHOK HampaBiieH B peBMaronorndeckoe orgenenne ®IAY «HMMUIL

3[0pOBbs fleTeit» MuH3gpaBa Poccun fjis pelieHns BOIIpoca o JarbHeNIell TaKTUKe BeeHNA.
C X

PE3Y/IBTATBI ®PU3NKATBHOI'O, TABOPATOPHOI'O

VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

I[Tpyu mocTymnneHny cocTosiHMe pebeHKa paclieHNBaNIOCh KaK TAKeIoe 3a CYeT KOXKHOTO, MIO-
MATNYeCKOTO CMHJPOMOB, BBIPa)XXEHHBIX INPOSABIEHNUII MeIMKAaMEHTO3HOro cuHapoMma VieHko-
Kymmara. O6beKTUBHO BBIAB/ISINCH SpUTEMa JINIA, CeTYaToe JIVBEO0 110 BCEMY TNy, KAIVUIPUT
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Puc. 2. KomnbloTepHasa ToMorpadus opraHoB
rPYAHON KNEeTKU NauneHTku U.

. npuv NOCTYN/€HNN B PEBMATOJIOrMYecKoe
Puc. 1. O6wunin Bua naumeHTkun U. otaeneHne ®rAy «HMWL, spopoBbsa aeten»

2k L .

Mpyv NOCTYMNJIEHUU B peBMaToJIorMyecKoe MuH3gpaBa Poccum B gsHBape 2020 ropa:
otaenenne ®rAy «HMWL, spopoBbsa aetens» KT-npuU3Haku MHTEPCTULMAJIBHOTO NMOPaXKeHUs
MuH3gpaBa Poccuu B aHBape 2020 ropa. JIerkKux B paMKax OCHOBHOro 3aboneBaHus
(CTpenku), Ha hoHe KOTOPOro Henb3s
Ha JIAJJOHHOJ IIOBEPXHOCTM KMUCTEN ¥ IIOFOMI- UCKJIIOYNUTb HaNMumMs BOCNaiuTeIbHOM
BEHHOIl IIOBEPXHOCTM CTOI, IACTO3HOCTb MHbUNbTPaLmm (S3,5 NnpaBoro Nerkoro).

CTOII ¥ TOJIEHEV, CHVDKEHME MBIIIEYHON CHJIbI
B pYKax U Horax (leBOYKa CaMOCTOATEIbHO He XOf//Ia, He IepeBOpadyyBanach); OTMEYa/INCh
Kallle/Ib, OfIbIIIKA, BBIPAXKEHHBIN 00/1eBOJ CMHIPOM B TPYAHOM M IIOSICHUYHOM OT/Ie/IaX ITI03BOHOY-
Huka (puc. 1).

[Ipn mabopatopHOM 00C/IE€OBAaHNM TIOBBIILIEHNA AKTUBHOCTY (PePMEHTOB MBILIEYHOTO pac-
1ajia He BBISB/IECHO.

[To manHBIM KoMIbioTepHOIT ToMorpadpuy (KT) opraHoB rpygHON KIeTKM, IOACHIMYHOTO
M KOITYMKOBOTO OT/e/IOB TI03BOHOYHNMKA BBISIB/IEHBI MPU3HAKY MHTEPCTUINATBHOTO MOPasKEHMS
JIETKMX B PaMKaX OCHOBHOTO 3a00jIeBaHNs, Ha (OHE KOTOPOTO HeIb3sI ICK/IIOYUTD HajI4yye BOCIa-
murenbHON MHQUAbTpanym (53,5 mpaBoro sierkoro) u ¢ QysHOro ocTeonopos3a ¢ MHOXKECTBEH-
HBIMJM HECBEXUMM KOMIIPECCHOHHBIMY II€PeIOMaMy TPYZHOTO, MOACHUYHOIO U KOITYMKOBOTO
OT/Ie/IOB II03BOHOYHMKA (puc. 2).

ITo pesynbraraM MCCIefoOBaHMA OpPOHXOAIbBEOJIAPHOIO JIaBa)Ka METOHOM IIOVMMepasHOI
nenHoit peakuyy (IT1]P) o6napysxena JHK nmueBmonuctel. [TpoBeneHa aHTiOaKTepraabHas Tepa-
VA KO-TPUMOKCA30JI0M 1 IieellMOM BHYTPUBEHHO C ITOTIOXUTENbHBIM 3P PEKTOM, TaKXKe BBe-
JleH Iperapar u3 rpynmnsl 6ucdochoHaToB — MOAHAPOHOBAA KUCIOTA. PeOeHKy ImpoBeieH Kypc
BHYTPMBEHHOTO MIMMYHOITIOOy/NIMHA U3 pacyeTa 2 I/KT Ha Kypc, Ha3Ha4eH METOTpPeKcaT BHYTDb,
PEKOMEHJIOBAaHO CHIDKEHUE JIO3bI IIepOopalbHOTO IpeaHn3onoHa. Ha ¢oHe Tepamum oTMevanach
HOJIOKNUTEIbHASA IMHAMMKA: YMEHBIIMIACh BBIPAXEHHOCTb KOXXHOTO CUHAPOMA, YBEINYMIACH
MbIIIeYHas Cula (leBOYKa Havasla MepeBUIaThCs C TIOMOIIbIO XOTYHKOB).

B panbHeiimeM pebeHok pery/spHo rociutanusuposancst B PIAY «<HMUII 3gopoBbs feteit»
Mumnsppasa Poccuu mns ouenku apdextuBHocT U 6e3omacHocTy Tepamvn. K mionio 2019 roga
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1032 IepOPaIbHOTO NPENHN30I0OHA CHIDKeHa 10 0,2 Mr/Kr B cyTku (10 Mr/cyT), cocTostHMe pebeH-
Ka OCTaBaJIOCh CTAOM/TBHBIM.

IIpn mnanoBOM rocuuranusanuyu B peBMmaronornmdeckoe otrgeneHme OI'AY «HMIUL spo-
poBbs fieTeit» Munsgpasa Poccun B ceHTs6pe 2020 rofa cOCTOAHME NAUVMEHTKY YXYALIMIOCH:
HOSIBM/ICH TeMMOTPOIHAS CHINIb 1M 9pUTEMa Ha JIMile, IPOrpeccupoBaia MbllleyHas CTaboCTb.
ITo maHHBIM abOpaTOpHOrO 06C/IENOBAHUS B CBIBOPOTKE KPOBM BBISBIEHO IOBBILIEHVE aKTUB-
Hoctu AJIT mo 54,37 En/n (Hopma o 42), ACT no 77,44 En/n (Hopma no 40), JIAT mo 598,86 En/n
(Hopma 91-295), KOK mo 395,4 En/n (Hopma 25-194). YunteiBass 060CTpeH1e OCHOBHOTO 3a60-
JIeBaHVIA, CKOPPEKTUPOBaHa Tepalyisi: METOTPEKCaT OTMEHEeH, Ha3HaueH MUKOQeHoIaTa MopeTn;
VMHMIMMPOBAaHA aHTU-B-K/lIeTouHas Tepammsa puUTykcuMaboMm (IpoBefeHO 2 BBelEHMS B Jj03e
1000 Mr ¢ MHTEpBAIOM 2 HefleNN); PeKOMEH/JOBAaHbI eXXeMeCAYHble KyPChl BHYTPUBEHHOTO MIMMY-
HOIZIOOY/IMMHA U3 pacyeTa 2 I/KT Ha KypC; IPOJIOJDKEH IIp1eM IIepOpaIbHOTO MIPEJHI30I0HA B J03€e
0,2 mr/xr B cytku (10 mr/cyrt). K mexa6pro 2020 roga Ha (poHe IPOBOAMMOI Tepalny OTMEYaIach
MOJIOKNTE/IbHAA OVHAMMKA: KYINJMPOBAIach TeMOTPONHASA Chillb, YMEHBIINIACh BBIPAXKEHHOCTD
9pUTEMBI /IN1IA, HAPOC/Ia MBIIIeYHAsI CUIa (leBOYKa CTajla CaMOCTOATE/IbHO XOIUTD, TOJHIMAThCS
VI CIIYCKATbCs 110 JIECTHULIE).

B ¢espane 2021 roga namnyeHTKa nepeHecia HOBYI0 KOPOHABUPYCHYIO NHEKINIO B CpefHe-
TsDKenoN opme: muxopagka go 38,0°C, karapanbHble ABIeHM, 10 gaHHbIM KT opraHos rpyaHoil
KJIETKM BbIAB/IEHDI IIPM3HAKYU OBYCTOPOHHEN IOMMCETMEHTApPHONM NMHeBMOHMM. JledeHMe IPOBO-
IMIOCh B CTAljMOHape IO MeCTy >XuTenbcTBa. OrpunarenbHplii pesynbrar IIIIP-uccnegosanmus
c onpenenennem PHK Bupyca SARS-CoV-2 nonyyen 4epes 10 fHell OT MOMEHTa yCTaHOBJIEHNUSA
nmarHosa. Ha done tevennst COVID-19 oTmeuasncst penuiuB MUOTIATYECKOTO CUHIPOMA B Tede-
HI€ OJHOTO Mecslla C IOCTeAYIOIMM BOCCTAaHOB/ICHIEM MBILIEYHON culbl. [lajee mpy MIaHOBBIX
rocluTanu3anysax B pesMaronorndeckoe orpenenyie OI'AY « HMIUL] spopoBbs gereii» MuH3gpasa
Poccun cocrosiHne pebenka Ha (oHe IPOBOAMMON Tepanun (exe-
MeCSYHble KYPCbl BHYTPMBEHHOTO MMMYHOITIOOYINMHA, II€pOpasb-
HBIII TIPeHN30JI0H, MUKOdeHomaTa MO(eTII) 0CTaBanIoCh CTaONIb-
HBIM. YUYUTBIBasA TOTAJIBHYIO Jleliennio B-miMdonnTos mo jaHHBIM
UMMYHO(EHOTUIIMPOBaHKs HepudeprudecKkoil KpoBU ¥ OTCYTCTBUE
IPU3HAKOB 000CTPeHMsI OCHOBHOTO 3a00JIeBaHMsI, TIOBTOPHBI KYPC
Tepanyy pUTYKCUMaboM He IPOBOIVIICS.

TOKOHTAKTHAS
MTPO®UIAKTUKA COVID-19

ITpu nmnmanoBoi rocuuranusanyy B Mae 2022 ropa y pebeH-
Ka 3aperucTpyupoBaHa PeMMCCHUA IOHOUIECKOTO IepMAaTOMMUO3NUTA
Ha (OHe NPOBOAUMOIN MPOTUBOPEBMATUYECKON Tepanuy (MHJEKC
akTuBHOCTU 607me3Hn DAS, Disease Activity Score, 4 6ama): coxpa-
HAINCh He3HA4MTelIbHasA CTabOCTb MBIIIL HVDKHMX KOHEYHOCTENl

SRS

Ha QOHe JIUTeNbHOI (PU3MIeCKOll HaTPY3KM, aTpOopUIecKme N3Me- Puc. 3. O6wui BuUA
HEHNs Ha KOXKe IMIIA U HeBbIpa)KeHHOeE JIMBEJO0 B 00/1acTy IPYAHOI nauueHTku U.
kaeTKu (puc. 3), mabopaTropHble IOKas3aTenu aKTUMBHOCTHU 3abore- Ha MOMEHT npoBeAeHNs
BaHMA COOTBETCTBOBANM pedepeHCHBIM 3HAYeHMAM, V3MEHEHMS AOKOHTaKTHOM

B ylerkux 1o faHHbIM KT opraHoB rpyjHOI KIe€TKM He BBIABJIEHBI npocunaktuku COVID-19
(puc. 4; Tabm. 1, 2). B Mae 2022 ropa.
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Puc. 4. KomnbloTepHaa Tomorpacus
OPraHoB rPyAHON KNEeTKU Ha MOMEHT
NPOBeAEeHUSI [OKOHTAKTHOM NPOtUNIAKTUKN
COVID-19 B Mae 2022 ropa: KT-npu3Hakos
OCTPbIX U MHUNLTPATUBHBIX USMEHEHUN,
MHTEPCTULMANBHOIO NOPaXKeHUs Nerkux

He BbISIBJIEHO.

Ha ¢one mpormBopeBMaTHyeckoil Tepa-
OuM, B YCAOBUAX IPAKTUUECKM IIOJTHOM
perienvu B-numdonuTto (uncimo B-kmeTox
[0 pe3y/nbTaTaM MMMYHO(EHOTUIIPOBaHMS
nepugepnieckort KpoBy 14/MKi1), ¢ Ie/bio Ipo-
GUIAKTUKM HOBOV KOPOHABUPYCHOM WH(EK-
LUV [IPOBefieHa IacCUBHAs MMMYHU3AIVs Tpe-
[apaToM ¥3 TPYIIBl BUPYCHENTPaIN3yOIUX
MOHOK/IOHQ/IbHBIX AHTUTET TUKCareBuMabd +
uuaraBumad B mose 300 mr (150 mr + 150 mr)
BHYTPUBEHHO, KAaIle/IbLHO B CBA3M C PIUCKOM
TpaBMaTM3alMM MATKMX TKaHell ¥ obOpas3oBa-
Hus KanpbuuHatoB. [locne mpoBemeHus mac-
CMBHOJ MMMYHM3ALMM HApacTaHUA AaKTMBHO-
cTu 3abo07eBaHMsl, OOIINX U MECTHBIX peaKIIMit
Ha BBefIeHIe TIperapara He Hab/II0anoch.

IIpu BusuTax uepes 3, 6 u 9 MecsAleB mocye
IHOKOHTaKTHON npodunaktukn COVID-19
cocTosiHNe pebeHKa OCTaBaJoCh CTAOMIbHBIM,
060CTpeHsI OCHOBHOTO 3a00/IeBaHMs He OTMe-
vanoch (mHAekc DAS 4 6amma), octpble pecrin-

paropHble MHDEKIMN He 3aperucTpupoBanbl (cM. Tabm. 1, 2). IloBTopHBIe KYpChl pUTYKCUMaba

HE IMTpOBOAVIINCD.

Ta6muma 1. JTabopaTopHbIe MOKa3aTen aKTMBHOCTH IOHOLIIECKOTO AePMATOMMO3NTA Y MamyenTKy V1.
Ha MOMEHT IPOBefeHNs JOKOHTaKTHOIT npodmnakTukyu COVID-19 u ciycra 3, 6, 9 Mecsnes

KOHTPOJII)HI)IC TOYKN

JIoOKOHTaKTHas s
Iloxasatenn Hopma npodunraktuka COVID-19
Ha MOMEHT nocrue

NPOBECHNA | IPOBeReHNA 3 mec 6 mec 9 mec
Temorno6uH, r/i1 120-160 121 1118 120 119 117
OPUTPOLUTLI, MITH/MKIJI 4,5-5,3 4,69 4,61 4,24 4,1 4,15
JIeIKOLMTBI, THIC./MKIT 4,5-11,5 6,07 5,89 8,08 5,63 8,25
TpoMO6OLUTEL, THIC./MKIT 150-450 198 208 231 203 267
CO3, mm/4 150-580 4 2 2 2 3
CPb, mr/n 0-5 0,82 0,53 0,78 1,52 0,25
ACT, Eg/n 0-42 15,77 18,34 23,4 13,62 32,43
AJIT, En/n 0-40 11,96 14,32 12,93 24,35 26,83
ITT, En/n 5-35 11,67 14,84 13,62 20,13 19,43
JIAL, En/n 91-295 172,02 168,09 175,15 201,3 184,56
KoK, En/n 25-194 48,73 56,74 58,73 36,72 45,93

IIpumeuarue. CO3 — ckopocTb ocemanus sputpounton; CPb — C-peaktusnsiit 6enok; ACT —
acrmapraramuHoTpancdepasa; AJIT — amanmHammHOTpaHcdepasa; ITT — ramma-rryramun-
TpaHcdepasa; JI[II' — makrarmernpporenasa; KOK — kpearnndocdoxunasa.
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Ta6muua 2. Ilokasareny akTUBHOCTY I0HOLIECKOTO AePMAaTOMMO3UTA Y manyeHTku V1.
Ha MOMEHT IPOBeeHN: JOKOHTAaKTHON npodunakTuku COVID-19 u cnycrs 3, 6, 9 Mecses

ITokasarenn

KOHTPOJIbeIe TOYKM

JJoKOHTaKTHas
npodurakrimka COVID-19

Yepes

Ha MOMEHT
NIpOBEXCHNA

mocie
NIpOBENCHU A

3 mec

6 mec

9 mec

DyHKIMOHANTBHBIN KJTacc:

¢ HOpMa/IbHO€ (1)YHKLU/IOHI/IP OBaHIE

* YCTanoCTb IOCTIe IPOTY/IKY, 001IIas cmabocTh

o HeoOXOAVMOCTD B IOMOIIM [P XOZbOE
I10 JIECTHULIE U €XKEeIHEBHOI aKTMBHOCTU

o HCO6XO,[[I/IMOCTI:> B I€peMEIIeHNN
Ha VIHBAJITHOM KpecCjie

C1ab0ocTh MBIIIL] LIEN

Cnab0oCTh MBI )KUBOTA

Cnaboctb MbIHI BEPXHUX KOHEYHOCTel

CnaboCTh MBI, HYDKHUX KOHEYHOCTEN

Cumnrom loepca

Hapymenue noxonku

Hapymenne rnoranns

Punomanns

dpurema:

¢ OTCYTCTBUE SPUTEMbL

 arpoduyeckne n3MeHeHUs

e JIETKas dpuUTEMa

* yMepeHHas spuTeMa

e TAKEJas spuTeMa

PacripocTpaHeHHOCTb KOXKHOTO CHHIpOMa:

* OTCYTCTBUIE M3MEHEeHUI

¢ OKOJIOCyCTaBHbI€ I3BMEHEHN

e JIBMEHEHUA Ha paer6aTe71beIx IIOBEPXHOCTAX
KOHC‘{HOCTeI‘/'I, CUMIITOM «IIaIv»

e BOBJ/I€YE€HME TYy/1O0BUIA

Backymnur

Cumnrom [oTTpoHa:

* OTCYTCTBYET

o Cra0bIIl

e YMEpEHHBI

o TSDKENbIN

DAS, 6ann (0-20)
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OBCYXAEHUE

[Tanpgemusa COVID-19, Bei3BanHas BupycoMm SARS-CoV-2, npepcrasisfeT co6oil cepbe3HyIo
yIpo3y @ I106aNIbHOTO 3[paBOOXpaHEHNA, 0COOEHHO J/IA YA3BMMBIX TPYII HaceneHus. [letn
C peBMAaTHYECKUMMM 3a00/IeBaHUAMY, MHOTME U3 KOTOPBIX IIOTYYalOT IAIUTETbHYI0 MMMYHOCY-
IIPECCUBHYIO Tepalnio, OTHOCATCA K KaTerOpUY HMOBBIIICHHOTO PMCKAa Pa3BUTHUA TSKENBIX POpM
COVID-19 1 ero oclo>KHeHuit, a TakXKe MOTYT AeMOHCTPUPOBATh CYOOIITHUMA/IbHBII VTN HECTOM-
KU1 IMMYHHBI OTBET Ha BaKLIMHALINIO, YTO fIe/IaeT OCOOEHHO aKTYaIbHBIM ITOUCK 3¢ (eKTUBHBIX
u 6OesonacHbix cTpareruit npodunaktuku COVID-19 mns aroit kateropum manyeHTos [9, 10].
JJokoHTakTHasA NpO(UIAKTMKA C MCIO/NIb30BAaHVMEM MOHOK/IOHA/IbHBIX AHTUTEN JINTETbHOTO
HeVICTBYA, TAaKMX KaK KOMOVMHAIMA TMKcareBnMaba ¥ IyUIraBuMada, paccMaTpUBanach MepcreK-
TUBHBIM TIOJXOJOM I/l 3aLUThI JINL], KOTOPble HE MOTYT a/leKBaTHO OTBETUTb Ha BaKLMHALIMIO
VIV MMEIOT K Hell MpoTuBoIioKasanus [11].

[IpuMeHeHMe ITTIOKOKOPTUKONUIOB, CTAHAAPTHBIX 1 CE/IEKTUBHBIX (6/10KaTOPOB AHYC-KIHA3)
VIMMYHOJIETIPECCAHTOB, @ TAK)Ke T€HHO-MH)XEHEPHBIX OMOMIOrMYeCKMX IpelapaToB, 0COOEHHO MX
KOMOVHAIMI, 3HAYNTE/TbHO IOBBINIAET PYCK PasBUTHA NHPEKIMOHHBIX OaKTepualIbHBIX Y BUPYC-
HBIX OC/IOKHeHMiT, B ToM uucine COVID-19, y manueHToB ¢ peBMaTU4ecKuMu 3a00JIeBaHMAMMN
Ha (pOHe BTOPUYHOTO MMMYHOAE(UIIMTHOTO COCTOSAHNSA, (POPMUPYIOLIETOCS B YCIOBUAX MMMY-
HOCYIIPECCUBHOI TepaNNy, NOJaB/AIIell IPOTUBOBUPYCHYIO aKTMBHOCTD BPOXK/JEHHOTO U a/Iall-
TUBHOTO MMMYyHUTeTa [12].

Beicokas addexTuBHOCTD HOKOHTaKTHOI podumaktiky COVID-19 TukcareBuMaboM B KOM-
OVMHAIVM ¢ IVIraBUMaboOM IOKa3aHa B HAOJIIOaTeIbHOM KOTOPTHOM OJHOIIEHTPOBOM IIPOCIIEK-
TBHOM MccnefoBanyu A.l. Venetsanopoulou n coasrt. [13], B KoTopoe BK/IIOYeHO 37 MalIeHTOB
B Bospacte 53 net (IQR 45,5-61,5) ¢ peBmarnyeckumu 3aboneBanusiMu (24% ¢ CUCTEMHBIM CKJle-
posom, 16% ¢ AHIIA-accommpoBaHHBIM BacKyamuToM, 60% C JpyruMyu peBMaTMdecKumy 3ab6o-
JIeBaHVAMH), KOTOPbIM IIPOBOAMIACH MMMYHOCYIIPECCHBHAA TePAIVA: PUTYKCUMAO IPUMEHSICA
y BCeX IAI[VIeHTOB, IPeIHU30MOH — ¥ 92%, MuKkogeHonara MmopeTnn — y 51%, pexxe IpUMEHSIICh
TUJIPOKCUXJIOPOXVIH VI MeTOTpeKcart. Panee BakiuHyupoBaHsl npoTus Bupyca SARS-CoV-2 6bu1n 89%
naiyeHToB. [lepron HabmOnEHNA COCTaBUII 6 MeCsALeB II0C/Ie MHBEKIVM TYKcareBuMaba 1 Lyira-
BuMaba. ITofTBepXK/IeHHYI0 HOBYI0 KOPOHABUPYCHYIO MH(EKINMIO ITOC/Ie IACCYBHOM MMMYHM3ALVIN
nepeHecm 16% maryeHToB: 3a00/IeBaHe XapaKTepPU30Ba/IOCh HETSKE/IBIM TeUEHVIEM.

A.J. Ocon u coaBr. [14] omy6IMKOBaIM pe3y/nbTaThl OHOLEHTPOBOTO KOTOPTHOTO MCCIE0-
BaHMs 3P deKTUBHOCTY JOKOHTaKTHOI podunakTrku COVID-19 npenapatom TukcareBumab +
IVUIraBUMab y B3pOC/IBIX ITALIMEHTOB C peBMATNYECKUMY 3a00IeBaHNAMY, KOTOPBIM B Te4eHNe
IpeJIIeCTBYOIET0 Tofia IPOBOAWIACh aHTU-B-KIeTouHas Tepanusa purykcumabom. B nccneno-
BaHMeE BK/IIOYEHO 43 ManyueHTa ¢ peBMaTougHbiM aprputom, AHITA-acconunpoBaHHbIM 1 Jpy-
TYIMU CYICTEMHBIMM BaCKY/IMTaMy, ay TOMMMYHHBIM MIO3UTOM, 601e3HbIo Illerpena u cucteMHOM
KpacHoi1 Bomyankol. CpeHuit BO3pacT y4aCTHUKOB MCCefoBanHuA coctaBua 59+15 net. B coue-
TaHUM C PUTYKCHMMAOOM MaIVeHTHI MOTyYann IepopaabHble TTIOKOKOPTUKOUIDI, METOTPEKCAT,
asatMonpuH, nedryHOMUJ, cynbgacanasuH, MukodeHonata Moderun, aBakomaH. Hosyio
KOPOHaBMPYCHYIO MH(QEKINI0 B aHaMHe3e mepeHecn 6/43 (14%) maumeHToB. Bee ydacTHukn
VICCIIElOBaHMA paHee BaKUMHMPOBaHbl NpoTuB Bupyca SARS-CoV-2. [InurenbHOCTb Nepuopa
HaO/TIofleHNsI TI0C/Ie JJOKOHTAKTHOM NPOQVIAKTUKY HENTPaNIM3YIOUVIMY MOHOKIOHATbHBIMU
aHTuTenamu cocrasuna 100+33 gHA. 3a 3TO BpeMsA NOATBEPKJEHHYI0 HOBYI0 KOPOHABUPYCHYIO
nHpekuno nepenec 1/43 (2,3%) maumeHT ¢ peBMATOMIHBIM apTPUTOM, MOTY4YaBIINII PUTYK-
cuMab B KOMOMHANVM ¢ 1epIyHOMUIOM, TPEXKPaTHO BaKUMHMpOBaHHBI npotus COVID-19
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B aHaMHese. JHdexius nporekana B nerkoit ¢popme, Heo6XoxUMOCTH B crenuduyeckoit Tepa-
UK ¥ TOCOUTAIN3ALNY HE BOZHUKIIO.

B uccnenosanme S. Sciascia u coasT. [15] fokoHTakTHas npodumaktuka COVID-19 mpemnapa-
TOM THKCareBumad + HuiraBumabd mpoBOAMIach 22 manyeHTaM (cpemunit Bospact 58,4+19,6 rona)
C Mopa)keHMeM ITOYEeK IPU CUCTEMHON KpacHoii BomdaHke, AHIJA-acconumpoBaHHOM BacKy/IuTe,
a TaKXKe Yy MalMeHTOB ¢ (POKaTbHO-CEerMEHTapHBIM ITIOMEPYIOCKIEPO30M, IONTy4YaBIINX B TeUeHEe
roga purykcumab. COVID-19 B anamHese nepenecin 15/22 (68,2%) marueHToB. Bee yuyacTHMKM
VICCTIE[IOBAHNs paHee BaKIVHMPOBAHBI IPOTUB HOBOII KOPOHAaBUPYCHOI MHPeKkiun. B TeyeHune
nepuona HaOMIOIEeHNsI, KOTOPBIl coCTaBwi 112423 nHA, HUM OVMH MALMEHT IOC/Ie MacCUBHOM
MMMYHU3AIM TUKcareBUMaboM u nuiraBuMabom He 3abonen COVID-19.

ITo gannpiM M. Thomas u coaBT. [16], o/ MalVIeHTOB, KOTOPBIE ITEPEeHeC/IM HOBYIO KOPOHa-
BUPYCHYIO MHQEKIINIO ITOC/Ie IPOBefeHNA JOKOHTAaKTHOI podumaktuky COVID-19 npenapatom
TUKcareBuMab + nuraBuMa6, cocrasmuna 20% (23/115 manueHToB) U OblIa BbIIIE, YEM B HalllEM
uccnenoBaHuy. DPPeKTVBHOCTD JJOKOHTAKTHOM IPOGIMIAKTUKM OIeHMBanach y 115 B3pocibIx
nanyeHToB [Me Bospacta 62 roga (IQR 52; 71)] ¢ XpoHUYeCKMM apTpUTOM MK 3a00IeBaHUAMU
COeIVHNUTEIbHON TKaHM, KOTOPBIM IIPOBOAVIIACH TePAIVsl PUTYKCUMAOOM, IIepOPaIbHBIMU IIIOKO-
KopTuKoupamu u Metorpekcarom. [lepuop nabmropenns cocrasun 128 nueit (IQR 93; 173). Y Bcex
3a60/1eBIINX HAOTIOAIOCh JIETKOe TeYeHVe KOPOHABUPYCHON MH(EKINN.

Takum 06pa3oM, pe3ynIbTaThl IPOBENEHHBIX JMCCIENOBAHNMIT CBUIETENBCTBYIOT O TOM, YTO
ITOKOHTAKTHasl MpouIaKTMKa MOHOK/IOHaNbHbIMY aHTUTeNnaMn K SARS-CoV-2 TrkcareBumab +
myiraBuMat addexTrBHa 1 obecrieunBaeT cHyDKeHMe 6pemeny COVID-19 B rpynnax nanyeHTOB
C UMMYHOZIeULIMTHBIMU COCTOSHUAMMY, Pa3BUBIINMICSA Ha POHE TepaNy MUMMYHOJEIPeccaHTa-
MU ¥ T€HHO-VIH>KeHePHBIMM OMOTIOTMYeCKVIMM IIperapaTaMu.

M.E Zacarin n coaBr. [17] Takxe cooOmmam o BBICOKOM mpoduie 6e30macHOCTU TOKOH-
takTHON npodunakTukyu COVID-19 tukcareBuMaboM B KOMOMHAIMM € IM/ITaBUMabOM Ha OCHO-
BAaHUV OTCYTCTBM IPU3HAKOB 00OCTpEHNA peBMATNYECKOro 3a00neBaHNsA y MAIVIeHTOB II0C/Ie
IpOBefleHNsA IACCUMBHOM MMMYHM3allMM. B peTpoCHeKTMBHOE OJHOLIEHTPOBOE MUCCIEeNOBaHMe
BKJIIOYEHBI 82 IalMeHTa, CPESHUIT BO3PAcT KOTOPBIX cocTaBua 51,92 rofma, ¢ peBMaTU4eCKIMU
3aboneBaHyAMM: 30% C peBMaTOMIHBIM apTPUTOM, 21% C CUCTeMHBIM CKIepo3oM, 17% ¢ AHITA-
aCCOLMMPOBAHHBIM BaKyIUTOM U CUCTEMHONM KPaCHOJ BOMYAHKOI, 15% ¢ apyrumm peBMaTmde-
ckumu 3aboneBanusamu. JJokonraktHas npodunakruka COVID-19 npenaparom TrkcareBumab +
IVIraBMMab IIpOBOAMIACH Ha (POHE MMMYHOCYIIPECCUBHOI Tepamuu: 62% IAlMeHTOB MOTyYan
puTyKcuMao, 11% — fmpyrue reHHO-MH)KeHepHbIe 61omorndeckue npemnaparsl, 80% — cTaHZapT-
Hble CUHTeTMYecKre 001e3HbMOANGUUIMPYIOLe MPOTBOPEBMATHYECKUE IIPENapaThl, OZHAKO
nepyoy], HaOTIOIeH VST COCTABWII IUIIDb 4 Hefle/.

B mocTymHBIX TMTepaTypHBIX UCTOYHMKAX 6€30I1aCHOCTD accuBHOM MMMyHu3anuyu COVID-19
aHA/IM3MPOBaNaCh MCKIIOUNUTENbHO Y B3POC/ION MOMyIALUM MAlMieHTOB C PeBMaTUYeCKMMU
3ab60/1eBaHMAMM, B VICC/IENOBAHNA C yYacTUeM JeTell BKII0YaiCh IIPeVMYIeCTBEHHO IMAIVIeHThI
C OHKOJIOTMYEeCKVMU ¥ OHKOT'€MaTOJIOTYeCKMMM MTaTO/IOTUAMMN.

B mHOroueHTpOBOM HabmwopaTenbHoM nccnenoBannn M. Thomas u coasrt. [16] aHanmusupo-
Ba/IM pe3y/IbTaThl TOKOHTAKTHOI npodumaktuky COVID-19 TukcareBumaboMm u IyraBuMabom
y 115 nmaumenrtoB B Bospacte 62 et (IQR 52-71) ¢ peBMarmdeckumu 3ab0neBaHMUAMY, U3 HUX
46% c peBMaTOUIHBIM apTPUTOM 1 54% C CHCTEMHBIMU 3a007IeBAaHMAMM COEAMHUTEIBHO TKaHM.
Ha MoMeHT mpoBefieHMS IAacCMBHON MMMYHM3ALUM IPOTMBOpPEBMaTHyecKass Tepamusa IIPOBO-
IVWIAach TPEVIMYIIeCTBEHHO puTykcumaboM (33%), rmokokoprukoympamu (54%) M MeTOTpeK-
catoM (42%). Hu omHOTO He)XXelaTelbHOTO sIB/IEHMsI, CBSI3AHHOTO C BBefIeHNEM TUKcareBumaba
B KOMOMHAIUN C [UITaBUMAOOM, He 3apeTUCTPUPOBAHO.
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OnbIT MPUMEHEHWUSA MPEMAPATA
TUKCATEBUMAB + ULMJITABUMAB

A9 QOKOHTAKTHOW NPO®UIIAKTUKN HOBOW
KOPOHABUPYCHOW...

J. Fraczkiewicz u coaBr. [18] mpoaHam3upoBanu pe3yIbTaThl JOKOHTAKTHOM MPOQMIaKTKm/
negenyss COVID-19 tukcareBuMaboM y1 IyIraBuMaboM y 78 meTteli ¢ OHKOIOTMYECKMMIU U OHKOTe-
MaTOJIOTMYECKUMM 3a00/IeBaHUsAMY, KOTOPbIM IpoBoayiack xummotepanus u CAR-T-kmeTounas
Tepanys, a TaKKe MepeHeCIINX TPAHCIVIAHTALMIO TeMOIIO3TIYECKMUX CTBOJIOBBIX KIeTOK. TONMbKO
y 2 (3,85%) IaryeHTOB 3aperuCTpUpPOBAHO TI0 OHOMY He)XXe/IaTeIbHOMY SIBJI€HNIO, CBA3aHHOMY
C IpYMeHEeHVeM ITIperapara TUKcareBuMab + IyiraBumMab: y OfHOTO — JIeTKasi MUaJTus, y BTOPO-
ro — 6071y B KOCTSX 4epe3 2 Hefle/u [OoC/ie BBefleHNs Iperapara. Y HeKOTOPBIX MAIl1ieHTOB Ha0/Io-
[aMiCh MOCTUHDBEKIVIOHHBIE peakiuyu. Bce HeXemaTenpHble SIBIEHUS COOTBETCTBOBAIN JIETKON
VIV CPeJfHEeVl CTelleHV MHTEHCUBHOCTA.

B cucremarnaeckom o63ope A.Y. Soeroto u coasT. [19] mpoaHanusupoBaHbl faHHbIE 6985 UMMY-
HOKOMIIPOMETVPOBAaHHBIX NTAIIMEHTOB CTapiie 18 eT ¢ OHKO/IOrMYecKMY 3a00/IeBaHMAMIY W iepe-
HeCIIVX TPAHCIUIAHTAIMIO OPTaHOB, BKIIOYEHHBIX B 6 MCCIefoBaHMil (5 — B peTpPOCIeKTVBHbIE
KOTOPTHBIE, 1 — B IBOITHOE C/IeNIoe paHIOMM3MPOBAHHOE IIalle00KOHTpOMpyeMoe) 3 PeKTUBHO-
ctu u 6e3omacHocTy JoKoHTakTHON mpodummakTukun COVID-19 TukcareBuMaboM 1 LMITaBUMaOOM.
Hu opHOTO cepbesHoro no604Horo addexra, CBA3aHHOTO HEIIOCPEICTBEHHO C BBEICHUEM JIBYXKOM-
HIOHEHTHOT'O IIperapara, He 3aperncTpuposaHo. CooOIaeTcss 0 TaKMX HeXKelTaTebHBIX PeaKIVsX,
TaKMUX KaK romoBHast 601b (1,4%), 607b B >xuBote (0,9%), pBora u auapes (1,8%).

Hu opHOro ceppe3HOro HeXXe/aTe/IbHOTO SIBJIEHMS IIACCMBHOM VMMYHM3ALMM TUKCAreBU-
MaboM B COYeTaHWM C UMITaBUMabOM He HAOIOfANOCh U y 27 HeTeil ¢ OHKOTeMaTONOTMYeCKIMMA
3aboneBanusimu B uccnenosanuu D.R. Hijano u coasr. [20]. Y 2/27 (7,4%) maimeHTOB OTMeYancs
BBICOKMIT PUCK (OPMUPOBAHNS TeMaTOMBI B MeCTe MH'bEKI[UY IIperapara B CBA3Y ¢ TPOMOOINTO-
neHueit (TpoMbounThl <50 THIC./MKIT), OHAKO TeMaToMa He coCTosiach. Hambomee gacToit sxao-
6011 y leTeit ocrie IpoBeeHNs JOKOHTAaKTHOV IPO(MIaKTUKI SAB/IsIach 60/Ib B MeCTe MHBEKIIVIN,
KOTOpas KyIMPOBaIOCh CAMOCTOATETBHO.

Pe3ynbraThl MCCIEOBaHMII CBUIETEIBCTBYIOT O TOM, YTO JOKOHTaKTHas NPOQIIaKTUKA
COVID-19 nByXKOMIIOHEHTHBIM IIpelapaToM MOHOK/IOHaAbHbIX aHTUTeN K SARS-CoV-2 Tnkca-
reBuMab + uuiraBumMabd obecredrmBaeT CHIDKEHME YacTOTBI PasBUTHA HOBOIl KOPOHABUPYCHOI
MHQEKIVY C IPeVMYIeCTBEHHO JIETKMM WIV aCUMITOMHBIM Te4YeHUeM, He COIPOBOX/AeTCs
He)Ke/TaTe/IbHbIMI SIBJIEHVAMY HeMeJIeHHOT0/3aMel/IeHHOTO TUIIA ¥ MOXKeT IPUMEHATbCA B Kade-
ctBe 9 PeKTUBHOIL 1 6e30I1acHOT OV [t IPOGIIAKTUKY HOBOJ KOPOHABMPYCHOI MHDEKIMN
(COVID-19) y MMMYHOKOMITPOMETVPOBAHHBIX IAIIVIEHTOB.

Xots apomonns SARS-CoV-2 orpannumia KIMHI4YeCKOe MPYMeHeHre KOMOVHAIY TIpena-
para TuKcareBuma6b + LuraBuMab, HeoOXOAVMO IOYEePKHYTh IPUHIMIINAIBHYIO BO3MOXKHOCTD
JVICIIO/Ib30BaHMsA MOHOK/IOHA/IbHBIX aHTuUTen A npoduraktuku COVID-19 u apyrux mHpek-
IV Y BeTell ¢ peBMaTM4eCKVMM 3a00/IeBaHMAMM, BXHOCTD IOVICKA U U3ydeHUA 3P PeKTUBHBIX
1 6€30IIaCHBIX METO/[OB MMMYHM3AIUY YA3BYIMbIX I'PYIII HaceneHus [21].

3AKJTIOUEHUE

[IpencraB/neHHBI KIMHIYECKUIT CTy4ail TeMOHCTpUpyeT 3((eKTMBHOCTD U 0e30MacHOCTD
moxkoHTakTHON mpodumaktuku COVID-19 mpemaparom TukcareBumab + nmaraBuMad B fo3e
300 mr (150 mr + 150 Mr) BHyTpUBEHHO y pebeHKa B CTaiuy PEMUCCUY IOHOIIECKOTO ePMaTOMIO-
3uTa Ha (HOHe MPOBeIeHMsT KOMOMHMPOBAHHOI IIPOTUBOPEBMATUYECKOI Tepannu (exeMecsTIHbIe
KypCbl BHYTPMBEHHOTO MIMMYHOITIOOY/IVHA, IepOPaIbHbII IPEJHI30/I0H, MIKO(peHoIaTa Mode-
TWI, PUTYKCMAb B aHaMHe3e), IepeHeCIIeTr0 HOBYI0 KOPOHABUPYCHYIO MH(EKIINIO.
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TAXEJIbIE [1bIXATEJIbHbIE HAPYLLEHUA
Y PEBEHKA C BPOXXJEHHbIM
MWUACTEHUYECKMM CUHOPOMOM, TUI 3B

TAXEJIbIE ObIXATEJIbHbIE HAPYLLUEHUA
Y PEBEHKA C BPOXXAEHHbIM MUACTEHUYECKUM
CUHAPOMOM, TUI 3B

I1.A. TuxonoBckmii, B.B. Jle6enes, H.B. Augpeenko, A.Jl. Kypenkos, JI.M. A6xyniaeBa

OBOCHOBAHME

BpoxyieHHbIe MuacTeHN4YecKye CHHIPOMBI — IPYIIAa TeTepOTeHHBbIX 3a00/IeBaHMIl, CBA3AHHBIX
C opaXkeHneM O6€/IKOB, y4aCTBYIOLIVX B OpraHM3aMy 1 QYHKIMOHMPOBAHUY ABUTATEIbHON KOHIIEBOI
wiacTuHKY [1]. B HacTosiee BpeMsi 13BeCTHO IO MeHbleil Mepe 0 40 reHax, HaTOreHHbIe BapUAHTHI
KOTOPBIX 00YC/IOB/IMBAIOT Pa3BUTHUE PA3TNYHBIX (POPM BPOXKIEHHOIO MIUACTEHNYECKOTO CHH/poMa [2].
PacnipocTpaHeHHOCTD 3a00/IeBaHMsA BapbJPyeT B 3aBICUMOCTY OT PerioHa: HallpUMep, Ha 1 MJTH Hace-
nennsi B BenmkoOpuranun npuxonurcs ot 2,8 no 14,8, B bpasuwmmu — 1,8 maruenta [1]. B Poccun
PacIpOCTPaHEHHOCTb BPOXK[IEHHBIX MMUACTEHMYECKMX CHHIPOMOB He YyCTaHOBJeHa. PaccrpoiicTBa
IBIXaHVSA BO CHE Y NTALIEHTOB C HEPBHO-MBIIIEYHBIMI 3a00/IeBAaHNAMM BCTPEYAIOTCA B LIMPOKOM JMa-
nasoHe — oT 27% 110 62% ciy4aes, U BKIIOYAIOT IIMPOKWIA CIIEKTP HAPYIIEHMI, B TOM 9MC/IE CUHIPOM
0OCTPYKTMBHOTO AITHO3 CHA, CUHAPOM LIEHTPATbHOTO AITHO3 CHA VI CMH/POM I'MIOBEHTI/LALNY, KOTOpbIE
MOTYT COYeTaThcA APYT ¢ ApyroM [3]. HecBoeBpeMeHHas KOppeKLNA AbIXaTe/TbHBIX HAPYIIEHNIT y Tal-
€HTOB C HepBHO-MBbILIEYHBIMI 3a00/IeBaHVIMM TIOBBILIAET PUCKM 3a00/1€BaEMOCTH ¥ CMEPTHOCTH [4].

YunreiBast pasHOOOpasye HEPBHO-MBILIEYHBIX 3a00/IeBaHMII, @ TAK)Ke IIOTEHIVIAIbHBIN PUCK
PasBUTHUA XU3HEYTPOXKAIOLIMX COCTOSAHMIA, B TOM YMC/I€ CBA3AHHDIX C [bIXaTe/IbHBIMI HaPYIIEHN-
AMU, B BeJJleHUY MaIlIeHTOB BaKeH MY/IbTUUCIUIIIMHAPHBI MOAXO,.

ONUCAHUE KITMHUYECKOTIO CJTYYAA
o O

Hesouka K., 13 net, noctymmia B ®TAY «HMMUII spopospa geteit» Munsgpasa Poccun
¢ )aso6amMy Ha IByCTOPOHHUII I1T03, AUCPOHMIO, fucdaruio, MI0Xy NpubdaBKy B Bece, OCTAHOB-
K/ IbIXaHMs BO CHe. PeOeHOK OT ImepBoil GepeMeHHOCTH, NpOoTeKaBlleil Ha (OHe MHOTOBOANS,
yKyca Kreia Ha 20-71 Heferte (CIeIian3ypoBaHHble MEpOIIPYATIS He IIPOBOAMINCE). Pombl mmep-
Bbl€, CPOYHBIE, CAaMOCTOATeNbHbIE. Macca Tena npu poxgerun 3530 1, AnmHa Tena 58 cM, OLjeHKa
no 1mkane Anrap 6/7 6annos. [IcuxoMoTOpHOE pa3BuUTHE C HEKOTOPHIM OTCTaBaHMEM: MTOSIB/ICHIE
IJIOTaTeNbHOTO pediekca B 5 MecAlleB; yAep)KUBaHNe TOJIOBbI, CIIOCOOHOCTh IepeBOpaYMBaThCs
Ha )XMBOT — B 6 MecsAlleB; NON3aHue — C 7 MecALeB; ¢ 9 MecAlleB Hay4unach CUjeThb, ¢ 1 roga —
XOIWTD Y OIOPBIL, € 1 Trofa 9 MecsIeB NOABMIVICH HABBIKM CAMOCTOATEIBHON XOAbOBL.

HacencTBEeHHOCTDb OTATOIEHA: JIeTAIbHBI MCXO[ B BO3pacTe 2 JIeT y Miajiiero Opara
(TOYHasA IpUYMHA HEW3BECTHA, AuddepeHIaNbHbII IMarHo3 IPOBOIICA MEXIY CTPYKTYPHOI
Yl MATOXOHJIPUA/IbHOV MMOIIATVeN ).

Anamnes 3abonesanusi. B mepBble 2 MecsIa XU3HU 3apPETMCTPUPOBAHBI TPU IMMU307a OCTa-
HOBKU [IBIXaHMsI, TOTPEOOBABIINX MPOBEEHNSI PeaHUMAIIOHHBIX MEPOIPUITUIL C TEPEBOLOM
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pebeHKa Ha MCKYCCTBEHHYI0 BEHTWIALMIO erkux. Ha mporsxeHun 2 MecsleB pe6eHOK HaXOWII-
Csl B OTZIe/IEHNMM peaHMMauuy ¢ guarHosoM «IlocnmencTBusA TsKenoro mopakeHus LeHTpPalbHOM
HEepPBHOJ CUCTeMbI IMITIOKCUIECKN-MIIEMIYECKOTO TeHe3a, CMHAPOM dHIle]aToMIenonaTnn, cMe-
IIAHHBII ITape3 IJIeYeBOTO I05Ca, CIACTUYECKNUII ITape3 HOT, Oy/IbOapHBII CUHIPOM».

B 2 ropga mo MecTy >KMUTeIbCTBA IIPOBefeHa 9lIeKTpoMuorpadus, o pesynibraraM KOTOpOil
BBISIBJIEHBI TIPY3HAKM AKCOHOIIATIM Majo0epI[OBbIX HEPBOB, IIpuU3HaKy MoToHelponaruy C4-C6.
Pe6eHOK TPOKOHCYIBTUPOBAH reHeTUKOM: (GeHOTUIIMYeCKiT cuHApoM Mebuyca.

3

IIPEJBAPUTE/ILHBIN MTVATHO3

B 5 jieT mpy MOBTOPHOM IIPOBEEHNN 3M1eKTPOMIOrpadui BbIBICHDB IPUSHAKY, XapaKTep-
Hble [/ IIePBIYHO-MBIIIEYHOTO YPOBHS MOPAXXeHMsI B CKETIETHBIX MBbIIIIAX. JIeBOYKa MOBTOPHO
OCMOTpeHa FeHeTUKOM: BBICTABJIEH [IVIaTHO3 HEIPOrpecCUpYIOLell MIOIATUM ¢ (PeHOTUIIOM CYH-
npoma Mebuyca.

OIU®OEPEHIIMAJIBHAS IMATHOCTUKA

YdanTbiBasg Hamuuye C1aboCTV B KOHEYHOCTSX, YTOM/IAEMOCTH, Oy/IbOapHBIX HapyLIeHMWIL,
IPOBOAWICA AajbHeNImMil AupdepeHnnanbHO-IUarHOCTUYECKUII TOMCK MPUYMHBI U3 TPYIIIBI
HEepPBHO-MBIIIEYHBIX 3a00/1eBaHMIL.

[To pesynpraTaM MOJIEKY/ISIPHO-TEHETMYECKOTO OOC/IeOBaHNs, IPOBENEHHOIO pebeHKY
B 11 71€T, IaTOreHHbIX BAPMAHTOB, OTBETCTBEHHBIX 3a Pa3BUTHUE ayTOCOMHO-PELIECCUBHOTO Bapy-
aHTa cuHApoMa Mebuyca, B rene HOXBI He BbIABNeHO. Myranuii MutoxoHgpuanpHoit JTHK
He oOHapy)eHo. VccenoBaHye KpOBY Ha aMUHOKMCIOTBI ¥ aLM/IKAPHUTIHBI METOJIOM TaHJEM-
HOJI MacC-CIIEKTPOMETPUN He BBIABNUIIO IIATOJIOTUIL.

B 12 ner no pesynbraram cekBenuposanys reHa CHRND no CaHrepy oO6Hapy>KeHbI 3aMeHBI
c.308T>C n c.991C>T B reTepo3UroTHOM COCTOSIHUM. Y MaTepy IpobaHJa BbIABIEHA 3aMeHa
c.991C>T B rene CHRND B reTepo3UrOTHOM COCTOSHUMN.

ITo pesynbraTram a/1eKTpOoHeipoMuorpadui feKpeMeHT-TeCT OJIOKNUTEe/IbHBII.

Takum 06pa3oM, yCTaHOBJIEH AMArHO3: « BpoX/ieHHBII MMAaCTeHNYeCKIiT CUHAPOM, TUII 3B».
Hauvara Tepanus nupugocTurMuia 6poMIoM ¢ HEKOTOPOIT TTOJIOXKUTE/IbHON MHAMMKOI B BUIE
pacmmpeHns ITIa3HbIX 1eJIell, TOSB/IeHVs] He3HAUMTeTbHbIX JBVDKEHNI ITIa3HBIX A0/I0K, yBemde-
HIA TOABVOKHOCTY MMMUYECKON MYCKY/IaTyphbl.

Yepes 4 mecana npu nocrynnenun B PTAY «HMMUL] spoposba pereit» Munsgpasa Poccun
npoBefeH eneparbHbI KOHCWIVYM 110 ITOBOAly HasHaYeHusA amuanpuanHa (mpemapar He 3ape-
TUCTpUpOBaH Ha Teppuropuu Poccuiickoit Penepannn) B peKOMEHIOBaHHON fo3e 30 Mr/cyT
(pebeHOK IIpMHMMAT B jO03€ 5 MI/CYT BBUJ[y OPTaHM3aLMOHHBIX TPYAHOCTEI B IIOCTAaBKe Ipela-
para): Ha (oHe jledeHNUsA OTMeYanach HEKOTOpas NOMOXKUTENbHASA JVHAMUKA B BYUJle HApacTaHUA
MBIIIE€YHON CUJIBI ¥ YIYYIIEHNA MUMUKIN.

PE3YJ/IBTATbBI ®UM3NKAJTBHOI'O MCCIEJOBAHWA

Cocrosinne pebeHKa TsDKenmoe 3a cueT AuGQY3HOI MbleyHON runoToHun. IlonmoxxeHne
akTuBHOe. COCTOsIHME MUTAHNA TOHIKeHHOoe. Inmua Tema 162 cM, Macca Tema 34,5 xr. VIHgekc
maccel Tena (IMT) 13,1: cranpaptHoe otkinonenue VIMT (SDS VIMT) -3,64.
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TAXEJIbIE [1bIXATEJIbHbIE HAPYLLEHUA
Y PEBEHKA C BPOXXJEHHbIM
MWUACTEHUYECKMM CUHOPOMOM, TUI 3B

ITpu ocMmoTpe obparaer Ha cebs BHUMaHNe IOBEPXHOCTHOE JbIXaHVe. AyCKy/IbTaTUBHO B JIeT-
KUX JIbIXaHUe OCTab/ieHHOe, Be3UKY/IAPHOE, MIPOBOAUTCA PAaBHOMEPHO IO BCEM OTHEIaM JIETKMX,
XPUIIBI He BBIC/TYIINBAIOTCA. B 0CcTanbHOM IO OpranaM 1 cucreMaM 6e3 3HauMMBIX OTK/IOHEHUIL.

B HeBposIornyeckom craryce 0011eMO3TOBOIL ¥ MEHVMHI€IbHOI CUMITOMAaTKY HeT. KoHTakTHa,
SMOLVIOHA/IBPHO NabwibHa. Tskenmas amsaprpus, aucdonmsa. Hapyxnas odranbmorvierus, nBu-
JKEeHMs IJIa3HBIX SA0/IOK II0 BEPTUKAIM MMUHMMAsbHbIE. [|ByCTOpOHHUIT nTO3. JIMIIO aMUMUYHOE:
He MOXeT HaXMYPUTbCA, 3AKMYPUTHCS, OCKAIUTh 3yObl; MOXKET YaCTUYHO Y/bIOAaThcs (TIORHM-
MaTb YTOJIKM PTa), HOCOTYOHbIe CKIafKV CIaKeHbl. KpoMe TOro, oTMedaeTcst TuItepcanmBaris.
[notounbIii pediekc He BbI3bIBaeTCs (II0TaHME HAPYIIEHO: ey IPOTAIKMBAeT PyKoi). MblIIIeqHbIi
TOHYC B pyKax 11 Horax in¢@ysHo cHpKeH. [IoMnMo 9Toro, oTMedaeTcs CHUYKEHVIe MBIIIEYHOT CHIBI
B IIPOKCHMA/IbHBIX OT/e/IaX BEPXHUX U HIDKHIX KOHEYHOCTEl 10 3 6a/10B, ANCTaNIbHO — 1O 4 6an-
7n10B. CyxoXmbHbIe pedIeKChbI C pyK 1 HOT >KIBBIe, CMMeTpiyHble. Vcronb3osana npuemsr [oBepca.

%i_

YunrbiBas xano6st (¢ dysHas MbllevHas TUTIOTOHVS, IBYCTOPOHHMIT IITO3, O Ta/IbMOIUIETIA,
nuchoHMs, fucdarns, OCTAHOBKY bIXaHMs BO CHe), TaHHBIe aHaMHe3a (pasBuUTHe 3a00/IeBaHMSA C POXK-
JIleHUsI, OTATOLIEHHBI HAC/IeCTBEHHDbII aHaMHe3), u3uKaIbHble JaHHbIE (CHIDKEHNE MBIIIEYHOTO
TOHYCa, Ha/lM4Me I71a3HbIX, Oy/IbOAPHBIX HAPYILIEHNIT), @ TAK)Ke Pe3y/IbTaTbl MHCTPYMEHTA/ILHON ua-
THOCTMKY (TIO/IO>KUTETbHBIN JeKpeMeHT-TeCT Ha 3/IeKTPOHEPOMIOrpaMMe) ¥ MOJIEKy/IAPHO-TeHeTI4e-
cKoro uccnenoBanys (y mpobanzia u Matepu mpobaHza BisiBIeHa 3aMmeHa ¢.991C>T B retepo3uroTHoM
cocrosinuy B reie CHRND), BbICTaB/IeH AMarHo3 «Bpo>kIeHHbI MUacTeHNYeCKMIT CUHAPOM, THUII 3B».

BriepBbie HO4HOIT KappuopecnupaTopHbliii MounTopuHr (KPM) nposepen B 13 1eT, 1o pesyinb-
TaTaM KOTOPOTO BBIABJIEHBI IPM3HAKY CUHAPOMA OOCTPYKTMBHOTO aITHO3 CHA TSKE/IO CTEeIleHM:
uHeKC anHoa-tunonHos (VIAT) 20,3/4, cpepusas caTypauys (HacblljeHMe TeMOITIOOMHA KUCIIO-
poroMm, SpO,) 92,5%, runokcemus (SpO, <90%) cocraBuna 14,2% OT BpeMeHM CHa, TaXUITHOI,
OJIMHOYHBIE 9KCTPACUCTOBI C IIMPOKUM KoMIUIekcoM QRS mo tumy 6uremnunm (puc. 1A).

PexoMeH/ioBaHa Tepanus HeMHBa3MBHOI BeHTusALmeit nerkux (HVIBJI) Ha mepuon HOYHOTO CHa.
Kpome Toro, yuntsiBas Hamuume 6el1KOBO-9HEPTeTYeCKOll HeOCTaTOYHOCTH, PEKOMEH/IOBAHO pac-
CMOTpEeTb BOIIPOC O NOCTAHOBKE FaCTPOCTOMBI, OJJHAKO OT IPOBEJEeHNA MAaHUIY/IALMM MaTb OTKa3a-
J1ach, pebeHKy HasHa4eH IIpyeM IIPOfyKToB sHTepaabHoro mmtanus (Ilepualllyp, Hytpuen cranpapr).

PexkoMeH/10BaHO MIPOLO/DKNUTD TEPANNI0 aMUPATIPUANHOM U IUPULOCTUTMIHA OPOMUJIOM.

Yepes 6 MecsneB MocTaBKy aMupanpyuaHa HalafyInuch, ¥ pe6eHOK CTaj MOIy4aTh peKo-
MEH/IOBAaHHYIO [J03y B TIOTHOM 00beMe — 30 MI/CYT € IOTIOKUTENbHBIM 3¢ (HeKTOM B BUJie YBe/IN-
YEeHM S MBIIIEYHON CUJIbI, CHVDKEHNA YTOMIAEMOCTH U yIy4IleHNs pedn.

B 14 net, yuuTtbiBas HEOCTATOYHYIO MPNOABKY MAcChl TejIa, PeOeHKy YyCTaHOBJIeHA raCTPOCTOMA.

VICXO[ Y PE3YIBTATBI IIOC/TEQYIOIErTO HAB/TIONEHVA

B panbneiimem, HECMOTPA Ha HU3KYIO KOMIITaeHTHOCTh K HVIBJI, cocToAanmue feBouku ocra-
Ba/IOCh CTAOWIbHBIM Onaropiaps perynsapHbeiM rocrmranusanysam B OIAY «HMUII sgopoBba
meteii» Munspgpasa Poccun, rae mIpoBOAMINCH peabWINTAlMIOHHBIE MEPONIPUATUA M KOHTPONIb
KPM (rabmn. 1).
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Puc. 1. ®parMeHT HOYHOro KapANopPEeCnMPaTOPHOro MOHUTOPUHIA: ANU304bl 0B6CTPYKTUBHbIX
anHo3/runomnHo3 (A); 3nu3o0/abl 06CTPYKTUBHOIO rMMNOMHO3: 3KCTPACUCTONUSA
C LUMPOKUM KoMnnekcoM QRS no tuny éuremenum (B).

Ta6muua 1. [InHaMMKa OCHOBHBIX IAaPaMeTPOB KapAMOPeCUPATOPHOTO
MOHITOPMHIA HOYHOTO CHa

Hokasarens KapamopecnmpaTopHbiii MOHMTOPMHT, BO3PACT, €T
13 14 15 16 17
VAT, B gac 20,3 18,3 18,5 13,8 28,4
CpenHss IPOJO/DKUTETbHOCTD AlTHO3/TUIIOITHO3, CEK 18,2 15,3 14,5 15,1 12
iﬁiﬁ?ﬁ?i}e{iﬂ IIPOZIO/DKUTENBHOCTD aIlTHO3/ 02 375 268 372 39
MHupexc fecarypaunn, B 4ac 21,8 19,5 30,3 52,1 48,8
SpO, cpennsas, % 92,5 93 88,5 76,9 81,3
SpO, MyHuManpHasdg, % 66 58 <50 <50 <50
[Mmoxcemus, oT BpeMeHU CHa, % 14,2 13,9 26 95 70
Y, B MuH 24 24-26 26 30 27
YCC, B MUH 68 67 80 89 85

IIpumeuanue. OTMeuaeTca IpOrpeccupoBaHle AbIXaTe/bHBIX HAPYLIEHNUII B BU/Ie HAPACTAHNA MHIEKCA
aIHO3-TUIOHO3, MHJEKCa JecaTypalul, YacTOThbl AbIXAaTe/lIbHBIX ABJDKEHUI, YBEIMYEHUA IIPOAON-
JKUTE/IbHOCTY TUIIOKCEMUN, A TAK>Ke CHIDKEHMS CPeJHETO YPOBH:A caTypauun Bo cHe. VIAI — mnHpekc
anHo3/runonHo3; Y111 — gacToTa AbixaTenbHbIX ABVDKeHUIT; YCC — 4acToTa cepaevHbIX COKpalleHuI.




TAXEJIbIE [1bIXATEJIbHbIE HAPYLLEHUA
Y PEBEHKA C BPOXXJEHHbIM
MWUACTEHUYECKMM CUHOPOMOM, TUI 3B

ITpu xouTponbHoM HouHOM KPM B 16 net VAT 13,8 B 4ac, BbIsAB/I€HA OTpULIATe/IbHAS JUHA-
MIKa B BUJIe CHIDKeHUA cpefiHero ypoBHA SpO, no 76,9% u camkennusa SpO, <90% B TedyeHne
95% Bpemenn cHa. [lo pesyapraTaM TPaHCKyTaHHON KalHOTpaduy 0OHapy>KeHbI IIPU3HAKI TUIIO-
BEeHTWIALIMY B BMJe HocTosAHHOro yBermmueHua PtcCO, (mapiyanbHoe AaBieHMe YITIEKMCIIOTO
rasa, I3MepeHHOe TPAHCKYTaHHBIM MeTOAOM) CBbIlie 50 MM PT.CT. B OOAPCTBOBAaHMI 11 BO CHE
(max PtcCO, >70 MM pr.cT.) (puc. 1b), 4T0 yka3aao Ha )XM3HEHHYI0 HEOOXOAMMOCTD PETy/LAPHOTO
npumMerHenus HVIBJIL.

ITo faHHBIM 37eKTpOKapAMOrpaduy, TAXMKapANA BO BpeMs CHa CO CpeIHell YaCTOTOl cepyied-
HBIX COKpallleHUi1 89/MIH; perncTpupoBannuch CyIpaBeHTPUKY/IAPHbIE U HMIMPOKOKOMIITIEKCHbIE
9KCTPACUCTOJIBL, B TOM YMC/Ie CTIeAYIOIye 10 TUITY OMTeMUHNIL.

ITpu mosTopHOM KPM B 17 n1et Ha ¢one Heperynaproit Tepanviu HVIBJI coxpansmucy npu-
3HAKM I'MIIOKCEMMM BO CHe, a TakoKe IPU3HAKM TKETOTO allHOd CHa (OTMeYasoch HapacTaHMe
VIAT mo 28,4 B 4ac), 4TO CBUJETE/IbCTBOBAJIO O IIPOTPECCUpYIOIIeM XapakTepe 3abomeBaHNA
1 TpeOOBaJIO Ja/IbHEIIIer0 PeryIsIpHOTO KapAOpeCcIupaTOPHOrO MOHUTOPIHTA VU ITOIMCOMHO-
rpadum (IICI'). Kpome Toro, pebeHKy HEOOXOAVMMBI MEPOIIPUATNA, HAIIPAaB/IEHHbIE HA ITOBBIIICHIE
KoMIUTaeHTHOCTH K Teparmmu HVIBJI, B ToM 4ncie pa3bsACHEHUA O HEOOXOAUMOCTH IIPUMEHEHUA
Ipolenypsl (Bo3Mo>kHa Koppekuus napameTpos HVIBJI ¢ nenblo nyuinert ero nepeHOCHMOCTH).

\/&» TIPOTHO3

YunuThIBasg Haju4yue AbIXATelTbHBIX HapyLleHMit, OynbbapHoro cuupgpoma, mnddysHOi
MBIIIEYHOI TMIIOTOHUY, IPOTHO3 3a00/IeBaHNA HAIPAMYIO 3aBYCUT OT KOPPEKIINN JIbIXaTe/IbHbIX
PaccTpONCTB, B TOM 4YMC/Ie OT KOMITaeHTHOCTY nanyenTa K HVIBJI, koppekuum conmyTcTBYOIMX
HapYIIEHNI, a TAKXe JOCTYIHOCTY MEIMKAMEHTO3HON TEPAIINIA.

OBCYXAEHUE

CoracHO JaHHBIM MeXXIyHapoaHoit 6a3sl OMIM, BpOXKI€HHBII MUACTEHNYIECKIIT CUHPOM,
tun 3B ¢ 6picTppiM KaHamoM (OMIM 616322), xapaKTepusyeTcss aHOMaIel alleTH/IXOITHOBOTO
pelenTopa, pacloNaraiolerocs Ha MOCTCUHANITIYECKO! MeMOpaHe, YTO 00yC/IOB/IMBAET MbIIIeY-
HYI0 C71ab0CTb, KOTOpas MpOSBIAETCA B paHHeM Bo3pacre. IIpennonaraeTcss ayTocOMHO-peliec-
CMBHBIJI TUI Hac/lefoBaHVA. B Mupe OIuCaHbBI efVIHMYHBIE CITy4ay, CBA3AHHbIE C MYTaL[UAMU
B reHe CHRND c pa3HbIMU BapMaHTaMM Te4YeHVs 3a00/IeBaHUA: OT TXKENbIX, pedpaKTepHBIX
K Tepanuy ¢GOpM C JIeTaIbHbIM MCXOOM Ha II€PBOM TORY XM3HM 10 60jIee erKuX, ¢ XOPOLIMM
OTBETOM Ha MHTMOUTOPBI XONMMHICTepassl [5].

Y nmanyeHTOB ¢ HEPBHO-MBbILIEYHBIMI 3a00/IeBaHMAAMY BBULy HapPYIIEHUI MBIIIEYHON KOOP-
AVHALNY, A TakKe HepegKOo HaMM4Vs COIYTCTBYIOIVIX ITATONOTMiA (fedopMaryy 03BOHOYHUKA,
a/IeHOTOH3VWULAPHOI TUIIEPTPOPUM, UETIOCTHO-TMIEBBIX AHOMAINMII) OTMEYAIOTCS HapyLIeHNA
ra3o06MeHa, IIPOSIBIIAIOIINECs TUIIOKCeMIeT U TUIIepKaIHuell (C pa3BUTIEM CUHAPOMA TMIIOBEHTH-
JIALUY), KOTOpbIe IIPUBORAT K HOYHBIM IOAOY>KMBaHMAM 1 (pparMeHTanym cHa [6]. CormacHo fgaH-
HBIM AMEepPUKaHCKOJ aKaJeMMU/ MeUIVHBI CHA, KPUTEePMeM AMAarHOCTUKYU TUIIOBEHTUISIIMU BO CHE
y ieTeit ABsAeTCA peructpays 25% obiero Bpemenn cHa ¢ pCO, 6omee 50 MM pT.CT. Y IaleHTOB
C HEpPBHO-MBIIIEYHBIMY 3a00/IeBaHIAMY IUIOBEHTIIALVIA B IIEPBYI0 OYepefb IPOSB/IACTCS B IIepU-
Off CHa [7], BIIOC/IEACTBIM TIPY COXPAHAIOIIEVICA TUIIePKAITHNI YYBCTBUTENBHOCTD XeMOPEL[eITOPOB
K YITIEKJICTIOMY T'a3y CHVDKA@TCS, I BO3HMKAET JHeBHAA TMIIOBEHTIIANVA [6]. [unepkamHmsa accory-
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MIPOBaHa C JHEBHOV COH/IMBOCTDIO, TPYSHOCTSIMY KOHIIEHTpAIy BHUMaHMs [8], a TakKe ¢ HeraTus-
HBIM B/IVMAHUEM Ha CEpP/IEeYHO-COCYAUCTYIO CUCTEMY BCIENCTBME aKTUBALY CUMIIATUYECKON HEPB-
HOJ CHCTeMBI, IIPUBOJA K YBEIMYEHMIO PUCKA Pa3BUTHA HapylleHuil putMa cepana [9, 10]. Baxxno
HOMHMUTbD, YTO TMITIOBEHTWIALMS MOXKeT HAOMIOfaThbcst Ha (OHe HeM3MeHEHHBIX 3Ha4YeHUiT caTypa-
v [6]. KpoMe TOro, TMIIOBEHTWIAINA MOXKET BCTpeYaThCs M3ONMMPOBAHHO, 6€3 COMyTCTBYIOIIUX
HapywmeHuil apixanud [11], mosromy nposegenue KPM wmm IICI' ¢ npuMeHeHyeM KalTHOMeTpUU
MO>XET OBITh II0JIE3HBIM Y ITAIIMIEHTOB C HEPBHO-MBIIIEYHBIMI 3a00/IeBaHUSIMI C LIe/IbI0 CBOEBPEMeH-
HOTO BBIAB/IEHNA JAHHOTO COCTOSAHMA Y Ha3HaYeHMA 1/ Koppekuuy napamerpos HVIBJL

3AKJTIOMEHUE

[Iporpeccupyoljee TedeHre HEPBHO-MBIIIEUHBIX 3a00/IeBaHNIT C HEM30EKHBIM PasBUTIEM
IbIXaTeJIbHBIX HapyueHui Tpedyet perymspaoro koutponss KPM/IICI B coyeTaHuu ¢ TpaHCKY-
TaHHOJ KamHorpadueii, 94To M03BO/sAET OOBEKTUBHO OLEHUTDb Ha/MN4Me U TSDKECTD JbIXaTe/IbHBIX
PacCcTpONCTB, CBOEBPEMEHHO Ha4aTh MM CKOppeKTMpoBaTh napamerpbl HVIBJI, yto Bmocnen-
CTBMY MOJKET yIy4YIIUTD IIPOTHO3 [I/IA NAaHHBIX ITALIVIEHTOB.
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KOXJIEAPHASA UMIMJTIAHTALIUA Y PEBEHKA
C BPOXXAEHHOW MAKPOTPOMBOLIMTONEHMUEN

KOXNEAPHASl UMIMNAHTALMUS Y PEBEHKA
C BPO)XAEHHOU MAKPOTPOMBOLIUTONEHUEN

I.C. Konpparuukos, E.JI. Ilyrkapan3e, E.A. AnekceeBa, M.A. X1e6HUKOBa,
A.K. Triorpuna, B.9. Mamenos, H.B. Pynkesuy, E.A. [Iponnmesa

OBOCHOBAHME

CorIacHO TMTepaTypHbIM JaHHBIM, HaubosIee YacToli IPUYMHOI HACTIeACTBEHHOI TPOMOOLN-
toneHuyu sBnsetcss MYH9-acconympoBaHHas 601e3Hb. VI3BeCTHO, YTO MALMEHTBHI C CUH/POMaIbHON
¢dopmoii, 06ycroBneHHOI MyTaLyer reHa MYH9, UMeI0T BpO>XXAEHHYI0 MaKPOLTAPHYI0 TPOMOOLV-
TOIEHMIO (PaHHUIT IOCTOAHHBIN MPU3HAK 00/Ie3HM), BApMabeIbHO COYETAIONIYIOCA C HeIPOCEHCOp-
HOJI TYTOYXOCTBIO, IIPOTpeccupyloliell HeppornaTueil ¥ IpeceHNIbHOI KaTapakToi [1, 2].

ITpu cexBeHMpPOBAaHUY MTAHENN I€HOB B NPEACTABICHHOM HaMU KIMHUYECKOM CIydae MyTa-
1y B reHe MYH9 He BbIABIIEHO, HO OOHapy>KeHa reHeTndyecKast Mytanus B gpyrom reue — COGI
c.2612G>A (p.Arg871Gln), orBevaromas 3a pasBUTHE HApYLIEHNSA IIMKO3WIMPOBaHUA 2g. ITa
MyTalus COOTBETCTBYeT KIMHUKO-(PEHOTUIINYECKON KapTUHe Ial}eHTa, HO He Oblia omymcaHa
B MEXJYHAPOJHOI TUTEpaType.

ITpencTaBneHHbIT KIMHUYECKUIT CIy4all JEMOHCTPUPYET pasBUTUE [JBYCTOPOHHEN Hepo-
CEHCOpHOII TyroyxocTtu IV crenenu, mpaBOCTOPOHHETO XPOHMYECKOTO CPEJHETO OTUTA, ME3OTUM-
IIAHNTA CIIpaBa y NalieHTa C HAaC/Ie[CTBEHHbIM CMHAPOMOM HapyiueHus:A penapauyy JHK 1 Bpox-
JIeHHBIMY HapYIICHNAMY IIMKO3VIVPOBAHNA, XPOHNYIECKOI MIMMYHHOJ TPOMOOIVTOIIEHNYIeCKOIA
nypuypoii, nepudepudeckuM IIape3oM JNIIEBOTO HEpBa CIpaBa M HETCKUM IiepeOpanbHBIM
IapaanyoM (CracTuyeckas TeTparvierns). [laHHbI IpUMep WITIOCTPUPYET HeO0OXOAMMOCTb TIja-
TEe/IbHOTO MOAIXO/Ia K JIeYeHNIO MTallieHTa BpauaMI CMEXHBIX CIIeL[aJIbHOCTel. B cBA3M ¢ Tsxenoit
TPOMOOILUTOIIEHNEl! OTlepaTUBHOE BMEIIATeIbCTBO 3aTPYAHUTEIBHO M PUCKOBAaHHO, HeoOXonuMa
TIaTe/TbHAs NIPefoNepallIOHHAs TOATOTOBKA U IIOC/Ie0NepallOHHasA peabuInTanus.

I[IpencraBisieM ONBIT BefeHNs manyenta ¢ Mmyranyei B rene COGI ¢.2612G>A (p.Arg871GlIn)
B IIP€JI- U IIOC/IEONIEPALIVIOHHOM IEPUOJAX.

ONUCAHUE KITMHUYECKOTO CJTYYASA

“' OIIALIMEHTE

HleBouka, 11 net, poxxpieHHas B Pecriy6mke [larectad ot 6/1M3KOpOACTBEHHOro 6paka (Marh
U OTel] — TPOIOPOJHBIe OpaT U cecTpa).

Anamnes 3abonesarus. Co CIOB MaTepy, CHIDKEHNE C/TyXa y JoYepy BliepBble OTMETH/IA B 4 Tofja
(mo 4 et pebeHOK pearnpoBaa Ha oOpalljeHHYI0 pedb). KOHCYIbTMPOBaHbI CYPHOTIOIOM IO MECTY
JKUTE/IbCTBA: IMATHOCTVPOBAaHA IBYCTOPOHHAA HEIPOCEHCOPHAA TYTOyXocTh IV crenenn.

/I3 aHaMHe3a M3BECTHO, YTO [IeBOYKY OECIIOKOAT pelMAMBUPYIOLE NMeTOHepPUTH,
HOCOBble KPOBOTEYEHNUsA U KPOBOTEYEHNA MHaXkKe IPU JIETKOV TpaBMATM3alVM CIIM3UCTON 060-
nouku. C 2016 ropa AMAarHOCTMPOBAHA MAMONATMYECKas TPOMOOIMTONEHMYeCKas IypIypa.
KoHcynbTupoBaHa reMaTONIOrOM: PeKOMEHJOBaHAa TepalMs POMUIIIOCTMMOM, OJHAKO B CBA3MU

48



C HM3KOJ NPUBEP>KEHHOCTBIO POAMTENIEN MaljieHTa K JIEYeHNI0 U HeJOCTYIIHOCTBIO IIperapaTa
II0 MECTY >KUTEe/IbCTBA MperapaT BBOAU/ICA HEPETY/APHO.

B 2020 rogy CIOHTaHHO MOABWINCDH IPU3HAKY ITape3a IULEeBOrO HEPBA, HAPYIIEHNA MUMUKIL.
B anamHe3e 0TUTOB He ObIIO, OHAKO CTanM 00paIlaTh BHUMAHUE, YTO IIPYU [ONAJAHNY BOAbI B YXO
HOSAB/IAIOTCS BbIJIEIEHNA.

B cBA3M ¢ yXyAlleHMeM cCOLMaNM3anyy, OTCYTCTBMEM peakIMy Ha 3BYKU M TOJIOCa, COO-
CTBEHHOJI pe4eBOJ aKTUBHOCTBIO B BIJle BOKA/IM3AalM PEKOMEH/IOBAHO NIPOBEMleHNE KOX/IEapHOI
VIMIUTAaHTaL .

B 2021 ropny neBouka obparmnack B ®I'BY «HalmoHaIbHbI MEAMIIMHCKAI UCCIIETOBATENb-
CKUIT LjeHTp oTopmHonapuHronorv» ®MBA Poccum mia poobcmefoBaHusa M XUPYpPrudeckKoro
NledeHnsA B 00beMe OJHOCTOPOHHE! KOX/IeapHOI MMIUIAHTALNY, OfHAKO XMPYPIUYecKoe BMella-
TENIbCTBO He MPOBEMIEHO B CBA3M C TSHKENO TPOMOOIMTOIIEHIEN.

B mae 2022 ropa nanueHTKa HaXoAUIach B reMarosornyeckom oraenenuu ['bY3 «Mopososckas
IeTcKasi TOPOACKasl KIMHu4YecKkass 6onpHMIa» [lemapramMeHTa 34paBooxpaHeHus . MOCKBBI, Ife
Obl/1a BBITIOJTHEHA ITy/IbC-Tepamys HeKcaMeTa3OHOM, Ha (OHe KOTOpOil YpOBeHb TPOMOOIVITOB
cocTaBu1 137 ThIC./MKIL

B centabpe 2022 ropa rocrmranusuposana B PI'AY «HMUII 3gopoBbsa pgeteii» MuH3npasa
Poccun ¢ nenpro nposefeHnsa KOXJIeapHoil MMIIAHTAlUM. YUUThIBasA XapaKTep COIYTCTBYIOLEN
narosnornu (copepkanye TpoMOoIUTOB 38 ThIC./MKII), pe6eHOK H006CIefloBaH B IIpeoNepaIiioH-
HOM IIepHoJie: COCTOSIHME PACLEHEHO KaK yrpoXKarolee [0 pasBUTUIO MHTPA- Y IIOCTEO0NePALVIOH-
HOTO KPOBOT€YeHMA. Bpinmcana moMoii, peKkoMeHj0BaHa KOHCYIbTAlsA U JIeYEHNE Y TeMaTOIOra.

[ToBropHo obpatumuce B OPTAY «HMUII 3pmopoBbs pereit» MunsgpaBa Poccun B mioHe
2024 roma, HO KPUTUYECKN HU3KUI YPOBEHb TPOMOOIMTOB He MO3BOJIMI IPOBECTY OIEPATHB-
HOe BMeIarebcTBo. [IpuHATO pelienne o foobcnenopannu pebenka B ®I'BY «HarmoHambHbI1
MEJVLVHCKUI UCC/IeNOBATeNbCKUI LIEHTP JeTCKO TeMaTONIOTUM, OHKOJIOTMM UM VMMYHOJIOTUN
umenn [Imutpus PoraueBa» Munsppasa Poccun (OI'BY HMUI ITOM nm. [Imutpus Porauea
Munsppasa Poccun) fyiss BbIpabOTKM OIpefie/IeHHOTO aTOPUTMa BeleHWs TMalieHTa B IIpel-
Y1 TOCTIEOTIEPALIMIOHHOM IIePMO/aX PV PasHBIX YPOBHAX TPOMOOLNTOB KPOBL.

B nepuop ¢ nions 2024 no uroHb 2025 rofa ypoBeHb TPOMOOLMTOB Komebancs B fuara3oHe
25-60 ThIC./MKJI, IepUOMYeCcKY HaOMI0nanch HOCOBbIe KpoBoTedeHus. [Ipn moBTopHOM 06CTe-
nosanuu B uto”e 2025 roga 8 ®PIBY HMMUII AT'OU nm. Imutpus Porauesa Munsapasa Poccun
OBIIO TTOKA3aHO IPOJO/DKNUTH JIeYeHIe POMUIIOCTIMOM, TaK KakK IpernapaT Ha3HavyaeTCs [0 JKM3-
HEHHBIM IIOKa3aHMAM, ¥ OTMEHe WV 3aMeHe He IOJIeKNT; TaKKe ObUI paclycaH BO3MOXKHBIN
aZITOPUTM MEpPONPUATHUI IS TIOATOTOBKM IMAI[M€HTa K OIIEpaTMBHOMY BMeIIaTenbCTBy. Ilomyuns
PEKOMEHJyeMBbIII IIPOTOKOJI IPENOIEePAlVOHHON IOATOTOBKYM M IIOC/IEONEPALVIOHHON Tepanuyn
OT Bpa4a-reMarosIora, IIpoBe/leH KOHCUIMYM Bpadell, Ha KOTOPOM IIPMHATO PelleHNe TOBTOPHO
rociintanusnpoBarb pebenka B OTAY «HMMUII 3popoBes merteii» Munsgpasa Poccun mis mpo-
BeJleHVs KOX/IEAPHOJ UMIUIAHTALIL.

Co c/10B MaMbl, peryasApHBbI IpueM IIpernapara IO PeKOMEHJAIUAM Bpada-reMaTosIora
He IIPOBOAVIICS, JINIIb B ITOC/IEJHNE 5 Hefle/b 1O TOCINUTANN3ALNN PeOeHOK CMOT ITOTTYYUTh Tepa-
IIMI0 POMUIIOCTMOM B peXXyMe 1 pa3 B Hefle/io OIKOXHO B jo3e 10 MKI/KT 6€3 KOHTPOJIA yPOB-
HsI TPOMOOLINTOB.

o 7\~

PE3YJIBTATbI ®VISUKA/TBHOTI'O, TABOPATOPHOTI' O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHMA

B oxTs6pe 2025 roga mamyeHTKa OCMOTPeHa BCeMMU CIIEIVaIICTaMy, YKa3aHHBIMM B 3aK/IIO-
yeHM BHyTpeHHero koHcmmmnyma OIr'AY «HMIL spopoBbs pereit» Munsapasa Poccumn.
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KOXJIEAPHASA UMIMJTIAHTALIUA Y PEBEHKA
C BPOXXAEHHOW MAKPOTPOMBOLIMTONEHMUEN

JlokanvHoiii cmamyc. AcuMMeTpys UL ¢ TpyOBIMM YepTaMM, IOMTHBIMM 1IleKaMM ¥ TOHKOII
BepxHell Ty0oil; OIylljeHMe yITIa pTa U CIJIAKEHHOCTb HOCOIYOHOI CKIafKM CIPaBa; HEIOTHOEe
3aKpbITVe ITIPAaBOTO I7Ia3a CBUJETEIbCTBOBAIM O IPAaBOCTOPOHHEM IIape3e /IMIEBOrO HepBa.
MukpocToMMs, MUKPOTeHNs, IMKa Ha TO00POJIKe, JUCIIAaCTUYHbIe VIIHbIe PAKOBUHBI. TOHKME
AUCTpodUIHbIE BOTOCHI HA TOTIOBE 1 TY/IOBMIIIE, pefikiie OpOBY; peCHUIIBI OTCYTCTBYIOT. HeronmHoe
CMBIKaHVIe HaBMCAIOLINX BeK, CTPabu3M, HapylIeHue C/Ie300TAeIeHsI, CBETOOOsI3Hb, MOHTOTION]-
HBIII pa3pes I71a3; MIMPOKME NePeHOChe, CIMHKA M KOHUMK Hoca. Ha yuie y4acTky HepaBHOMep-
HOJI IUTMEHTALUMY, /IaJOHHO-TIOJOLIBEHHAsI KepaTofiepMa, TUIIONMUTMEHTALMsA Y KOHTYpPUPOBaHue
G ONIMKYIOB Ha KOXKe TYTOBMIIA VI KOHEYHOCTEIA.

Bpau-omopunonapureonoz: Ipu OTOCKONUM CIpaBa BU3yalM3MpPOBaHA IleHTPa/lbHas IIep-
dopanus; cnmmsnctas ob6omouka GapabaHHOI MOMOCTM 6e3 MPU3HAKOB BOCIAIEHMS]; THMITAHO-
CKJIEPOTMYECKNUII OYar B BEPXHMX KBaJpaHTaX; MATOMTOIMIECKOTO OT/E/sIeMOro He HabM0namoch
(puc. 1, A). JleBoe yxo 6e3 ocobeHHOCTelI, 6apabaHHasA IepeIloHKa CepPOro I[BeTa, OII03HABATEIb-
Hble 3HaKM yeTkue (cM. puc. 1, b).

Cypoonoe: HeltpoceHCOpHasi ToTepst cyxa IV cremenn ¢ aByx cropoH. Tummanorpamma: tur B
cripaBa, TUII A cjeBa. VncumatepaabHble akycTU4eckie pedIeKchbl He 3aperncTpUpOBaHbl Ha 000-
UX yIIax. 3ajiep)kaHHasl BbI3BaHHAs OTOAKYCTMYeCKas SMUCCHs He 3aperMCTPMpOBaHa C 00emnx
cropoH. ITo pesynbpraTaM MCC/IeTOBaHMsI KOPOTKOMATEHTHBIX C/TyXOBbBIX BBI3BAHHBIX IIOTEHIINAIOB
Mosra: V IIK He BU3Ya/IM3MPYeTCs IIPpU MAaKCUMa/IbHOM MHTEHCUBHOCTY cTuMyna 100 1b HopMaib-
HOTO IIOpOTa C/IBIIIMMOCTY ¢ 00€eMX CTOPOH I10 BO3AYLUIHOMY IIPOBENEHNIO 1 TPV MaKCUMaJIbHO
MHTEHCUBHOCTH CTUMY/a 60 1b HOpMaIbHOTO ITOpOra CABIIMOCTH C 00eMX CTOPOH 110 KOCTHOMY
IPOBE/IeHNI0. 3apernCTPUPOBAHHbIE TIOPOTY 3BYKOBOCIIPUATIA TIPY MCCIEOBAHUY YCTONYMBBIX
CTAI[MOHAPHBIX C/TyXOBBIX BBI3BAHHBIX NMOTeHIanoB (ASSR) coorBeTcTBYIOT IV cTemenu cHike-
HIA cryxa (ITyXoTe) Ha 000X yIIax.

Cypoonedazoz: TIpyl BBIIIOTHEHUY MCCIEJOBAHMSA CIIyXOPEYeBOr0 BOCIPUATHA C UCIONIb30Ba-
HVeM VHMBU/Iya/JIbHBIX CTyXOBBIX aIllIapaTOB OIPefie/IeHO, YTO BEAYIIMMI CIIOCoOOaMm 00IeHNs
SIBJSIIOTCS. €CTECTBEHHBIE YKeCTbl, OTPaKeHHasI pedb (CIyXO3pUTEIbHOEe BOCIPUATHE), @ TAKXKe
CaMOCTOSTe/IbHOE BBICKa3bIBaHNe CJIOB OBITOBOTO COfIepKaHMsI Ha POJTHOM sI3BIKe.

Tenemux: HU3KOe MUCTAapMOHMYHOE (u3MUecKoe pasBuTue ¢ pedpuuurom pocra. Hemocra-
TO4YHOe (POPMUPOBaHIE MOTOPHBIX HaBBIKOB, KOHTPAKTYPbI KOJIEHHBIX U TOJIEHOCTOITHBIX CyCTa-
BOB, IIOBBIIICHHBIE CYXOXXIIbHBIE pedIeKChl C HIDKHUX KOHEUHOCTell. 3ajiep)KKa IICUXOPedeBOro

pa3BUTNA, CHVMDKECHIE C/TyXa.

Puc. 1. SHpockonnuyeckasa KapTuHa npasoro (A) un nesoro (B) yxa.
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Legpexmonoe: TsKenoe HapylleHNe TTO3Ha-
BaTENbHON [eATEIbHOCTH, CaMOCTOSATE/NIbHAsA
ICUXMYecKast akTUBHOCTbD.

Hesponoez: ycTaHOBJIEH [eTCKUil Liepe6-
Pa/IbHBI MapaIny CO CHACTUYECKO TeTparie-
rueii, nepudepudecknii mapes IUIEeBOro HepBa
cIpasa.

Iemamonoe:  ypoBeHb  TPOMOOIIUTOB
46 TBIC./MKJI, Cpefy TPOMOOIIVITOB BCTPEYaroT-
sl KpYIHBIe OPMBI, arperarsl KJIeTOK; YPOBEHb
remMoryobuHa B mpepenax 91-82 r/m coorert-
CTBYeT aHEMMM CPe[JHEeN CTEIEHN TAKECTIN.

PebeHKy peKOMeH/IOBaHa IIpefjollepalyiOHHasl TOJrOTOBKA, 3aK/II0YAIONIAsIcsa B TpaHCPy3uu
KOHIIEHTpaTa TPOMOOLIMTOB HEIIOCPEACTBEHHO Iiepell MPOBeeHeM OIEePaTHBHOIO BMeIaTe/Ib-
CTBa B Komm4yecTBe 1 103bI Ha 10 KT Macchl Te/la BHYTPUBEHHO KallelbHO, IIOBTOPHOIT TpaHCy3uu
KOHIIEHTpaTa TPOMOOLMTOB B IepBble CYTKM IIOC/IE ONlepalyi, flaliee BO3MOXKHO IpUMEHeHNe
TPaHEKCaMOBOJI KIMC/IOTHI B 1o3e 1/2 Tabnerku (mo 250 Mr 3 pas3a/cyT) mIsd KyNMPOBAHUA JIETKIX
KPOBOTEUEHNII, a IIPY MAacCMBHOM KPOBOTEUEHUV — BBefIeHMe dITaKora ajabda (peKoMOMHAHT-
HBIJI aKTUBMPOBaHHBIN (akTop cBeprhiBaHMA VII) B 1o3e 90-120 MKI/KT BHYTPUBEHHO CTPYIi-
HO C MHTEPBAJIOM 4-6 4acoB JI0 CTAOMIM3AIMM TEMOCTa3a, IPU €ro OTCYTCTBUM — TpaHchy3us
KOHI[EHTpaTa TPOMOOLIMTOB U TpaHEKcaMOBOI KCOTHL. C 11ebio 00e300/IMBaHNA VICIIONb30BATh
IapaleTaMor, B KpailHUX ClIy4yasx — aHajabriH. O0s13aTe/IbHbI KOHTPO/Ib O0Iero aHamn3a KpoBu
(OAK) ¢ mopcuerom TpoM60111TOB 110 POHMO €XKETHEBHO.

[To faHHBIM KOMITBIOTEPHOIT TOMOrpaduy BUCOUHBIX KocTeit (B 2022, 2025 romax), JaHHBIX
3a HapyIIeHe IPOXOAVMOCTI KaHa/la YIUTKY HeT (puc. 2).

[l yCIeIHOTO pasBUTHS CTyXOBOTO BOCIPUATHA U BIOC/IEACTBUM PedH, a TaKXKe O/1aromno-
JY4HOJ COLMANIBHON afjanTaluy IOKa3aHa KoXjeapHas MMIUIAHTaluA C/eBa. PelleHne NpuHATO
KOJI/IETMa/IbHO Ha OCHOBaHMM OLIEHKY Pe3y/IbTaTOB KOMIUIEKCHOTO AMAarHOCTUYECKOTo 00CIeoBa-

Puc. 2. KomnbloTepHas ToMorpacdums BUCOUHbIX
KOCTeN OO0 onepauuu.

HIIA, PYKOBOACTBYACD €AVIHBIMY KPUTEPUAMMI.

%i_

OcHOBHOII IMarHo3: «/IByCTOPOHHAA XpOHMYECKass HEIIPOCEHCOpHasA TYroyxocTb IV creme-
Hi». ConyTcTBytomuii: «IIpaBocTOpoHHNMIT XpPOHMYECKUIT CPEIHMIL OTUT, ME3OTUMITAHUT CIIPaBa.
[Tepudepnuecknit mapes IUIEBOTO HepBa CIpaBa. XpOHMYIECKass MMMYHHass TPOMOOILMTOIEHN-
Jeckas IypIypa, IiepeOpa/jbHBIN Iapand CO CIIACTUYECKOI TeTparlerveil. AHeMus cpemHeil
CTEIEeHN TSDKECT».

C y4eToM HM3KIX ITOKa3aTesell ypOBH:A IreMOITToOMHa 1 TPOMOOLMTOB B 00IIeM aHa3e Kpo-
BU 32 JIeHb JI0 ONlepaTMBHOTO BMeIAaTeNbCTBA B OTAE/IEHNY PeaHVMaIlM/ M MIHTEeHCUBHOI Tepanuu
ObL/Ia BBIIIOZTHEHA TPAHCQY31sl KOHIIEHTpaTa TpOMOoLNTOB B KommdecTse 1 10351 (0,6x10!! xmeTok
Ha 10 KT Maccpl Tena) IOJ, KOHTPO/IeM peaHMMaTosora u TpaHcdysuonora. Yepes 2 gaca mocre
TpaHC(y3UM B3AT KOHTPOJBHBIN TaOOPATOPHBIN aHA/MN3, Ha KOTOPOM OTMEYa/noCh CHYDKEHMe
KOHIIEHTpAIVI reMOIr7o6uHa 10 82 /71, B CBA3Y € YeM BBIIIOIHEHA TPAHCPY3US IPUTPOLIUTCOAEP-
JKallero KOMIIOHEHTa KPOBY — 3PUTPOLUTHON B3BEChIO IEMIKOPeyLPOBaHHOM B fo3e 10 Mr/Kr
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KOXJIEAPHASA UMIMJTIAHTALIUA Y PEBEHKA
C BPOXXAEHHOW MAKPOTPOMBOLIMTONEHMUEN

BHYTPUBEHHO KamenbHO. ITocie TpaHcdysum Ha yTpo B [leHb OIEpaTMBHOTO BMeEIIATETbCTBA
IIOKa3aTe/Il YPOBHs reMorobmuHa cocrtaswmm 119 1/, TpoM6onntoB — B npepenax 40 ThIC./MKIL.
VIHTpaonepanyioHHO BBHIIIOTHEHbI TPAHCPY3MA KOHIIEHTpaTa TpoMbounToB (1 103a) U KanenpbHOe
BBeJ[eHle TPAaHEKCAMOBOU KUCTOTHI (25 MI/KT).

KoxyleapHas nMIIaHTanMA Ha JI€BOM yXe BBIIOJIHEHA YCIEIIHO, 6e3 MPM3HAKOB MacCUBHO-
ro kposoredeHrA. OCyIecTBIeH KIACCUYECKNII TPAaHCMACTOMIATIbHBIN MOAX0f K 6apabaHHOI!
IIO/IOCTU C COXpPAaHEHVEM MHTAKTHOI 3aJlHell KOCTHOI CTEeHKM HAapYy)>XHOTO CTyXOBOTO IIPOXOfia,
BK/IIOYAIOIMI aHTPOMACTOUIOTOMMIO 1 3a/JHIOI0 TUMIIAHOTOMMIO Yepe3 nIeBoii kapmaH. CHAT
HaBeC HaJj OKHOM YIMTKI. BusyannsupoBaHO OKHO YIUTKY, MeMOpaHa OKHA YIUTKM paccedeHa
(puc. 3, A). B mogHagKOCTHUYHOM KapMaHe c)OPMUPOBAHO KOCTHOE JIOXKe IO IIa0/IOHy Ipu-
€MHJKa-CTUMY/IATOPA B BJMCOYHO-TEMEHHON 00/acTy. YCTaHOBJIEH KOXJI€apHBIN MMIUIAHTAT
Cochlear. IIpneMHUK-CTUMYIATOP YI0KEH NOTHATKOCTHIYHO B C(OPMUPOBAHHOE JIOXKE, 3a3eM-
JIIOMNIL 37IEKTPOJ, YIOKEH IIOf] BUCOYHYI0 MbIIIY. [IeprMOAMONAPHBIN aKTUBHBIN 3T€KTPOJ
IIpOBEJIeH Yepe3 KPYI/NIoe OKHO B YIUTKY U IIOTHOCTBbIO BBEJleH B TMMIIAaHAJIbHYIO JTEeCTHUILY
(cm. puc. 3, b, B). BeimonHeHbI MMITeflaHCOMET P MMIIAaHTaTa (COIPOTUBIIEHME BCEX /IEKTPO-
IOB B IpefieNiax pedepeHCHBIX 3HAYEHWIT), TeJleMeTpUsA HEPBHOTO OTBeTa (OTBETHI IIOYYEHBI),
3aMKCHMPOBaHBI 9eKTPUYECKM BbI3BaHHbIE CTalefnanbHble pediexchl. Onepalus nposefeHa
6e3 OCTTO>KHEHMIL.

Heo6xoanmMocTy B MICIIONIb30BaHUY paHee 3aKa3aHHOTO PeKOMOVHAHTHOTO aKTUBUPOBAHHOTO
daxropa ceeproiBanus VII (snTakor anbga) ¢ Henplo KyIMpoBaHUsA MacCUBHOIO KPOBOTEUEHNA
He BO3HMKIIO. [locne omepanyy ypoBeHb TPOMOOLMTOB COCTaBMI 81 ThIC./MKJI, TeMOITTOOMH —
101 r/n (tabn. 1). YuuTbiBasg cTabuabHOE COCTOSHME peOeHKa, MOBTOPHOI TpaHCy3Uu KOH-
IleHTpaTa TPOMOOLUTOB B [ieHb ONlepalyl B OTAEICHU) PeaHMMAIMM ¥ MHTEHCUBHOM Tepamnn
He IIPOBOJIMJIOCH, Yepes 2 Jaca I0C/Ie XMPYPrudecKoro aedeHrs pe6eHOK B yIOBIeTBOPUTETbHOM
COCTOSHIY OBUI IIepeBefieH B OT/ie/IeHIIe OTOPUHOIAPYHT OJIOTUIL.

Puc. 3. AHTpoMacToMaoTOMUSA U 3a0HAS TUMMNAHOTOMUS: BU3YaJIN3UPOBAHO OKHO YJINTKW,
MeMOpaHa OKHa YIMTKK pacceyeHa (A); yCTaHOBKa NepPUMOAUONISIPHOrO akTUBHOMO 3J1eKTpoaa
yepes Kpyrnoe okHo B ynuTky (b); nonHoe BBegeHUe NepMMOANONASIPHOIO aKTUBHOIO 31eKTpoaa
B TUMMNAaHaNbHYo nectHuuy (B).

Ta6nuna 1. [InHaMMuKa U3MeHeHMA MOKa3aTeneil KIMHNYeCKOTO aHAaIN3a KPOBU
B IIepuof] MpefoNepanyioHHOl IOATOTOBKY MalieHTa

3a cyTkn Hakanyne B nenp ITocne
Ilokasarenu 0 onepanuu omepanyy | omepanuy | oIepanyyn
Yrpo enp Beuep Yrpo Henp
TpoMOOIWTBI, THIC./MKIT 41 37 40 40 81
Temorno6us, r/n 91 82 86 119 101
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Ta6muua 2. [IlunaMuKa usMeHeHUs IOKa3aTeneil KIMHNYeCKOro aHA/IN3a KPOBU
B IOC/IEONEPALVIOHHOM Iepuofe

ITocne onepanmm, cyT
IToka3arenn
1-e 2-e 3-u 4-e 5-e 6-e
TpomMOOIMTEI, THIC./MKIT 79 62 46 74 70 42
Temorno6us, /1 108 110 105 102 105 110

B otpmeneHuum B 1ocieonepanyiOHHOM
nepuoyie MalyeHTKa Io/Iy4asa TPaHEKCaMOBYIO
KICJIOTY 2 pasa B JIeHb C L[e/IbI0 IPOdIIIAKTH-
KU KPOBOTEUYEHM:, BBICOKOTO pUCKa KPOBOIIO-
Tepy, 0Opa3soBaHUsI IeMaTOMbl HaJl KOPIIYCOM
umianTaTa. C 1eplo pefoTBpalleHns oce-
OllepallMOHHON MHQeKIuu pebeHKy Ha3Hade-
Ha aHTuOaKTepuanbHas Tepanus: iedasonuH
B J103€ 50 MI/KI' B CYTKM BHYTPUBEHHO CTPYIHO
B 2 BBEJJCHNUA B T€4eHME 6 JHel; C Le/IbI0 KYIIN-
poBaHus 00IEBOTO CUHAPOMA — IapaleTaMos
B fgo3e 1,5 My1/Kr (40 MJI) BHYTPUBEHHO KaIle/lb-
HO, He 6ortee 3 pa3 B JIeHb.

ExenneBHo nposopgunu koHTponb OAK ¢ mopcuerom tpomboruroB mo ®ouno (tabm. 2),
JIOP-niepeBA3Ky CO CMEHON aceNTUYECKOI AaBsAIIel IIOBA3KYM B Te4eHMe 6 CYTOK.

B nepBble cyTKM ITOC/IE ONEPATUBHOTO BMELIATe/IbCTBA BBIIIOIHEHA KOMIIBIOTEPHAsA TOMOTPa-
¢bus BUCOYHBIX KOCTelT, Ha KOTOPOI 3apMKCHPOBAHO PACHONOXKeH)e MMIUIAHTaTa B CIIVPaIbHOM
KaHase (puc. 4).

B nocneonepanoHHOM Hepuoyie MalieHT IOBTOPHO OCMOTPEH AedeKToI0roM, HeBpPOIOroM,
reMaToJIOTOM: PEKOMEH/IOBAHBI CTTyXOpedeBasi peabMInTalys B paMKaX KOMIIIEKCHOI KOPPeKIIy-
OHHO-Pa3BUBAOIIEN TIOMOIIIY, a TAK)Ke CUCTeMaTIdecKasi HoMoub e eKTosora ¢ 1enbio GopMu-
POBaHNUA COTPYAHMYECTBA U COLVIAJIbHBIX CIIOCOOOB B3aMMOIEVICTBIS CO B3POC/IBIM; IIPOBEEHE
KOPPEKIMOHHO-TIeJarOrMYeCcKMX 3aHATUI JoMa B popMe COBMECTHOI 11 COBMECTHO-Pa3/e/IeHHON
IesATeTIbHOCTY TI0 OBJIAJICHUI0 Pa3HOOOPA3HBIMM IIPeMETHBIMY, IPeJMETHO-UTPOBBIMU U NPO-
CTBIMU OPYHAUMHBIMU JE€MCTBUAMM C NMPAKTUYECKON OPUEHTUPOBKOIN Ha CBOJMCTBA M KayecTBa
pefMeTa, a TaKXXe MO PasBUTHUIO IMOLMOHAIBHON cepbl, BOCIPUATIIO CeOsI ¥ TPOU3BOIBHOCTHI

Puc. 4. KomnbloTepHas ToMorpacdusa BUCOUYHbIX
KocTeu B 1-e CyTKM nocjie KoxJsieapHomn
MMMJAHTaLUMN.

HOBeJIeHNA.

Ha 3-u cyTku nocne onepanyy o pesynbrataMm OAK (TpoM60nuTsI 46 ThIC./MKII, TeMOITIO-
6mH 105 1/71) Bpa4yoM-reMaToIorOM COBMECTHO C BPauOM-TPaHC(Y3MOTIOrOM IPUHATO pelleHye
0 TIOBTOPHOII TpaHCy3MM KOHIIEHTpaTa TPOMOOLMTOB B KOMMYeCTBe 1 J0O3bI; peKOMEHIOBaHbBI
deppoTepanusa M Ha HEKOTOpPOE BpeMs AueTa IS JOCTVDKEHUA U MOAJEPXKaHUA y MalMeHTKN
pedepeHCHBIX TOKa3arenelt KPOBH.

VCXO[J M1 PE3YJIBTATDBI ITIOC/IEAYIONIETO HABITIOOEHWA

Becp mocneomnepanyioHHbIN MEepUOR MpOTEKan yposaeTBopuTenbHo. Ilocneonepanyonnas

paHa 3a’XmBajia 6e3 IIpM3HAKOB BOCIIa/IEHVA WM TI€éMaTOM, C MUHVMA/JIbHBIMU pPE€aKTUBHDBIMN
ABJICHUNAMN.
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KOXJIEAPHASA UMIMJTIAHTALIUA Y PEBEHKA
C BPOXXAEHHOW MAKPOTPOMBOLIMTONEHMUEN

[TaneHTKa BpINMCaHa HAa 6-€ CYTKU IOC/Ie OIIepaTUBHOTO BMEIIATeNbCTBA B YOBIETBOPUTE/Ib-
HOM COCTOSIHMU JJIs TIOC/IeAYIoleil peabuanTanyuy B aMOy/IaTOPHBIX YC/IOBUAX. PeKOMeHIOBaHO
VICKJIIOUNTD (pU3UYecKye Harpysku B TedeHye 14 fHeil, u3beraTb TpaBMaTMU3alMM M VICIIO/NB30-
BaHM MOHOIOJIAPHOI 9TIEKTPOKOATY/IALNY; TAaKXKe JaHbl PeKOMEHJAIM M0 0O6paboTKe paHBI
B TedeHue 10 [HeN C KOHTPOJIBHBIM OCMOTpPOM depe3 1 mecan. [emMaTonmoroM peKoMeHOBAaHO
IPOJIO/DKUTD TePAIVI0 POMUIIIOCTMMOM 10 MKI/Kr 1 pa3 B Hefje/i0 IIOJKOXKHO, a TaKxe (eppo-
tepamio ¢ KoHTporeM OAK, xenesa, pepputnna u tpancheppuna 1 pas B mecan. IlomydeHs
peKoMeHlaluu o nuTaHuio (00s3are/bHOE BKIIOUEHNE B eXKeqHeBHbII paunoH 100-120 r msca).

Yepes Mmecsll 1ocsie onepanuy Ipy MOAK/IIYEHNN PeuyeBOro Nnpoleccopa peakuyuy AUCKOM-
¢dopra He OTMeYanOCh. YC/IOBHO-IBUTATe/IbHbIE PeaKIMy Ha BCe HepedeBble NIpebsB/IeHHbIEe CTH-
MY/Ibl BBIIIO/IHEHBI, HA peueBble CUTHAIBI (I/IaCHBIE, CJIOTH, CI0BA) TOXKe BBIITOJIHEHBI, HO 0e3 mpa-
BI/IBHBIX TIOBTOPOB B CBA3M C HeC(pOPMUPOBAHHBIM CITYXOBBIM BOCIIPMATIEM TIOC/IE KOX/IeapHOI
UMIUIaHTanyy. PoputensaM pebeHKa peKOMeHJ0BAaHO BeCTY JHEBHUK HAOJIOEHNIT 32 COCTOSTHIEM
¥ pa3BUTUEM CITyXOBOTO BOCIIPMATHUA M PeYN, @ TAKXKe 3aHATUA C JIOTOIEIOM, OOLIeHVIe CO CBEPCT-
HYIKaMJ{ Ha IIPOTY/IKaxX U pellleHye BoIpoca 06 09HOM 00ydeHuy pedeHKa.

\/5» TIPOTHO3

HecMmoTps Ha BO3pacT MpoBeeHN KOX/IEAPHO MMIUIAHTALMM, C MESVILIHCKONM TOYKHU 3pe-
HVIS1, TIPOTHO3BI [IJIs1 MTALVIEHTa CaMble O/IaroNpusITHBIE, TaK KaK IeBOYKa CKOMIIEHCMPOBaHa J10 OIle-
panuy, 9TO IPOABIIANOCH peaKl/ell Ha HepedeBble CTYMYJIbI ¥ CAMOCTOATETbHBIM BBICKA3bIBAHM -
eM C/I0B OBITOBOTO COfiepXKaHMs Ha PORHOM si3bike. Onepanysi 6bUIa poBefeHa ¢ COOIoieHIeM
BCEX MPaBWJI ¥l HOPM, C Y4€TOM COIYTCTBYIOLIVX ITATO/IOTUI Y JAHHOTO ManyenTa. B nocnenymoiemM
peabMINTALMOHHOM IIepyofie TPy aKTVBHOM YYacTUM PORUTENIEN ¥ ITOMOIIY TaKUX CIIelMa-
CTOB, KaK CypJOJ/IOL, CYpHOIeAaror, Joromes 1 fedeKTonor, BOSMOKHO IIOSIBJIEHNE Y Pa3BUTHE
CITyXOBOTO BOCIIPUATVA M, KaK C/IeACTBUE, peueBoil PYHKINY, HeOOXOAVMBIX JUIs ITOTHOLIEHHON
COLMA/IbHOM MHTETPALN.

OBCYXAEHUE

B Hacrosuiee BpeMs efUHCTBEHHBIM 3((eKTMBHBIM METOJOM peabuInTaluy MalJeHTOB,
CTPAZIAIOLIVIX CEHCOHEBPAIbHON TYTOYXOCTBIO BBICOKON CTEIIEHU U TIYXOTOM, SAB/IACTCSA KOX/leap-
Hasg MMIUIAHTAIVs, KOTOpas IMpefCTaB/IsgeT co00il KOMIIEKC MepOIpPUATHUIL ayU0IOrNIecKoro,
CYPROIIearornyecKoro, MCUX0oMIOrMIeCcKOro ¥ XMPYPru4ecKoro XxapakTepa, HallpaBIeHHbIX Ha IO/
HOe VIV YaCTMYHOE BOCCTAHOBJ/ICH)E HAPYLICHHDIX ¥/VIN KOMIIEHCAILNIO yTPadYeHHbIX (YHKINI
nepudepudecKoil YacTy CIyXOBOTO aHAIN3aTOpa — YIUTKY, NOAAep)KaHye win GopMUpOBaHue
cIyxopedeBoil QYHKIMY, IpefynpeXKaeHye VI CHIDKeHJEe CTEeleH) BO3MOYKHON VMHBAIVJHOCTY,
yIydllleHre KadecTBa XU3HM, COXpaHEHMe PabOTOCIHOCOOHOCTY MAIMEHTa ¥ €r0 COLVAIbHYIO
MHTErpanuio B 061ecTso |3, 4].

I[IpencraBneHHBI KIMHUYECKNI CTy4dall IeMOHCTPUPYET HeOOXOAMMOCTD PACIIMPEHNA MeX-
AUCUMIUIMHAPHOTO B3aMMOJIEVICTBYA TPV BeIEHMM MAIMEHTOB C TeHEeTUYECKOI MyTalyell B TeHe
COGI ¢.2612G>A (p.Arg871Gln) B mpes- u HOC/IeONepaniOHHOM IIePUOAAX, a TAaKXKe BO3MOX-
HOCTb IIPOBEJIeHNA ONePaTBHOIO BMEIIATeIbCTBA IPY TIIATe/IbHOI IOATOTOBKE MAIMIeHTOB.

OmmcaHa C/IOXKHOCTb OOecriedeHnsl KOX/IeapHOil MMITAHTalMy peGeHKY ¢ COIMYTCTBYIOLIEN
IIaTO/IOTMEl B BUJe MAKPOTPOMOOIMTOIEHNUY, COIPOBOKAAIONLIENICA BHICOKVM PUCKOM OCTIOKHE-
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HU. BeposTHOCTh MacCUMBHBIX KPOBOTEUYEHMUII JUKTYeT HEOOXOAMMOCTD MEXJUCLUIUIMHAPHOTO
B3aUMOJIIICTBIUSA U CTTAYKEHHOCTHU pabOThI BpadyaMyl CMEXHBIX crelanbHocTeit. B OTAY «HMUI]
3M0pOBbA AeTei» MuHnsgpasa Poccuym HaM ygnanoch ONpemenuTh TAKTUKY IIPefolepaliOHHON
IO/ITOTOBKM IPEeJCTaB/IeHHOTO MAllMeHTa, YCIIEIIHO IIPOBECTY OIEPALUIO ¥ 00eCIeYNTD JaTbHe -
1Iee TIO0CTIEe0NEPALVIOHHOE BOCCTAHOBJIEHME.

3AKJTIOMEHUE

OCO0EHHOCTBIO JAHHOTO KIMHWYECKOTO CIy4Yasl SIBIAETCSA Halu4ye COIYTCTBYIOUUX I1aTo-
Joruii, 4to TpebyeT Oosee TINATENTbHOI IOATOTOBKM IAIyeHTa K omepanyy. IIpm ycnosun
YCIIEIIHO IPOBENEHHOIO XMPYPIrM4eCKOro BMEIIATENbCTBA JalbHEIIe IIPOrHO3bl MOXXHO CTPO-
UThb Ha OCHOBaHUM KBanu(UIMPOBAHHBIX peabMINTAIMOHHBIX MeponpusaTuit. Puck mHTpa-
OIlepaIVIOHHBIX OC/IOKHEHMII AMKTOBa/M HeOOXOAVMOCTb He TOJBKO MHAMBUAYAIbHOTO ITOAXOAA
CO CTOPOHBI Bpayell-OTOPMHOJIAPMHIONIOTOB, HO ¥ MYIbTUAVUCHUIUIMHAPHOTO B3aMMOMENCTBUA
C Y4eTOM CONYTCTBYIOLIEH ITATOMOTMY M HETUIIMYHOCTU KIVHUYECKOro TedeHus. Takum obOpa-
30M, HaMM ObUIa MPOIEMOHCTPUPOBAHA BO3MOXXHOCTD NMPOBENEHUs KOX/IEAPHOI MMIIIAHTAIN
y pebenka c myTarnuei B rene COGI ¢.2612G>A (p.Arg871Gln) npu noppep>kke Bpadert CMeXHBIX
crelnanabHOCTEMN.
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CYBTOTAJIbHAS NETPO33KTOMUS B JIEYEHUN
XPOHUYECKOIO rTHOMHOIO CPEAHEFO OTUTA
Y PEBEHKA C BPOXXAEHHOW FNYXOTOW

CYBTOTAJIbHAA NETPO33KTOMMUS B JIEYEHUU
XPOHUYECKOIO THOMHOIO CPEAHEIO OTUTA
Y PEBEHKA C BPOXXAEHHOMU IrNYXOTON

I.C. Kouppatunkos, ¥.C. Manasuna, O.0. IInorHnkosa

OBOCHOBAHME

JleyeHne XpOHMYECKOTO THOMHOTO CPEJHEr0 OTUTA C XO/IECTEATOMOI Y JieTell SABJAETCSA CI0XK-
HBIM U MHOTOIUTAHOBBIM. JJOCTIDKEHNe Ka4eCTBEHHOTO CAHVPYIOLIETO U (YHKIIVIOHAIBHOTO Pe3yiIb-
Tata TpebyeT pasHOOOPA3HBIX NOAXOMOB. BRIOOp ONTMMAMbHON TAaKTMKM HOApPasyMeBaeT METON
XUPYPrUYecKoro JIe4eHNs C y4eTOM 0COOEHHOCTeI IT0C/Ie0NePallIOHHOTO BefleH s B PaHHMe U OTHA-
JIeHHBIe CPOKM TIOCIe omepanuy. MeTogoM BbIOOpa B JIeYEHNMM XPOHMYECKOTO THOVHOTO CPEeIHETOo
OTHMTa B HACTOAIee BpeMs ABJIAETCA pasenbHasd aTTMKOAHTPOMACTOMJOTOMMA C TUMIIAHO- ¥ OCCH-
Ky/omactukoit [1, 2]. VHorma cTpemaeHre MakCUMaIbHO COXPAaHUTb aHATOMIYECKUe CTPYKTYPBI
Y CIYX y pebeHKa uyieT B yiiep6 pajyuKajibHOMY YAAIEHWIO NTATO/IOTMYECKOTO IPOLecca U IPUBOJUT
K pe3ulya/IbHOI IaTO/IOTUY Y HeOOXOAVMOCTH CepyM ITOBTOPHBIX omeparit [3]. MoryT BcTpedaTs-
CA U TaKye IaTO/IOTIYecKye MPOLecChl, KOT/a Ha IIepBOe MeCTO BBIXOAUT HEOOXOAVMOCTD IIMPOKOI
CaHaIMM, TIPU 3TOM (POPMUPYETCsl TpelaHAIMOHHAs MIO/IOCTD, TPeOyIolast IIOCTOSHHOTO Hab/Ioze-
HIIA U PETy/IAPHOTO TUTMEHNYeCKOTo YXO/Ia, YTO He BCeT/ja BO3MOXKHO [4, 5]. CyOToTa/IbHAs IIeTPO33K-
TOMI C YIIMBaHMEM Hapy>XKHOTO CIyXOBOTO IIPOXOfia CTAHOBUTCS METOIOM BbIOOPa, O3BOIAIOLINM
pasopBaTb NOPOYHBIN KPYT pevH(eKIVy 1 M30aBUTh IAI[VIeHTa OT HeOOXOAMMOCTY IIOXKU3HEHHOTO
TyaJieTa TPYFHOJOCTYIIHOM ITOCIe0NepaIIOHHOI TONIOCTH, OFHAKO XMPYPIUYECKUIT METO, BO3MOXKEH
TOJIBKO TOTZIA, KOTTA APYTUX [AaHCOB BOCCTAHOBUTD VIV YAYYIIUTD CIyX YoKe HeT [6].

IIpencraBideM ommcaHume MeTOHA CYOTOTA/IbHON IETPO3IKTOMUM B JIEUEHUN XPOHMYECKOTO
THOJHOTO CPeJHero OTUTA IIOC/Ie CePUV CAaHMPYIOLIMX BMEIIATeTbCTB y pebeHKa C BPOX/EHHOI
Tyroyxoctbio IV cremnenn. [laHHOe KIMHMYECKOe HAOMIOEHNE WUTIOCTPUPYET CIOXKHBII, pedpak-
TEpPHbIN K CTAaHJAPTHBIM MHOTO3TAIIHBIM OPTaHOCOXPAHAIOIMM OIepaliAM CIy4dall XpOHIYECKOTO
THOJHOTO cpefHero oTuta. IlokasaHmAMM K onepanyy IOCTy>XU/IN JaHHbIe TOHAIbHOM IIOPOroBO
ayamoMeTpuy (CMelIaHHas, IPeVIMYIIeCTBEHHO CEHCOHeBpa/IbHast TYrOyXocThb IV cremnenn cripasa),
3MM30J] THOETEYEeHNA U3 YXa, TPYIHOCTY yXOfja 33 TPEIaHAI[IOHHOM IOJIOCTBIO B CBA3M C aKTYMBHBIM
CTyLIVIBaHMEM SIUTEV U 06pa3oBaHIe MPEANOChUIOK K BOSHUKHOBEHNIO MHPEKINN.

OMUCAHUE KITIMHUYECKOIO CJTYYA4H
o O

Manpuuk, 10 set, rocnuTanusupoBaH B oTheneHne oropuHonapunaronormu ®ray «HMUL
3gopoBbs geteil» MunanpaBa Poccum 26 cenrsabps 2025 roga. IIpm mocrymieHum >xamo6bl
Ha CTOJIKOe CHIDKeHMe CTyXa CIIpaBa, 00pa3oBaHIe aNuiepMalbHO-CEPHBIX MacC B TPeIlaHAIVIOH-
HOJ TIOTIOCTM.

56



Anamnes 3abonesanus. VI3 aHaMHe3a I3BECTHO, YTO CHIDKEHNE CTyXa Ha ITPABOe YXO OTMedaeT-
Csl C pOXKJeHMA. BriepBble BbIfleZIeHN A U3 IIPaBOTO yXa C IPUMeChI0 KpoBY NoABMINCh B 2020 rogy:
IIPOBE/ICHO KOHCEPBATUBHOE JIeUeHUe C BpeMeHHBbIM addekToM. B auBape 2023 ropma BHepsble
BBITIO/THEHA KoMITbloTepHas ToMorpadusaA (KT) BuCOYHBIX KOCTeil: IMarHOCTUPOBAH XPOHMIECKIIT
THOVIHBIN CPESHIUIL OTUT C BEpOATHOI XonmecteaToMoil. 07 uiona 2023 roga BbINOTHEHA CAaHUPYIO-
1jas olepanys Ha IPaBOM yXe ¢ peKOHCTPYKIMell. VIHTpaolepalMoHHO 06Hapy>KeHO TPUOKOBOE
Teno B 6apabaHHOIL IOTIOCTY, YTO ABJIAETCA KpaliHe pefKuM HabmofeHneM. [JaHHBIX 3a Halmu4due
XOJIeCT€aTOMBI B IIONIOCTAX CPEJHEro yxa He monydeHo. IIpy mocmemyromeM IMCTONTOTMYECKOM
ob6cnenoBaHNy 06HapyXeHbl Mutiennu Actinomycetales. [IpoBopuach IIMTeIbHASA IPOTUBOTPHO-
KoBas TepamyA. [Ipy KoHTpoIbHOM o6cenoBanuy depes rog 1o faHHbIM KT BUCOYHBIX KOCTeit
BBIABJICHO HapyIIeHe BO3YIIHOCTY IIOCTIeOePAllYIOHHON MOIOCTY MATKOTKaHHBIM CyOCTpaToM,
B cBA3M ¢ 4eM 18 anpena 2024 rofa npoBefieHa PEBM3NOHHAA OIEpalid Ha IIPaBOM yXe: U3 Tpe-
MAHALMIOHHOM ITOJIOCTY yJa/JIeHbl IPAHYIALMY; JAHHBIX 3a XOJIEeCTearoMy HeT. [ucronmormyeckn
muLenuit Actinomycetales He BbISBIIEH.

B TeueHne cenyroero rofa manyeHT HabMoaacs 10 MeCTy KUTeNbCTBA: OTMEYaIoch 06pa-
30BaHIe SMUJIEPMaIbHO-CEPHBIX MacC B TPEIaHAL[MOHHON HOJIOCTH, Tpebylollee MX yHaleHMA.
Crout y4mTpIBaTh, YTO MAJbUMK IPOXMBAET B OTHENIE€HHOM DErMOHE, MOCTYIN K MEIMIMHCKOMN
IIOMOIIY 3aTPY/IHEH.

B aBrycre 2025 roga BbIfie/leHNA 13 IPABOTO yXa KyNMpOBaHbI Ha (OHE CMMITOMATIYECKOI
MectHOI1 Tepamyu. [lanuble KT, MarHutHO-pesonancHoit Tomorpadmm (MPT), a Takxe Tpyn-
HOCTM yXOJa 3a TPeNaHaLMOHHOI IOJIOCThIO CTa/M OCHOBAaHMEM JI/I IJIAHOBON XUPYPIrUIeCcKon
rOCIMTATN3ALINN.

. —| OWATHO3

ITpaBOCTOpOHHMIT XPOHNYECKUIA THOVHBINA cpegHMii oTUT. COCTOsIHME IIOC/IEe CaHMPYIOILeNn
omepanyu crpasa (B 2023 rogy) u peBusuonHoit onepauny (B 2024 ropy). bonesup TpenaHaroH-
Holt mostocTy. IIpaBOCTOpOHHS cMelIaHHas TYroyxocTh [V cTenenn (rayxora).

— | JIEYEHUE

YunurbiBadg peuMAMBUPYIOIINI XapaKTep Te4eHUA XPOHMYECKOTO IIpOoLecca, CIOXKHOCTU
yXOfia 3a IOC/IeONepaIiOHHON IIOJIOCTDIO, a TAaKXKe BBIpAKEHHOE CHIDKeHMe cayxa (IyxoTa),
B KayeCcTBe MeTOJja Je4eHVs BblOpaHa CyOTOTaNbHAsA IETPO3IKTOMMS C YUIVBAHMEM HAPY>KHOTO
CIIyXOBOTO ITPOXOJA.

OcHoOBHOe 7le4eHNe B 00'beMe CyOTOTaNTbHOI NeTPO3IKTOMUM C YIIMBAHMEM HapY>KHOTO CIIy-
xoBoro npoxopa (puc. 1) nposezneno 30 cenTs16ps 2025 roga. B ycnmoBusx o61ieit aHecTe3nu ¢ Ipu-
MeHeHeM HellpOMOHUTOpUHTA nieBoro HepBa (Neuro Nim 3.0) mpousBefeH 3ayLIHBIT JOCTYII,
BBIIIO/IHEHA PEBU3NA IIOCTIEOIIEPALIMIOHHON IIOIOCTH, yAaleHa pyOuoBas TKaHb, OOHapy>KeHBI
VI COXpaHEeHBI IIOTYKPY KHbIe KaHa/Ibl, TNIIeBOI HepB OOHAPY>keH BO BTOPOM KOJIEHe U IIPOCTIeXKeH
[0 IIVJIOCOCLIEBUIHOTO OTBEPCTHsA, yHjaJleHa CIM3MUCTast 000NI0YKa CPeHEero yXa, YCTbe CIyXO-
BOJI TPYOBI OOTYpUPOBAHO XOHAPOIIEPUXOHAPATBHBIM ayTOTPAHCIVIAHTATOM. 3aK/IIOYNTE/IbHBIM
3TAIlOM BBINIOJIHEHA OTCENapOBKa KOXKM B 00/7aCTM HApy)XHOTO C/IyXOBOTO IIPOXOJa B MecCTe
COEVIHEHNA KOCTM C XPAILIOM, IIOC/IE 4ero KoXKa TIIATEIbHO OTHE/IeHA OT IOJIEXKAIEro XpAlla
U BBIBEPHYTa HAPYXXy II0 TeXHMKe «cjaenoro memka» (cul-de-sac). Koxxa Hapy>xHOro c1yxoBoro
IIPOXO/Ia 3aKphITa Y3JIOBBIMU IIBAMH, 3aT€M IIPOM3BEE€HA IIACTUKA ITOC/IEO0NEPALVIOHHON II0JIO0-
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Puc. 1. UHTpaonepaLMOHHasa KapTUHa Cy6TOTa/IbHOW NEeTPO33KTOMUM C YLLMBAHMEM HAPYXKHOI0
CJIyXOBOI0 Npoxopna: yaasneHue anNUTesina U CIM3MCTON 060/104KK cpepHero yxa (A);
3aKpbITHE XPALLEBOro OTAEIa HAPYXXHOIO CJIyXoBOro npoxopa (B); 3aKpbiTUe «CNenoro MeLluka»
Hapy>XHoro cnyxoBoro npoxopaa (B, N); 3akpbiTue 6apabaHHOro OTBEPCTUA €BCTaXUEBOMN TPYObI
XOHAPOMNepPUXOHAPabHbIM ayToTPaHCcNNaHTaToM ([1); ob6anTepaumns NoNOCTU TOCKYTOM
BMCOYHOM MblLULbl Ha HOXKe (E).

CTU JIOCKYTOM BMCOYHOJI MBIIIIIBI HA HOXKKE, KOTOPBIN POTUPOBAH U YI0XKEH B II0C/IE0IEPALIMOH-
HYI0 110710CTb. [Toc0lHO ymuTa onepaunoHHas 00/1acTh, HaTOXKeHA KOMIIPeCCMOHHAA IIOBA3Ka.
[TocneonepaiMOHHBII TIepUOf, IPOTEKaa YAOBIETBOPUTENbHO, 0€3 OCITOXXKHEHUIT, C COXPaHHOII
CUMMETPMeEN NI,

Ha 7-e cyTku manyeHT BBINNMCAH JOMOV C peKOMEHJALMAMY I10 JOMAIIHEMY PEXIMY, MeCT-
HOJI aHTVICETITUYECKOII U IPOTUBOBOCIIATINTEIbHO TePaIny, a TAKoKe Ja/IbHelIIeMy HabO/TIfieHIIO
Yy OTOPMHOJIAPMHIOJIOTA TI0 MECTY XKUTENbCTBA.




VICXO[ U PE3YIBTATBI IIOC/TEQYIOIErIO HAB/TIIONEHVA

OmopuHonapurzonozuveckuil  cmamyc.
IIpaBoe yxo: B 3ayLIHOI 061acTy MoC/Ieonepa-
IIVIOHHBII py6el], BXOf, B HAPY)XHBIII CITyXOBOI
IpOXOJ], IIMPOKUIL, OTHAENAEeMOro B CIYXOBOM
IpoXofie HeT, BU3YaIU3UPYeTCs IoC/Ieolnepa-
IIVIOHHAS [O/0CTD, 3alI0JTHEHHAs TPaHy/ALMOH-
HOJl TKaHbIO, TIOKPbITA CIM3UCTBIM OT/Ie/IAeMbIM
(puc. 2). JleBoe yxo: CTyXOBOJ IPOXOJ IINPO-
Knit, 6apabaHHas IeperoHKa CEeporo IBeTa,
OIlO3HaBaTe/bHble 3HaKM 4deTKue. OcTanbHbIe
JIOP-oprans! B ipefienax BO3pacTHOM HOPMBI.

Ilo pmamnapiM KT BHMCOYHBIX KOCTell
or 10.04.2025 (puc. 3): cmpaBa BU3yanusu-
pyeTca IONOCTb IOC/Ie PajjMKaabHOI oOIepa-
VM, 3alIO/IHEHA MATKOTKAaHHBIM CYOCTpaTOM,
HeOTMMIIaHa/IbHasi MeMOpaHa JaTepann3oBa-
Ha. C/TyXOBble KOCTOYKM He BU3Ya/IN3UPYIOTCA.

q)I/ICTYJIa JIaT€pa/IbHOrO ITOTYKPY>KHOTO KaHaja.

Puc. 2. dHpooTOCKONMYECKasa KapTUHa
npaBoro yxa.

MPT ronosHoro mosra B T1, T2 u HeaxormanapHoM an¢y31OHHO-B3BEIIEHHOM PeXMMax
ot 12.09.2025: [BYCTOpOHHMIT CpefHUIT OTUT Oe3 IpU3HAKOB orpaHndeHus auddysun, Hammane
BBIIIOTA B sTYEIKaX COCLIEBUIHOTO OTPOCTKA C 00enX CTOpPOH. BrInoT 6apabaHHOI IOMOCTY CIIpaBa.

TonanbHas moporosas ayguomerpus ot 15.09.2025: AD (mpaBoe yxo) >91 nb; AS (eBoe yxo)
>5 n1b. CMemanHas, NpenMylleCTBEHHO HEMIPOCEHCOPHaA TYroyxocTb IV crenenm crpasa ¢ HOp-

MaJIbHBIM CTyXOM Ha IIPOTVBOIIOJIOKHOM yXe (puc. 4).

Puc. 3. KomnbloTepHaa ToMorpacgust oKoJIOHOCOBbIX Ma3yx nauuMeHTa: KopoHapHasa (A)
M akcmanbHasg (b) npoekuuu.
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CYBTOTAJIbHAS NETPO33KTOMUS B JIEYEHUN
XPOHUYECKOIO rTHOMHOIO CPEAHEFO OTUTA
Y PEBEHKA C BPOXXAEHHOW FNYXOTOW
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Puc. 4. ToHanbHass noporosasi ayAMOMeTpUs: CMelLlaHHas, NPenMyLLeCTBEHHO CeHCOHeBpasibHas
Tyroyxoctb |V cTeneHu cnpaBa C HOPMaJibHbIM CJIYXOM Ha MPOTUBOMOJIOXHOM YXe.

W
ITPOT'HO3

YcrenrHoe BBITTOTTHEHVE CYOTOTaIbHON ETPO33KTOMMM C YIIMBaHMEM Hapy>KHOTO CIyXOBOT'O
IIPOXOfa C TIATETbHON CaHAIMell oYara CHIDKaeT PUCK 000CTpeHNIT B KPAaTKOCPOYHOI 1 JO/ITO-
Cpo4HOII nepcneKkTuBe. OTCyTCTBUE MHTPA- U IOCTIEONEPALVIOHHBIX OCTOXKHEHNI TaKKe yay4Ila-
€T NPOTHO3, CO3JAI0TCSA YCOBUA [JIA CIyXOIPOTe3MpOBaHMA.

OBCYXAEHUE

[IpencTaBieHHOe KIMHIYECKOe HAOMIONEH e JEMOHCTPHUPYET CIOKHOCTD BBIOOpa XMpypride-
CKOJI TaKTUKM NpU pedppakTepHBIX POpPMax XPOHNIECKOTO THOHOTO CPEIHETO OTUTA B IeANaTPU-
yeckoll mpakTuke. C 2020 rofa y maumeHTa OTMeYanoCch pequANBIpPYOliee TedeH/ e XPOHNIECKOTO
THOJHOTO CpeffHero OTHUTa cipasa. HecMOTps Ha Xupyprudeckue BMeNIaTeNbCTBa (paayKaabHas
onepaunusa B 2023 rofy, peBusnonHass — B 2024 roy) 1 NpOTUBOTPUOKOBYIO TepaIio, JOCTUYb
CTOJIKOJ peMucCcuy He yaaBanoch. KiroueBoit mpo6iemoit 6p10 HOCTOSIHHOE 00pa3oBaHye SI-
IepMa/IbHBIX MAacC B IIOC/IEONEPALVIOHHON OJIOCTY, YTO 3HAYUTE/IBHO YC/IOXKHANO yXOf. B cBA3U
C HeIOCTaTOYHOI 3 (PEeKTUBHOCTDIO IeYeHIIS VI BBIPAKEHHO TYTOYXOCTBIO (ITyXOTON) MAIVIeHTY
OblTa BBIIIOJIHEHA CYOTOTa/IbHASA IETPO3IKTOMMS C YIIMBaHVEM HapY>XHOTO CIyXOBOTO IPOXO/a.

B nmureparype cyOToTanbHasA MeTPO3IKTOMISA C YIIMBaHMEM Hapy)KHOTO CIIyXOBOTO IIPOXOia
B OOJ/IBILIMHCTBE CIy4YaeB sABJISIETCA BHIOOPOM METOJA JiedeHMsl B CTy4asiX OOIIVPHOI X0/IeCTeaTOMBI
VLU HeollepaOeIbHbIX OIyXOJIeil BCOYHOI KOCTH, ee IPYMEeHEH)e B CUTYalUl, Ifie XO/lIecTeaToMa
He BepuQUIPOBaHa, a BeAyleil Mpo6reMolt ABMIach 00e3Hb TPelaHAMOHHOM TIOTIOCTH, IIPef-
cTaB/sIeT cOO0I pefKMil ¥ AUCKYyTabenbHbI KIMHNYecKnit cljeHapuii [7-9]. Takum o6pasom, moka-
3aHVIA K CyOTOTa/IbHOM ITeTPO39KTOMUY B JAHHOI CUTYaIV PACIIVPAIOTCS 32 PAMKY K/TACCHYECKIIX.
Ecmu B psape paboT 3apybexHbIx aBTOpoB [7, 10-12] OCHOBHBIM IIOKa3aHMeM ABJIACTCSA Halaudue
PacIpoCTpaHEHHON XOJIeCTeaTOMBI NPV HEBO3SMO>KHOCTYI COXPAaHEHNs C/IyXa, TO B HallleM HaOIIo-
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IeHNM OoIeparys ObUIa BBITOTTHEHA B IEPBYIO OYepenib /IS pellleHNs IPo0/eMbl yXO0/a 3a OTOCTHIO
¥ YIy4LIeHVsI KadyeCcTBa >KM3HU MaleHTa. [lonmHoe ynaneHne BceX THEBMATMYECKUX sYeeK BUCOY-
HOJ KOCTMW, CIIM3MCTON OOOIOUKM CPENHEro yxa, oO/mmTepanysl CIyXOBOil TPyOBl U IepMEeTMYHOE
yIIMBaHMe HAPY>KHOTO CITYXOBOTO ITPOXO/a MO3BOIM/IN JTMKBUMPOBATh aHATOMUYECKIIT CyOCTpaT
st peunpnBa MHGEKIMK ¥ 00pa3oBaHMsl SMMAEPMATIbHBIX MacC. Ba)KHBIM acIeKTOM SIBIISETCS
MCcXofiHaA TsDKenmas Tyroyxoctsb (IV cremenn) Ha onepupyemom yxe [13], 4TO KapAMHAIbHO MEHSET
6aylaHC pyCKa I TIOIb3BI TPV HIPUHATHUIA PElIeHNs O CYOTOTa/IbHOI MeTPO3IKTOMMUIA.

3AKJIIOUEHUE

B maHHOM K/IMHMYECKOM CiTydae IpefCcTaB/IeH IIPUMep BBIIIOTHEHUA CyOTOTaIbHON MeTpo3-
9KTOMMM B JIEYEHNM XPOHMYECKOTO THOMHOTO CPEJHET0 OTUTA y IOAPOCTKA C MCXOLHO TXKe-
N0t cMemaHHoi ¢opmoit Tyroyxoctu (IV cremeHp) Ha omepupyeMoM yxe Kak KpaiiHell Mepbl
I o6/IeryeHns yXoia 3a YXOM B YCTIOBMAX TPYAHOLOCTYIHOCTY CIIeLMalN3NpPOBAHHON Mefu-
LVHCKON ITOMOIIIN.
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KJIMHUYECKWUA NPUMEP PAHHEN AUATHOCTUKMU
N NEYEHUS CUHAPOMA MHOXECTBEHHOW
SHOOKPUHHOMN HEOMNMA3WUN 2B TUMA

Y PEBEHKA...

KITIMHWYECKUA NPUMEP PAHHEU AUATHOCTUKMU
U NEYEHUA CUHOPOMA MHOXXECTBEHHOM
3HAOKPUHHOW HEOMJIA3UU 2B TUMA
Y PEBEHKA TPYAHOIO BO3PACTA

A.C. I'ypckas, O.H. HakoBkun, M.A. Cynasko, P.P. baasuros, ®.C. IInnosas,
E.B. ExkumoBckas, A.C. Yepnasckas, VI.B. Kapnyra, E.b. ®ponosa, K.A. Kynukos

OBOCHOBAHME

CHHIPOM MHOXXeCTBEHHBIX SHIOKPUHHBIX OIyXOseil (VI HeoIlasmii) — TpyIIa Hacyef-
CTBEHHBIX 3a00/IeBaHMIL, PV KOTOPBIX B IBYX 1 O0/Iee OpraHax SHJOKPMHHOI CUCTeMbI GOPMUPY-
I0TCS JOOpOKaueCTBEHHbIE U 37I0Ka4eCTBEHHbIE OITyXOJIN, a TAK)Ke IMITePIIACTIYeCKye ITPOL[eCChI
C TIOBBIIIEHHOI IPOyKIIVell TOpMOHOB [1].

CuH/IPOM MHOXXeCTBEHHBIX HIOKPUHHBIX Heorasuii (MOH) BkmoyaeT yeThipe reHeTnde-
CKV pasNINYHBIX CeMeVHBIX 3a00/IeBaHMA, XapaKTepU3YIOUXCA aeHOMAaTO3HON TUIIepIlIasyeit
¥ 3/I0Ka4eCTBEHHBIMI OITYXO/IIMU HECKOJIbKVX 9HJOKPVUHHBIX XKene3 (puc. 1).

MHuo>xecTBeHHasA SHIOKPMHHAsA HeOIIa3usA 1-ro Tuia, uim cuHgpom Bepmepa, npencrapiger
c000it ayTOCOMHO-JJOMIHAHTHBII CHHIPOM, XapaKTepU3YIOLINIICs TUTIepIUIasyeit WU aJleHOMaMu
OKOJIOLIVTOBU/IHBIX JK€JIE3 U OIYXO/IAMI OCTPOBKOBBIX K/IETOK IIOJKETYLOYHOI >Kele3bl, HOBO-
obpasoBaHuAMu runodusa. IIpumepro B 40% cirydaeB oTMedaeTcsl HOpaXkeHNe BCeX TPeX xKeres,
TaK)Ke BCTPEYAIOTCS JOOPOKadeCTBEHHbIE a/JeHOMBI HaIIOYEYHMKOB, JIMIIOMBI ¥ aHTO(DUOPOMBIL.

CHHAPOM MHO)KeCTBEHHBIX IHIOKPUHHBIX Heomnas3uii (MOH)

M3H 1
MD3H 2 MD3SH 4
(cungpom Bepmepa)
M3H 2A MO3H 2B .
Cewmerinas popma paka
(cungpom Cunra) (cunppom TopnuHa) .
. . I[ITOBVIHOI >KeTle3bl
ay TOCOMHO-JJOMV/HAHTHBbII ayTOCOMHO-JJOMIHAHTHBII

[IuroBupaHas >Kenmesa (MeAy/UIAPHBIIL paK)
Hapnoveuynnkn (peoxpomonnroma)
[aHI/INOHEIPOMATO3 JKeTyLOYHO-KUIIIEYHOTO TPAKTA

Mapdanonono6Hast BHEIITHOCTD

Puc. 1. Knaccubukaumsa cuHapoMa MHOXXECTBEHHbIX S3HAOKPUHHbIX HeoNnnasuMn.
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MHoxecTBeHHasA 3HAOKPUMHHAA HeoIylasyusA 2A Ttuma, wim cuHapom CHUIIUIA, — ayTOCOM-
HO-JIOMVHAHTHBIJI CMHAPOM, BKIIOYAIOMINII MeNY/UIPHBI paK IUTOBUIHON >Kenesbl, ¢peoxpo-
MOLIUTOMY, TUIIEPIIAPAaTHPEeO3 U MHOTIAA KOXKHBI aMmuaonfos3. KnmHuueckasa xapTuHa 3aBUCKUT
OT IOpaKeHMs KOHKPETHBIX Kele3. BpImendior Takke ceMelHyI (HOpMy MeRY/UIAPHOTO paka
IIUTOBUTHOM >Kele3bl.

MO3H 2B, wmu cunppom lopnnHa, BKIoYaeT B cebs MEPBUYHYI0 MeNYUIAPHYI0 KapLUHO-
MY LIUTOBUJHON >Xejle3bl, PeoXpOMOIIMTOMY, MHO>KeCTBEHHbIe HEBPOMBI C/IUM3UCTBIX 000I09eK
Y1 XKeTyIOYHO-KIIIIEYHOTO TPAKTA, a TaK)Ke Map(}aHOIO0OHY0 BHEITHOCTb.

Ins MOH 4-ro Tuia XapakTepHbI ITTaBHBIM 00pa3oM aleHOMBI U MHOT/IA TUIIePIIasys OKO-
JIOLIMTOBUHBIX Kere3 (BbI3bIBAOIIAs IMIIEPIIAPATIPE03), OIYXO/N U3 OCTPOBKOBBIX KI€TOK ITOJ-
YKETyLOYHOI JKene3pl U onyxonyu runodusa. HecMoTps Ha TO, 4TO MOPA’KAIOTCS Te >Ke ITepBUYHbIE
OpraHbl, YTO U Npu 1-M Ture, 3abojeBaHme, KaK MpaBuIo, MaHnpecTupyeT Ha Ooree MO3THMX
CpOKax >XV3HU M VIMeeT BsJIOTeKylllee TedeHMe. B cTpykType aseHoM rumodusa yaie BCTpe-
YaloTcA IPOAYLMPYIOLIe a[peHOKOPTUKOTPOIHBIN TOPMOH, a HE IPOMAKTUH ¥ TOPMOH pOCTa,
Kak npu 1-m tue.

MHO>XeCTBeHHbIe SHIOKPMHHBIE HEOIUIasuy 2-To TuUIa OOYCIOB/IEeHbl TepMUHATHMBHBIMU
MyTanuamu reia RET Ha piMHHOM Itede 10-if XpOMOCOMBI, IPOJYKTOM KOTOPOTO SIBIAETCA
TUPO3MHKIHA3a PEleNTOPHOrO THUIA, OTBEYAOIAsA 32 POCT, AudepeHIPOBKY M BbDKUBaHNE
kiaeTkn. Myrauys reHa RET B 9MOpMOHaIbHBIX KJIETKaX IPUBOAUT K 9KCIIPECCUM MATOIOTNYECK
nsmeneHHoro RET-npoTenHa B HelipO3HOKPUHHBIX TKaHX, YTO BIeYeT 3a C000it 6eCKOHTPOIb-
HYI0 Ipondepannio KIeTOK, UCXOALIVX U3 HEpPBHOTO IpebHs [2].

Takum 06pa3oM, MHOXKeCTBEHHasl SHIOKPUMHHAs HeolUtasmsi 2B Tuma — penxas m KpaiiHe
arpeccuBHas GpopMa: KIMHIYECKe IPOSBIeHN MeAY/UIIPHOTO paKa IMTOBUIHON JKe/le3bl MOTYT
MaHNQeCTPOBATh yXKe Ha IIepBOM oty >xu3un [3]. [l 3aboneBanms xapakTepHbl PeHOTHUIINYE-
CKVIe TIPOSIBNICHUA B BUJie Map(aHOIOZOOHOI BHEIIHOCTY, TAHITIIOHENIPOM Ty0 U s3bIKa, OFHAKO
BBISIBUTD 3TU MIPU3HAKY B ITePBble MECSIIBI )KIM3HM pebeHKa KpaiiHe C/I0)KHO, XapaKTepHBIiT (HeHOo-
TUII Ha IEPBOM TOJY XKV3HM IPOSBIAETCA MeHee 4eM y 20% 6onmbHbIX [4, 5].

ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' OIIALIMEHTE

B mapre 2025 roga B Xupyprudeckoe OTJe/eHNe HOBOPOXK/JEHHBIX U JeTeil TPyJHOrO BO3-
pacta ®I'AY «HMUII spopoBps gmereit» MumnspgpaBa Poccum us BY3 Opnosckoit obmactu
«Hay4Hno-K/1mHNYecKnit MHOI‘OHpO(bI/I}IbeII‘/‘I LIEHTP MEVIIVMHCKON IOMOILIM MaTepsAM U JEeTAM
umenu 3.J1. Kpyrmoit» 6blta mepeBefieHa HOHOIIEHHAs IeBOYKa B Bo3pacTe 1 Mecsna 3 Hemenb
C SAABJIEHMAMM YaCTUYHON KMIIEYHON HeNPOXOAMMOCTH, IOf03peHreM Ha 6oe3Hb [uprunpyHra.
Pe6eHOK OT 4yeTBepTOll GepeMeHHOCTH, BTOPBIX €CTeCTBEHHBIX POJOB Ha 39-il Heflerne, COCTOA-
HIE IIPY POXXJEHUM YIOBIeTBOpUTeNbHOE. Macca Tena npu poxgennn 3250 1, myimHa Tena 52 cm.
OneHka 110 mkane Anrap 7/9 6amnos.

Anamnes 3abonesarus. C Bo3pacta 2—3 Hefle/b XXM3HYM MaMa peOeHKa cTajia OTMe4aTb Y Hero
HIOCTENIeHHO IPOrpeccHpylollee B3AYTHE KMBOTA, 3a[JeP>KKY CTY/Ia, YacThle ¥ OOVIJIbHBIE CPBITMBA-
HYISA, GOPMUPYIOLINIICSA Ha 9TOM (poHe TeUINT MACCHI Tea.

IIpu nocmynnenuu OTMEYAIOTCS YBEIVYEHHBINI B 0ObeMe, B3RYTHIN, YYBCTBUTEIbHBII
IIpy IajibIrafgmuu, yMepeHHO HaHpH)KeHHbIIZ JKMBOT; KOHTYPUPYEMBIE Y€pE3 IIEPEIHIO0 6pIOIHHYIO
CTEHKY IIE€T/IN TOHKOI KNIIKY; IEPUCTATIPTUKA BATAA; CTY/I IIPU IMMOCTYIIZIEHUN CaMOCTOHTe}IbeH‘/‘[,
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KJIMHUYECKWUA NPUMEP PAHHEN AUATHOCTUKMU
N NEYEHUS CUHAPOMA MHOXECTBEHHOW
SHOOKPUHHOMN HEOMNMA3WUN 2B TUMA

Y PEBEHKA...

CKYI[HbIﬁI. HPI/I IIOCTAaHOBKE HAa30TAaCTPa/IbHOI'O 30H/A IIOTY4€HO IIPO3PpaTHOE JKETYTOIHOE CONEP-
K1UMoe 6€3 IaToNIorn4ecKux Hp]/[MeCCI?I.

\—
IIPEJIBAPUTE/ILHBIV OIVIATHO3

OcHoBHOII: «YacTu4Has KUIIeYHas HEIPOXOAVMOCTb, IOf03peHue Ha OonesHb I[umpii-
npyHra (?)». ComyTcTByrommii: «bekoBo-3HepreTIdecKas HeloCTaTOYHOCTb.

PE3Y/IBTATBI ®N3NKATBHOI'O, TABOPATOPHOI'O
N VMTHCTPYMEHTAJIBHOTO NCCITEJOBAHMA

YdanThIBas TAXKECTb COCTOSHMSA, 00YC/IOBIEHHYIO YaCTUYHON KUIIEYHOI HEIPOXOAVMOCTBIO,
pebeHOK IepeBefieH B OT/e/IeHIie PeaHIMAIMI 1 MHTEHCUBHOJ Tepay HOBOPOXXIEHHbIX U JieTell
TPYyLHOTO BO3pacTa C Le/Ibl0 IPefOIePaALIOHHON IIOATOTOBKIL.

[To maHHBIM YIBTPA3BYKOBOIO MCC/IENOBAHMA CBOOOSHONM >XMIAKOCTM B OPIOIIHON IIOJIO-
CTMI ¥ MaJiOM Ta3y He BU3YaJM3MPOBAHO; OTMEYAIOTCA PACIIVPEHME IIeTeIb TOHKOM KUIIKK
1o 10-14 MM B fuamMeTpe, BhIPaKEHHbI METEOPU3M.

Ha 0630pH0it peHTreHOrpaMMe OPIOIIHON TOTIOCTY PACIIONOXKEHE OPTAaHOB OPIOIIHOI ITOJI0-
CTV TUIIMYHOE; OTMEYAIOTCs MOBBIIICHHOE ra30HAIIONHEHe TTeTe/lb KUIIeYHKa; CBOOOHBII ra3
Yl YPOBHU >KUAKOCTY He ompepessorcs (puc. 2A). Ilpu nposenennn uppurorpadum onpepnens-
I0TCS IOJIMXOCUTMA, CITIAKeHHOCTD penbeda CIM3MUCTON TONCTON KUIIKY; YOeIUTeTbHbBIX JaHHBIX
3a Hajmume y pebenka 6one3nnu Iupimnpysra He nonydeHo (puc. 2B).

I[Tpu manbHeiiieM HaOTIOfEHNY COXPAHSIINCD SBIEHSI KUIIEYHOI HEIPOXOAUMOCTH C OTPU-
LJaTe/IbHO IMHAMMKOI B BUJIe OTCYTCTBUSA CTY/IA, B3AYTUA X1BOTA. C LIe/IbI0 paspellleHNsA KMIIey-
HOJ1 HEIIPOXOAMMOCTY peOeHKY IIPOBeIeHO OllepaTVBHOE BMELIATeIbCTBO B 0ObeMe JIalapOTOMMII,
peBu3ny OPIONIHO MONMOCTH. VIHTpaonepallMOHHO BBIABIEH He3aBepIIEHHBIN IMOBOPOT KHUIIed-
HUKa (puc. 3); ZaHHBIX 3a HaJM4Me CIIAeYHOTO IPOIecca, NMPU3HAKOB MEXaHUYECKO 0OCTpPyK-

; ; LU, BPOXK/JEHHBIX AHATOMIYECKIX
IIOPOKOB Pa3BUTUA TOHKOW U TOJI-
CTOVI KMILIKY He BBIABJIEHO.

Y pebeHKa 3amof03peHO HaMM-
4yye HENPOMHTECTUMHAbHOM MVIC-
miasuu. C 1enpio JaabHeNIen
BepudMKanuMy AMArHO3a MHTPA-
OIl€pAlIMIOHHO BBINIOJIHEHA IIO-
3TaKHast OMOICKS CTEHKY TOHKOI
Y TOJNCTOV KUIIKU (5 Y4acTKOB).
[To pesynbraTam Mopdonormye-
CKOTO VICCIEJOBaHNsA B CTEHKE TOH-
KOVl M TOJICTOV KUIIKMU BBIABIEHO
Ha/jIu4ye TUIepIIasupOBaHHBIX
TaHIJINEB, COJepPKALMX HEepPBHbIE

Puc. 2. A — 0630pHasi peHTreHorpachunsa opraHoB HGPIOLIHON Ki1eTkn. Mopdonorndyeckas Kap-

MOJIOCTU: MOBbILLEHHOE ra3oHanoJiHeHne neTesNb KULLEYHUKA; TUHA COOTBETCTBOBaja TaHIIUO-

B — nppurorpadus: 0oAMXocurMa, CrnaXkeHHocTb penbeda HeIpOMaTO3y TOHKOW U TOJICTOM
C/TIM3UCTOMN TONCTON KULLIKMW. kumku (puc. 4-6).
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Takum o6pasom, 1o pesynbraram Mop¢o-
JIOTMYECKOTO VICC/IE0BAHMsI HEPBHOTO allliapa-
Ta CTEHKM KMIOKM BBIABJICHA T'MCTO/IOIMYECKaA
KapTVHA TaHI/IMOHENPOMaTo3a, XapaKTepHast
A1 CMHAPpOMAa MHOXXECTBEHHDBIX SHJOKPMHHBIX

Heorvtasuim 2B tumna.

Y4aurbiBasg IONy4eHHble pe3y/NbTaThl,
pebeHKy BBIIONTHEeHa P1bpoa3odaroracTpopy-
OJIEHOCKOIMsI C OMOIICHell aHTPAIbHOTO OTIe-
7Ma KemynKa, ABEHAJUaTUIEPCTHON KMUIIKMI
¥ HAYaJIbHOTO OTHea TOIel KUIINKWU. [JaHHBbIX
3a HajaM4Me IIaTOJOTUYECKUX W3MeHEeHUI
He monydeHo. Ilo maHHBIM Y/IBTPa3ByKOBOTO
MCCITeNOBAHNA IIUTOBUIHONM >Keje3bl MaTOJIO-
I'UM TaK>Ke He BBISBIIEHO.

Pe6eHOK KOHCYIBTMPOBaH TEHETUKOM,
SHJIOKPVMHOJIOTOM: BBIIIOJTHEHO MOJIEKY/IAPHO-
reHeTHYeCKoe MCCIefloBaHNe Ha HaaM4yue MyTa-
uun B reHe RET, mo pesynabraTaM KOTOPOTO
BbIAIBJIEHA MYTallMs, NPeIoaraomas Makcu-
MaJIbHO paHHee GOpMUpOBaHME MeIY/ULAPHOI
KapLMHOMBI HIMTOBMUJIHOI >Ke/le3bl, YTO Xapak-
TepHO 114 98% MaleHTOB ¢ MHOXXECTBEHHON
SHJIOKPMHHONM Heomtasuen 2B tuma. B coor-
BETCTBUM C MEXIYHApPOJHBIM KOHCEHCYCOM,
BBISIB/ICHME JNAHHOJ MyTanuy TpebyeT mpoBe-
ImeHVsT NMPOMUIAKTUIECKON TUPEOUIIKTOMUN
B MaKCUMaJIbHO PaHHEeM BO3pacTe, B TOM 4uC/Ie
B TeYeHJe IIePBbIX MeCsALleB KU3HMUL.

s pganpHeNIero Jie4eHUs [AeBOYKa
HampaBneHa B OI'BY «HammonanbHblil Menn-
OVHCKUJ MCCIAeOBAaTe/IbCKUIL LI€HTP 3HIO-
KpMHONoruu MMeHu axagemuka VIV Ilemosa»
MunsgpaBa Poccun, BbICTaB/IeHbI IOKa3aHUA
K IIpOBeJeHUI0 TupeoupsKkroMmuu. B Bospac-

Puc. 3. NHTpaonepaunoHHasa KapTUHa:
He3aBepLUEHHbIA MOBOPOT KULLEYHUKA.

Puc. 4. Mpun okKpalunMBaHMK npenapaTos
reMaToOKCUJIMHOM U 303UHOM BbISIBJIEHO
HaNn4mMe 3KTONUPOBAHHbIX HEPBHbIX FAHINIMEB
rMraHTckoro pasmepa (A; x400).

Ong cpaBHeHMs NpeacTaBfieH raHrnm
HOPManbHOro pasmMepa ¢ HopMasibHbIM
pacnosioXXeHneM Ha rpaHuLe Kpyrosoro
M NPOAOJIbHOIO MbILLIEYHbIX C/I0EB
(B; x400). Mpyx raHrnMoHenpoMaTo3se raHrnm
06GHaPY>XMBAKOTCH BO BCEX CIOSAX KULLEYHOM
CTEHKW: B AAHHOM CJlyyae raHriMm sKTONMpoBaH
B NPOAOJIbHbINA MbILLEYHbIA CION.

Te 7 MecCsleB IPOBENEHO OIepaTMBHOE JieYyeHMe B OObeMe yHaleHVs LIVTOBVUJHON >KeJe3bl.
OTMeTNM, 4TO Ha MOMEHT OIlepaluy y MallMeHTa YKe OTMeYeHO BbIpayKeHHOE IOBbIIIeHNE YPOBHS
Ka/IbLITOHVHA B CBIBOPOTKE KPOBY, YTO CBUJETEILCTBYET O HA/MYMM IUIIepIUIa3uy mapadosim-
KynApHbIX C-K/IeTOK, NMPOAyUMPYIOIMX KaAbIIMTOHMH — €IMHCTBEHHBIX KJIETOK IIMTOBUHOIM

KeJIe3bl, UICXOIAINX 3 HEPBHOTO I'PeOHS.

ITo pesynbraTaM MOpPQOIOrMYECKOro MCCAefOBaHMA, B TKaHM IPaBON NONMM YHaleHHON
ITOBMHOM >Kele3bl OOHAPY>KeH HeMHKAICYIMPOBAHHbIN OYar MeMy/UIIPHON KapIMHOMBI pa3-
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Puc. 5. MNpwn oKpacke Ha KanbpPeTUHUH B KNIeTKaX BUAHO BbiPpaXKeHHOEe HaKomnjieHune
KalbLUMNCBA3bIBAKOLLErO 6e/Ka, KOTOPbIN CUHTE3UpYeTCa B (hYHKLUMOHUPYIOLLMX UHTPAMYPaNbHbIX
raHrnmMax cteHKu KUwku (A; x400). B HopMe KanbpeTUHUH B CIM3NCTON OGHapy)XMBaeTcs
B cniepoBbix KonnyectBax (b, B; x400).

Puc. 6. AHanornyHasa KapTuHa BbIPaX>XEHHOr0 HaKOMIeHUs1 CMHaANTOMMU3nHA, KOTOPbIA OGHAPY>XMBaeTCs
B NPEeCUHANTUYECKUX Ny3blipbKaX 601bUIMHCTBA HEMPOHOB (A; x400). B HopMe B cnn3ncton obonouke
KULLKMK 3TOT 6eNIOK AOJ/HKEH onpeaensitbca B He3HaunTesbHOM Konunyectee (b; x400).

MepoM ~1 MM 6e3 IPU3HAKOB COCYAUCTOM, TMMATIIECKOI U ITepUHEeBPAIbHOI MHBA3WM, IPU TOM
YTO Iepef olepaleli, 10 pe3ynbTaTaM Y/IbTPa3sBYKOBOIO MCCAENOBAHMA LIUTOBUIHONM Kee3bl,
JAQHHBIX 33 HaJIM4Me KaKMX-1100 06pa3oBaHMil IIOJTy4eHO He OBbITIO.

MICXO[ V1 PE3YJIBTATBI IIOC/IEAYIONEIO HABTIOAEHVA

I[ToceonepalnOHHBII IePUOJ, IPOTeKa 6e3 0C/IOKHeHN 1. Pe6eHOK BBIIICAaH JOMOII C peKo-
MeHJALMAMU TI0 PeXUMY JO3MPOBAHUSA 3aMeCTUTE/IbHOV TOPMOHATIbHONM Tepanmuu M OVCIIAH-
CEpHOMY HaOJIIOfIeHNIO Y 9H/IOKPMHOJIOTA C UCC/IefloBaHVeM Ka/IbLIUTOHVHA U IIPOBeIeHNeM KOH-
TPOJIBHOTO y/IbTPa3ByKOBOTO MCCTIEIOBAHMA.




OBCYXAOEHUE

ITo maHHBIM pasIMYHBIX UCCIEJOBAHMI, MeIiaHa BO3PACTa IIOCTAHOBKY IMarHO3a COCTAaBJIA-
eT IPUMepHO 26 MecslLeB, XOTs JAHHbII CMHAPOM M3BeCTeH yxXe 6oree 50 eT. ITO CBA3aHO C TeM,
YTO JJaHHAsI NTATOJIOTVS SIBJISIETCS KpaliHe PefIKOI, a >Key/JOYHO-KUIIeYHble CUMITOMBI, MaHMpe-
CTHpYIOLINE B IIEPBYIO O4epesib, He ABJIAIOTCA CHelUYHBIMU. BONMBIIMHCTBO C/Ty4aeB B HACTO-
slee BpeMs SBJISAIOTCS Pe3y/IbTaTOM MyTanuil de novo, II03TOMY HaCTOPa>KMBAIOIIVIIT CeMeIHBI
aHaMHe3 TaKXe OTCYTCTBYeT. Bce 3TO B 3HAUMTE/NIbHONM CTENEHM 3aTPYHNHAET CBOEBPEMEHHYIO
IVIaTHOCTUKY M BJIe4eT 3a COOOJ BBICOKMII YPOBEHD JIETAIbHOCTY CpefM MAaIJeHTOB: IO BBeJe-
HVISL IPAKTUKY TIPEBEHTUBHOI TUPEOUI9KTOMUY MeJliaHa BO3pacTa HeONIaronpusaTHBIX MCXOL0B
cocTaB/sa 25 jieT. B mpefcTaBIeHHOM KIMHMYECKOM Cilydae Onarofaps ClIakeHHoi pabore
KOMaH/IbI Bpadell, My/IbTUANCINUIUITHAPHOMY IIOIXOAY, BOBpeMs BBIIIOTTHEHHO OMoncum u mpe-
IIVI3IOHHOMY ITaTOJIOTOAHATOMIYECKOMY MCCTIeJOBAHIIO SKCIIEPTHOTO YPOBHS AMArHo3 y pebeHka
OBI/T 3aII0[J03PEH B BO3pacTe 2 MeCALEB, K 5 MecsAjaM XXU3HY ObUIN OTydeHbI Pe3y/IbTaThl MOIEKY-
JIAPHO-T€HETUYECKOTO VICC/IEIOBAHMNA, 3 B 7 MECALIEB BBIIIOTHEHA IPEBEHTUBHASA TUPEONUIKTOMMUA,
YTO MO3BOJIVJIO 3HAYNUTENBHO YAYYIINTD IPOTHO3 Py AaHHOI popMe cuHgpoma MOH.

3AKJTIOUEHUE

Cunpgpom MOH vy pereir BkIoyaeT B cebs peiKye COCTOSHMS SH[OKPMHHBIX HEOIUIA3NIii,
B TOM 4MCJIe KpaiiHe arpeccuBHble popmbl, Takue kak MOH 2B. Ilpu nmopospeHnn Ha JaHHYIO
IIATO/IOTMIO BBDKMJATENIbHAs TAKTUKA MOXKET HPUBECTU K OBICTPOMY PasBUTUIO MeY/UIPHOTO
paka IIMTOBMUIHON >Ke/le3bl BIVIOTD [0 JIeTA/JIbHOTO MCXOAd. TaKyMM IalyeHTaM IOKa3aHa aKTWB-
Has XMpPypruyeckas TaKTMKa: NPEeBEHTUBHOE yJa/leHNe IUTOBMU/HOI >Kele3bl C MOCIEeNYIOUM
Ha3Ha4YeHMeM ITOKM3HEHHOJ 3aMeCTUTENIbHOM TOpPMOHa/nbHOV Tepamuu. IIpoBeneHne Momexy-
JIIPHO-T€HETUYECKOTO0 TeCTUPOBAHMA B COYETAHUM C TOTAJIBHON TUPEOU[IKTOMUEN SABJIAETCA
CTaHIAaPTOM, KOTOPBI II03BOJISIET IPESOTBPATUTD IIOTEHIMAIBHO JIeTTbHbII MCXO], 3a00/IeBaHMs
1 06ecIeYnTh Xopollee Ka4eCTBO JKIM3HY nanyenTam ¢ popmoit MOH 2B.
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OCOBEHHOCTWU XUPYPTMYECKOIO JIEYEHUA
LETEWA C MEKOHUEBBIM UIEYCOM,
ACCOLUNNPOBAHHbIM C MYKOBUCLINOO3OM

OCOBEHHOCTU XUPYPIMYECKOIO JIEYUEHUS OETEW
C MEKOHUEBbIM UJIEYCOM, ACCOLUUUPOBAHHbIM
C MYKOBMCLUMAO3OM

A.C. I'ypckas, P.P. baasuros, E.1I0. [Ipsakonosa, C.H. 3opkun, O.H. HakoBkuH,
E.B. Exumosckasa, M.A. Cynasko, JI.B. Kapuyra, ®@.C. IInnosan, A.C. YepHasckas,
.M. AxmenoBa, O.V1. CumoHoBa, [I.B. Xa3pikoBa, B.A. CkBopuoBa

OBOCHOBAHME

MexoHueBblil Mieyc — 3abo1eBaHe, KOTOpOe IPOsBIAeT-
€A BPOXK/IEHHOV HU3KOM KUIIEYHOM HENPOXOAVMOCTBIO BCTIEN-
cTBMe POPMMPOBAHNS TYCTOTO, BA3KOTO MEKOHMUS B IIPOCBETE
TePMMHAIBHOTO OT/e/Ia TOHKOM KUK (puc. 1). MeKoHMeBbIi
U7eyC ABAETCA OJHMUM U3 MEePBbIX KIMHNYECKNUX IPOABIEHMIA
MYKOBJCLI/IO3a — HAC/IECTBEHHOTO ayTOCOMHO-PELIeCCUBHO-
ro op¢anHoro saboneBanns [1-3].

TpagMLMOHHBIM METONOM XMPYPIMYeCKOTo JiedeHus Kak
IPOCTBIX, TaK M OC/IOXXKHEHHBIX (OPM MEKOHMEBOTO WJjIeyca
ABsieTcss (GOpPMUPOBaHME PAa3TNYHBIX BapMaHTOB SHTEPO-

Puc. 1. MaToreHe3 MEKOHWUEBOro CTOM, YTO HO3BOJISIET B KOPOTKIE CPOKI BOCCTAHOBUTH ITACCAXK
uneyca (3aMMCTBOBaHO no >xenygouHo-kyumegHoMy Tpakty (OKKT) m pmaer Bo3MOX-

u3 https://meduniver.com/ HOCTb IPOMBIBAaTh OTBOJSIIUI OTHEN KMUIIKM OT OCTaTOYHBIX
Medical/pediatria/mekonievii_ IJIOTHBIX MEKOHMEBBIX Macc [4, 5], 4T0, OfHAKO, B/IeYeT 3a COO0I1
ileus_peritonit.html) HeOoOXO/[IMOCTDb NPOBeeHNsI IOBTOPHOTO OIEPAaTVBHOIO BMe-

IIaTe/IbCTBA 110 BOCCTaHOB/IeHMIo HenpepbiBHOCTY JKKT.
Y nmanyeHToB JaHHO IPYIIIbI IPOMO/DKAIOIIAACA CEKPeLA KUIIEYHOI CTEHKOM BA3KOT0, [yCTO-
TO KMIIEYHOTO COREPKMMOTO 0OYC/IOB/IMBAET BBICOKWI PUCK PasBUTHA pelyyBa 00TypalyiOHHON
K/IIEYHOI HEIPOXOAVIMOCTH B IIOCTIEOTIEPALIMIOHHOM IIepIOfie ¥ BO3BpAIlleHNs K SHTepocToMe [6].
Takum 06pasoM, y HeTeil ¢ MEKOHMEBBIM MJIEYCOM PYTMHHOE 3aKPbITHE SHTEPOCTOMBI HEOIl-
paBaHHO, ¥ CYIIECTBYyeT HeOOXOAVMOCTb Pa3pabOTKV MOREPHU3MPOBAHHOIO METOfA JI€YeHVS
TAHHOI TPYTIIbI TALMEHTOB.

OMUCAHUE KJIMHUYECKOI'O C/IYUA4
o O

Masnbunk OT IATO 6epeMeHHOCTH, BTOPBIX OIePATMBHBIX POfIOB Ha CpOKe 39 Hefernb recTa-
. Macca tena nnpu poxxaenun 3630 1, [yinHa Tena 53 cM, OljeHKa 110 Iukajite Anrap 8/8 6asios.

Anamnes 3abonesanus. B 1-e CyTKy XM3HY B CBSI3Y C KIIMHNYECKOI KAPTUHOI HI3KOI KUILIETHOII
HEIIPOXOAMMOCTH II0 MECTY XXKMUTE/IbCTBA BBIIIOTHEHO OIEpPaTMBHOE BMEIIATEIbCTBO B 0ObeMe JIara-
poToMIN, BbIBEIEHNA [NBYCTBOIbHOIN PasfenbHOl mneoctoMbl. Ha 0CHOBaHMM MHTpaoIepalnyioHHO
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KapTUHBI, XapaKTePHOII /11 MEKOHUEBOTO 1yeyca (IycToe, Bs3Koe KUIIIeYHOe COflepXKIMoe, 00Typupy-
Iolllee IIPOCBET TePMIHATBHOTO OT/ie/Ia O/[B3/[OIIHOM KVIIKI), 3alI0f{03PEH AMAarHo3 MyKOBUCII03a.

YuuteiBasg pe3ynbrarhl Tab0pPaTOPHO-MHCTPYMEHTAIBHOTO 00C/IeoBaHNMs (TIOBBILIEH)E YPOBHS
MIMMYHOP€aKTUBHOTO TPUIICMHOT€HA, 10 JAHHBIM HEOHATa/IbHOTO CKPMHUHTIA, 10 108 HI/MII; MOMOXM-
TE/IbHBIII Pe3y/IbTaT MOTOBOTO TecTa — 6osee 100 MMO/IB/TT), BBIIIOMTHEHO MOMEKY/IAPHO-TeHETUYECKOe
VICCTIe[IOBaHMe: BBIBIEHbI ITaTOTeHHbIe BApMAHTBI TeHa TPAHCMEMOPAHHOTO perylisTOpHOro Oenka
myxkouciynosa (CFTR) — p.N415/ pF508del. Takum 06pa3om, OATBepsKieH AMarHO3 MYKOBYCIIM/I03a.

B Bo3pacTe 2 MecsleB XU3HU PeOEHKY BBIIIOTHEHO ITOBTOPHOE OINlepaTVBHOE BMeIIaTeNlb-
CTBO C 1je/iblo BoccTaHoBNeHMs HenpepbiBHOCTY JKKT. B mocneonepaninonHomM nepuojie ormeya-
TICh 3a/lep>KKa BoccTaHoBIeHMA naccaxa 1o JKKT, napymenne TonepaHTHOCTU K SHTepaabHON
Harpyske ¢ pasBUTHEM pelufiuBa OOTYPaLMOHHON KMUIIEYHOJ HEImpOXOAMMOCTU Ha 9-e CyTKM
II0C/Ie oIllepalyi. BpINOTHEHO OIepaTMBHOE BMEIIATENbCTBO C IOBTOPHBIM BbIBEJCHNMEM KUIIEY-
HOV cToMbl. ITo cTabwmmsanuy COCTOSHVSA, NOCTVDKEHM) BO3PAcTHOrO O0ObeMa SHTepasbHOIO
KOpMJ/IeHVsI peOeHOK BBINUCAH JJOMOII Ha aMOy/IaTOpHYIO Iay3y.

Briepsble rocinTanusupoBaH B XUPyprudeckoe OTAe/leHNie HOBOPOXK/IEHHDBIX 1 JIeTell TPYyJHO-
ro sospacta O®I'AY «HMMUL] 3goposbs feteit» Munsgpasa Poccun B Bospacte 5 MecsleB >KU3HU
U151 00C/TIeOBaHNSA U STAITHOTO OIIEPATUBHOTO JIeYeH s 0 BoccTaHoBIeHuio HerpeppiBHOCTH JKKT.

o 7\~

PE3YJIBTATbI ®VISUKA/TBHOTI'O, TABOPATOPHOTI' O

V1 MHCTPYMEHTAJIbHOTO MCCIIEJOBAHMA

Macca tena npu nocrymwienun 5070 r. CocrosiHue peGeHKa CpefHeil CTEIeHV TsKeCTH
II0 OCHOBHOMY 3a00/1eBaHNI0, CTabuIbHOE. B HeBpoormyeckoM cTaryce 6e3 ocobenHocTert. Kox-
HBIIT IOKPOB OJIeJHO-PO30BBIIT, YNCTHIL. Typrop TkaHeit cHybKeH. [IofKOXHO-)KMpOBast KeTJaTKa
pasBuTa cnabo, pacupeseneHa paBHOMepHO. [IpixaHne KIMHN4Ieckn 3pPeKTuBHOe, ayCKyIbTaTUB-
HO IIPOBOJUTCS BO BCE OTAEIBI CUMMETPUYHO, XPUIIOB HeT. [eMopymHamuka ctabunbHast. ToHbI
CepALla pUTMUYHBbIE, sACHbIe. IIlyMbl He BBICTYIIMBAIOTCA.

Kopmurcsi MOTOYHOI CMeChl0 Ha OCHOBE IIOJIHOTO THPOINM3aTa ChIBOPOTOYHOTO OeKa
B BO3pacTHOM o06beMe. JKuBoT 00bI4HOI (POPMBI, MATKMIL, 6€300/1e3HEHHBII, JOCTYIIEH ITy0OKOI
Hajbranyn. B mpaBom MesoracTpui BbIBeieHa IBYCTBO/IbHAS pasfie/ibHAs NIE0CTOMa, €3 MUKPO-
IVIPKY/IATOPHBIX HapYLIEHUI U NePUCTOMAIbHBIX OCTIOKHeHM . CTy/I 0 CTOMe >KMIKOI KOHCHU-
cTeHLMY, 6e3 MaTOMOIMYeCKMX IpuMeceil. Y4eT KOIM4YeCcTBa OTAE/ISIEMOro IO KMIIEYHON CTOMe
He IPOBOAMICA (BHEIIHNI BUJ KMIIEYHON CTOMBI IIPEACTaB/IeH Ha PUC. 2: OTMeYaeTCs IepPUCTO-
MasibHasl BOCIIA/IMTENbHAS PeaKlusl B BUJie IPKOIL TUiepeMuit, NHQUIbTPALUN).

MouencnyckaHue caMOCTOSTeNbHOE, 6€3 MaTOIOrNMYecKuX pumeceit. [Jusypun Her.

PebeHok momyyan 6asuCHYI Tepanyio OCHOBHOTO 3abormeBaHVs (MYKOBMCI/I03): TAaHKpea-
TiH 110 4000 Ex B KaXx/j0e KOpMIEHME; YPCOMIe30KCUXONIEBYIO KUCIOTY 10 20 MI/KI B CyTKM; MHIa-
JSIIVIOHHYIO Tepanuio (TopHasa anbga); BUTAMUHOTEPAIINIO.

[Ipy mocTymieHuyu pebGeHKY BBIIOIHEHO KOMIUIEKCHOe obcefoBaHue. B mabopaTopHbIX
aHa/mM3ax KPOBYU OTMEYeHBI 9/IEKTPOTUTHbIE HAPYLIEHNs B BU/e TUIOKaINeMun 10 3,94 MMOJIb/1
(mpu HOpMe 4,1-5,3), runonarpremun Ao 132 mmonb/n (pu HopMe 135-145), 4TO MOITIO OBITH
CBSI3aHO C ITOTEPsMU IO KMIIEYHOI CTOME, a TaK)Ke C TeYeHMeM OCHOBHOTO 3a00JIeBaHMs U pas3-
BUTVEM CUHJpOMa IICeB/I0-bapTTepa; Tak)ke OTMeUeHO He3HAYNTe/IbHOE MTOBbIIIeH)e IeYeHOYHBIX
depmenToB 6e3 IpU3HAKOB XojecTasa (amaHMHaMUHOTpaHChepasa 72 Exp/m, acmaprarammHo-
TpaHcdepasa o 58 Ex/nm npu HopMe mokasareneit go 42 En/m).

CopeprkaHye 9/1acTas3bl Kaja COCTaBUIO MeHee 50 MKI/T Kajia, 9YTO MOATBEPXKAAET TSDKEMYIO
CTeIleHb XPOHMYECKONM 3K30KPMHHOM HENOCTATOYHOCTM IIOIDKENYLOYHOM >Kele3bl Y MallMeHTa
C MYKOBVICLIUIO30M.
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OCOBEHHOCTWU XUPYPTMYECKOIO JIEYEHUA
LETEWA C MEKOHUEBBIM UIEYCOM,
ACCOLUNNPOBAHHbIM C MYKOBUCLINOO3OM

[To maHHBIM Y/IBTPa3BYKOBOTO MCCIEOBAHNA OPTaHOB OPIOIIHOI ITOJIOCTU OTMEYeHbI Aud-
¢dy3HbIe TApEeHXMMATO3HbIe M3MEHEHNA IIeYeHN.

C Le/bI0 OLIEHKM IPOXOAMMOCTHU AucTanbHbIX 0TAenoB JKKT Bblllo/IHEeHa AMCTa/IbHAS SHTe-
pokonorpadusi ¢ BOLOPACTBOPUMBIM PEHTTEHOKOHTPACTHBIM IPENapaToOM: OTBOMSIME OT/E/bI
KMIIKY IPOXOAVIMBI Ha BCEM IIPOTSKEHNM.

'—) IOVIATHO3

OcnosHoit: «Hocurens sHTEpocTOMBI». ConmyTcTBYOmMit: « MykoBrCINA03 (KUCTO3HBI Grbpo3),
JIETOYHO-KMIeYHass GOpMa, TsHKeIoe TedeHue. XpOHUYecKas 9K30KpYHHAsA He[IOCTaTOYHOCTD HOJKe-
JTYJOYHOJ JKe/Ie3bl TsDKeNolt cTeneHn. Tsokenas 6e/IKoBO-9HepreTnyecKas HelOCTaTOYHOCTD».

— | JIEYEHUE

Y4unTeIBass HELOCTATOYHYIO NPKOABKY MacChl Te/la Ha (POHe MOTHOrO 0O'beMa SHTePaTbHOTO
KOPMJIEHVsSI, Pa3BUTHE TSDKeIOM 0eTKOBO-9HEPreTMYeCcKOil HelOCTaTOYHOCT! Ha (OHE HOCUTENb-
CTBa KVIIEYHOJ CTOMBI, peOeHKY IIOKa3aHO OIlepaTMBHOE BMEIIATeTbCTBO 110 BOCCTAHOB/ICHNIO
HEIIPEPBIBHOCTH >KEYyJOYHO-KMUIIEYHOrO0 TpaKTa. B Ienax IpefonepanyoHHON ITOATOTOBKY
IPOBOAVINCH KOPPEKUMA 3/IEKTPOINTHBIX HAPYIIEHUI ITyTeM BHYTPMBEHHOIO U IIEPOPATBHOTO
BBEJIeHNsI pacTBOPa Kanus XIopupa 4% ¢ IMOoIoKUTeNbHBIM 3¢ deKToM; IeKOHTaMIHALVS KUIey-
HJKQA II€pOPaJIbHBIM NIPMEMOM BaHKOMMUIJVHA; MECTHAA Tepanus MePUCTOMATbHBIX BOCIAINTENb-
HBIX OCJIOKHEHUII C €KEIHEBHOJ CMEHOJ Ka/JIONPUEMHHNKA ¥ VCIO/Ib30BAHNEM MHAVBULYa/IbHBIX
CPEZCTB yXOJia 32 CTOMOIL. 3a TpY [HA 10 OIIEPaTMBHOIO BMEIIATEIbCTBA OTMEHEHA 3aMECTUTE/Tb-
Has QpepMeHTHas Tepanys MaHKPeaTUHOM.

PeGeHKY BBIIIOTTHEHO OIlepaTMBHOE BMEIIATE/IbCTBO B 0ObeMe pe/laniapoTOMIM, TOTATbHOTO
aJre3MoNN3ICa, HATOXKEHN MEeXKNIIEYHOTO SHTEPO-IHTEPOAHACTOMO3A.

[t ompeneneHnsi BOSMOXKHOCTY 3aKPBITVS KMIIEYHOI CTOMBI, a Takxke C 1enbio audde-
PEeHIIMa/IbHOI AMAaTHOCTUKY VHTPAOIIEPALVIOHHO B3SIT ITOTHOC/TIONHBIN OMONTAT CTEHKU TOJICTON
KUIIKY B 00/IaCTU PEKTOCUTMOMJHOTO OTHeNA. ATAHI/INO3 CTEHKM TOJICTONM KMIIKY MCKTIOYeH.
BoIrmonHeHO MpoMbIBaHME OTBOAAIIEIO OTHENA KMIIKY PacTBOPOM MYKOIMTMKA (aIleTMILMCTe-
uH 0,1%). [ImmHa KUIIKM M3MepeHa 1o 6ppikeedHOMY Kpato (puc. 3). O61iast yiHa TOHKOV KMIITKY
coctaBmaa 134 cM, gimHa TonCTON KMKKM — 37 cM. PasHuna fuamMeTpoB NpUBOJSILEro U OTBO-
IALLETO OTAEI0B KMIIKK cocTaByIa 1:2. [l co3faHNA KOHTPYSHTHOCTY OTBONAIINI OTHE/ KUIIKY
paccedeH 10 IPOTUBOOPbDKeeYHOMY Kpar. HajoskeH IpsAMO-KOCoi MeXXKUIIEYHBIIl 1Ie0-Ieo-
aHACTOMO3 KOHell-B-KoHell (puc. 4).

B feHb omepaumMy MHUIMMPOBAHO BHYTPUBEHHOE BBeJjeHME MYKOIMTUKA (aIleTMILUCTe-
uH 1%) B mosmpoBke 15 MI/KT B CyTKM B JjBa BBefeHuA. Ha 3-u cyTKu Imocie omepaunmy Ha4aTo
BBEJIeHME pacTBOpa aueTmwinucrenHa 1% (1 mn/xr B CyTKMA B 3 mpuemMa) B JKENMYOYHBIN 30H]I,
a TaK>Ke IIPOBEMleHNE OYMCTUTENbHBIX KIM3M C pacTBOpoM anetnnnucrtenta 0,1% 2 pasa B cyTKn
B MMHUMaNbHOM 06BeMe. C 3-X CYTOK ITOC/Ie OIepalyy HayaTa MefMKaMeHTO3Hasl CTUMYJIAIVS
KuIIeYHMKa (pacTBop HaTpusA xnopuga 10% B gosuposke 0,3 MMOJB/KI B CYyTKY + PacTBOpP KaJlb-
s xnopuga 10% B gosuposke 0,1 MMONIB/KT B cyTKM 2 pasa B cyTku). C 5-X mocyeoneparuoH-
HBIX CYTOK IPOBOAM/IOCH IJITAHOBOE ITOJKOXKHOE BBEfleHMe VHIMOUTOPA alleTVUIXOIMHICTePasbl
(HeocTUrMMHa MeTWICYnbdar) 2 pasa B CYTKM B BUJe IOJKOKHBIX VHDBEKLMI B JIO3MPOBKE
0,04 mr/kr B cyTKu. JIekapCTBEHHBIII IIpenapar aueTwInyucTenH npumensics off-label ¢ mucpmen-
HOTO MH(OPMUPOBAHHOTO COITIACK S 3aKOHHOTO IIPeJCTaBUTES MTAI[VIEHTA.
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Puc. 2. BHeluHW® BUA Puc. 3. U3MepeHue ANInHbI Puc. 4. NMpsamMo-kocon
KULLIEYHOW CTOMbI KULLKK NOo 6pbhKeeyHoMY nUneo-naeoaHacToMos.
C NepucToMasibHbIMU Kpato.
OCJIOXKHEHUSAMMN.
o™

VCXO V1 PE3YJIBTATBI ITIOC/IEAYIONIETO HABTIOOEHWA

IMTaccaxx mo JKKT BoccTaHOB/IeH Ha 3-1 MOC/eONepalIOHHbIe CYTKY, SHTE€PabHOE KOpMIIe-
HI€ HA4aToO Ha 4-€ CYTKM ITOC/Ie OIepaluy CIelani3MpOBaHHONM MOJIOYHONM CMEChI0 Ha OCHOBE
IIOJTHOTO TUJIPO/IN3aTa CBIBOPOTOYHOTO Oenka. 3aMecTnTebHast pepMeHTHas Tepanysi BO30OHOB-
JIeHa 0 TOCTVKEHUY ITOJIOBUHBI 00beMa pa3oBOro KOPM/ICHUA.

[TocneonepailiOHHBIX OC/TOXKHEHMII, B TOM 4YNC/Ie peluayBa OOTYPaLVOHHON KUIIEYHO
HEIIPOXOVIMOCTH He OTMedeHO. PeGeHOK BBINMCAH JOMOJ Ha 12-e mOC/IeonepaiioHHble CYTKA
B YIOBJIETBOPUTEIBHOM COCTOSTHUM.

W

ITPOTHO3

B HacTosee BpeMs OTCYTCTBYIOT OOLIEIIPUHATBIE CTAHAAPTDI, KIMHNYECKIe PeKOMeH ALY
IO XMPYPIUYECKOMY JIEYEHUIO MTAIIVIEHTOB C MYKOBUCIIVIO30M, B YaCTHOCTH B IIEPUOL, HOBOPOXK-
OEHHOCTY U PaHHEM JEeTCKOM BO3PAcCTe; TaKXKe OTCYTCTBYIOT CBELEHMA O IMPOTHO3aX U MO3[JHUX
OC/IO)KHEHMSIX B JAHHOI IPYIIITe IMal[MeHTOB. Bee BhlleckazaHHOE 00YCTIOB/IMBAET HEOOXOAUMOCTD
IabHENIINX IPOCIIEKTUBHBIX MCCIEMOBAHNIT U [UINTENIBHOTO HAOTIOIEH ST 3 TAI[MEeHTaAMIA.

OBCYXAEHUE

[TprHMMas BO BHMMaHUe BBICOKUII PUCK Pa3BUTHA pelyuBa OOTYpalJOHHON KVIIEYHON
HEIPOXOIMMOCTY B IIOC/IEOIEPAL[IOHHOM IIepuofie Ha (OoHe TedeHMs OCHOBHOIO 3a00/IeBaHMS,
CyILIeCTBYeT HeOOXOAVMOCTD IIPYMEHEHNA MOJIePHU3NPOBAHHOTO NIepPHOINePallIOHHOTO IPOTOKO-
J1a JIeYeHMs NAHHO TPYIIIbI MAIIEHTOB Ha 3Tamne BoccTaHoBneHus HenpepbiBHOCTY JKKT.

9 PeKTUBHOCTD MEPOPATBHOTO ¥ TPAHCPEKTAJIbHOTO INPMMEHEHMsA PacTBOpa alleTHILN-
CTEMHA BIIEPBbIE ONMCAHO [ paspelleHus OCTPOJM KUIIEYHOV HENPOXOAMMOCTU BO BTOPON
nonoBuHe XX Beka [7-9]. B mampHeiimeM mpu CpaBHUTEIbHON OIlEHKe NPYMEHEHMA Pas3TNIHbIX
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OCOBEHHOCTWU XUPYPTMYECKOIO JIEYEHUA
LETEWA C MEKOHUEBBIM UIEYCOM,
ACCOLUNNPOBAHHbIM C MYKOBUCLNOO3OM

areHToB OBIIO JJOKa3aHO a0COMIOTHOE IPEeBOCXOACTBO BOJOPACTBOPUMBIX KOHTPACTHBIX IIperia-
paToB, KOTOpbIe B HACTOsAIIee BpeMs ABIAITCA 30I0ThIM CTAaH/IAPTOM KOHCEPBATUBHOI Tepanun
HEOCTIO)KHEHHBIX (OpPM MeKOHUeBOro mieyca [10-12].

[ToBTOpHBII MHTEpeC K MPUMEHEHNIO PacTBOPA AL[eTVIVICTEVHA MTOABM/ICS B CBA3M C IyOmm-
KalyMsAMU KIVHUYECKUX CIydaeB IIO3[HeN MaHU(eCTalyy KULIeYHBbIX IMIPOSBICHUI MYKOBUCIIN-
032 y CTapLIMX AeTell ¥ B3POC/IBIX B BUJE CHHPOMA JIVICTATbHOM MHTECTHMHAIBHON OOCTPYKIINA.
JlaHHBIE COCTOSIHMSA OBUIY CBS3aHBI C IPOIODKAIOIIENICS CeKpeLyeil BA3KOTO KUIIEYHOTO COTEPKI-
MOTO, XPOHIYECKOJ HEOCTaTOYHOCTHIO SK30KPMHHOM (QYHKIMY MOMKETYJOYHON xenesbl [13-15].
VHTpaonepalioHHO BBIIO/NIHS/IN IPOMBIBaHMe PACTBOPOM alleTU/ILVCTeNHA 4% [UCTa/IbHBIX OT/e-
JI0B IIOZIB3/JOIIHOM KUIIKM A PasMATYeHNs KaJoBbIX MacC U BoccTaHOB/IeHMA maccaxa mo JKKT.
B nenax npodmnakTvky penyanBa B OC/IEONepaiOHHOM HIePHOfie MYKOUTYK IIPUMEHSIICS TIepo-
panbHO [16]. Hamr onbIT Taxoke IoKasast Moo>KMUTeNbHBIN 3¢ deKT OT IpUMeHeHNsI pacTBOPa alleTI-
IVICTEeVHA KaK MHTPAOIIePALIMOHHO, TaK I B ITOC/ICONIePAlIIOHHOM ITepyofie Y peOeHKa 5 MecsIeB Xn3-
HJI C MEKOHVEBBIM MJIEYCOM Ha 9Talle 3aKpbITHA KUIIEYHOI cTOMbI. 1o HammMm faHHBIM, TpYMeHeHMe
MYKO/IUTUKOB yMeHbILIAeT PUCK PasBUTHA PeLUIMBA KUIIEYHOI HEITPOXOAVMOCTY B IIOC/IeONepaLn-
OHHOM IIep1o/ie Y IALMeHTOB C MeKOHVMEBBIM M/IeYCOM I0C/Ie BoccTaHOB/IeHMA HenpepbiBHOCTY JKKT.

BuyTpuBeHHO€e pUMeHeHNe pacTBOPaA alleTW/ILMCTEeMHA OIUCAHO B INTEpPAType B KadecTBe
Iperapara ¢ aHTMOKCUAAHTHBIMY U TeNIaTONPOTEKTYBHBIMM CBOVICTBAMU IIPU PA3IMYHBIX 3a00-
JIeBaHVAX y B3pOCbIX [17, 18], ofHAKO I OLIEHKM BBIPa)KEHHOCTU MYKOMUTHYeCKoro addexra
HeoOXO/[MIMBI Ha/IbHeiIe UCCIIeOBAHNA.

C nenbio MpOoPUIAKTUKY PAa3BUTHUSA CIIa€YHOI 00/Ie3HY OPIONIHON ITOJIOCTY HaMU IIpefIoxKe-
HO TIpOBeJieHMe MeJVKaMeHTO3HOM CTUMY/IALMM NEePUCTANbTUKM KUIIeYHMKA B IOCIeoIepany-
OHHOM nepuoge. Ilo HamMM HaHHBIM, BHYTPUBEHHAA CTUMY/LALVA MEePUCTANTbTUKY KUIIEYHMKA
NMeKTPONUTHBIMM pacTBopamu (Hatpus xmopup 10%, xampous xmopup 10%) B koMOMHALUU
C BHYTPMMBILIEYHBIM WIM ITOJKOXXHBIM BBE[JeHVMEM MHIMOUTOpa alleTMIXOMMHICTepasbl (Heo-
CTUTMMHA MeTWU/ICYNb(aT) CO BTOPBIX-TPETbUX IIOCTIEONIEPALMIOHHBIX CYTOK IIO3BOJIAET 3HAYM-
TEeJIBHO CHMU3WUTD PUCKM pelyyiBa KUIIEYHOI HeIIPOXOAVIMOCTI B pe3y/IbTaTe CIIaeqyHoil 60me3Hn
y JieTeil, HepeHecIX MeKOHMEBblil uieyc. B HalleM ncciefoBaHNM peKOMEHIOBAH KYpC B Te4eHue
2 Hefle/b IOCTIE ONIEePALIL.

JHTpaonepaiioHHo B 00s513aTe/IbHOM IIOPsIIKE MBI IPOBOAMM M3MepeHue [UIMHBI TOHKOI
VI TOJICTOVI KVILIKY, YYUTBIBAsI BBICOKMII PUCK OOLIMPHBIX Pe3eKIMII II0C/Ie TOBTOPHBIX ONlepaTVBHBIX
BMeIIIATe/IbCTB. JTO TO3BOJIAET IPOrHO3MPOBATh BEPOATHOCTb Pa3BUTHA XPOHMYECKOI KUIIEYHON
HEJIOCTaTOYHOCTY y pebeHKa Ha pOHe OCTPe3eKIVIOHHOTO CHAPOMa KOPOTKOV KMIIKIL. VI3MepeHe
IPOBOANTCS CTPOTO MO OPBDKEEYHOMY Kpalo JIA IOTydeHns 6oree JOCTOBEPHBIX Pe3y/IbTaTOB.

MbI pekoMeH/lyeM OTMEHY 3aMeCTUTENbHO (epMEHTHON Tepamyy MaHKPeaTHOM 3a 3 JHS
IO OIepPaTVBHOTO BMEIIATE/NIbCTBA, YTO, 110 HALIMM HAOJIIOIEHNAM, TI03BOJISIET YBEIMYUTD YHe/b-
HBIl BeC HEMTPa/JbHOTO XXUpa B Kaje, YIYYIINTb PeooTn4ecKye CBOMCTBA KUIIEYHOTO OTHeN-
€MOTO 1 TeM CaMbIM CIPOBOLVIPOBATh CMHAPOM ManbabCoOpOLMM Y MALMEHTOB C 9K30KPUHHOI
HEJIOCTATOYHOCTBIO MOMKENyJOYHO Jene3bl. [Ipy moABIeHNy MaToIornYecKX IMoTepb IPOBO-
AnTcA MHQY3MOHHASA Tepalys ¢ KOppeKIueil 57IeKTPOIUTHBIX HapyLIeHWIL.

3AKJTIOUEHUE

JleT-HOCUTENMM SHTEPOCTOMBI, IepeHeClIie B aHaMHe3e MEKOHMEBBII Maeyc, — ocobas
TpyIIa MAaIeHTOB ¢ OppaHHBIM TeHeTUYeCKUM 3a00/IeBaHNeM — MYyKOBMCIMI030M. Bbicokmit
PUCK pasBUTHsA penyVBa KUIIEYHON HEMPOXOAUMOCTU MOXKET CTAaTb NPUYNMHON IMOBTOPHBIX
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OllepaTVBHbBIX BMEIIATE/IbCTB U BO3BPALEHN K SHTepOCTOMe. Pa3paboTaHHBI HaMM HOBBII IIPO-
TOKOJI JIEYEHN NP 3aKPBITUM SHTEPOCTOMBI Y JJ€TeNl C MyKOBUCIM030M COCTOUT M3 KOMIITIEKCa
Ne4eOHO-IPOPIUIAKTIYECKIX MEPOIIPYATII, OCYIECTB/IAeMbIX Ha BCEX 9TAIlaX BefleHs Ial[/eH-
Ta (B epMOIEPALIOHHOM IIepIOTIE).

B IIpeACTAaBIEHHOM KIMHNYECKOM IIpUMEPE MPOAEMOHCTPUPOBAH OIDBIT ITOTOXUTEIBHOTO

IpUMeHeHVs pa3pabOTaHHOTO METO/IA JIEYEHSI C YAOBIETBOPUTEIbHBIM KIMHIYECKUM Pe3y/IbTa-
oM. OfHaKoO JyIs omy4YeHns 6oree JOCTOBEPHBIX 1 HAYYHO JOKAa3aHHBIX Pe3y/IbTaTOB HEOOXOMM-
MBI JJa/TbHeIIIVe VICC/IeOBaHVs Ha KOHKPETHOI BBIOOpPKE Ial[IeHTOB.
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KJIMHUYECKOE HABJIIOJEHUE
CUHAPOMA MONYALLEFO CUHYCA NNOBHOW
N BEPXHEYENIIOCTHOW MA3YX Y PEBEHKA 7 JIET

KIMHUYECKOE HABJIOAEHUE CUHAPOMA
MOJIYALLEFO CUHYCA NOBHOM
U BEPXHEYEJIIOCTHOM NA3YX Y PEGEHKA 7 JIET

V.C. Manasusa, 10.10. Pycenxmnii, E.A. Anekceesa, A.B. AHMKIH

OBOCHOBAHME

XpoHndeckunit areekTas OKOJOHOCOBONM Ia3yXM IOfjpa3yMeBaeT pasBUTHE [JINTEIbHOM
TUIIOBEHTVW/IALVM T1a3yXy Ha (OHe HapYLIeHNUA paboThl eCTeCTBEHHOro coycTbsA. IlocTemeHHas
abcopbuysa rasos, GOpMUPOBaHNUE CTONKOTO OTPUIATEIBHOTO MAB/ICHMA B Iasdyxe IPUBOMAT
K TPaHCCyJalluy U IOCTENIEHHOMY 3aIllOTHEHMIO IIPOCBETA Ma3yXM TyCThIM CIAM3UCTBIM OTZENA-
€MbIM: B pe3y/bTaTe MSMEHEHMI CTEHKM MICTOHYAIOTCA M BTATMBAIOTCA B IIPOCBET, HAPYIIAETCS
HOpMasIbHas apXUTEKTypa JMLEBOro CKesleTa. BriepBble Takoil mpoljecc ObUT 3a/JOKYMEHTHPOBAH
B BepxHeueniocTHoI masyxe (BUII) B 1964 romy W.W. Montgomery, a ¢ 1994 ropa nossuics tep-
MuH «silent sinus syndrome» (cuHgpoM Momvamiero cunyca). Ha cerogHAumIHMit feHb NPUHATO
CYMTATh, YTO 3TO PeAKOe IIATOJIOTMYecKOoe COCTOSHMUE, XapaKTepusyloleecsd 0ecCUMIITOMHOI
runorasuert BUI, nporpeccupyromum sHopTaIBMOM, acuMMeTpueit mua [1-3].

JIMiarHOCTUPYeTCA CUHAPOM MOTYAIEro CYHyca ITTaBHBIM 00pa3oM Ha OCHOBAHMM pe3y/IbTa-
TOB KoMIbloTepHoil ToMorpaduu (KT) 0koToOHOCOBBIX Ia3yx, peiko B COYETAHUY C KIMHUYECKN-
My nposiBnenuamu. JInarnocrndeckumu KT-kpurepuamu ABnA0TCA 1aTepanusanysa MegyaabHON
CTEHKM Ta3yXM ¥ pelleTyaTol BOPOHKM, IaTepanbHOE IOABOpaUMBaHMe CPeIHENl HOCOBOI paKo-
BUHBI, ITIOHIDKEHJE YPOBHA JHA OpOMTBL. BBumY TOro, 4TO IpoIiecC pa3BMBAETCA MOCTENEHHO,
CHIDKEHNE ITTHeBMaTM3al[MMl BOBJIEYEHHON B IPOLleCC Ma3yXu U 3alO/IHEHMe ee TPAaHCCY[aTOM
He ABJIAITCA 005A3aTe/IbHbIM YCTIOBMEM /IS IIOCTAaHOBKM jyuarHosa. He saBnderca mmarHocTmde-
CKMM KPUTEpUEM U YMeHbIIeH)e pa3dMepa Ias3yXy [0 CPAaBHEHUIO C TPOTUBOIOI0XHOI CTOPOHOIA,
TaK KaK 9TO MOXKeT OBbITh IIPOsIBIEHVEM BpOXKAeHHOI runomtasum BYIL.

B cnydyae mepsuuHoOro arenexkrasa msmeHenus B BUII mpoucxopar B pesynbraTe aHaTOMM-
9YEeCKMX HAPYIIEHUI CTPYKTYp OCTMOMEATaJbHOTO KOMIIIEKCA, B YaCTHOCTM KPIOYKOBMHOTO
orpocTka. Ommcanpl Takxke cryday (GOpMMPOBAHNA BTOPUYHOTO aTe/leKTasa Ha (OHe TPaBMBI
NI, XPOHMYECKOTO PUHOCUHYCUTA, XMPYPIUYECKIX BMEIIATeIbCTB B IIOJIOCTY HOCA, QYHKIVIO-
Ha/IbHBIX 9HIOCKOIYECKIX SH/[OHA3a/IbHBIX CIHYCOTOMMIA, IeKOMITPECCHM OPONTHI y TIAIMIeHTOB
C 9HIOKPUHHOI 0 TaTbMOIATHEIL.

VHTepec Kk areneKkTasy Iasyx pacrter. B mocnenmHee mecsaTnneTVie HabmogaeTCs yBemdeHme
KO/IMYeCTBA IyOIMKALMII He TOJBKO C ONMCAHMEM KIMHMYECKUX CIydYaeB, HO M JIEeMOHCTpaluet
cepuyt HaOMIOIEHMII C OT[a/IeHHBIM) pe3y/lIbTaTaMyl XVMpyprudeckoro nedeHus [4, 5]. OpgHaxo
HofiaB/IAollee OONBIIMHCTBO CTaTell MOCBSAIIEHO B3POC/IBIM IAIVIEHTaM, @ B OTHOLICHWUM are-
nexrasa BUII masyxm y mereit nccnenoBanmit HeMHoro [6, 7]. KomiekTns Halero oTjeneHus yxe
IIPefiCTaBI/I HECKOIbKO ITYOIMKAIIVIL, OCBSAIEHHBIX 9TOJ ATOIOTMN Y JeTell, T/ie MbI IIPeJ/IOXKI-
I MeTOJ, OO'beKTUBHOI OLIeHKV Pe3y/IbTaTOB XMPYPru4ecKoro pedeHus [8, 9].

Honroe BpeMs CYMTANOCh TaKXKe, YTO CHMHPOM MOMYAILIETO CHMHYCa MOXXET pa3BMBaTbCA
tonpko B BUII, ogxako B 2012 romy 6bI10 OMyO/IMKOBAaHO IepBOe KIMHMYECKOe OIycaHme bec-
CUMIITOMHOTO 3HO(Ta/IbMa I TUIIOII00yca, IeMOHCTpUpYIollee CMHAPOM HEMOTo CUHYyca T00HOI
nasyxu. [IpuanHoOM pasBUTHA aTe/eKTa3a ObIIO HaaMdyMe KPYIMHON K/IeTKM pelIeT4aToro yabu-
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punTa (III tin o E Kuhn), pactipocTpansiomeiicss B T0OHYI0 ITa3yxy, 4TO IPUBEIO K OOCTPYKIN
€CTeCTBEHHOTO COYCTbs, HApYUIEHUIO JPEHNPOBAHVA Ia3yX) U B KOHEYHOM MWTOTe PasBUTHIO
arereKTasa 06HoI masyxu [10]. B my6mukarnym M. Khatoon n coasr. [11] onucaH ciyvait acum-
MeTpuM JMLA y MalyeHTa 23 jeT U3-3a CUHAPOMA HEMOTO CUHYCa JIOOHON Mas3yXy, BOSHUKIIETO
B pesy/ibTaTe MHOTOYMC/IEHHBIX TPaBM HoOCa B JieTCTBe. B 0630pHoit cTatbe G. Stryjewska-Makuch
¥ coaBT. [12] onmcaHo B 06111eit CTOXKHOCTY 147 c/TydaeB CMHAPOMa HEMOTO CMHYCA, ¥ TOJIBKO OINH
U3 HUX OBUT CBsI3aH ¢ 106HOI masyxoit. Kpome Toro, B muteparype MMeEIOTCs CBeieHMsI 00 aTeek-
Tase pelIeTYaToro JTaOUpPUHTA CO CMEIjeHMeM IIa3HUIIBI BHYTPb, TAKXKe PaclieHeHHOTO KaK CUH-
IpoM Monmyaniero cuuyca [13]. Bece omyicanHble cTyday BBIABIEHBI Y B3POC/IBIX IIALIMEHTOB.
ITpencraBiseM KIMHUYIECKUIT CTy4ait pebeHKa 7 JIeT ¢ [UarHOCTUPOBAHHBIM OJTHOCTOPOHHUM
aTe/IeKTa30M, KOTOPBII PasBIJICS OHOBPEMEHHO B BepXHEUETIOCTHOI U IOOHOI ITa3yxax.

ONMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

Manpunk noctymui B JIOP-otnenenne ®I'AY «HMUII 3noposbs geTeit» Munsapasa Poccun
¢ )a06aMy Ha 3MM30/bl TOTIOBHOIL 6071 B 061acTH /163, 3aTPy/IHEHNE HOCOBOTO IAbIXAaHNA, KOTO-
pble Gecriokowmu pebeHKa B TedeHue monyropa. ITanyeHT HaOmMOancs y OTOPMHONTAPMHIONONA
M JUIEpProJiora 10 MeCTy >KUTETbCTBA 110 HMOBOAY CE30HHOTO a/UIePTMYeCcKOr0 PUHUTA: ITOy4asl
KypcaMy TOIM4YecKue CTeponpbl ¢ xopoumm spdexrom. O6cIenoBaH 1o MOBOAY FOIOBHON 60/u:
HEBPO/IOTNYECKOI1 IATOMOI NN He BBISBICHO.

PE3Y/IBTATBI ®PN3NKAJTBHOI'O, TABOPATOPHOI'O
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

[To maHHBIM KIMHUYECKOTO OCMOTpPA HOCOBOE JbIXaHME YMEPEHHO 3aTPYHHEHO, Ieperopopka
HOCA IIAaBHO CMellleHa BIIPAaBO, HOCOBbIE PAaKOBMHBI OOBIYHOI (OPMBI ¥ pasMepoB, CIUSNUCTas 060-
JI0YKa PO30BOTO IIBETA, XOPOIIO COKpPAIaeTCs MOC/Ie AaHEMI3ALUM, OTAEAEMOr0 B HOCOBBIX XO/IaX HeT.

\i_

Ha KT 0k0/T0HOCOBBIX ITa3yX BbIABJIEHbI IIPM3HAKY IUITOIITa3yy npasoit BUIL: cuagpom Momya-
II[ero CUHYCa, aTelleKTa3 IPaBoji IOOHOI [1asyXi, UCKPUBJIEHNEe TeperOPOKY Hoca BIIpaBo (puc. 1).

Ilop sHZOTpaxeaTbHBIM HAPKO30M BBIIIOTHEHA SHIOCKOIMYeCcKas MAKCU/IOTOMIS CIIPaBa, SHIO-
CKOIMYeCKas SHIOHa3anbHasA ppoHToToMus (B 06beMe Draf ITA ¢ OnONHNUTE/IBHBIM YaCTUYHBIM Y/Ia-
JIeHVeM Me)XXIIa3yIIHOI IIePeropofiKIL) CIIPaBa, I YIy4IleHNs TOCTYIA BHIIOMTHEHa CEITOIIACTUKA.

IToceonepanMOHHBII TTePOJ, IPOTEKas I71afKo. PebeHOK OBLI BbINMCAH Ha 3-U CYyTKY HOCTIe
Omeparymn.
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KJIMHUYECKOE HABJIIOJEHUE
CUHAPOMA MONYALLEFO CUHYCA NNOBHOW
N BEPXHEYENIIOCTHOW MA3YX Y PEBEHKA 7 IET

V=7,3 cm> V=14,4 cm3
Puc. 1. KomnbloTepHasi ToMorpachus oKOJIOHOCOBbIX Na3syx oT 26.07.2022: akcuanbHas (A, M), KopoHapHas
(B, ) n caruttanbHas (B, E) npoekuuu. MpaBas no6Has nasyxa yMeHbLUeHa B pa3Mepax, TOTasIbHO
3anoJiHeHa MArKOTKaHHbIM Cy6CTPaToOM, CoycTbe AetopMUPOBaHO, Cy)XeHo (A-B). MpaBas BepxHeyentoCcTHas

nasyxa YMeHbLLeHa B pa3Mepax, 06beM 7,3 cM3, cimsucTast 060/10uUKa yToslleHa [0 4-6 MM, nepeaHss

M MeaMasnbHble CTEHKMN C BOTHYTON fechopMaLument; coyctbe AedopMUpPOBaHO, CYXKEHO, 6IOKMPOBAHO;
KPIOUYKOBUAHDBIA OTPOCTOK MPUNEXUT K OpOUTaNIbHOW CTeHKe. JleBasi BepXHeUyeloCTHas nasyxa 06beMoM
14,4 cM3, nasyxa NHEBMaTU3MPOBaHa; COYCTbe COXPaHHO, NpoxoanuMo. MpaBas No6Has Nasyxa YMeHblUeHa
B pa3Mepax, TOTasIbHO 3arnoJjIHeHa MATKOTKAHHbIM Cy6CTPaTOM; coycTbe AetopMUpoBaHo, cy)keHo (M-E).

VICXO[ Y PE3YIBTATBI IIOC/TEQYIOIErTO HAB/TIONEHVA

B TeyeHne roga MalIbuMK AMHAMIYECKU HAOTIONA/ICA: 38 JaHHbII IePHOJ )Ka/I06 Ha TOIOBHYIO
6011b He OBIIO; IEPUOANYECKN OTMEYasl 3aTPy/JHEHIe HOCOBOTO IBIXaHMsA C 00eX CTOPOH, SMM30-
JibI YMXaHMA.

Ha xontponbHoit KT OKOTOHOCOBBIX NasyX depe3 TOfi MOC/IE XMPYPIUYECKOTO JIeUeHI
(puc. 2) B cpaBHeHMM C JaHHBIMM TIpefonepannonHoit KT orMedaiorcs yBenmnueHue B oObeme
npasoit BUII, ynyuuieHne mHeBMaTu3aluy KIETOK PeLIETYaTOro TaOMPMHTA CIIpaBa U IIPaBOIl
TIOGHOII TTa3yX.

B TeyeHue BTOpoOro rofa HabIIONEHNA MaIbuiK aKTUBHO 5Kaio0 He NpenbABAL [Ipogomkan
Ha0/TIOIATHCA Y a//IeproyIora 1o MOBOJY SMU30[0B 000CTPEHN alIepruIecKOro pUHNTA, HOTydas
Tepamuio cornacHo pekomeHpanmaAM. Ha KT oKomOHOCOBBIX masyx depes JBa Tofja IOCTIe OIle-
pauuu (puc. 3) B CpaBHEHNM C JAHHBIMU IPEbIAYIIEro 06C/Ie[OBaHNsA OTMEYaeTC s yBendeHme
B 06'beMe npaBoit BUII, 1o6HbIe Masyxy BO3JYLIHBI C 00eMX CTOPOH.

Taxkum 06pa3oM, [MHaMIYecKoe Hab/IofieHne 3a PeO6EHKOM C PeIKOJi JIOKajm3aImelt aTeyex-
Ta3a I0Ka3a/Io MOJIOKNUTEIbHBIN 3)(GEKT OT IMPOBEICHHOTO JIeYeHNA. B OTHOIIEHNN KIVMHIYIECKIX
CHMIITOMOB OTMEYEHO IIOJTHOe JCYe3HOBEeHMA TomoBHOI 6omu. Pesynbrarbl KT OKOIOHOCOBBIX
IasyX B MHAMMKe IPOJEMOHCTPUPOBA/IM BOCCTAHOB/ICH)E BO3AYIITHOCTY TOOHOI Ta3yXy Ha CTO-
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V=10,5 cm3 V=15,0 cm?
Puc. 2. KoMnbloTepHasi ToMorpacdus OKONOHOCOBbBIX Na3yX uepes rof nocse onepauun: akcuanbHas
(A, IN), kopoHapHas (b, 1) u caruttanbHasg (B, E) npoekuun. MNpaBaa N106Has nasyxa YMeHbLUEHa B pa3Mepax,
Bo3ayLiHa (A-B). MpaBasi BepxHeyentocTHas nasyxa yMeHblLeHa B pa3Mepax, o6beM nasyxu 10,5 cm3;
cnusuctas 060n10uKa YToLLEH], NepeaHss U MeauabHble CTEHKU C HeGOJbLIOW BOrHYTOW AetopMaLmen;
COYCTbe Nasyxu pacluMpeHo Ao 12 MM, NPOXOAUMO; KPIOUKOBUAHBIN OTPOCTOK He anddepeHumpyeTcs.
JleBag BepxHeuesloCTHas nNasyxa o6beMoM 15,0 cM3; nasyxa NHEeBMaTU3UPOBAHA; COYCTbe COXPaHHO,
npoxoanmMo. O6beM npaBoK IO6HON na3yxu 2,05 cM3, neBol No6HON Nasyxm — 4,35 cm3 (I-E).

pOHe aTe/leKTasa y>ke B Te4eHMe IIepBOoro ropa HabmoneHus. Bomomerpuyeckue nsmepennst BUIT
JI0 1 B IVTHAMUKeE [IOCTIE OIePALINH IIPOAEMOHCTPUPOBA/IN yBeMIeH e 00'beMa ITOPaXKeHHOI [Tasy X
¢ 7,3 e o 11,6 em?, ipu arom BUII Ha 310poBoit CTOpOHe TakxKe yBemmamiach ¢ 14,4 cm? o 16,1 cv?.

Pearonym Jy1s onpepenenns pe3ynibTaTa onepanny 6bUIo CpaBHEHMEe COOTHOLIEHWI JOOTIe-
PALMIOHHOTO U ITOC/IEOIePAIIOHHOTO 00beMa Ha MOPaKeHHON U 340pOBOIi cTopoHax. [l aToro
MBI paccynuTany Ko3pPuimeHT OTHOLIEHNS MTOC/IEONEPALMOHHOTO K JOOIIEPALIIOHHOMY 00beMy
BYII (uepes rop mocye omepaunn): Ha ctopoHe atenekrada (K1) on cocrasun 1,4, Ha 30pOBOI
cropore (K2) — 1,0 (K1=1,4>K2=1,0). Pasuuna B 3HaueHU" k03¢ uijneHToB Ha 6OTBHOI 1 370-
POBOII CTOPOHE JeMOHCTpUpyeT Oojee OBICTpOe yBelnWdYeHMe B pasMepax I1a3yXy Ha CTOPOHe
arefieKTasa B CPaBHEHUM CO 3[[OPOBOIT cTOPOHOIT. OfHAKO, MIPOBENs AHATOTUYHBIE M3MEPEHNS
elrie yepes rofj, Mbl 3aMeTI/IHN, YTO, HECMOTPsI Ha IpopomKatomuiicss poct BUII ¢ obeux cropow,
IpOllecC Ha CTOPOHE arelleKTasda IO-IPEeXHEMY IPOMCXOAUT ObICTpee, XOTS VHTEHCUBHOCTD
«pacnipasnenns» BUIT camsmmace (K1=1,104>K2=1,073).

OBCYXAEHUE

IIpencTaBeHHBI HAMY CITy4ail ABAETCA eIUHCTBEHHBIM OMMCaHMeM CMHPOMa MOTJAIIEro
CMHYCa B IETCKOM BO3pacTe, KOTOPbIN pa3BuUicsA y pebeHKa OHOBPEMEHHO B JIOOHOI 11 BepXHede-
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KJIMHUYECKOE HABJIIOJEHUE
CUHAPOMA MONYALLEFO CUHYCA NNOBHOW
N BEPXHEYENIIOCTHOW MA3YX Y PEBEHKA 7 JIET

V=11,6 cm3 V=16,1 cm3
Puc. 3. KoMnbloTepHas ToMorpacusi OKONOHOCOBBIX Masyx yepes 2 rofga noce onepauun: akcmanbHas
(A, I, kopoHapHas (b, 1) n caruttanbHas (B, E) npoekuuu. MpaBas no6Has nasyxa yMeHbLUeHa B pa3Mepax,
Bo3ayLlHa (A-B). MpaBas BepxHeuenioCcTHas na3yxa yMeHbLIeHa B pa3Mepax, 06beM nasyxu 11,6 cu3;
cnunsuctas 060s104Ka YTOJLLEeHa; nepedHsas U MeananbHble CTEHKU C MUHMMAIbHON BOFHYTOW aedopMauumeir;
COYCTbe Nasyxu pacluMpeHo 8o 12 MM, NPOXOAUMO; KPIOUKOBUAHLIN OTPOCTOK He anddepeHumpyeTcs.
JleBas BepxHeuenoCTHas nasyxa o6beMoM 16,1 cM3; na3yxa NHeBMaTU3UPOBAHA; COYCTbe COXPAHHO,
npoxoaumo. O6beM npaBoi NO6GHOM nasyxu 2,85 cM3, nesoi No6HON nasyxm — 4,71 cm3 (M-E).

JIIOCTHOJI ITagdyXax Ha OJHO CTOpoHe. EfMHMYHbIe TyO/IMKaIy B OTHOLIEHUY TaKOJl He TUIITYHON
JIOKa/IM3aLMy aTe/leKTasa, Kak JI00Has I1a3yxa, ONMCHIBAIOT M30/MPOBAHHBIN JTOOHBIN aTe/leKTa3
y B3pocbIx nanuenTos [10, 11], mpudeM B OZHOM CiTy4ae JeMOHCTPUPYETCS BTOPMYHBIN aTe/leK-
Ta3, KOTOPBI pa3BWICA Ha (POHE MHOXKECTBEHHBIX TpaBM I0OMOCTH Hoca [11]. IIpencTaBneHHbI
HaMJ C/Ty4ail aTejieKTasa J0OHOI U BePXHEUeIIOCTHOM [1a3yX, BepOsTHee BCETO, SAB/ACTCS IepPBIUY-
HBIM: y peOeHKa HeT B aHaMHe3e YKas3aHWIT Ha TPaBMbI WIM OIEepaly B IOTOCTY HOCA.

B nureparype mMelTCA onmcaHuA aTeNneKTasa, KOTOPbI pasBUJICA OJHOBPEMEHHO B IBYX
BepXHEeUeTIOCTHBIX Masdyxax [14], Taxke eCTb OIMNMCaHNUe aTe/leKTas3a y B3pOCIIOi MAlMeHTKM, KOTO-
PBIII TIOC/IeOBaTe/IbHO Pa3BUBA/ICA CHAaYala B OJHOM, a 3aTeM B IpoTusomnonoxxoit BUII [15]:
IPeIIO/IOKUTENbHON IPUYMHON Pa3BUTHA aTeJieKTasa B 000MX C/IyYasX CUNTAIACh IepeHeCeHHas
B aHAMHe3€e TPaBMa WIM OIepalys B IIOIOCTY HOCA.

KnmHndeckn Bce onycaHHbIe CIyday aTeleKTasa I0OHOI a3yXu MpOsABIA/IICH IPEXe BCETO
CMelljeHeM ITIa3Horo s16/10Ka u fedopmanyeit muia. B HameM cirydae aTenekras ObUI CTy4aitHON
Haxoykoit Ha KT 0K0lOHOCOBBIX asyx mpu o0cnefoBauny pedbeHkKa o IOBOAY TOTOBHON OOMN.

Bce aBTOpBI eVHBI BO MHEHUY, YTO €AMHCTBEHHBIM 9(pPEeKTMBHBIM METONOM JI€4eHNs aTe-
JIeKTa3a Ma3yxy JT00J TOKaMU3aluu SBISIeTCS CUHYCOTOMMS C IIeIbI0 MaKCUMaIbHOTO BOCCTa-
HOBJIEHVA BEHTWIALM Na3yXu. I1o/1oKuTebHbIM pe3ynbTaToOM OIlepaliiy Y B3POC/IbIX IAljIEHTOB
CYNTAETCS] BOCCTAHOBJIEHVIE BO3AYLIHOCTY 1 06'beMa masyxu [16]. B meTckoit mpakTyKe [jis OLleHKU
Pe3y/IbTaToOB XMPYPrUIecKoro ynedeHus atenekraza BUII 1enecoo6pasHo MpOBOANUTD M3MepeHNe
obbeMa Iasyxu [0 OIepanuiy, fajgee — B JUHAMUKE IIOCTIe BOCCTAHOBJICHMS ee BEHTMJIALVIN,
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IIPY 3TOM U3MepeHM 1[eJIecO00Pa3HO IPOBOAYUTD He TONIBKO Ha CTOPOHE aTe/leKTas3a, HO U Ha 3J10-
POBOJI CTOpOHE C IebI0 ycTpaHeHMs 3¢ ¢deKTa BO3pacTHOrO yBenmueHys nasyxm [9]. JJaHHBIX
O BBIIIOJTHEHVY 00'beMHBIX M3MepeHMIT TOOHBIX 1a3yX A/ OLleHKM 9P PeKTUBHOCTY CMHYCOTOMUN
HeT. B ommmcaHHBIX Cydasx aTesieKTasa JTOOHOI MasyXiu IOJIOKUTENbHBIM 3G (eKTOM CYUTATOCh
BOCCTAQHOBJICH}E BO3/IyLIHOCTY Ma3yXIL.

3AKJTIOUEHUE

VIHTepec KIMHMYECKOTO CydYas COCTOUT B PENKOI IOKaMU3aLUM aTeIeKTa3a OfHOBPEMEHHO
B IByX OKOJIOHOCOBBIX I1a3yXax Ha OJHOII cTopoHe. CTOUT 0OpaTuUTh TakKe BHUMAHME, YTO BO3-
AYIIHOCTH JIOOHOJI ITa3yXy BOCCTAHABIMBaeTcsA ObICTpee, a pacrpasneHue BUIT Ha cTopoHe are-
JleKTa3a ObICTpee MPOMCXOAUT B TeUEHME NIePBOTO Iofja II0C/Ie BOCCTAHOBJICHN: €€ BEeHTVIALNN.
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BPOXXAEHHbIN MPOTAXEHHbIA CTEHO3
TPAXEWU KAK MPUYMHA ObIXATEJIbHOW
HEQOCTATOYHOCTWU Y PEBEHKA PAHHEIO
[ETCKOIo BO3PACTA

BPOXXAEHHbIA NPOTAXXEHHbIN CTEHO3 TPAXEU
KAK NPUYUHA ObIXATEJIbHOU HEAOCTATOYHOCTH
Y PEBEHKA PAHHETO AETCKOIO BO3PACTA

A.B. Anxacos, C.A. Paraukos, E.J1. Komuna, H.B. Illy6un, M.B. llly6una,
A.O. llImpikoBa, C.A. Ky3us, III.®. CyneiimanoB

OBOCHOBAHME

BpoxkieHHbIIT CTEHO3 Tpaxey — PefKNil XM3HEYTPOXKAIOIINIA IOPOK PasBUTH TPaXeu, BCTpe-
vatoumiicsa y 1 u3 64 500 xuBopoxaeHHbIX [1]. IIpy BpoXKIeHHOM CTeHO3e Tpaxey OTCYTCTBYeT
MeMOpaHO3Hasl YaCTb Tpaxew, a CTEHKA Tpaxey IpefCTaBjIeHa NOMTHBIMY XPAIIEBbIMM KO/IbIIAMI,
3a CYET KOTOPhIX BOSHUKAET CY>KEHME IMaMeTPa TPaxXeu, YTO B CBOIO OY€PE/ib IIPUBONT K PA3BUTUIO
TSDKETION JIBIXaTe/TbHO HEJOCTAaTOYHOCTY, TpeOylolell IPOBeieHNs ICKYCCTBEHHON BEHTWIALIN
nerkux. B 50-60% ciry4aeB BpO>KI€HHBIN CTEHO3 TPAXeN COYETAETCs C IOPOKAMU Pa3BUTIA CEPHEYHO-
cocypucToli cucteMsl [2]. [laHHasA rpynma nanyueHToB TpebyeT OKa3aHNs BBICOKOCIEIATN3IPOBaH-
HOJ1 XMPYPIU4eCcKOl IIOMOLIY B YCIOBYUAX MHOTOIIPO(IIBHOTO LIEHTPa, IIOCKOIbKY 6e3 CBOeBpeMeH-
HO OKa3aHHOTO JIEYEH s YaCTOTA JIeTaTbHOrO mcxoma gocturaeT 80% [3, 4].

ONMUCAHUE KJIMHUYECKOI'O CJIYUAA
o O

Pe6eHOK OT BTOpOIT GepeMeHHOCTH, BTOPBIX CAMOCTOSTE/IbHBIX POZIOB Ha 41-it Hemenne. Macca
Tesna npu poxxaeHnn 2450 1, iyinHa tena 48 cM. Ilpu poxxgeHun cocTosiHMe TSAKenoe 3a C4eT MaHU-
decranyy ABIXaTETbHONM HEJOCTATOYHOCTM, KOTOpasd OblIa KYNMPOBaHA HOTALMell KUCTOpOoAa
U TIPOBEJIeHMeM MHTA/IALMOHHON TOPMOHA/IbHON Tepanmim.

Anamne3 3abonesanus. Co 0B MaTepy, Y pebeHKa C pOXKAEHMsI OTMEYAIOTCS YacTble JIN-
307bI OCTPBIX PECHMpPATOPHBIX BUPYCHBIX MHGeKnmit (9 pa3 3a HepBbIll TOX XM3HM pebeHKa),
Hepexofsle B OOCTPYKTUBHBI OPOHXUT € Pa3BUTHEM BTSDKEHMA YCTYITUMBBIX MECT IPYLHOI
KJIeTKN. [I/11 KynupoBaHUsA JaHHON CUMIITOMATVKY IIPUMEHs/IA MHTA/IALVOHHbIE ITTIOKOKOPTUKO-
UAbl U aHTHOMOTHKOTepammio. B Bo3pacrte 10 MecsAleB pe6eHOK IepeHec BUPYCHYIO ITHEBMOHUIO
COVID-19: mocrne BBI3HOPOBIEHNA MaMa OTMeYajla COXPaHAILIYIOCA JbIXaTelIbHYI0 HEJOCTaTOY-
HOCTD B BIJI€ ITYMHOTO JbIXaHN, BTsDKEHNA YCTYIYMBBIX MECT TPYJHON KJI€TKM, IJIOXOV alllleTuT,
B CBA3M C YeM B Bo3pacTe 1 roja 4 MecsAleB peOeHOK TOCINUTaIN3NPOBAH B XUPYPIUdecKoe Topa-
kanbHoe otaeneHne OI'AY «HMIUII spopoBbs peteii» Munsgpasa Poccun.

PE3YJIBTATbBI TABOPATOPHOIO
N VMMTHCTPYMEHTAJIBHOTO MCCITEJOBAHNA

B Hamem neHTpe pe6eHOK OblT KOMIIIEKCHO o6cmenoBaH. C 1enbio BepupuKaumuy fuariosa
BBIIIO/THEHBI B TOM 4uciIe OpoHxockonus (puc. 1) u MynbTUCIMpanbHas KOMIbIOTEPHAS TOMOTpa-
¢us c BHyTpUBEHHBIM KOHTpPAcTHMpOBaHueM (puc. 2).
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Puc. 1. BpoHxockonus: cpeaHsas TpeTb
Tpaxeu npeacraBfeHa NOJIHbIMU XPSILLEBbIMU
KOMNbLLAMK, OTCYTCTBYET MeMOPaHO3Hasa 4YacTb

Tpaxewn. lnameTp Tpaxeun 3,5 MM.

JlaHHbBIE MCClIemOBaHMA M IIPaBUIbHAA
MHTEpIIpeTalys pe3y/NbTaTOB MO3BOMN/IN BbIA-
BUTb y peOeHKa aHOMAINIO CTPOEHMUs Tpaxen
B BIUJIe BPOXKIEHHOTO IPOTSKEHHOIO CTEHO3a
CpenHell TpeTu Tpaxen.

Puc. 2. MynbTucnupanbHas KOMMNbOTEPHaNA

ToMorpacus ¢ BHYTPMBEHHbIM
KOHTPACTUPOBAHUEM: UAaMETP BEPXHEN TpeTH
Tpaxeu 6,4 MM, cpegHen Tpetn — 3,8 MM,
HWXKHen Tpetn — 8,5 MM. MpoTs)KeHHbIN
BPOXXAEHHbIN CTEHO3 CPefiHEeN TPETU TPaXeu.

%i_

Taxum 06pa3oM yCTaHOBJIEH iMarHO3: «Bpo>kieHHbIe IOPOKY pa3BUTUS. BpOXK/ieHHBIIT ITpO-
TSDKEHHBII CTEHO3 CpefjHeil TpeTy Tpaxen (IIOTHbIE XpslleBble Ko/bIla). Hapyiienne cermenTanum
IIeJTHBIX ¥ BEPXHUX TPYAHBIX I03BOHKOB, aHOMaJINY Pa3BUTUA pebep».

BBupny Hamumuns y pebeHKa JIbIXaTelTbHON HEOCTATOYHOCTY Y JIETaJIbHOTO IIOPOKA B BHIE
BPOXK/IEHHOTO IIPOTSAKEHHOTO CTEHO3a Tpaxey IPUHATO pelleHle O IPOBEJEeHNN XUPYPIUIECKOTO
TledeHnst B 00beMe CKOMb3sIIIell INTACTUKY TPaXen B YCIOBUAX 9KCTPAKOPIIOPAIbHOM MeMOpaHHOI!
oxcurenayuy (O9KMO) ¢ nenpio pacmmpenns IpocBeTa HVDKHNUX AbIXaTe/IbHBIX IyTeil U KYIupo-
BaHMA IPOABJIEHNI JbIXaTeIbHOI HEJOCTaTOYHOCTH.

[Tocne mpemomnepaIioHHOl MOATOTOBKY peOEeHKY BBIIIOTTHEHA CTEPHOTOMIIA, CKOMb3AMAs TIIa-
cTMKa Tpaxeu. /laHHasA omnepanysA NO3BONMNU/IA PACIIMPUTD CY>KEHHYIO YacTb CPEJHEN TPETU TPaXeu.
(puc. 3). YauTbIiBask TEXHOTIOTUIO JAHHOTO XMPYPIUUECKOTO TedeH s, Ui 00ecriedeH st OKCUTeHALINN
KPOBY TaI[VIeHTa IPUMEHSUICA allllapaT SKCTPaKopHopanbHoi MeMOpanHoit okcureHanyy (MEDOS).

ITocrte ycrenHo MpoBefieHHON CKOTb3sI1Iell IVIACTUKY TPaxey 1 MOATOTOBKM pebeHKa K 9Kc-
Ty6aIum Ha 7-e IIoC/IeonepalOHHble CYyTKM PeOEHKY BBIITOTHEHA TPAXeOCKOIA C L[e/TbI0 OLIEHKN
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BPOXXAEHHbIN MPOTAXEHHbIA CTEHO3
TPAXEW KAK MPUYMHA ObIXATEJSIbHON
HEQOCTATOYHOCTWU Y PEBEHKA PAHHEIO
[ETCKOIo BO3PACTA

Puc. 3. CTepHOTOMMSA: A — KaHIOJIMPOBaHbI YLIKO MPABOro Npefacepavs U BOCXoAsaLlas YacTb aopThbl;
BblfeJieHa Tpaxes, pacceyeHa (CTeHKa NpefcTaBieHa NoJIHbIMU XPALLEBbIMU KOMbLIaMK1, AMaMeTp
npocBeTa Tpaxeu cyXkeH); b — cMoaennpoBaHbl MPOKCUMaJIbHbIA U AUCTaJIbHbIN JIOCKYThI TPaxeu

(cBefileHbl METOZIOM CKOJIbXKEHUSA); Hauano hopMUPOBaHUA MeXTPaxeasbHOro aHaCTOMO3a;
B — BHeLUHWI BMA NMOCNe 3aBepLueHns (hOPMUPOBaHUSA MeXTpaxeasibHOro aHacToMo3a.

AMaMeTpa M COCTOATEIbHOCTY 1IBOB. [0 JaHHBIM IIPOBEIEHHOTO 00CTIeOBAHS, JUAMETP Tpaxen
pacIIMpeH, MeKTpaxeaIbHbINI aHACTOMO3 COCTOATENbHbIN. [locte fuarHocTnyeckoro obcnenoBa-
HIA peOEHOK IiepeBefieH Ha CaMOCTOATe/IbHOE JIbIXaHIe, IPOOYX/eH U 9KCTyOMpPOBaH.

[Tocne skcTybammy ApIXaTelnbHass HESOCTATOYHOCTb Y IAIJMeHTa IIOTHOCTHIO KYNVPOBAHA.
Ha 8-e nocneonepanmonHble CyTKM pebeHOK IepeBefieH 13 OT/ie/IeHNsI peaHMaIy B IpoduibHOe
XMpYpruyecKoe OTfeneHme, Ifie IPOJo/KeHO BbIXaKMBaHue MauueHTa. Ha 17-e mocneonepannon-
Hble CYTKM IIOCTIe XMPYPIUUECKOTO ITala JiedeHNsl M CTaOMIN3aLuy COCTOSIHUSA Mal[MeHT BBIIICaH
U3 cTanyoHapa 6e3 IpOsIB/IeHNs JbIXaTeIbHOI HEeOCTaTOYHOCTH.

JICXO[ U PE3YIBTATDBI IIOC/TEQYIOIEIO HAB/TIONEHVIA

I[Tpu KOHTPOIBHOM 00C/IEOBaHNM Yepes 2 Tofia II0C/Ie OIIePaTUBHOTO JIeYeHNs [0 TaHHBIM OpOH-
xockormu (puc. 4) ¥ MyZIBTUCIIVPA/IbHO KOMIIBIOTEPHOIT TOMOrpadui (puc. 5) yCTaHOBJIEHO, YTO IMa-
MeTp CpefHelT TPeTy Tpaxel MOC/Ie XUPYPIIUIECcKOro fedeH st YBedeH ¢ 3,7 MM 10 6,6 M (S=0,1 cm?
n S=0,383 cM? COOTBETCTBEHHO, T.€. yBem4eHue Iionanu B 3,8 pasa). B MeXXrocnuTaabHOM Iepuozie
IPOSIB/IEHNII JIBIXATeIbHOM HETOCTATOYHOCTH Y pebeHKa He HAOTI0aNIoCch; MaMa pebeHKa OTMeTNIa
TIOBBIIIEHIe TOJIEPAHTHOCTY K (PU3MYECKUM HArpysKaM, a TaKXKe OTCYTCTBUeE IIOTPeOHOCTU B VIHTa-
JIALVIOHHBIX IIIOKOKOPTUKON/IAX BO BPeMs SMM30fI0B OCTPbIX PeCIMPATOPHbBIX BUPYCHBIX MHQEKIINIL.

Takum 06pasoM, NIpuMeHeHVE PeKOHCTPYKTMBHO-IUIACTMYECKMX OIepalyii Ha HIDKHUX
ABIXaTE/MbHBIX MyTAX C IPUMEHEHVEeM COBPEMEHHBIX aHEeCTEe3MOJIOTMYECKUX MTOCOONIT O3BOJIACT
YCIIEIIHO IIPOBOAUTD JIeYEeHNE TAlJIEHTOB C JIETaIbHBIMM IIOPOKaMU Pa3BUTHA.

OBCYXAEHUE

Ha HaCTOHHJ,'I/IIU/I MOMEHT B OT€YeCTBEHHOM U SaPY6C>KHOﬁI NTEpaType OnmMcanbl MHOKECTBEH-
HbI€ BO3MOJKHbI€ BapMAaHTDbI JIEYEHNA BPOXKAEHHOI'O CTEHO3a Tpaxen. OrmmcaHbl Takue BapMaHThI,
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Puc. 4. ®nbpoTpaxeobpOHXOCKONUS:
MeXTpaxeasibHbli aHaCTOMO3 CpefiHEN TPeTH
Tpaxen. CpegHsAs TpeTb TPaxeu paclunpeHa.

BusyanusupoBaHa 30Ha LUBOB.

KaK LMPKY/IApHAs pe3eKums Tpaxew, IUIACTHU-
Ka Tpaxeyu C IIPMMEHEHMEeM ayTOTPaHCIIIaH-
tarta (pebepHOro Xpsma), TakXKe IPUMEHAIOT
IJIACTUKY Tpaxel C HpUMEHEHNeM 3aIlIaThl

Puc. 5. MynbTucnupanbHasi KOMMNbOTEPHas
TOoMorpacus: oMuaMeTp BepxHen TpeTu
Tpaxeun 7 MM, cpefiHen TpeTu — 6,7 MM,

HUXKHEN TPETU — 9 MM,

u3 nepukappa [5]. OgHaxo JaHHbIE TEXHOTOTUN
He HallUIM IIMPOKOrO IPUMEHEHMUs IpU Jiede-
HUM BPO>KIEHHOTO CTEHO3a Tpaxen 1 00/1ajaloT HU3KOM 9P PpeKTUBHOCTHIO.

B 1989 roxy V. Tsang u coaBT. [6] ommcany HOBYIO METOAVIKY XMPYPIUMYECKOTO JTe4eHNA
BPOXXJIEHHOTO CTE€HO3a TpaxeM — CKONb3ALIYIO IUIACTUKY Tpaxeu. MeToimka JaHHOI omepa-
LY 3aK/IH0YaeTCA B TOM, YTO CTEHO3MPOBAHHbIN YYaCTOK IIEPECEKAETCA B €ro CpefgHeil TOYKe.
ITpokcumanbHbI OTPE3OK CTEHO3MPOBAHHOTO CETMEHTA PACCEKAeTCA BJIO/b 110 IIepeHell CTEHKE,
a IMCTA/IbHBIN YYaCTOK — IIO 3aJHEN CTeHKe Tpaxew, II0C/Ie 4ero (opMMUPYIOTCA TOCKYThI TPaxen,
KOTOpbIe COMDKAITCA APYT C APYTOM METOJOM CKOMbKeHMA, M GOPMUPYETCA MeKTpaxeaTbHbII
aHacTOMO3. JlaHHAaA TEXHOJIOTM ITO3BO/AET YBEIUYUTH AMAMETP TPaXeW, TeM CaMbIM KyIMUpPO-
BaTb IPOSAB/IEHMA JbIXaTEIbHOM HENOCTATOYHOCTU. IIpumeyaTenbHO TO, YTO JlaHHAs OIepanusd
IpUMEHNMA ¥ U1 TPOTSKEHHBIX CTEHO30B Tpaxeu. HeocnopumMbIM IpeuMyIIeCTBOM TaKoM
PEKOHCTPYKTUBHO-IUTACTUYECKOI olepanny, 6e3yclIoBHO, SAB/IACTCA MCIIOIb30BaHNE COOCTBEH-
HBIX TKaHell TpaxeM, YTO MO3BOJIACT CO3ATh CTAOVJIBHBIN KapKac CTEHKV Tpaxey Y TeM CaMbIM
IpOoQUIAKTUPOBATh B IIOCTEONEPALVIOHHOM Iep1ofie MPOSABIEHNs TpaXeoMa/ALMU. YUYUTbIBasA
TeXHIYeCKue 0COOEHHOCT BBIIIOTTHEHMA CKOJIb3sAlIel IVTACTUKY Tpaxey, i 00ecrede s OKCH-
TeHallMy U HOBbILIIeHVA 6€30IIaCHOCT XMPYPIIYeCcKOro IedeH s IIPETI0KEHO BBIIIOTHATD Ollepa-
IMI0 B YCTIOBUAX 9KCTPAKOPIIOPAIbHOTO KpOBOOOpalleH s (ammapar NCKYCCTBEHHOTO KpPOBOOO-
pamenns:). Tem He MeHee JaHHAsA TEXHOJOTHA 06TafaeT CBOMMM MUHYCAMU: B YaCTHOCTY, TIPU €e
BBITIOTHEHNY HEOOXOAMMO IOAJep)KMBATh BBICOKMII YPOBEHb TellapMHU3AINMN, YTO YCIOXKHAET
paboTy XMpypra 3a cueT HOBBIIIEHNA KPOBOTOYMBOCTH.

Kak coo6maerca B pabore K.M. Connolly u W.E McGuirt [7], 9KMO y 4denosexa BrepBbie
ommcanu Clowes ¢ Ko/t B 1956 rofy, XOTs IIepBble KIMHUYECKIe VCIIBITAaHVA IPOJIOHTYIPOBAHHOTO
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[ETCKOIo BO3PACTA

npumeHeHnss DKMO 6bU11 3aBeplleHbl TOMbKO B 1970-X rofiax, a epBYIO YCIEIIHYI0 PeKOHCTPYK-
TUBHYIO omepanyio ¢ npumeHeHreM SKMO mamyeHTy ¢ pyOIIOBBIM CTEHO30M HIDKHEN TpeTu
tpaxeu BoimonHwm Walker ¢ kot B 1992 rogy. B 2001 rogy aBTOpBHI onmmcamyu cepuio KIyMHIYe-
CKUX CTy4aeB I10 JIEYeHNIO TAlMIEHTOB C BPOXKJEHHbIM CTEHO30M Tpaxey npu nopjepxke 9KMO
[2, 8, 9]. OnHako, 10 TAHHBIM TUTEPATyPHI, HECMOTPS Ha BBICOKNUII YPOBEHb PasBUTUA 3[PaBOOX-
paHeHusA U HaKOIUIEHHBIN OIBIT JIEYEHMA MALMEHTOB C BPOXK/IEHHBIM CTEHO30M TpaXxeu, eTajib-
HOCTb IIPU XMPYPrUYECKOM JIEYeHUN OCTaeTCsA BBICOKOI (1o 44%) [5].

Takum 06pas3oM, JiedeHe TAIMEeHTOB C BPOX/CHHbIM CTEHO30M TpaxeM ABJAETCA CIOKHOM
3ajiaueit, TpeOyroIIell TIIATebHONM AMAaTHOCTUKI 1 IIPOBEeJeHA IpefjoNepaliOHHOTO T/TAHNPOBa-
HI#, TIOCKO/IbKY HEBEPHO BBITNIO/IHEHHASA OIIEPALIMA MOXKET IIPUBECTY K JIETA/IbHBIM OCTIOXKHEHMAM.

3AKJTIOUEHUE

JleT ¢ BPOXXJIEHHBIM CTEHO30M Tpaxey MpPEACTABIAIOT CO0O0Il OYEeHb CIOXKHYIO TPYIITY
HALMeHTOB C OO/MBIINM KOMNYECTBOM CONYTCTBYIOIUX 3abomeBanmit. HecMoTpst Ha foCTIDKeHMA
MEIMIVHBI, TOOUTHCS OMaronpyuATHOTO MCXOZA YAAeTCs He BO BceX clydasx. Vcrmonp3oBaHue
JICKYCCTBEHHOTO KPOBOOOpaIieHNs (9KCTPaKOPIOPaabHON MeMOpaHHON OKCUTE€HAlMM ¥ afllla-
para MCKYCCTBEHHOTO KPOBOOOpallleHsI) T03BO/sAET 6€30I1aCHO BBIOTHUTD PeKOHCTPYKTUBHBIE
olepanyy Ha Tpaxee M M30aBUTb peOeHKa OT IPOSBIEHWII AbIXaTeIbHON HELOCTaTOYHOCTH.
[Tpu HE06XOAMMOCTY BO3MOXKHA OJJHOMOMEHTHAs1 KOPPEKIsI TIOPOKOB CEepAlla U TPaXeu.
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AXANA3UA KAPOUU B CTPYKTYPE CUHOPOMA
OJUIFPOBA Y PEBEHKA

A.b. Anxacos, T.B. bymyesa, H.JI. bypkuna, T.9. boposuk, C.A. ParHukos,
E.J. Komuna, H.B. llly6un, M.B. llly6una, A.O. IllmbikoBa, B.O. Menosan

OBOCHOBAHME

Cunpgpom OmirpoBa, M3BeCTHBIN Takke Kak AAA-cuHApoM (amakpumusA-axanasus-ajpe-
HOKOPTUKA/IbHAs HEJIOCTaTOYHOCTD), — PeKOe ayTOCOMHO-pellecCHBHOe 3aboneBaHme, 00ycIoB-
JIeHHOe MyTanuelt reHa AAAS, pacrnonoxeHHOro Ha xpomocoMme 12q13. 3aboneBaHne OTHOCUTCA
K KaTeropyim pefKIxX, ero pacpoCTpaHeHHOCTD cocTaBAeT 1 cryvait Ha 1 MytH [1], mpu 3ToM yaiie
BCTpeYaeTcs B IOIY/IANMAX C BHICOKUM YPOBHEM O/IM3KOPOICTBEHHBIX OpakoB. BriepBbie cHApOM
ObUT orucaH B 1978 romy aHITIMIICKUM sHIOKpuHOoroM J. Allgrove.
Knuandeckas kapTuHa 3a001eBaHNsA XapaKTepU3yeTCs KIaCCUIeCKOil TPUagoil CMITOMOB:
o axamasua Kappuu (Achalasia) oTmeuaerca B 75% ciy4aeB U IpOSB/IAETCA HapyLIeHMEM
MOTOPUKM HUIEBOJA, YTO MPUBOANUT K CPBITMBAHNAM, PBOTe, Aucdarum u, Kak cief-
CTBMeE, CHVDKEHMIO MACChI TeJIa, B TAKE/BIX CIyYasX — K UCTOIEHMIO;

o amakpumua (Alacrimia) — OTCyTCTBMe cle30TedeHUA, KOTOPOe OTMEYAeTCHd yxKe
B TIepMOJ], HOBOPOXKIAEHHOCTH;

¢ HAJIMIOYEYHMKOBAsA HEJOCTATOUYHOCTb — 6ose3Hb Anpmcona (Adrenalin sufficiency) —
MOKeT MaHM(eCTNPOBATh IMIIePIUTMEHTAIell KoKW, TUIOITMKeMIUell, COMbTePAIOI-
MM KPM3aMU ¥ BBIPKEHHOI C/1ab0CThIO.

IToM1MO OCHOBHOUI TpUafbl, y HAIMIEHTOB HEPEIKO HAOMIOAI0TCA HOIOTHUTEIbHbIE ITPOSB/ICHYIA:
HEBPOJIOTMYECKVIe HapylleHNs (BereTaTyBHas AMCQYHKINA, HEIIPOCEHCOPHAS TYTOYXOCTb), KOXHBIE
u3MeHeHMsA (TUIepKepaTos, MOBBIIIEHHAsA CYXOCTb), @ TAKXKe 3aiep’KKa pOCTa 1 MOJIOBOTO Pa3BUTHA.
B nmuTeparype onmmchIBaOTCA CTydan JAHHOTO 3a00/eBaHMA IIPU HaIMYUM IBYX IIPU3HAKOB [2].

Iuarnoctuka cuHppoma OnarpoBa BK/IOYaeT HECKONbKO 3TaloB. 30/I0TBIM CTaH[apTOM
ABJIAIETCA TEHETUYECKOe TeCTUPOBAHIE C BBIABJIEHIEM MyTanuii B reHe AAAS. VI3 mabopaTopHbIX
METOJI0B BaKHOE 3HAUeHe MMEIOT OIlpefie/ieHlie YPOBHA KOPTU30/Ia 1 apeHOKOPTUKOTPOIIHOTO
ropMoHa (IIpy HaJII0YeYHNKOBOI HeJOCTaTOYHOCTY BBIAB/IAIOTCA HU3KUIT KOPTU3OM M BBICOKMIA
aJpeHOKOPTUKOTPOIHBI TOPMOH), a Takxke npoba Illupmepa, mopTBep>kaaomas anaKpuMMIo.
VHCcTpyMeHTa/IbHAA AMAarHOCTMKA BKII0YAaeT KOHTPACTHOE PEeHTTeHOCKONNYEeCKOe JMCCefoBaHMe
XKeJTyZiKa MU 330(aroracTpoyofieHOCKOINIO [/IA BBIAB/ICHN A IPU3HAKOB aXa/las3ny, B HEKOTOPBIX
CTy4YasAX — MAarHUTHO-PE30HAHCHYI0 TOMOTPaduio TOJTOBHOTO MO3Ta, KOTOpas MOXKeT II0Ka3aTb
TUIIONIa3MI0 MO3OJIVICTOTO Te/la UK IPYTUe CTPYKTYPHbIE aHOMATINM.

Iuddepennyanbaas AMATHOCTUKA IIPOBOAUTCA C M3OMMPOBAHHON 0O0E3HBIO ANINCOHA,
cunzipomoM lllerpena (py HamM4YMM aTAKPUMUN), A TAKOKe APYTMMHU popMaMy axanasuy Kapanm.

Jleyenue cunppoma OjuirpoBa TpeOyeT KOMIUIEKCHOrO nopxofa. C XMPYprudeckoi TOUKu
3peHus, 0COOBIi MHTepeC MpeCTaB/IAeT aXanasusa Kapiuy, KOTopas IPOABAETCA B Pa3HOM BO3-
pacTe 1 He IMeeT CIeNVPUIHOI CUMIITOMATIKY, KpOMe JUChaTui, 4YTO CYLIeCTBEHHO 3aTPyAHAST
AMArHOCTUKY. /I AMarHOCTMKM axajTa3nuy MPUMEHAIOTCA 330(aroracTpoiyoeHOCKOINA U PEHT-
reHOKOHTPACcTHOE MCCTIeloBaHMe NIIEeBOA U SKeTyKa.

OdbexTUBHBIN MeTOJ| TePAINM aXaNasuy Kapauyu — XMpyprudeckoe nedeHne. B HacTosAmee
BpeMs ONTUMAIbHBIM CIOCOOOM XMPYPIMYEeCKOTO BMEIIATeNbCTBA AB/IACTCA KapAUOMMOTOMMUA
no lennepy ¢ pynpormmxanyeit o Jopy [3].
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AXAJTA3UA KAPOUN B CTPYKTYPE CUHAPOMA
OJUITPOBA Y PEBEHKA

[Tpu BBISABIEHMM HAfINIOYEYHMKOBOJ HENOCTATOYHOCTM JeTSAM Ha3HadaeTcsd IOXXM3HEHHas
3aMeCTUTe/NIbHAasA TOPMOHA/IbHAA Tepalysd ITMIOKOKOPTUKOMAaMM (TMAPOKOPTU30H) ¥ MMHEpPAJIO-
Koptukoupamu (paygpoKOpTU30H); IS YCTpaHEHMA CYXOCTM IJIa3 VICIIONb3YIOTCA IIperapaThl
MICKYCCTBEHHOII C/Ie3bl, a IIPY CHIDKEHUN MUIIEeBOro CTaTyca — HYTPUTUBHASA MOAAEPIKKa.

[Tpornos 3abomeBaHMs 3aBUCUT OT CBOEBPEMEHHOIT TOCTAHOBKY AMarHo3a 1 aJieKBaTHOCTHU Tepa-
nv. [Ipy panHeM BbIABIEHUN U IPABUIBHOM JI€YEHNY Ka4eCTBO XKU3HM ITAL[VIEHTOB 3HAYNTEIbHO YIy4d-
IIaeTCsI, OMHAKO COXPAHAETCS PUCK apeHalOBBIX KPM30B, TPeOYLINX HeOTIOKHOI oMoy, B oTna-
JICHHOM IIepyofie BO3MOXKHA MHBAIMAN3AINSA, CBA3aHHAA C HEBPOJIOTMYECKMMI OCTIOKHEHMAMM [4].

IlanHas my6nMKalyus HallpaB/leHa Ha IpUBJIeYeHVe BHUMAaHM MEUIVHCKOTO CO0ObIecTBa
K pefKoii matonorny — cuHapoMy O/IrpoBa Kak TPYSHOAMATHOCTYPYEeMOMY 3a00/IeBaHNIO, YTO-
ObI IOYEPKHYTh BKHOCTH TIIATE/IBPHOTO COOpa aHaMHe3a, KOTOPBIIT 3a4aCTYIO SIB/ISeTCS KII0YOM
K IVIaTHOCTUKE U JIEYEHNIO.

ONMUCAHUE KJIMHUYECKOI'O C/IYUAA

“I' ONMALIVIEHTE

B xupyprudeckoe topakanpHoe otfenenue OI'AY «HMIL sgoposbsa pereli» MuH3sgpasa
Poccum rocimranusuposaH ManpuuK B Bo3pacTe 1 roga 1 Mecana. IloBogoM /1A rocnuTanmnsanym
HOCTY>KII IIarHO3 aCIMPAIMOHHOTO cuHApoMa. [1py nocTymienun poguren pebeHka npenbsis-
JISUIV KasmoOBl Ha CHVDKEHNE alllleTUTA, OTCYTCTBYE NIPMOaBKM MacChl Te/la, CPITMBAHN U PBOTY
II0CTIe KOPMJ/ICHMIA, @ TaK)Ke pery/IsspHble 0L beMbl TeMIIepaTyphbl 40 (peOpMIbHBIX LUdp.

Anamnes 3a6onesanus. Co CJIOB pORUTENIEN, C YeTBIPEXMECIIHOTO BO3pacTa y pebeHKa HOsIBY-
JMCh W CTAIM IPOTPecCHpOoBaTb CUMIITOMBI TacTpossodareanbHoil AUCHYHKIMY (CPBIIVBAHUA
¥ PBOTA MPAKTIIECKN MOCTIe KaKIO0T0 KOPM/ICHN), YTO 0OYC/IOBUIO HU3KYIO IIPMOABKY MacChl Tea
M YacThle pecrnypaTopHble MHPeKmu. K MOMeHTY Tekyleil rocnmuranmsanny peOeHOK IepeHec
ISITh OOCTPYKTUBHBIX OPOHXWUTOB M TPY ITHEBMOHWM, ITOTPEOOBABIINX JledeHNsI B CTAllMOHAPaX.
HeB03MOXXHOCTD IIPOBEfeHNA afIeKBATHOI HYTPUTUBHOI IIOAIEP>KKI Ha (POHE MOCTOAHHO PBOTBI
Y XPOHMYECKON acIypanyy IpuBea K (GOPMUPOBAHUIO BBIPAXKEHHOI OEIKOBO-3HEPreTIYecKoil
HEJJOCTaTOYHOCTI, KOTOPasi, B CBOKO OYepe/ib, OTATOLIA/IA TeYeHNE PeCIPATOPHbIX 3a00/IeBaHMIIL.

o mocTymneHuss B TopaKanbHOe xupypruueckoe oraeneHne OIAY «HMIL spoposba
meteii» Munsznpasa Poccun pebeHok 6bU1 monMHOCTBIO 06cenoBaH. C Iie/Iblo UCKTIIOYEHMS TeHe-
TUYECKOJ IIaTOIOTMM IIPOBEJEHO IIOTHOIK30MHOE CEKBEHVPOBAHNE, BbIABMBIIEE T€TEPO3SUTOTHYIO
MyTauuio B rene SFTPC, XapaKTepHYIO /11 ay TOCOMHO-JOMIHAHTHOTO BapMaHTa HEJOCTATOYHO-
ctu cypdakraHTa. Mampumk ObII KOHCYIBTUPOBaH B HaydqHO-MCCIenoBaTeIbckOM KIMHNYECKOM
VMHCTUTYTe NeAMaTpum U fieTckoit xupyprum nmenu akagemuka l0.E. Benprumesa ®IAOY BO
PHVIMY um. H.J. IluporoBa Munszapasa Poccun (ITuporosckmit YHUBepCUTeT), Ife, COITTACHO
JaHHBIM KOMIIBIOTEPHOII TOMOTpaduy OPraHOB IPYAHON KIeTKH, oOpalano Ha ce6s BHUMaHUe
3HAYMMOeE pacIlVpeHye TeH) NNIIEeBOJA, U BIIepBble ObII 3aII003PEH AMArHO3 aXaaasuy Kapium.

Anammnes xu3nu. Co CIOB pOOUTENEN, OTMEYEHA Ba)KHaA JleTalb: C POXKIEHUA y Majbyl-
Ka HaOJIIOfla/IoCch OTCYTCTBME Ce300THeNeHNs (amakpyMus). YUWUTBIBasA COYETaHUe alaKpyMUU
C KJIMHMYECKOJ KapTUHO, IOI03PUTENBbHOI Ha aXaslasyuio, BO3HUKIIO NPEAIIONOXKEeHNEe O CUHPOME
Omnrposa (Triple A-cuagpom). [l14 ero BepuduKkanyy MeTOZOM IPAMOTO aBTOMATHYECKOTO CeK-
BEHVPOBaHMsA ObUIN JCCIeNOBaHbI KToueBble 9K30HBI (06, 08, 13-16) rena AAAS w1 nputeratomiye
MHTPOHHBIE OOJACTY, IPY 3TOM IATOTEHHBIX BAapUAHTOB HYKICOTUIHON IIOC/IEHOBATETbHOCTI
He 0OHapy>XeHo. B HacTosee BpeMs ommcaHo 6oriee 60 pas/IMYHbIX ITATOT€HHBIX BAPUAHTOB B TeHe
AAAS, oHAKO y 3HAYNUTE/IbHON NOMN MALVIEHTOB C MOATBEPKIE€HHOI K/IMHINYECKO KapTUHON CVH-
IpOMa CTaHAAPTHOE FeHeTUYeCKOe TeCTUPOBAHNe He BBIAB/IACT TAKOBBIX B KOAMPYIOMINX 00/1acTAX
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reHa AAAS, 4TO CBUJIETENICTBYET O CYLIECTBOBAHUM a/IbTEPHATUBHBIX MOJIEKYIAPHBIX HMPUYMH
3a007eBaHsI, TAKMX KaK [IATOT€HHbIE BAPUAHTDHI B HEKOVPYIOLIMX [TOCIEHOBATE/IBHOCTSIX MU My Ta-
L1V TeHOB-MOZIM(UKATOPOB, KOTOPbIE OCTAIOTCS IIPEMETOM HaTbHENIINX MCCIefoBaHmit [5].

PE3Y/IBTATBI ®PUM3NKATBHOI'O, TABOPATOPHOI'O
VI MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

[Tpy mocTymieHny B KIVMHNUKY COCTOsIHME peOeHKa paclieHeHO KaK TsDKeroe, B IIepBYIo ode-
penb 3a CYeT BBIPAKEHHBIX IIPU3HAKOB XPOHNYECKOII OeTKOBO-9HEPTreTIYEeCKOIl HelOCTATOYHOCTIL:
-2,49 nnsa HAZ (Height-for-Age Z-score — pmHa Tena nyist Bospacta) u -1,2 i BAZ (Body Mass
Index-for-Age Z-score — mHJeKC Macchl Tena Ay BospacTa). [Ipy ocMorpe obpamanu Ha cebs
BHUMaHMe Ol€HOCTh KOXKHBIX IIOKPOBOB, OJIBIIIKA B COCTOSIHMU IIOKOSI U Hajn4yyue OOMIbHBIX
IIPOBOJHBIX XPUIIOB HaJ| BCell IIOBEPXHOCTBIO JIETKMX.

%i_

JluarHo3 «Axamasust Kapaum» ObUI HOATBEP)KIEH pe3ylIbTaTaMyi PEeHTTeHOKOHTPACTHOTO
uccenoBanus mumesozpa (puc. 1) u ¢pubpoasodaroracrponyopeHockonuu (puc. 2).

B xauecTBe mepBoro srama
JIEYEHNA OBAKIDI C MHTEPBAIOM
7 [He BBINIONMHEHa Oa/yIOHHasA
Aumartanus ¢ Oy>XMpoBaHMEM
nuimesopa. [aHHble mHpoueny-
pbl IpUBOAUIM K BPEMEHHOMY
YIy4IIE€HNIO, OLHAKO K/IMHIYE-
CKas KapTMHa HEIPOXOLUMOCTHU
NNIEBOMA PeNUAVBIPOBaIa.

B cBsi3u C H€3(1)(1)€KTI/IBHO- Puc. 1. PEHTreHOKOHTpacTHoe Puc. 2. SHpocKonuyeckasa
CTBI0 Ma/IOMHBASHMBHOIO METO- uccnegoBaHWe BEPXHUX KapTuHa: onpenenseTcs cnasm
[1a TIPUHATO pelIeHne O XUpyp- OTAEJIOB XKeJyA04YHO- B 30HE€ HWXHEro nuLLeBoaHoro
——— BMELIATENbCTBE: KULLEYHOro TpaKra: chuHKTepa (cTpenka),
pe6eHKy yCIIemHo IpoBefeHa onpenenstoTcs 30Ha CY)KEHUSI  KOTOPbIN He pacKpbIBaeTCs Npu
JIAIIapOCKONMYECKass  Kapamo- nuiieBofa (cTpenka) nHcyddnaunmn Bo3gyxa, OfHaKo
muotomnsa 1o Temnepy ¢ CI’YH' M cynpacTeHoTUYecKoe CcBO60OAHO NPoXoauM ansg Tybyca
pormkanyeit o dopy (puc. 3). paclwmpeHue. SHOOCKOMNA AnaMeTpoM 6 MM.

[TocneonepanMOHHBI MEPUOLK
npotekan 6e3 ocnoxxHeHMit. CO BTOPBIX IOC/TEONEPALMOHHBIX CYTOK ITAI[IeHT Hayasl IOIy4aTb
HYTPI/ITI/IBHYIO HOI[,T.[CP)KKY CHCL[MaHMSMpOBaHHOﬁI CMECbKO Ha OCHOBE BbICOKOI‘I/I,I[pO}II/ISOBaHHOFO
OesKa ¢ TOCTIeAYIOIMM YBeudeHeM o0 beMa sHTepanbHoro nuranus. Ha 8-e mocneoneparon-
Hble CyTK! IallYIeHT BBINMCAH JJOMOI B yIOBIE€TBOPUTEIbHOM COCTOSTHUML.

i

VICXO[ Y PE3YTIBTATBI IIOC/TEQYIOIErO HAB/IFONEHVA

[Io maHHBIM IOCTIEAYIOLIEr0 HAOTIOfEHNs, IOC/Ie IPOBEIEHHOI OIlepalyy ITOBTOPHBIX
3MM30]0B PBOTHI U AMCArnm He OTMEYasnoch, peOeHOK Hayan CTabMIbHO IMpUOABIATh B Macce.
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AXAJTA3UA KAPOUN B CTPYKTYPE CUHAPOMA
OJUITPOBA Y PEBEHKA

Puc. 3. NNanapockonuyeckas kapanommotomus no lennepy (A) ¢ oyHgonnukauuen no dopy (b).

Pe3ynbTaThl IIIaHOBOTO PEHTTeHOKOHTPACTHOTO MCCIeOBaHNA, BHIIIOTHEHHOTO Yepe3 3 1 6 Mecs-
IIeB TOC/Ie XMPYPTrUYeCKOTro JIedeH s, II0Ka3am OTCYTCTBYE AVIATallu MNIeBOfia M TacTPO330-
¢areanbHoro pedrmokca (puc. 4). [TneBoit cTaTyc MalMeHTa IOMTHOCTbIO HOPMA/IM30BaICH.

W
ITPOT'HO3

YcnemHaa xupyprudeckas KOppeKLUs axanasuy Kapaun
(KapmMOMMOTOMMSI) IPUHIMINANIBHO MEHsET IPOTHO3 >XU3HU
nanyeHTa ¢ cuHgpomoM OJNITpoBa, IEPeBOAs €ro B KaTerOpuio
XPOHUYECKOT0, HO KOHTpomupyeMoro 3aboneBanus. Ilocre ore-
paumy KynmpyloTcs >KU3HEYTPOXKAIoIlye IMOCIeACTBYUS aclyupa-
IVIOHHOTO CUH[IPOMa, YTO PEe3KO CHIDKAeT YacTOTY TsDKENIbIX
pecnupaTopHbIX MH(EKINT U HO3BOIsET HPOBECTU HMOTHOLEH-
HYIO HyTPUTUBHYIO IOAEPXKKY CIeIaTi31POBAHHBIMU CMECSIMMU
JUISL SHTEPAIbHOTO MUATAHVIA.

B oTnaneHHOM Hepuofie Ha IepPBbIil IUIAH BBICTYIAIOT pyTie
CYMIITOMBI TPUAJbl, OIpefe/IAolIie KadeCTBO XU3HU Y JOJTO-
CPOYHBbIE PVICKU: IPOTpecCUpylolas HEeBPOIOTMYecKas CUMIITO-
Marrka (atakcus, nepudepnudyeckas HeNpOIATHs, BereTaTVBHBIE
HapyIIeHVs1) U IOC/IeACTBIUSA aJ[peHaNOBOI HEJOCTATOYHOCTH.

Takum o6paszom, manyeHTs! ¢ cuHApoMoM Osirposa Tpedy-
I0T TIOXKVM3HEHHOTO AMHAMMWYEeCKOrO HAOMIOfeHNsT MYIbTUIAVCIV-
IUIMHAPHOI KOMaH/0il (TacTPO3HTEpPOJIOL, SHAOKPIHOIIOL, HEBPO-
JI0T, 0(pTaTBMOJIOT) C AKIIEHTOM Ha KOPPEKIIVIO HAalTOYeYHVIKOBO
HEJOCTaTOYHOCTH Y HelpOJjereHePaTUBHBIX PaCCTPOICTB.

Puc. 4.
PeHTreHOKOHTpacTHOe
nccnenoBaHue nuwieBoaa
M XXenypnka nocne

KapAMOMUOTOMMMK: OBCYXXIOEHUE
MULLEBOA He ANNATUPOBaH,
naccax 6apus [TpencraBneHHbIl KIMHUYECKUIT C/Iydail MITIOCTPUPYeET
YAOBNETBOPUTENbHbIN. KJTIOYeBbIe aCIIeKThI XMPYprideckoit u audepeHIaapbHoN gyar-
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HOCTVIKY PENKOJ Hac/lefCTBEHHON IaTOJIOTMM JeTCKOro BodpacTa. [lepBuuHble racTpoasodare-
aJIbHBbIE U peclypaTOpHbIe CYMIITOMBI OBUIV HENPaBVWIBHO VHTEPIPETUPOBAHEL, YTO OTCPOUMIIO
BbIAB/IEH/E OCHOBHOI IPUYMHBI — aXa/jasuy Kapauy. XUpyprudecknii acleKT OKas3ascs pella-
IOIIMM B JIEYEHMM JAHHOTO IalyeHTa. PasBuTme TsDKENMOM OenKOBO-9HEpPreTMYecKOoil HeocTa-
TOYHOCTY ¥ PeUUAVBUPYIOIINX ACHUPALMOHHBIX ITHEBMOHMII CO3[1aBajl0 >KM3HEYTPOXKAIOUIYIO
CUTYaINIO, HOTPeOOBABIIYI0 HEOTTIOXKHOTO XMPYPriudeckoro BMenrarenscrsa. HeadpdexrusHocTs
0a/UIOHHOV AVJIaTalVV OIIpefeNyIa MMOKa3aHysl K PagyKaIbHON Ollepaluy — KapAuOMUOTOMUN
no lennepy. YcnemHoe Xxupyprudeckoe yCTpaHeHMe axajnasuy Kapauy IO3BONNUIO KyNMPOBaTh
CUHJPOM acCIMpalNM, HA3HAUUTh HYTPUTUBHYIO NOANEP)KKY CIeLMaTN3NPOBAHHBIMYU CMeCAMI,
TEM CaMbIM CO3JjaTh OJIATONPUATHBIE YCTOBUSA IJI KOPPEKIMMU IMIIEBOrO CTaTyca. DTOT ITall
SIBJISIETCS TIEPBOCTENIEHHBIM B BeleHMM MOJOOHBIX MAIMEHTOB, TaK KaK 6e3 Hero Iociefyrolee
KOHCEpPBATMBHOE BeleHMe IPYIUX MOTEHIVAIbHBIX NPOSBICHMII CUHIPOMa (HEBPOIOTMYECKIX,
9H/IOKPVHHBIX) HEBO3MO>KHO.

C Touku 3penusa pudepeHnranbHON JUarHOCTHUKY, CIyYail AeMOHCTPUPYeT HeOOXOAUMOCTD
paccMaTpuBaTh axajaasuio y ieTeil He KaK M30/1MPOBaHHYIO IATOIOTMIO, a KaK OfINH U3 CUMIITOMOB
TeHEeTIYEeCKOTO CMH/IPOMA, 3aTParnBaollero HeCKOIbKO cucTeM oprannsmMa. CodeTaHue axanasumn
C BBIABJIEHHOJ T103)Ke a/laKpyMMeil, HeCMOTpsl Ha OTCYTCTBME MOJIEKY/IAPHOTO IOATBEPXKIEHMA
MyTanuy B reHe AAAS, popMupyeT KIMHIYECKYIO KapTUHY, BBICOKOCTIEIVIPIYHYIO I CUHAPOMA
Onnrposa. 9To NOAYEPKMUBAET, YTO OTPUIIATENIbHBI PE3yNbTaT PyTUHHOTO T€HETUYECKOTO TeCTH-
POBaHNUA He TI03BOJIAET CHATDH KIMHIYECKIIT [UarHO3, OCHOBAHHBIN Ha COBOKYITHOCTY (PeHOTUIIN-
YeCKUX IPU3HAKOB. XMPYPT, CTAJIKMBAsACh C axajasye y MalyieHTa JeTCKOro Bo3pacTa, 0COOeHHO
IpM COIYTCTBYIOIIEV aTAKPUMUM B COYETAHUN C 3a[ep>KKOJ (U3NYeCKOTo U HepBHO-ICHUXIYe-
CKOTO Pa3BUTHs, SO/DKEH MHUIMIPOBATh MEXIVICIUIUIMHAPHOE 00C/IeoBaHye /I VCKTI0YeHNS
TeHeTIYeCKOI IPUPOBI 3a00/IeBaHMSL.

3AKJTIOUEHUE

CBoeBpeMeHHas1 XMPYprudeckas KOppeKIys axanasuy — XU3HEHHO HeoOXouMasi U IIepBo-
ouepenHas Mepa y feTell ¢ TAKeIbIMM HapylIeHMAMM NUIEBOro CTaTyca u acnupanueil. Begenne
TAaKIX IAlVIeHTOB He 3aKaHYMBAETCA Ha OIEPALVIOHHOM CTOJIe, JUATHO3 aXa/lasui B IefuaTpude-
CKOJ1 IIpaKTuKe TpebyeT 00513aTeIbHOTO MOVCKA COMYTCTBYIONINX aHOMA/NIL (aTaKpUMus, HeBPO-
JIOTVYeCKMiT Jie(UIINT, HAAIIOYeYHUKOBass HEJOCTATOYHOCTb) /I YCTAHOB/IEHVS BO3MOXKHOTO
CUHJIpOMA/IbHOTO IMAaTHO3a, JjayKe IIPY OTPULIATEIbHBIX PE3yIbTaTaX FeHETUYECKOTO CKPYHMHTA.

| CIIUCOK JIUTEPATYPbI
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MAJIOUHBA3UBHbIA METOA JIEYEHUS
TMTAHTCKOW SHTEPOTEHHOW KUCThI
CPEJOCTEHMS, OCJIOXXHEHHOW KOMMNPECCUEN
ObIXATEJIbHbIX NYTEW...

MAJIOMHBA3UBHbIA METO[ IEYEHUS TMTAHTCKOM
SHTEPONEHHOW KUCTbl CPEAOCTEHMUS,
OCJIOXKHEHHOW KOMMPECCUEW AbIXATEJIbHbIX
NYTEW, Y PEBEHKA 10 MECALIEB YKU3HMU

A.B. Anxacos, C.A. Parhukos, A.Vl. Komuna, A.O. llimpikoBa, M.B. Illy6una, H.B. Illy6un

OBOCHOBAHME

OHTepOreHHbIe KUCTBI JKEMYJOYHO-KNIIEYHOTO TPAKTa — PefiKMie BPOX/IeHHbIe aHOMAJIN,
KOTOpbIe 0OHAPY>KMBAIOTCA OT POTOBOJ IOJIOCTH O NMPSMON KVIIKM: Yallle BCETO BCTPEYAIOTCS
B IO B3OIIHOM KuiKke (33%), a Taxoke B nuieBoge (20%), Toncroit kuike (13%), ToIen KuIKe
(10%), >xemynke (7%) u nBeHapuaTuIepcTHO kumke (5%) [1]. DHTeporeHHbIe KMCTBI CpefocTe-
HUSL — IOPOKM pasBuTus nepenHet kumky (foregut duplication cysts) [1-3].

OHTepOoreHHble KVCTBI >KeTYyJOYHO-KUIIEYHOIO TpakTa (QopMMpYOTcsa Ha 4-8-i1 Hefene
aMOproreHesa B pe3y/bTaTe HapyIIeH)s BaKyO/IM3alMy IEePBUYHON KMIIEYHON TPYOKM U IIpen-
CTaBJIAIOT COOOII KUCTO3HBIE CTPYKTYPbI, BBICT/IAHHBIE TUIIMYHBIM JI/Is IUIIeBaPUTENTbHOTO TPAKTa
anuTenyeM (Jalle IVJIMHAPUIeCKIM, SKeTyJOYHBIM VIV KUIIEYHBIM), MIMEIOIIVIe MbIIIeYHYI0 000-
JIOUKY M 4aCTO aHATOMMYECKYIO CBA3b CO CTEHKOJI NMUIEBOfia MM 03BOHOYHVKOM (HeposHTe-
panbHble KUCTHI) [1, 4].

Knnnanveckas MaHudecTaiys 3a60/1eBaHusA CBA3aHa, KaK IPaBUJIO, C yBeIMYEHUEM Pa3MepoB
00pa3oBaHUA ¥ Pa3BUTIEM KOMIIPECCUN OPTaHOB CPEfOCTeHNs, IIPEXKe BCETO Tpaxen, OpOHX0OB
u muesona [1, 3, 4]. V meTeit paHHero Bo3pacTa B CBS3Y C MaJIBIMU 00'beMaMyl CPeJOCTEHNS JJaKe
He6Oo/IbIINe KUCTBI MOTYT ObITh KIMHIYECKY 3HAUMMbBIMI Y IIPOSIB/IATBCA CUMITOMaMM KOMITpec-
CHI: CTPUOPOM, Aycarueil, pelANBAPYIOMIVIMI PeCIIPaTOPHBIMY MHPEKIVAMIY, peXKe )KIM3He-
YTPOXKAIOIIe! IbIXaTe/IbHOI HeJOCTaTOYHOCTBIO. beCcCMMIITOMHBIE KUCTBI, BBLAB/IEHHBIE CTy4ailHO,
TaKXXe IOJIeXaT YAJIEHNIO B ITAHOBOM IOPSAJKE B CBA3Y C PUCKOM YBe/IMYEHS, MaTUTHU3AIVIN,
U3bA3BJICHNS, TIepopaluy nim KpoBousmmanu4 [1, 3, 5-8].

30/I0TBIM CTAHJAPTOM IMATHOCTVIKY SIBJISIETCS KOMITBIOTEPHASA TOMOTrpadyisl OpraHOB IPYIHON
KJIETKV C KOHTPACTHBIM YCHJIEHMEM, [I03BOJIAONIA TOUHO OIPEefeNIUTb pa3Mepbl, T0KaIN3aluIo,
B3aMIMOPACIIONIOKEHNE C KM3HEHHO BOKHBIMU CTPYKTypamu (Tpaxeeil, OpOHXaMM, MUIEBOJOM,
KPYIHBIMY COCYZIaMM, IIO3BOHOYHMKOM) [1, 3]. OKOHYaTeIbHbIN AMATHO3 YCTAaHABINBAETCS ITOCTIe
TYICTOJIOTMYECKOTO MCCTIeIOBAHMA YAAIEHHOTO IIperapara.

Xupyprudeckoe yedyeHye sIBISeTCS METOOM BbIOOpa IPY KMCTAX CPELOCTEHMs]; IIPU TUTAHT-
CKMX pasMepax 00pa3oBaHMsA y feTell paHHero BO3pacTa TPAAULIMOHHO IPUMEHSINCh OTKPBITHIE
ollepaTVBHbIe BMeIIaTelIbcTBa [6]. B HacTosAIIee BpeMs MeTOIOM BbIOOpa ABJIAIOTCSA TOPAKOCKOIIN -
JecKie oIepaluy, KOTopble obecredrBaeT IMOTHY0 PaINKaTbHOCTD, COIIOCTABYMYIO C OTKPBITO
olepanyeil, 3Ha4NTeIbHO YMEHBIIAIOT IIOC/ICOIEPALVIOHHYIO 00JIb, YACTOTY OC/IOKHEHMIL U YIy4d-
IIAI0T KOCMeTHYecKuit pedynsrar [1, 7]. Onepaunsa y perell Miajuiero Bo3pacra ¢ 6ONbIINMM
KJCTaMU IIPEJICTAB/IAET TEXHNIECKYIO CIOKHOCTD BBU/LY OIPAaHIYEHHOTO IIPOCTPAHCTBA U Tpedy-
€T BBICOKOJI KBa/IM(UKALUY XVPYPrUdecKoil KoMaHasl [9, 10].

B Hamem KIMHMYECKOM CTydae IPOJEMOHCTPUPOBAHBI BO3MOXKHOCTY SHAOXMPYPIUM IIPU
KJCTaX CPeJOCTEHUA Y MIIaJICHIIeB.
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ONUCAHUE KITMHUYECKOTIO CJTYYAA
o O

HleBouka, 10 Mmec, rpaxjgaHka Y3bekucraHa, moctymmia ¢ auarHosom «HoBoo6GpasoBaHme
CPeOCTeHMsA I'MIAaHTCKUX pa3MepoB. CyOKOMIIEHCHPOBAHHBI KOMIIPECCUOHHBIN CTEHO3 IMUIIe-
BOJja, HJDKHEN TpeTM Tpaxel M IJIaBHBIX OPOHXOB, OC/IOXKHEHHBIV JIbIXaTe/IbHOU HeJoCTa-
toyHocTbio II-III crenmenm». JKamo6bl mpM MOCTymIeHMM Ha IIYMHOE JbIXaHMUe, OJBIIIKY,
nucarno.

Anamnes 3abonesarus. PebeHOK HaOIIOAIICA ITO MECTY KUTEIbCTBA C AMAarHO30M «BpoxxieHHas
Kucrta cpefocrenns. O6CTPYKTMBHBI OPOHXUT, peluuBIpyIollee TedeHe». Pogurenn pebenka
CaMOTeKOM OOpaTminuch B IpueMHO-AMarHoctmdeckoe otpenenume PIAY «HMMUIL 3poposbs
nereii» MuHsgpasa Poccun.

PE3YJ/IBTATDBI ®UN3NKAJTBHOTI'O MCCIIEJOBAHWA

CocTtosiHre pebeHKa TsDKeoe 3a cUeT JpixarenbHoit HegoctatouHocTu [I-1I1 cTemenu, cra-
omnbHOe. COCTOsAHME IMTAHUA COOTBETCTBYET BO3pacTy. KoxHble IIOKpOBBI CMyTJIbIE, YMEPEHHO
B1a>kHbIe. CrM3ucThie 060/104KY YncThIe. JInMdaTndeckie y3bl, JOCTYIHbIE TTa/IbIIAINMN, MATKO-
3MIACTIYHON KOHCUCTEHIINN, He YBeI4IeHbl, 6e300/1e3HeHHbIe, He CIIASHBI IPYT C JPYTOM U IIOf-
KO>KHOJ KJIETYATKOM, KOXKa Hafl HUMM He U3MEHEHa.

KoctHas cucrema: BOpoHKOOOpa3Has gedopMalus IPySHOI KIeTKY, BBIpaKeHHOE BTSDKEHME
B 00/1aCTU MEYeBMIHOTO OTPOCTKA IIPI BIIOXE.

B nerkmx ppixaHme >KeCTKO€, IMPOBOAMUTCA BO BCE OTZENbI, BBICAYLIMBAKOTCA PacCesHHbIE
CyXMe CBUCTSALME XPUIIBI II0 BCEM ITOJIAM.

Yacrora geixanus 35/vmH. Carypanus (SpO,) 97%.

OO6macTb cepalia BU3ya/JbHO He M3MeHeHa. TOHbI cep/illa 3By4YHbIe, PUTMUYHbIE, IIyMOB HeT.
YacroTa cepAedHbIX cokpaeHnit 140 B MMHYTY IIpu 6eCIIOKOJICTBe.

%i_

HoBoo6pasoBaHue cpefocTeHNs TUTAaHTCKNUX pa3MepoB. CyOKOMIIEHCUPOBaHHBI KOMIIpec-
CHOHHBII CTEHO3 MUIIEBOJA, HIUYKHEN TPETU Tpaxeu U IJIABHBIX OPOHXOB, OCTIO>KHEHHBII IbIXa-
TebHOM HemocTaTouyHOCThIo II-1II cremenn.

Pe6eHOK KOMIIIEKCHO 00CIefoBaH: IO pe3yiabraTaM IabOpPAaTOPHBIX METOJOB OTK/IOHE-
HU He BbIABJ/IEHO; IIpM PEHTI€HOKOHTPACTHOM MCC/IENOBaHUN )KCHY,HO‘{HO—KI/H_He‘{HOI‘O TpaKTa
¢ 6apueBoil B3BeChI0 OOHAPYKEHO, YTO INILEBOX B CPefHell TpeTu 06pasyeT HeOOIbIIYIO IIPABO-
CTOPOHHIOIO [IYTY.

[IpoBeneHO 9HOCKOMMYECKOE T000CIenOBaHMe: TP OPOHXOCKONUM — KOMIIPECCUOHHBIN
CTEHO3 HIDKHENI TPETH Tpaxel 3a CYeT CAaB/IeHus U3BHe; Ipu GpuopoasodaroracTpomayoneHoCKo-
U — KOMITPECCHOHHBIN CTEHO3 BEPXHEN TPETU MUIEBOJA 32 CYET CHABIEHNUs U3BHE.
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MAJIOUHBA3UBHbIA METOA JIEYEHUS
TMTAHTCKOW SHTEPOTEHHOW KUCThI
CPEJOCTEHMS, OCJIOXXHEHHOW KOMMNPECCUEN
ObIXATEJIbHbIX NYTEW...

KommnbrorepHass Tomorpadusi opraHoB TPYZHOI IHONOCTM IPOJEMOHCTPUPOBANa KapTUHY
KJCTO3HOTO 0Opa3oBaHNs BEPXHETO, CPEHEr0 1 3aJHer0 CPeOCTEHNS C NMPU3HAKAMM CY>KeHMs
HIDKHEI TPeTy Tpaxey U IVIaBHBIX OpoHXoB (puc. 1).

ITocte KOMIUIEKCHOTO 1006CIeoBaHNsA peOeHKY IIPOBe/IeHO MIHIMA/IbHO HBA3UBHOE TOPa-
KOCKOIIYeCKOoe yAaseHye KVCThI cpefocTenu (puc. 2-6).

=] VICXOI ¥ PE3Y/IBTATHI IIOC/TEAYIOIIETO HABTIOIEHS

ITocneonepallMOHHBI TIepMOf, MTPOTEKaT
ITafiKo. JIbIxaTenbHas HEJOCTATOYHOCTD M JIVIC-
¢arua nomHOCTbI0 KyNMpOBaHbL PeGeHOK BbI-
IJICaH JIOMOJl B Y/IOB/IETBOPUTEIBHOM COCTOSI-
HIY Ha 7-€ TI0CTIeOTePallIOHHbIe CYTKIL.

Puc. 1. KomnbloTepHast ToMorpacums
OpPraHoB rpyaHOMN NONOCTU C BHYTPUBEHHbIM
KOHTPaCTUPOBaHWEM: KapTUHA KUCTO3HOIO
06pa3oBaHNs BepPXHero, CpeaHero U 3agHero

CPEefOCTeHUS C MPU3HAKAMU CYXKEHUS HUXKHEN Puc. 3. TopakocKkonus: BU3yaJM3MpoBaH
TPETU Tpaxeun U rnaBHbIX OPOHXOB (3eN1eHbil LBET), npasbll 6/1y>XAalOLWNIA HEePB, KOTOPbIN Obin
CVMHUM LIBETOM Bblfle/IeHa AblXaTesibHas cuctema. pacnnacTtaH Ha Kucte (CTpenka).

Puc. 2. Topakockonus: B 3agHeM cpeaoCcTeHum Puc. 4. TopakKocKonua: KACTa BCKPbITA,
onpenensercsa HanpsHKeHHoe KUCTO3Hoe noa naBfieHNeM nosyyeHo 6enoe
ob6pa3oBaHue pasmepoM 5,0x3,0 cM (cTpenka). coaep)xmumoe — cnu3b (CTPeNnka).
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Puc. 5. Topakockonus: coaepXXnMoe KUCTbl
CaHMPOBaHO, NieBpasibHas NOAOCTb NPOMbITa
pactBopoM NaCl 0,9%; 060/104KK KUCTbI
OTAEeNeHbl U BblyLLEHbl 63 NOBPeXaeHuUs
COOCTBEHHOM CN3UCTON nuLLEeBoaa (CTpenka).

bnaronpuarabi. JJoCTUTHYTO BBISKOPOB-
neHue pebenka (puc. 7).

OBCYXAEHUE

Cor/1acHO TaHHBIM OTeYeCTBEHHBIX U 3apy-
OeXHBIX aBTOPOB, TOPAKOCKOIIYECKOe y/ja/leHue
KVUCT CPe[OCTEHVsI y JieTeil T03BO/IsAeT CHUSUTD
YaCcTOTy IIOC/ICONEePAIVIOHHBIX OC/IOXKHEeHMIT,
COKPAaTUTb CPOKM TOCHMTANM3ALUN U YIyd-
IINTh KOCMETMYECKIIT Pe3y/IbTaT 110 CPaBHEHWIO
C OTKPBITBIMY BMelIaTeIbcTBaMu [5-7].

Tunu4yHbple JUMATHOCTUYECKUE METOMIBI
BK/IIOYAIOT MY/IBTUCIUPATIBHYI0 KOMIIBIOTEp-
HYI0 TOMOTpaduio ¥ MarHUTHO-PE30HAHCHYIO
ToMOrpaduio IJIs ONpeneneHNs JTOKaIn3alun
Yl QaHATOMIYECKOTO B3aMOPACIIONIOXKEHNUS KUCT
C OKpY>KalolMMu CTpykTypamn [1, 3].

Topakockommyeckasi pe3eKIysi CUUTAeTCsI
6e3omacHbIM 1 3G(EKTUBHBIM METOIOM IPU
OpOHXOTeHHBIX M JIYIUIMKAIMOHHBIX KUCTaX
y meteit [4, 8].

Puc. 6. Topakockonusi: KUCTa NOMHOCTbIO YAANIEHA
6e3 NoBPEeXAEHUS XKU3HEHHO BAXKHbIX CTPYKTYP;
060M104YKMN KUCTbI U3BJIEUYEHDI U3 NJIeBPAJIbHON
NnoJIoCTH Yyepes 5-MUNNMMeTPoBOE OTBEPCTUE
Tpoakapa. l'eMocTas. KpoBonotepsi He3HaunMas.
a3 u Tpoakapbl yaaneHbl U3 NieBpasibHON
NoJIOCTU. YCTaHOBNEH NJiIeBpaibHbIf APEHaX.
PaHb! yLinTbl. ACcenTuyeckune rnoBsi3KM.
Makponpenapat: 060/104KN KUCTbI MULLEBOAA.
FMcTonornyeckoe 3ak/oUyeHne: «IHTeporeHHas
KucTa (yaBoeHuUs) nNuLleBoaa».

Puc. 7. BHeluHMn BUa pebeHka
nepen BbIMUCKOW U3 CTaLlMOHapa.
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3AKJTIOMEHUE

ITo HalmmeMy MHEHMUIO, HpeJICTaBHeHHbIIU/I KAVMHUYECKU cnyqaﬁ IIOATBEPIXKAAET uenecoo6pa3—
HOCTb IIPpUMEHEHNUA Ma/IOMHBAa3MBHDbIX TEXHOJIOTUI Jaxe IIpM TUTAHTCKUX pa3dMe€pax IHTEPO-
T€HHbIX KIUCT CPpEOOCTEHUA Y ,[[eTeIU/I IIEPBOTrO roja >XM3HM NIpY YCIOBUU BBIIIOIHEHMA OIl€paliun
B CIIelINa/in3pOBaHHOM LIEHTPE.
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CEPUS! KNTUHUYECKUX HABNTIOAEHUWA NALUMEHTOB
C coOobWLAKOLWUNMCA BPOHXOJIETOYHbIM NOPOKOM
PA3BUTUA (MULLEBOOHOE JIETKOE)

A.B. Anxacos, C.A. Paraukos, E.JI. Komuna, H.B. llly6un, M.B. Illy6una, A.O. IlImpikoBa

OBOCHOBAHME

Coo6marormmuecss 6pOHXOJIETOYHbIe TIOPOKM Pa3BUTHA HepeIHell KUIIKN — PeiKiie BPOX/eH-
Hble AaHOMA/INM, XapaKTepU3YIOLIecss Ha/M4leM CBUINA MeX/[y YJ4acTKOM JIETOYHOI TKaHM (J1er-
KOe, JIOJIA1 JIETKOTO, CETMEHT) U INIIEBOIOM VUIV JKeTyIKOM. B 3apyOesxHoit mutepaType B Iepuop,
¢ 1959 1o 2019 rop onmcaH 61 manueHT ¢ MaTONMOTMYeCK!M OPOHXOIETOYHBIM COo00IeHreM [1].
[To pesynpraTaM aHamM3a POCCUIICKON U 3apyOeXHOI JTUTEPaTyphl, MUIIEBOJHOE JIETKOe
Brepsble Ob10 onvcaHo E. Klebs B 1874 roxy [2], a B 1968 roxy R.D. Gerle n coaBT. npenmoxmmm
TEPMIH «COOOIAoIecs: OpOHXOJIETOYHbIe TIOPOKM PAa3BUTHA NepefHelt Knky (communicating
bronchopulmonary foregut malformations; CBPFM) [3].
B 1992 romy M.S. Srikanth u coaBr. [4], B35IB 32 OCHOBY ypOBeHb PacIOJIOKEHVS aHOMA/IUN
¥ COOOIIEHNMS MEX/TY AbIXaTeIbHON CUCTEMOTI Y IIMIIEBOJOM /OO0 >KETyIKOM, pacCMOTpenu 57 Ciy-
JaeB U NMPEIOKIIIN CUCTEMY KaccupuKanyy 930¢areagbHOTO IeTKOTO, BBIIEMNB 4 TPYIIIILL:
o ITnm (16%), mpu koTOpoM OpOHXO/IErouHass ManTb(OPMAIVA CBA3aHA C aTpe3uell Iuiie-
BOJa U TPaXeONNIIeBOHBIM CBUIIIOM;

o II'tum (33%), mpy KOTOPOM OTCYTCTBYeT IJIaBHBI OPOHX Ha CTOPOHE OPaKeHisl, JIeTKOe
HIOJIHOCTBIO COOOIIAETCS € MUIEBOJIOM;

o III tun (46%), Ipy KOTOPOM M30MMPOBAHHAA AaHATOMIYECKas OJLA M/IV CETMEHT JIETKOTO
COO00IIaeTCs ¢ MUIIEBOLOM VN XKETYLKOM;

o IV tun (5%), npu KOTOpoM MMeeTcsA cOOOIIeHre MeXAy HOPMaIbHOM OpOHXMAIbHOI
CUCTEeMOI U IIUIIEBOIOM.

B 1996 rony Floyd Taxoke ykasas, 4To OZHUM U3 OT/INYNI NNIIEBOTHOTO JIETKOTO OT JIETOYHOI
CEeKBeCTpallMy ABJIACTCA HaM4Me KpOBOOOpallleHNs Yepes JIETOYHYI0 apTepuio [5].

ONMUCAHUE KJIMHUYECKUX CZTYYAEB

3a nepuog ¢ 2019 no 2025 rox B ®TAY «HMMUII 3poposbsa pereit» Munsgpasa Poccun
Ha JIeYeHNM HAXOAWIOCh 5 JieTeil ¢ COOOUIAMMMICA OPOHXOIETOYHbIMI MOPOKAMM PasBUTUA
nepenHeit knmkn. [To kmaccuduxanuy, npemnoxxenHon M.S. Srikanth, nBa pebenka oTHOCUINCD
ko II Tunny CBPFM, tpu pebenxa — k III tunmy CBPFM.

© O

O nayuenme. [leBouka, 6 /€T, OT IePBOIl OePeMEHHOCTH, TIEPBBIX CAMOCTOSITENBHBIX POJIOB
Ha 38-i1 Hemene recTauyu. Macca Tena npu poxxjeHnn 2545 1, orjeHKa 1o 1mkane Anrap 8/8 6amos.
PebGeHOK pocC 1 pa3BUBAJICS B COOTBETCTBUNU C BO3PACTOM.
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CEPUS KNIMHUYECKWUX HABJTIOAEHWUI
MALUVEHTOB C COOBLLAOLLNUMCA
BPOHXOJIETOYHbIM MOPOKOM PA3BUTUA
(MULLEBOAHOE JIETKOE)

ITocne Havama BBefieHNA NPUKOpMa y pebeHKa OTMedasNch SMM30AbI PBOTHL B aBrycre
2020 roma mpy 06C/IeTOBaHNY IO MECTY XKUTE/IbCTBA BBIAB/IEH CTEHO3 INIEBO/A, B CBSA3M C YeM
IpOBOAM/IACh OA/UIOHHAS AVIATAIVIA O BO3PAcTHOTO pasMepa AyaMeTpa NUIEeBOJA, IIOCTIe Yero
amm3onbl gucharuy KynuposaHsl. B 2022 rogy mpu ImpoBeeHM) MYIbTUCINPATIbHON KOMIIbIO-
TepHOI ToMOorpaduy OpraHOB I'PYAHON KJIETKV BBISAB/IEH INOPOK Pa3sBUTHA HYDKHE OV 1€BOrO
nerkoro. B utone 2025 ropa y pebeHKa OTMedanuch SNM30/bl pa3BUTUA 601ell B TPYSHON KIeTKe,
OIBIIIKA, JIMXOpajJKa. YCTAHOBJIEH [MAarHO3 BHeOONbHMYHON ITHeBMOHMMU. Ilocie mpoBeseHHOro
7iedeHus JOKyMEHTbI HallpaBJIEHbl B XUPyprudeckoe TopakanbHoe oraenenne PIAY «HMUIL] spo-
poBbs pmeteit» Munsnpasa Poccyn. Pe6eHOK rocumTanusupoBaH B XUPyprudeckoe TOpakaabHOe
OT/ie/IeHNe C HAIIPAB/IAIOLIVIM AMAarHo30M « KemymouyHo- IUIeBOAHBI PedIIoKC».

PE3Y/IBTATBI ®PU3NKATBHOI'O, TABOPATOPHOI'O
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

B namem neHTpe peOeHOK ObII KOMIUIEKCHO oOciemoBaH. [Io JaHHBIM yIbTPasBYKOBO-
ro MCCIAENOBaHMA IIOYEK M MOYEBBIBOJAIINMX IyTell, Y peOeHKa BbIAB/IEHA IOAKOBOOOpa3-

' ' ‘ Has noyka. C menpio Bepudukanyuy auar€osa

i

BBITIO/THEHbI OPOHXOCKOIMS, TacTPOCKONMUS,

MY/IBTUCIVPAIbHAsT KOMIIBIOTEPHAsi TOMOTrpa-

¢ust ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHMUEM,

PEHTTEHOKOHTPACTHOE UCCIIEIOBAHNE TINIIEBO-

Jia ¥ XKenyaKa ¢ 6apueBoii B3Becbio (puc. 1-3).

\—=

> T —
r [To maHHBIM OpPOBENEHHBIX 00OCIeNOBa-
‘ HUIA 13666HK21 OIpeMeNsAeTcss MOPOK PasBUTHS
HIDKHEIT JIO/TM JIEBOTO JIETKOTO C MOpaKeHmeM

' 5-ro cermMeHTa cieBa. VIMeeTcsa Iaroormye-
CKoe cooOleHne NMIeBoJa C HYDKHEN Hojen

S neBoro serkoro. ITo [aHHBIM NPOBELEHHOTO

00C/IeoOBaHNsI MO)KHO YCTAHOBUTD CIIEHYIOLINI

Puc. 1. MynbtucnupanbHass KOMMNblOTEpPHasA nuarHo3: «lIopok pasBUTUA 71€BOrO JIETKOTO
TOMOrpadusa ¢ BHYTPUBEHHbIM (mumesopnoe nerkoe), tun III. Crenos nuie-
KOHTPACTUPOBAHNEM: HWXKHSAA A0NS IEBOr0O Boga. CocrossHue mocie 6a/IOHHONM [ujIaTa-
JIerKoro u 5-1 CerMeHT JIeBOro Nerkoro nun. JKenymo4HO-NuIIeBOAHBIN  pedITroKc.
KUCTO3HO M3MEHEHbI (CTpesKa). [TogxoBoOOpasHasi MOYKa».

Puc. 2. 330charockonus: rno 3agHen 1eBOM CTEHKe NULLLEeBOAa onpeaensierca ycTbe cBulleBoro xoaa (A);
OuaMeTp CBULLEBOro xona 6 MM (B); NONOCTb KUCTbI B JIEFKOM BbICT/IaHa anuTenuem (B).
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YunutbiBass BbIABJIEHHBbIE IATO-
JIOTMYEeCKMe VI3MEHEHUA CO CTOPOHBI
HVDKHEI IO/ JIEBOTO JIETKOTO U S13BIY-
KOBOTO CErMEHTa, II€PEHECEHHYIO
IIHEBMOHMIO B aHaMHe3e, peOeHKy
IIOKa3aHO IIpOBEJeHMEe OIepaTB-
HOTO jIeYyeHNsI B 00beMe TOPaKOCKO-
MMYEeCKON 009KTOMMUM, aTUIIMYHON
pe3eKIu A3bIYKOBbIX CETMEHTOB.

ITocrne npenonepalioOHHON IOJ-
TOTOBK) BBIIIOJIHEHO OII€PAaTHBHOE A B
nedenne. IlanueHT ynoxen B IOJIO-
JKeHe Ha >KMBOT C IPUIOJHATHIM
neBbIM O0KOM. B 1eByio mieBpaib-
HYI0 IIOJIOCTb yCTAHOBJIEHDBI YETHI-
pe 5-MWUIMMeTPOBBIX Tpoakapa. Kapbokcuropakc 6 MM pr.cT. HyokHsAs [0 m 5-i1 cerMeHT
KIUCTO3HO-9M(pNU3eMaTO3HO TpaHCHOPMUPOBaHbL. MexjoneBas Iie/lb BbIPaXKEHA YMEPEHHO.
B xopHe yerkoro yBennueHHble MMMQaTudecKe y3/bl. BelgeneH NIeBogHO-TeTOYHbI CBUII,
Ha KOTOpbIl HamoXeHbl Kauncbl Hem-O-Lok, u muieBofHO-7€rOYHBIN CBUIL IepeceveH.
JlomomHNTeNIPHO A1 TepMeTH3aLUy KY/IbTs CBUIA TepMeTU3/pOBaHa OOBUBHBIM LIIBOM HUTHIO
PDS 4/0. Aprepus HM>KHei JO/IU 1 IOIOTHUTENbHBIN apTepUabHbIN NUTAIOINIL COCY], OTXOAA-
NI OT A0PTBHI, BbIJie/IeHbI, KunypoBaHbl kauncamu Hem-O-Lok 1 nepeceuensr. Huxuenonesoit
OpOHX ¥ HYDKHSA JIeroyHas BeHa oOpaboTaHBI U IlepecedeHbl CIIMBAIMM anmnaparoM Endo
GIA. YuntbiBasg MaKpOCKONMYECKNE M3MEHEHNUs B A3bIYKOBBIX CEIMEHTaX, BBIIIOTHEHa aTu-
NM4YHasA pe3eKlsl M3MEHEHHBIX OTJIeNI0B s3bIYKOBBIX CErMeHTOB. AapocTas. PesenupoBaHHble
YacTy JIETKOTO M3BJI€YEHDbl U3 IJIEBPATbHON IOOCTU. YCTAaHOBJIEH IIEBPA/IbHBIN PEHAX, ra3
Y TPOAKaphl M3BJIeUeHBI U3 IIeBpaIbHON NonocTy. PaHpl ymmtsl (puc. 4). [[nsa paHHero Havama

Puc. 3. PeHTreHockonua nuwesoaa ¢ 6apueBon
B3Becbio (A, B): onpenenaeTcsa KOHTPACTUPOBAHME CBULLA,
COOOLLAIOLLErocs C HUKHEN [0Nen NeBoro JIerkoro.

Puc. 4. Bugeotopakockonus: MOGUAN30BaH apTepuasbHbIN COCYA, OTXOASLUNIA OT aOPThl,
M HaNoXKeHa nosmMepHas nurupytowas knunca Hem-0-Lok (A); nepeceyeHo NULLEeBOAHOE
COoOobLLEHNe: MHCTPYMEHT 3aBeleH B MONIOCTb HWXKHEW aonu nesoro nerkoro (B);
BblesieHa HWXHSAS fierovyHas BeHa (B); Ha HYWXKHIOIO NNEeroOYHY0 BEHY HasloXXeH clumBatowmin annapat (I);
yhaneHa HAXXHSS [0NS NeBOro Ierkoro, nocseonepaunoHHas paHa ().
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CEPUS KNIMHUYECKWUX HABJTIOAEHWUI
MALUVEHTOB C COOBLLAOLLNUMCA
BPOHXOJIETOYHbIM MOPOKOM PA3BUTUA
(MULLEBOAHOE JIETKOE)

3HTepaHbHOI7[ Harpy3km B JK€IyJOK IIpOBENEH HaSOI‘aCTpa}IbHHﬁ 30H[M. Ha stom OIl€paTUBHOE
JI€9eHNE IMMallI€HTa 3aBEPIIEHO.

VICXO[ M PE3YIBTATDBI IIOC/TEQYIOIEIO HAB/TIONEHVA

[TocneonepaliMOHHBIT TIepKOf, IpoTeKan 6e3 ocoOeHHOCTell; peOeHKy IPOBOAMIACH AHTHU-
6akrepuanbHas, MHQY3MOHHAs, CUMITOMAaTH4decKas Tepamys. HasoracTpanbHblII 30HA yHaleH
Ha 7-e IIOC/IeOoNepaliOHHble CYTKM, B 9TO )Xe BpeMs HayaTa SHTepasibHas Harpyska. J[peHax
U3 JIeBO IUIEBPAJIbHON IIONOCTM YyHaleH Ha 10-e mocnmeomepanyoHHble CyTKu. VI3 cranuona-
pa peOeHOK BBHINMCAH Ha 16-e IOCTeonepalMoHHble CYTKM. [lucdaruy B mocreonepanyuoHHOM
nepuoze y pe6eHKa He OTMEYaeTCs.

o O

Pe6eHok B Bo3pacTe 5 MecsAIleB rOCINTAINM3NPOBAH B XMPYPrUieckoe TOpaKaabHOE OT/ere-
Hue OI'AY «HMMUL] 3nopoBbs feteit» Munsgpasa Poccun B r1aHoBOM MOpsifiKe.

/13 aHaMHe3a M3BeCTHO, YTO peOeHOK OT BTOPOIT 6epeMeHHOCTH, IpOTeKaBIelt 6e3 0cobeH-
HOCTeIA, TIEPBbIX CAMOCTOATE/IbHBIX POJOB B CPOK. BpINmcaH 13 pofnoMa Ha TPETbU CYTKIN.

OcHOBHBIMM >Ka/ob6aMy MaMa OTMedYasia Hajdye KalUld ¢ poKfeHus. B auBape 2023 ropma
Kallle/lb yCWINIICS, 0OpaTyIach B CTALlMOHAP I10 MeCTY >kuTenbcTBa. Ha pentrenorpamme or 03.02.2023
IeKCTPOIIO3NLIMSA Cepylia, TUIIOIIIAa3Ns IIPaBOTo JIETKOTO (?), He/Mb3sl VICK/TIOUNUTD IIPaBOCTOPOHHION
IMHeBMOHMIO. [0CINTaNnN31pPOBaH B TSXKEZIOM COCTOSIHUM 3a CUET JbIXaTe/IbHOM HEJOCTaTOYHOCTIL.

PE3Y/IBTATBI ®PN3NKATBHOI'O, TABOPATOPHOI'O
VN VMMTHCTPYMEHTAJIBHOTO NCCIEJOBAHMA

BoimonHeHa My/bTHCIIVpanbHAas KOMIIbIOTEpHass TOMOTpadus OpraHoB TIPYRHOI KIETKI:

KapTyHa MOXKeT COOTBETCTBOBATH IIPM3HAKAM TOTA/IbHOII IIPABOCTOPOHHE}T ITHEBMOHIN C aTeIeK-
Ta30M BEPXHEIOJIEBBIX CETMEHTOB, HAPYLIEHNIO CETMEHTAI[MY II03BOHKOB U pebep. Henb3ast uckimo-
YNTh IUITOIUIA3NUIO IIPABOTO JIETKOTO.

[TocTeneHHO cocTOsAHME pebeHKa ObIIO CTaOMIN3MPOBAHO, [IeBOYKA BBINNMCAHA JJOMOIL.
[l71s1 manpHeliero o6C/eOBaHNUs 1 IeYeHNs HAallPaB/IeHa B XMPYPruueckoe TOpakaibHOe OT/ierIe-
Hre OI'AY «HMMUL] 3noposbs peteit» Munsgpasa Poccun.

B orpenenuyu pe6eHOK KOMIUIEKCHO 0OCTIeOBaH: BBIIIOTHEHBI: 0030pHas peHTreHorpadus
OpraHOB TPYAHON MOMOCTY (pUC. 5), PEHTTEHOCKONMS IINIIEBOJA 1 JKeyAKa ¢ 6apyueBoil B3BEChIO
(puc. 6), MyIbTUCIMPaNbHAsT KOMIIBIOTEPHAS TOMOTpadus ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHM-
eM, pubpoasodarockonus (puc. 7) u pubporpaxeobponxockonus (puc. 8). Ilo gaHHBIM mpoBe-
IeHHBIX 00CTIeloBaHMIl Y pebeHKa BbIsB/IeHA TUIIOIIA3Nsl IPaBOTO JIETKOTO, OTCYTCTBIE COO0IIe-
HYISL IIPABOTO JIETKOTO C Tpaxeil. [UIomnasus npaBoii IerOYHOI apTepUM U JIETOYHOI BEHBI.

Hannune coobuieHns ¢ MuIieBOgOM.

\i_

BpoxneHHBII MOPOK pa3BUTUA: NUILEBOJHOE JIeTKOe crpaBa, Tum II. AHomamum pasButus
C7-Thé6 nossonkos n I-IIT pebep ¢ 1Byx cTopoH. OTKpBITOE OBa/IbHOE OKHO. [acTpoasodareanbHbIi
pedmiokc 0-I crenenn. Katapanbhblit 930¢arut. HemoctatouHOCTD Kapyy. AHeMIst JIETKOV CTETIeHN.
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Puc. 5. O630pHas peHTreHorpacdusa opraHos Puc. 6. PeHTreHOCKOMNUS NULLEBOAA C KOHTPACTHbIM

rPYOHOW KJIEeTKU: CPeQoCTEHNE CMELLEHO BMNPaBo BeLLleCTBOM: KOHTPACT nonapaeT B NpaBoe ierkoe
(cTpenka); ToTasibHOe 3aTeMHEeHUe MpaBoro M3 HWXXHEW TPeTU NULLEBOAA; BU3Yann3MpoBaHbl
reMmnTopakca. 6POHXU, KOTOPbIE U3MEHEHbI NO TUMNy

LMIUHOPUYECKUX OPOHXO03KTA30B (CTPesKa).

Puc. 7. ®ubpos3socarockonus: Puc. 8. ®ubpotpaxeobpoHxockonusa (A — npaBbii rNMaBHbIA BPOHX
Ha NPaBOW CTEHKe NulieBoaa CY>XXKeH (HenpoxoauM afis SHAO0CKONa); OTCYTCTBYET f0JieBOe

Ha 1 cM Bbille Kapauu U CerMeHTapHoe aeyieHune; b — MyJNbTUCNUPANIbHaA KOMMbOTEPHaA
BU3yanu3unpyetca yrayoneHume ToMorpacusa ¢ BHYTPUMBEHHbIM KOHTPACTUPOBaHMEM

CO CBULLEBbLIM XOO0M. (aKcunanbHas NPoeKLMa): HKHAS [,0NS NeBOro Ierkoro

1 5-1 CEerMeHT J1eBOro NIerkoro KUCTO3HO U3MEHEHDI).
[ ]

Takum o6pasom, IO pesy/nbTaTaM IPOBEJEHHOrO 00CTeoBaHNs pebeHKY OKa3aHO oIepa-
TUBHOE JiedeHIe B 00beMe IIPaBOCTOPOHHEI MyTbMOHIKTOMUN. PeOEHOK IIOATOTOB/IEH K Olepa-
TUBHOMY JICYEHMUIO.
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CEPUS KNIMHUYECKWUX HABJTIOAEHWUI
MALUVEHTOB C COOBLLAOLLNUMCA
BPOHXOJIETOYHbIM MOPOKOM PA3BUTUA
(MULLEBOAHOE JIETKOE)

B monoxeHuym Ha XMBOTE C IPUIOJHA-
TBIM TIPaBbBIM OOKOM B IIPaByI0 IJIeBpasb-
HYI0 IIOJIOCTb YCTAHOBJIEHBI 2X3 MM, 1x4 MM
u 1x5 MM Tpoakapsl (puc. 9). Kapbokcuropaxc
6 MM pr.cT. [Ipn peBusum o6Hapy>keHo, 4TO Ipa-
BOe JIeTKOe YMEHbBIIEHO B pasMepe, GprOPO3HO
VM3MEHEHO U IPENCTABIEHO B BUJE OHOM IO/,
a TaK>Ke He y4yacTBYeT B aKTe IbIXaHMsA. B cpe-
JIOCTEHUY yBeINYeHHbIe TMMQOY3TbI 1o 2,0 cM,
KOTOPbIE 3aKPhIBAIOT JOCTYII K KOPHIO JIETKOTO.
Boigenenbl mpaBas JIerOYHas apTepusd, JIerod-
Hble BEHbl U KIMIMPOBaHbl Kiauncamy Hem-
O-Lok, 3arem BbIfjeJieHbl IpaBbIll ITIABHBIN
¥ TIMIIEBOAHBIN OPOHXM, KJIMIMPOBAHbI K/INII-
camu Hem-O-Lok(L) m mepeceuenst. Ilocne
nepeceveHys1 930dareanbHOro OpoHXa B MulIle-
Bosie copmupoBanoch orBepctue o 1,0 cm,
KoTopoe ymuTo y3noBbiMy mBamu (PDS 5/0). YmaneHHoe jerkoe M3BIe4eHO U3 IIEBPATbHOI
IIOJIOCTU Yepe3 paclIMpeHHoe oTBepcTue 10-MummmMeTpoBoro Tpoakapa. Ilnespanbnas monocrsb
npombiTa pactBopoM NaCl 0,9%. [a3 v Tpoakapsl yaaieHbl U3 IIEBPaIbHON MOTOCTI. YCTaHOBJIEH
IUIeBPaJIbHBIN ApeHax. Panbl yumrsl (puc. 10). HamoxeHb! acenTnyeckye NOBA3KN.

Puc. 9. BugpeoTtopakockonus:
YCTAHOBJIEHHbIE TPOaKapbl.

Puc. 10. BupeoTtopakocKonus: HasloXKeHa KMnca Ha eroyHyto aptepuio (A); HaNoXKeHa Knunca
Ha neroyHble BeHbl (B); BbigeneHbl NpaBbii rNABHbIA U NULLEBOAHBIN GpoHXxu (B); oTceueH
NMULLLEBOHBIN GPOHX, B NPOCBET NULLIEBOAA 3aBeAEH 3HAO0CKONUYECKUIA UHCTPYMeHT (I);
06paboTaHHbI KOPEeHb 1IerKoro, MecTo nuiLeBoaHoro 6poHxa ywmuTo HuTbio PDS 5/0 ().

— | VICXO[I U PE3Y/IBTATHI IOCJIEAYIOMIETO HABTIOEHNA

HasoracTpanpHblil 30HA yaleH Ha 7-€ CyTKU. DHTepajbHas Harpys3ka uepe3 poT HauyaTa
Ha 7-e CyTKI. Bpimmcan n3 crannonapa Ha 12-e mocieonepanyioHHbIe CyTKH.
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OBCYXAEHUE

Hamu npefcTaBeHsl fBa KIMHINYECKNX IIpUMepa TedeH sl eTell ¢ COOOIaomMcs 6pOHXO-
JIETOYHBIM ITOPOKOM pas3utys (muieopHoe serkoe) II u I1I tuna.

[To paHHBIM 3apy0eXHO M OTeYeCTBEHHON NUTEPaTypbl, COOOLIaoNecss OGPOHXOIeroy-
Hble NOpoKM passutuA nepepseit kumky (CBPFM), kak mpaBmiIo, COYETAIOTCA C NMOPasKeHMeM
MHOYXECTBEHHBIX CHUCTEM, B TOM YMC/e IOPOKaMM Pa3BUTUA KOCTHOM CUCTEMBI, bIXaTelIbHON
CMCTeMBI, KPOBEHOCHOJI U IUIIIeBAPUTE/IbHON CUCTEMEI [1, 4, 6, 7], YTO NOATBEP>K/IEHO U B HALINX
KJIMHNYECKUX HaOMIOEeHX.

Haubonee pacnpocTpaHeHHass KIMHMUYECKash KapTUHA MUIIEBOJHOTO JIETKOTO MPOSIBIISETCS
B OCHOBHOM [IbIXaT€TbHBIMU HAPYHIEHMAMMU, TAKMMM KaK PeCIMPATOPHBIN IUCTPeCcC-CUH/POM,
CBSI3aHHBIN C KOpMJIEHMEM, ITIOCTOSIHHbIE MY IIOBTOPSIOIINECS SIIM30/bl THEBMOHNY, KaK IIOKa-
3aHO B BBIIIEONNMCAHHBIX CTy4asX, Tak>Ke MOTYT HAOMIOJaTbcsi OPOHXOIKTAs3bl, KPOBOXapKaHbe,
JKeTyLOYHO-KIIIIeYHble KpoBOTeyeHus u gucdarns [8].

[Togxon K AMAarHOCTMKE NO/DKEH OBITb BCECTOPOHHMM, IIOCKOJIBKY VIMEHHO JJOCTOBEPHO
cobpaHHas MHPOPMAIUA NTO3BOJIAET ONPENE/IUTbCA ¢ TAKTUKOI JIe4eHNs M 00bEeMOM XUPYPIU-
4ecKoll moMouy. be3ycmoBHO, TOAX0M K XMPYPrU4ecKOMY JIeUeHIIO JO/DKEH ObITh MaKCUMATbHO
KOMIIIEKCHBIM ¥ BK/IIOYATh B Ce6s51 BOSMOXKHYIO OJJHOMOMEHTHYIO KOPPEKIIVIO TIOPOKa PasBUTIHS,
IIOCKOJIBKY COITYTCTBYIOLIAsi ITAaTONOTMSI MOXKET 3HAYMTE/bHO YC/IOXKHATb COCTOsIHME pebeHKa
B IIOC/IeONepalMOHHOM nepuoge. O6beM XMPyprudeckoro jJedeHus 3aBUCUT OT TUIIA ITOPOKa
pasButwus. Tak, npu Tumne I, korma umeercs: couetaHue OPOHXOIETOYHOI ManbopMaIUK C aTpe-
3Meil MUIEBOJa, ONePAaTUBHOE JieueHne HeoOXOMMO HAPaBUTb Ha BOCCTAHOBJIEHME 1I€TOCT-
HOCTH TNIEBOJA 1 Pa3obIieHre peCcIpaTOPHO-MNIIeBOAHBIX CBUIIE. YUUTBIBAsI, YTO BO BCEX
CTy4asiX SNNUTe/TNATBHON BBICTUIKON IUIEBOJHOTO OpOHXaA SIB/ISETCS MHOTOCTONHBIN IIOCKIUI
HEOpOrOBEeBAIOLINII 3MUTENNI, TO BOCCTAHOBJIEHME adpaluyl IMOPAKEHHOI'O JIeTKOTO SABJIA-
eTcsl Hel[eJIeCOOOpPa3HbIM: B 9TOM C/Iy4ae IPOBOAUTCHA pe3eKLMs MOPaKeHHON MO JIeTKOTO
(mynpmoHaKTOMMsA/mo6sKTOMMsA) [7]. Ilpm II Tumne Taxxke cnemyer BBIIOTHATH ITYIbMOHIKTO-
MU0, IIOCKOJIBKY PEKOHCTPYKTMBHAs OIlepalus IpU JAaHHON IATOJIOTMM HeljelecooOpasHa.
[Tpu III Tunme — ypaneHue MopaKeHHOIoO y4acTKa Jonu nerkoro; npu IV tume, B ciydae Hens-
MEHEHHOJ JIeTOYHOI TKaHU, BO3MOXXHO PacCMOTPETh BapMaHT pa3o0IeHNs MUIeBOLHO-OpOH-
XMaJIbHOTO coobuenus [4, 5, 8].

Takum 06pasoM, B L1eJIOM MO>KHO 0600LIUTD, YTO PEKOHCTPYKTVBHBIE ONlepalyyl IIpy InIle-
BOJHOM JIETKOM HeIleecooOpa3Hbl: HeOOXOAVMO yHajeH)e MOPAKeHHOTO ydyacTKa JIErKOTro
(M063KTOMMSA, TYyTBMOHIKTOMIS).

3AKJIIOUEHUE

Coobmaromuecss 6pOHX0/IETOYHbIe TOPOKY Pa3BUTHUA IepefHell KUIIKY SBISIOTCS PeIKIM
IIOPOKOM pa3BUTHs, HEPEJKO COYETAOIINMC C IOPAKEHNEM IPYTUX OPTaHOB U cucTeM. [l 1ede-
HIA MTAIIVIEHTOB MOYKHO YCIIEITHO NPUMEHATDH SHJOCKONMYECK/e TEXHOIOTUY, B YaCTHOCTH TOpa-
KOCKONMIO. YUNUTBIBAAA TAXKECTb COCTOSHMA [AHHBIX IALIEHTOB, JOETU Iepef XUPYPrUdecKuM
Jle4eHNeM JIOJDKHBI OBITh BCECTOPOHHE O0C/IeOBaHbBI, a B UX JIEYEHUN NO/DKEH IPUMEHSTHCS
MY/IBTUIVCHUIUIMHAPHBIN IOAXOL,.
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XPOHUYECKUWN KAJNIbKYJIE3HbIA MAHKPEATMUT,
OCJIOXXHEHHbIN TAXXENOWN 3K30KPUHHOW
HEOOCTATOYHOCTbIO, Y PEBEHKA 12 JIET:

KNWHUWYECKOE HABJIIOQEHUE

A.B. Anxacos, C.A. Parauxos, H.B. Illy6un, B.O. Menosn, A.O. llImbikoBa, I.b. MoBcucsau

OBOCHOBAHME

XpOHMYECKUIT MAaHKPEaTUT — JINTENbHOE IPOrpeccupylollee BOCIATNTENbHOE 3ab0seBa-
HYle TIOJKETYLOYHOI JKele3bl, IPUBOJsAIlee K HeOOpaTNMbIM MOPQOTOTMYECKM M3MEHEHVAM
HapeHXVMBbI ¥ OC/IOYKHEHUSIM, C KIMHIYEeCKOI KapTUHOI 0071eil ¥ BO3MOXKHO 9K30KPWHHOIL 11/ VTN
9H/IOKPMHHON HEeOCTaTOYHOCTHIO [1, 2].

Kanpkyne3Hblit maHkpeaTut — GopMa XpOHNYECKOTO AaHKPeaTNTa, IIPU KOTOPOI B IapeH-
XJIMe MU B MPOTOKAX BBIAB/IAIOTCA KaJbIMHATHI MM KOHKPEMEHTBL. JJaHHBIN BUJ, BCTpeYaeTcs
y ZeTeil pexke, 4eM BO B3pOCIOM Bo3pacTe. Hammume KajnbpIHaTOB OOBIYHO CBUMETETHCTBYET
o 6oree nTenbHON cTauy 3aboneBanus |3, 4].

B Hacrosmee BpeMsA 0COOYI0 KIMHMYECKYI0 3HAUMMOCTb IIPEACTaBIsAeT KaJIbKy/le3Has
¢dbopMa XpOHNYIECKOTO MAHKpPeaTUTa y AeTeil, OCKOIbKY MMEHHO (pOpMUpOBaHMEe KajIbIIMHATOB
B JIETCKOM BO3pPacTe MOXXET CBUIETEIbCTBOBATH O J/INTEIBHOM ¥ IIPOTPeCcCUPYIOIeM TeueHNN
3abo/meBaHMsI ¥ HEPENKO aCCOLMMPOBAHO C TeHEeTHMYeCKV [eTePMUHUPOBAHHBIMYU BapuaHTaMU
na"kpearnta [5, 6]. Omucanne KIMHNYIECKUX CTy4aeB XPOHMYECKOTO KaJbKyIe3HOro MaHKpea-
TUTA MIMeeT 0COOYI0 IPAKTUYECKYI0 IIeHHOCTb B CBSI3M C OTPAaHMYEHHBIM KOMYECTBOM OTede-
CTBEHHBIX IyONIMKALMIT ¥ OTCYTCTBUEM ENMHBIX IeAUATPUIECKNX a/JITOPUTMOB XUPYPIUIeCKOro
nevyenusd [7, 8].

ONMUCAHUE KJIMHUYECKOI'O CJTYUA4
o O

HeBouka, 12 nert, gnuna Tena 163 cm, macca tena 47,4 kr. Pebenok ot Bropoit, pusnonorn-
4eCKM INPOTEKaBIIell 6epeMEeHHOCT, BTOPBIX CPOYHBIX CaMOCTOATENbHBIX pofoB. Macca Tema
npu poxaenun 3530 1, omleHKa 1o mkaje Anrap 8/9 6annos. Pannee passurtue 6e3 0co6€HHOCTEI.
BaxkuyHanms 1o HaIMOHAJIBHOMY KaJIeHAAPIO.

HacmencTBeHHOCTD OTATOIIEHA: Y MaTepy — TacTPOJYO[E€HUT, aHTMIOHEBPOTUYECKII OTEK;
y OTIla — si3BeHHas 00JIe3Hb IBEHAALATUIIEPCTHON KUIIKY, XPOHNYIECKIIT TAHKPEATHT; y e yIi-
KU TI0 IMHUM Matepu — 6one3Hb KpoHa; y IBOIOPOJHOTO fiefia O IMHUM MaTepy — HMaHKPeaTuT
(maHKpeoHeKpo3 (?) ¢ meTasbHBIM UCXOIOM B 20 7eT).

Anamnes 3a6onesanus. C paHHETO BO3pacTa Hab/MI0aIach raCTPOIHTEPOIOTOM C IUarHO3aMMI
TacTPUTA, JUCKMHE3NU >KEeTYEBBIBONAIMX IyTeil, PYHKIMOHA/TILHOIO HAapYIIeHMs >KeTy[OoYHO-
KUIIEYHOIO TPaKTa.
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XPOHUYECKUN KANbKYJIE3HbIN MAHKPEATWT,
OCJIOXKHEHHbIN TSXKEJION 3K30KPUHHOWN
HEJOCTATOYHOCTbIO, Y PEBEHKA 12 JIET...

He61oT 3a60meBanNst — B KOHIle MapTa 2025 roga. Pebenka ctam 6ecriokonTh 60/ B 9NUTacT-
Py, yCWIMBAIOMMeCs MOCIe IpyeMa Iuiy; 00 B IMOSCHUYHONM obnmacti. boneBoit cuHApoM
HOCWJI IIOCTOSIHHBI XapakTep. B ampese BriepBbie 00paTuinch ¢ xanob6amu K NefuaTpy mo MecTy
JKUTENIbCTBA, ¥ Ha aMOY/IaTOPHOM 9Talle IIPOBeeHO IepBIYHOe 00CIefOBaHNe: IPY YIbTPa3BYKO-
BOM JICC/IEOBAaHNM BBIABJICHDI IPU3HAKM AV(PPY3HOTO M3MEHEHUA TAPEHXMMBI IO KeTyTOuYHON
KeJle3bl, peaKTVBHbIe M3MEHEHNs NePUIOPTAIbHBIX CTPYKTYP IeYeHY, a TaK)Ke IPU3HAKU TUII0-
TOHUM U fedopManyy >KemrdHoro myssips. Ilo maHHBIM PrbpossodaroracTposyoseHOCKONNn
AMarHOCTMPOBAHA 3pUTEMATO3Has ractpopyoneHonarus. OmnpefeneH OCHOBHOM KIMHWYECKMUI
myarHo3: «CMHAPOM pas3apaXeHHOTO KMIIEYHMKA 110 CMEIIaHHOMY TUITY». B TedeHue 2 MecsueB
1107], HaO/TIOfIeHNeM TaCTPOIHTEPOIOra aMOy/IaTOPHO NPOBOAMIACH TACTPONPOTEKTUBHAS, TeIaTo-
IPOTEKTUBHAS, XO/IepeTndecKasi, IPOKMHeTUYeCKasl, 3aMeCTUTeNbHasA GpepMeHTaTVBHAs U IVeTO-
tepanusi Low Fodmap 6e3 momoxxutenbHoro addexra — 6071€BOIT CMHAPOM COXPAHSIICS.

C nrona 2025 rofa BaK/[bl TOCIUTANN3UPOBAIACh B CTal[MOHap [leTcKoit ropoficKoit 60/1bHU-
bl . KoMcoMmonbcka-Ha-AMype B ¢BA3M ¢ >kamob6aMu Ha 60/1eBoil CMHAPOM ¢ ArarHo3oM «Crasm
cuukTepa Onay o MaHKpeaTMdecKoMy THUITY». B xofe o6cmenoBannsa 1a60paTOpHO BBISABIICHO
CTOJIKOe TIOBBILIeHVIEe TAaHKpeaTndecKux ¢pepMeHToB (anbda-ammaasa go 300-317 EJl/n), a Taxoke
pesKoe CHIDKeHIe TAHKPeaTIuecKoll 371acTaspl B Kajie 1o 15,0 MKI/T), YTO COOTBETCTBYET TS KON
9K30KPMHHOJ NaHKpeaTN4ecKoll HeoCTaTOYHOCTY. [I0 HaHHBIM PEHTIeHONOrMYeCKOro JCCIe-
TOBaHMA JKelTylKa ¥ JBEHANIATUIIEPCTHON KMIIKY BBIAB/IEHBI TacTpo330dareanbHblil pedIiokc
I cTeneHy, KOCBeHHbIE IPU3HAKY TACTPOAYOJEHNTA. YIbTPa3ByKOBast KApTUHA PEaKTUBHBIX U3Me-
HEHUII CTeHOK IIePUIIOPTATbHBIX CTPYKTYP nedeHn. I dysHble M3MeHeHsT TapeHXMMBI IO Ke-
TyBOYHOI >kere3bl. [IpusHaky myssIpHOTO X0ecTtasa. [lepopmarys sxemuHoro mysbipa. HecMotps
Ha [IPOBOAVIMYIO KOHCEPBATVUBHYIO TEPAINIO, KIMHNYECKOTO YIy4IlleH)sI He JOCTUTHYTO.

B paMkax fja/lbHeJIIero CTalMOHAPHOTO JIeYeHMsI U 00C/IeflOBaHNs BBIIIOTHEHa MarHUT-
HO-pe30HAaHCHasl XOJIAaHTMOIIaHKpeaTorpadus, MO TaHHBIM KOTOPOJ IHATONOTMYECKUX U3Me-
HEeHMJI He BBIABJIEHO. IIpM yIbTpa3sBYKOBOM WCCIELOBAHUM BIEpBble BBISAB/IEHBI KUCTO3HOE
ob6pa3oBaHue B 00/IaCTM XBOCTA IOJPKETYJOYHOI >Ke/le3bl, IPe/ION0KATeIbHO, COOOIIaole-
ecsl ¢ BUPCYHI'OBBIM IIPOTOKOM, a TakxXe AnddysHble N3MeHeHNs MapeHXxuMbl. KoHLleHTpanysa
ummyHorno6ynmuHoB G4 (IgG4) 0,34 r/n (B npesenax pedepeHCHBIX 3HaY€HNIT), YTO ITO3BOJINIIO
VICK/TIOYNTD ayTOMMMYHHBIJI IaHKpeaTuT. VIckmoyeHa mapasurapHas nHBasus. JlabopaTopHbIX
IIPM3HAKOB BOCIAINTENIBHOTO 3a00/IeBaHMsI KMIIEYHNKA He BBIABIEHO (COfepKaHue KajbIIpo-
TeKTUHA B Ipefenax pedepeHCHbIX 3HaueHuir). [IpoBopmnaach 3amectutenbHass epMeHTHas
Tepamus, OfHAKO COXPAaH/MNCh 60NIEeBOV CMHIPOM, ITOBBbIIICHHAsA KOHLIEHTPALMs MaHKpeaTnde-
cknx dgepmeHToB B KpoBU (anbda-ammnasa 393 Ex/n, munasa 148,4 Ex/n ot 17.07.2025), oT™me-
9aJICsl HeCTAOV/IbHBII CTYII C 97IEeMEHTaMU CTeaTOpel.

C nenbio K006CIeOBaHNs 1 ONPeie/IeHNsI TAKTUKY JIeYeHNs al[ieHTKa HalpaB/ieHa B CTa-
nyoHap [letckoit ropopckoit 6ompHMIBI I. XabapoBcKa, IZie Obla BBINOTHEHA KOMIIbIOTEpHAs
ToMOrpadus OpraHoB OPIOIIHOI ITOIOCTY ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHMEM: HOMKETYH0d-
Hasi )Kere3a pe3sKo aTpoduyHa; B 00/1aCTy TOMOBKY, TeJIa ¥ XBOCTa OIPe/e/sII0TCSI MHOXKeCTBEHHbIE
Ka/IbLIVHATBI; IJIaBHBIN TAaHKPeaTYeCKMil IIPOTOK pacIIVpeH /10 5 MM. BbIsAB/IeHbI HeKpOTIYeCKIe
JKUJIKOCTHBIE CKOIIJIEHUs1 6e3 Mpu3HakoB MHuImpoBaHus. JlabopaTOpHO MCKITIOUEHBI MapKephl
AyTOMMMYHHOTO IIOP@KeHMsI JKEeTyLOYHO-KMIIEYHOTO TPAKTa, BOCIAMTEIbHOTO 3ab0/IeBaHMs
KUIIEYHUKA.

Ha ¢one monmydeHHBIX JJaHHBIX M OTCYTCTBUS 9ddeKTa OT JINTeNbHON KOHCEepBAaTUBHOI
Tepanyy NanyeHTKa Obl/la KOHCY/IBTMPOBaHA NEeTCKUM XupyproMm. IIpoBefieHa TeeMequHCKas
KoHcynbranusa ¢ PTAY «HMMUII spoposbs pereit» Munsapasa Poccun, pekoMeHj0BaHa rOCIINATA-
NM3auMs 4JIA ONePATVBHOTO JIeUeHNs.
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PE3Y/IBTATDBI IABOPATOPHOTO
N VMTHCTPYMEHTAJIBHOTO NCCIEJOBAHNA

B xupyprudeckom topakanbHoMm otpenennu OIAY «HMIUIL sgoposbs pereli» MuHnsgpasa
Poccun npoBeieHO KOMIUIEKCHOE MHCTPYMEHTa/IbHO-1abopatopHoe obcrenoBanme. ITo faHHbIM
MY/IBTHCIVIPATBbHOV KOMIIBIOTEPHON TOMOrpaduyt OpraHOB OPIOIIHON MONTOCTM ¢ KOHTPACTHBIM
yCUIeHeM, KapTIHA IICEBIOKICTBI B MICXOJie OCTPOTO XXMIKOCTHOTO CKOIUICHNA C 9KCTpaINaHKpe-
aTMYeCKOil JIOKa/Iu3alyel, MpU3HaK/M XPOHMYECKOTO Ka/lbKYIe3HOrO IaHKpeaTuTa ¢ arpodueit
(puc. 1).

ITo pesynbraTaM KIMHUKO-Ta00paTOPHOTO 00CIefOBaHA KPOBY IIPY NOCTYIVIEHNY OTMeYa-
eTCs1 BBIPa)KEHHOE IOBBIIICHNEe TAHKPeaTNYeCKUX pepMEeHTOB, 4YTO OTpaXKaeT aKTMBHOCTb BOCIIA-
JINTETIBHOTO IPOIlecca Py XPOHUIECKOM ITOPAKEHNN MOIPKETYIOYHOI Keye3bl: anbga-aMuiasa
353,8 E[l/n (mpu HOpMe 28-100); amuiasa naHkpearndeckas 247,14 En/n (mpu Hopme 5-46); nua-
3a 88 En/n (npu HopMe 8-78); C-peakTuBHbI 6enok 1,97 Mr/n (mpy HopMme 0-5); IpOKaIbLIUTOHNH
0,08 ur/mi (mpu HopMme 0-0,05).

B xope cTanmoHapHOro 00C/IeNOBaHNA MOTyYeHa KOHCY/IbTAlNA JeTCKOTO racTPO3HTEPOIIO-
ra: II0 pe3y/IbTaTaM KOHCY/IbTalluy IIPOBefieHo naboparopHoe obcnenoanue Ha ASCA (anTuTeNna
K Saccharomyces cerevisiae) u ANCA (aHTMHeNTpoGWIbHbIE LUTOIIA3MAaTUYECK/e AHTUTENA)
C IIe/IbI0 VICK/TIOYEHVA BOCITAJINTE/IbHBIX U Y TOMMMYHHBIX 3a00/IeBaHNIT >KeTy/JOYHO-KUIIEYHOTO

TpaKTa (pe3y/IbTaThl OTPULIATE/IbHBIE).

Bepsi Bo BHUMaHMe paHHUIT JeOI0T 3a00jIeBaHNsA, KaIbKY/Ie3HbII XapaKTep XPOHIYECKOTO
IaHKPeaTnTa, a TAaKXKe OTATOIIEHHBIVI CeMelHbII aHaMHe3 (Ha/lmn4yye XpOHNYeCKOro maHKpeaTnuTa
Y1 JIeTaJIbHOTO MCXOf]a OT MIAHKPEOHEKPOo3a Y POICTBEHHNKOB), peOEHOK KOHCY/IbTYPOBAH BPadOM-
TeHeTMKOM. B pamkax o6ciefoBaHusA B3ATHI 00pasibl KPOBU /I MOJIEKY/IIPHO-TeHETHYEeCKOTO
VICCTIEIOBAHU C LIe/IbI0 VICKITIOUEHVSI HaceICTBEHHBIX GOopM MaHKpeaTnra [5, 6].

Puc. 1. MynbTucnupanbHas KOMNblOTepHas TOMorpacus opraHoB GPIOLLHON NONOCTU C KOHTPACTHbLIM
yCuneHveM: oTMeyaeTcs aTpodua napeHXmuMbl C pacluMpeHneM BUPCYHroBa NPOTOKa pa3sMepomM
00 3-7 MM; CTPYKTYpa NapeHXMMbl HEOOHOPOLHA 3a CYET PAa3HOKANMGEPHbIX KaJlbLIMHATOB,
C/INBAIOLLMXCS Ha YPOBHE rOJIOBKU B KOHIrIoMepaThl (A); 3KCTpanaHKpeaTUuyecku
(BbiLle NOMKeNyAOUYHOM XKenesbl, BOOJIb Masio U YaCTUYHO GOJIbLLIOW KPUBU3HbI XKeNyaKa)
XKNOKOCTHOEe o6pa3oBaHme (rnceBooKucta) pasmepoM 103x23x26 mm (B).
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XPOHWYECKWUN KANbKYJIE3HbIN MAHKPEATUT,
OCJIOXKHEHHbIN TSXKEJION 3K30KPUHHOWN
HEJOCTATOYHOCTbIO, Y PEBEHKA 12 JIET...

%i_

ITo pesynbraTaM NpOBEAEHHOTO KOMIITIEKCHOTO MHCTPYMEHTA/IbHO-TabopaTopHOro obcneno-
BaHMA peOCHKY BBICTAB/ICH IMATHO3: «XPOHMYECKNIT Ka/IbKY/Ie3HbIII aHKPeaTUT».

ﬂﬂi@_

YunuTpiBasg TAXKENMYI0 CTeIeHb TeueHMs ITaHKpeaTMdecKoi HeJOCTaTOYHOCTM, IOTeplo Beca,
Ha/I4yie TIOCTOSHHBIX 00JIell B SIMUTacTpUM U MOSACHUYHON 06/1acT, pe3y/IbTaThl KJIMHUKO-/1a00-
PaTOPHOTO U MHCTPYMEHTAIbHOTO 00C/IeJOBaHNA, 2 TAKXKe OTCYTCTBUE IOIOXKNUTENBbHOTO 3ddeKTa
OT KOHCEPBATMBHOII Tepammy, pebeHKy chOpMMPOBAHBI IIOKA3aHNUA K OIEPATUBHOMY JICUEHUIO
B o6beMe QOpMMPOBaHMA ITAHKPEATOCIOHOAHACTOMO3a C I[e/bI0 JIEKOMIIPECCUN PACHIMpPEHHO
IPOTOKOBOJM CUCTEMBI U YIy4llI€eHMS OTTOKA IMAaHKPEATUYECKOTO COKA B KEMYy[JOYHO-KUIIEYHDBIN

TpakT. Iloc/e mpefonepaoHHOl MOATOTOBKY BBIIIOTHEHA CPeHHAS TAlIApPOTOMUS, POJO/Ib-
Hasl MaHKpeaToeHocToMus (puc. 2).

[
JICXO[ Y PE3YIBTATDBI IIOC/TEQYIOIEIO HAB/TIONEHVA

Yke B IepBble IOC/IEONEePAl[IOHHbBIE CYTKM OTMEYeHO 0ojiee 4eM TPeXKpaTHOe CHIDKEHIe
aKTMBHOCTY NAHKpeaTH4ecKnx (HepMeHTOB B CHIBOPOTKe KpoBU. Ko BTOpBIM mocieonepannoH-
HBIM CYTKaM IIOKa3aTe/y HOCTUIIN pedepeHCHBIX 3HadYeHnit (Tab. 1).

Puc. 2. MaHKpeaToeloHOaHacToMO3. [TaHKpeaTUYeCKMU NPOTOK BCKPLIT NPOAOJIbHO
(OT rosioBKM OO XBOCTa), pacwmpeH o 1,0 cm. CchopMmnpoBaHa 3agHasA ryba aHacToMo3a
HenpepbiBHbIM 06BMBHbIM WBOM (PDS Il 4/0) (A). ChopMupoBaHa nepenHss rybéa aHacToMo3a
HenpepbIBHbIM 06BMBHbIM LWBOM (PDS Il 4/0) (B).

Ta6nuna 1. [IunamMuka maHkpeaTnyeckux ¢pepMeHTOB B paHHEM NOC/IeONePaliIOHHOM ITepuofe

To IlocneonepanymoHHbie CyTKI
DepmeHT
@I 1-e 2-e 5-e
Anbda-amunasa, EIl/n 353,8 106,2 545 42,5
AMmnasa mankpeaTuyeckas, EII/n 247,14 76,86 39,39 26,35
JIumasa, EJl/n 88 - 8 6
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OBCYXAEHUE

XpOHMYECKNIT TAHKPEATUT y [eTell ABNAAETCA PESKOil I1aTONOoruel, XapaKTepusyer-
Csl IIPOTPECCUPYIONIVIM BOCIAJIEHVEM ITOIPKEYIOYHON JKene3bl ¢ pasButieM ¢(pubposa, Kaib-
nuUKAUY, HapyLIeHUs IPOTOKOBOM CHUCTeMbl ¥ (OpMUpPOBaHNEM 3K30KPMHHON ¥ 3HIO-
KPUHHOI HemocTatoyHocTH [1, 2]. Y feteit Hambomee 3HAUMMYIO POJIb UTPAIOT TeHETUYECKIe
IPUYVHBI, BPOXX/IEeHHbIe aHOMaJINV ITAHKPeaTOOV/IMAPHOI CUCTeMbl ¥ MAMOIATIYecKye GOpMBbI
3abonmeBanus [5, 6, 9].

ITpencraBneHHbIl KIMHUYECKUI Caydail [eMOHCTPUPYeT paHHee pas3BUTHUE XPOHMYe-
CKOro ITaHKpeaTUTa y [I€BOYKM B BO3pacTe 12 /eT C BbIPa)KEHHBIMU CTPYKTYPHBIMU M3Me-
HEHUAMU MOKETYJOYHOI >Kele3bl, BKIOYass aTpoduio IapeHXVMBI, PacUIVpeHMe ITaBHO-
ro ITAaHKPeaTNYeCKOro IIPOTOKA, KajbIVHATBI M ¢GopMypoBaHue IceBAOKUCTBL. Ilogo6HOE
TeyeHMe 3a00jeBaHMs B [ETCKOM BO3pacTe sBAAETCS HETUIIMYHBIM ¥ TpebyeT TINATeIbHO
IOUAarHOCTUKM [3, 4].

BeneHne nanyeHTOB IETCKOTO BO3pacTa ¢ XPOHMYECKVM IAHKPEATUTOM, OCOOEHHO IIpu
OCJIO)KHEHHBIX 1 KY/IbKY/Ie3HbIX (opMax, TpedyeT MeX/UCIUIUIMHAPHOTO IoAaXxofa. B mpencras-
JIEHHOM CJTy4ae IAIVIeHTKa ¢ CaMOro Hadaja HaXOAVIAch I10f] HAOMIOfieHNeM IeTCKMX XVPYProB,
IIPY 3TOM JJISl UCK/TIOUEH N COITy TCTBYIOIIEN ITaTO/IOTUY YKeTyOYHO-KMIIEYHOTO TPAKTA, BK/II0Yasd
BOCII/IATE/IbHbIE 3a00/IeBaHVsI KUIIEYHMKA Y ay TOMMMYHHBIE COCTOSIHVS, ObIIa KOHCY/IBTUPOBA-
Ha TaCTPO3HTEPOJIOTOM.

B Xopie KOMIUIEKCHOTO MEX/VCHVIUIMHAPHOTO OOC/IefOBaHNA JaHHBIX 3a ayTOMMMYHHBIN
HNaHKpeaTUT 1-ro u 2-ro Tmna y pe6eHKa He BBIABIEHO: OTCYTCTBYeT AuddysHOe My HepaBHO-
MEpPHOE YBeIMYeHME IOMKETyLOYHO >Ke/le3bl, OTCYTCTBYeT TI'MIIO9XOT€HHOCTb; HE BbIABJIEHbI
IpU3HAKM BHEIAHKpeaTM4eCKUX ayTOMMMYHHBIX 3a00eBaHuil (HeT JaHHBIX 3a BOCIAIUTENb-
Hble 3a007IeBaHMA KMIIEYHVKA, NEPBUYHBIA CKIEPO3UPYIOWINMIT XOIAHIUT: OTCYTCTBYeT Xapak-
TepHBbII 0OJIeBOJI CUHJPOM, OTPUILATE/NIbHBIN KaJIbIIPOTEKTUH, OTCYTCTBYeT T'€MOKOJNUT, HET
VI3BMEHEHMII >KeTYHBIX IPOTOKOB IIPY MarHUTHO-PE30HAHCHON XOJIQaHTMOIIAHKpeaTorpaduim);
copepxanue IgG4 B HOopme. Hammume paHHEro u BBIPaXKEHHOTIO XapaKTepa MOPaKeHMS IIOfI-
JKeJTyJOYHOI JKelle3bl, a TaK)Ke TsXKeNOM 3K30KPMHHOI HEeNOCTATOYHOCTY IO3BOIMIN 3aIl0-
IO3pUTHh HAC/IENCTBEHHYIO NPUpPORY 3abomeBaHuA. VI3BeCTHO, YTO pa3BUTME XPOHUYECKOTO
NaHKpeaTUTa acCOLUMPOBAHO ¢ MyTalMAMM B TeHAX, YTO HEpeKO IPMBOAUT K paHHeMY ¢op-
MUPOBAHVIO Ka/lbL[MHATOB ¥ IIPOTOKOBOJI IrUIepTeHsuu (5, 6]. B cBsa3m ¢ atum nanyeHTKe OBITIO
PEKOMEHIOBAHO IIOJTHOe CEKBEHMPOBaHNMe 9K30Ma [ VICKIIOUEHUsA HAC/IeNCTBEHHBIX (opM
MaHKpeaTuTa.

OtcyTtcTBue a¢pdekra OT HINTETbHON KOHCEPBATUBHOM Tepanyyl, COXPaHAIOMMIICS 601eBoit
CUHJIPOM U NIPU3HAKYU IPOTOKOBOJI TUIIEPTEH3MM CTA/IV OCHOBAHMEM Ji/Is BBIOOPA XMPYPru4ecKoil
tTakTuky [9, 10]. BoimonHeHMe NMpOAONIBbHON ITaHKPEATOSHTEPOCTOMMM IIO3BOIMIO OOECIIeunTh
JIeKOMIIPECCHIO TPOTOKOBOIL CUCTEMBI ¥ CIIOCOOCTBOBAIO KIMHUYECKOMY YIYYIIEHUIO COCTOSHIUS
HAIVIEeHTKN B paHHEM II0CTIeoNepaliioOHHOM niepuope [7, 8].

JlaHHBI KIMHUYECKMI CITy4all IMOfYepKuBaeT HeOOXOAVMOCTh PaHHETO MeX/VICIVIIN-
HApHOTO IOAXOJa K AMarHOCTMKE XPOHMYECKOTO ITaHKpeaTUTa y feTeil, BKIYas 00513aTeNb-
HOe TeHeTM4ecKoe o0cIeoBaHye, a TaKXe JIeMOHCTPUPYET, YTO NPYU OCIOKHEHHBIX (popMax
XPOHMYECKOIO KaJIbKyJI€3HOIO MMaHKpeaTuTa XUPYypPruiecKoe gedeHre MOKeT pacCMaTpuBaThCs
B KauecTBe 9P (PeKTUBHOTO 11 0O00CHOBAaHHOTO MeTO/a Ipy Hea((PEeKTUBHOCTY KOHCEPBATUBHOI
tepanuu [11, 12].
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XPOHUYECKUN KANbKYJIE3HbIN MAHKPEATUT,
OCJIOXKHEHHbIN TSXKEJION 3K30KPUHHOWN
HEJOCTATOYHOCTbIO, Y PEBEHKA 12 JIET...

3AKJIIOUEHUE

ITpencTaBneHHbIT KIVMHUYECKNUII CITydail JEMOHCTPUPYET PEeNKNUII BapMaHT XPOHUYECKOTO
Ka/IbKY/Ie3HOTO ITaHKpeaTuTa y pebeHka ¢ paHHUM (OPMIUPOBAHVEM BbIPRKEHHON 9K30KPUHHON
HEeJJOCTAaTOYHOCTU. JIaHHBIN CAy4ail MOJYEPKMBAET BAXKHOCTb DAaHHEN BMU3yanu3aluy, OLEH-
K/ CEeMEHOrO aHaMHe3a U CBOEBPEMEHHOIO Ilepexofia K XMPYyPIMYecKMM MeTO[aM JIeYeHUS
npu HeaPeKTUBHOCTY KOHCEPBATUBHOI TepaInuu.
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noJiun MOYETOYHUKA KAK PEOKAA NPUYUHA
PA3BUTUA TMAPOHE®PO3A Y AETEN

A.O. Tap3sn, E.IO. [Ipakonosa, II.M. IToptyran, A.A. I'yces, E.A. Okxynos, A.C. bekns,
A.A. lllykuna, H.H. EBrenosa, A.E. Markos

OBOCHOBAHME

B HacTosIee BpeMs MATOJIOTMM CO CTOPOHBI MOYEBBIBOJAIIEH CUCTEMBI Y IUIOAA JUArHOC-
TUPYIOTCA Ha PaHHMX CTaMAX Oarofaps LUIMPOKOMY CIIEKTPY BO3MOXKHOCTEN aHTEHAaTa/JIbHOTO
obcnenoBanMs. B 6ompinHCTBe CydaeB OOCTPYKIMA JIOXaHOYHO-MOYETOYHMKOBOTO CETMEHTa
CBSI3aHAa C BPOXKJEHHOI IATONIOTMEl, OMHAKO CYIIEeCTBYIOT U Apyrue Impu4mHbl. K BO3MOXXHBIM
IpUYMHAM pasBUTHA IMApoHePpo3a MOXKHO OTHECTV MOYeKaMeHHYI0 00/1e3Hb, IPNOOpeTeHHbIe
CTPUKTYPbI MOUETOYHMKA, CIIaiKM 1 HOBOOOpasoBaHus [1-2].

[Tonumbl MOYeTOYHVKA — pefKas MaToNOrVs KaK BO B3POCIOM, TaK ¥ HETCKOM BO3pacre.
Cunraercs, 94T0 IpUMepHO 85% MOMNIIOB IOKA/IN3YIOTCA B MOYETOYHMKE, a 15% — B moxaHke. Kpome
TOTO, B JINTEPAType BCTPEYAeTCsA YIIOMUHAHME O IO/IUIIAX, PACIIONOXKEHHBIX B MOYEBOM ITy3bIpe
u 3ajHelt ypetpe [3-4]. [JuarHocTuka u nedeHne GpuOpOsNUTeNANTbHbBIX IIOUIOB B IPOKCUMaIb-
HOM OT/le/le MOYETOYHMKA MIPefCTAB/IAI0T COO0I CIOKHYIO KIVHMYECKYIo 3aaqy. Knumundecknmm
IPOSIBTIEHMAMM JJAHHOJ IIaTOJIOTMM SIBJIAIOTCSA, KaK IIPAaBUIO, 00/Ib, pelMANBUPYIOLe NHPEKIVN
MOYEBBIBOAALINX ITyTelt, reMaTypua. K 3010TOMY CTaHAAPTY AMAarHOCTUKM MOYKHO OTHECTH Y/IbTpa-
3BykoBoe uccinefoanue (Y3Jl) modek, YaleqHO-TOXaHOYHOM CHMCTEMbI, MOYETOYHMKA, a TaKKe
KOMIIBIOTEPHYIO TOMOTPadUio ¢ BHYTPUBEHHBIM YCVWIEHVEM, NPV KOTOPBIX, KaK IIPaBWJIO, YAAETCS
OTMETUTD IIPM3HAKY YBEINYEHNA pa3MepOB JIOXaHKY U eeKT HAIlOTHEHVSI MOYeTOYHNKaA [5].

MBI npoieMOHCTpUpPYeM KIVHUYECKMil Cydall TuapoHedposa y pebeHKa ¢ BbIPa)KeHHBIM
00JIeBBIM CHH/JPOMOM, BBI3SBAaHHBIM 00CTpPYKIIMel TOXaHOYHO-MOYETOYHIKOBOTO CeTMEHTA IIOJIN-
IIOM BepXHeil TPeT! MOYETOYHMKA.

ONUCAHUE KITMHUYECKOTIO CJTYYAA
© O\

Manpuuk, 10 ner.

Anamnes 3ab6onesanus. [Ipu mmaHOBOM 00C/IeTOBaHMM TI0 MECTY XKUTENIbCTBA B BO3pacTe 6 jieT
Ha Y3Vl oOHapy>keHa IMeIOKa/IMKOIKTa3Vsl C/IeBa: Ha3HAYeHO IUIAHOBOE HAOJIIOleHNe C Peryssip-
HbIM KoHTporneM Y3VI. B mekabpe 2024 roa oTMedeH sn130f, pe3Kux 0oeli B 1eBOI MOSACHIYHO
0071acTH, 1O MOBOJY Yero peOeHOK ObUI TOCHUTANMM3UPOBAH B CTALMOHAP IO MECTY YKUTEbCTBA.
ITo maHHBIM 061IIETO aHAIM3a MOYM OTMEYAJIVCh JIeIKoUUTyprs u b6aktepuypus. Ilocie crabumm-
3aUM COCTOSIHMS Ha (OHe MPOBOAMMON aHTMOAKTepUaabHOI Tepamuy MpOBefeHa MUKIVOHHAs
mcToyperporpadus (puc. 1, A): Mpu3HAKOB MY3bIPHO-MOYETOYHNKOBOTO pepIiokca He BBLABIICHO.
ITo maHHBIM 3KCKpeTOpHOIT yporpadun (puc. 1, b) oTMeuanice pacmupeHne JaleqHo-T0XaHOYHON
CUCTeMBI CJIeBa, 3aflepyKKa Maccaka KOHTPAcTa Ha YPOBHE TOXaHOYHO-MOYETOYHVKOBOTO CeIMeH-
Ta cneBa. [Tocme BBIMMCKY M3 CTAalMOHApa COXPAHS/INCh Hepyroaydeckyie 60 B JIEBOJ MOACHNY-
HOJ oOmacTyt (HmOCnemHWUI smu3on oTMedeH B mione 2025 ropa). IlpoBeneHa TenmeMemMIHCKAs
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Puc. 1. A — 3KcKpeTopHasa yporpadus: NpU3HaAKOB Ny3bIPHO-MOYETOYHUKOBOIO peditoKkca
He BbIIBJIEHO; B — MMKUMOHHAA unctoypetporpadus: paclumpeHne YalleyHo-JIOXaHOYHOM CUCTEMbI
cNeBa, 3aAepiKKa Nacca)ka KOHTpacTa Ha YPOBHE JIOXaHOYHO-MOUYETOUYHMKOBOIO CerMeHTa cjieBa.

koHcynbranysa ¢ PIrAY «HMUI] 3goposbst meteit» Munanpasa Poccun: peGeHKy pekOMeHIoBaHA
TOCIVTANMU3AVIS /IS BOOOCTIeOBaHNs U ONIpee/ieHNs JaIbHelIIell TAKTUKIA JIeYeH VIS,

ITpu nmocTymieHun B OTAeNeHNe OOLIeil U ITAHOBOI XUPYPIruy pe6eHOK IPeNbAB/IAN XKaJlo-
ObI Ha TIEPUOANYECKYI0 OCTPYIO OO/Ib B JIeBOII MOACHNYHOI o6macTy. ITo faHHBIM (U3MKaTBHOTO
006ceoBaHNs OTK/IOHEHWIT He BBLAB/ICHO; NIPY IaJIbIIALVN )XMBOTAa OOIE3HEHHOCTY He OTMeva-
nocb. Co CTOPOHBI OPTaHOB MOYEBBIBOJIALE CUCTEMBI U3MEHEHMI TaK)Ke He BbIAB/ICHO: MOYEVIC-
IIyCKaHJe CaMOCTOsITe/IbHOE, CBOOO/IHOE, He BBI3bIBaeT OeCIOKOICTBA. Moya BU3ya/lbHO CBET/IO-
KeJITOTO IIBeTa, Ipo3padHasi, 6e3 mpumeceit.

\—
IIPEIBAPUTEIBHBIN NMATHO3

Ha ocHoBanuu >xano6 n anaMmHe3a pe6eHKy ObUI yCTaHOBJIEH AMarHo3: «[uaponedpos cieBar.

PE3YJIBTATbBI TABOPATOPHOTIO
N VMTHCTPYMEHTAJIBHOTO MCCITEJOBAHMA

B fieHb IOCTyIUIeHNs 10 JAaHHBIM OOIIeTo aHa/IM3a MOYY U3MEHEHMIT He BBIABIICHO.

ITo pesynbraram Y3V opraHOB MOUYEBOJI CICTEMBI OTMEYA/IOCh pacIPeHe TOXaHKI JIEBOJ IT0Y-
KI 10 22 MM, pacllypeHe BepXHeil TPYIIIbI YalleyeK Jo 17 MM, pasMep cpefgHell i HYDKHEN TPYIIT —
1o 8-10 MM, 71eBbII MOUYETOYHMK He paciiypeH. TolyHa napeHxuMsl 1eBoit noukn 10-14 mm; Kpo-
BOTOK B JI€BOJI II0YKe 00€JHEH 110 MaruCTPaTbHOMY THUITY, IPOCIEKMBAJICS [0 KarCynbl. CO CTOPOHBI
IIPABOJ TIOYKM, YaIlI€YHO-/IOXaHOYHOJN CUCTEMBI ¥ MOYETOYHIKA ISMEHEHNII He BBIABJIEHO.

C 1enpi0 YTOYHEHN A IPUYMHBI pasBUTUA TUIpoHedpO3a C/IeBa, B TOM UICIIe I MCKIIOYeHVI
HIDKHETIOJIAPHOTO 106aBOYHOTO COCY/Ia IIOUKY, KOTOPBIi MOT ObI BBI3BIBATH KOMIIPECCHIO B 00/1acTI
JIOXaHOYHO-MOYETOYHMKOBOTO CETMEHTA, BBIIIO/IHEHA KOMIIbIOTEPHAsA TOMOrpaduis Mo4eK ¢ BHYTpH-




BEHHBIM KOHTPACTMpOBaHMeM (pUC. 2): TOXaHKa
JIEBOMI MOYKM pacmpeHa no 30 MM, vamied-
K — 10 20 MM, JIEBbIII MOYETOYHMK He pac-
mypeH. JJOIoTHNTeIbHBIX 00pa3oBaHmii Opror-
HOJ1 TIOJIOCTY ¥ 3a0pIOIIMHHOTO IPOCTPAHCTBA
He BBISIB/IEHO, HVDKHENOJISIPHBIN 100aBOYHBII
COCY/}, JIEBOJ TIOYKM VICK/TIOYEH.

YunrtpiBass »anoObl, KIMHWYECKYIO Kap-
TUHY U pPe3yAbTaTbl 00C/IefOBaHNA, NPUHATO
pelleHNe O IpOBeeHNI IIJITAaHOBOTO ONepaTVB-
HOTO BMeIIaTe/TbCTBA B 00beMe JIalapoCKOIIN-

YeCKOM IUTACTUKI TIOXaHOYHO-MOYE€TOYHMKOBO- m \ :
ro CerMEHTa CIeBa. Puc. 2. KoMnbloTepHas ToMorpacdus noyek
MoueBoil TysbIpb HPEHUPOBAH KaTeTe- C BHYTPUBEHHbIM KOHTPacTUPOBaHUEM:
pom Qones 10CH, manee BbINONTHEHA OTKpbI- BbIPAXKEHHOE PAcCLUMPEHME YaLIeUHO-
Tas nanapockonus. [locne BckpbiTms Oprommm- JIOXaHOYHOWN CUCTEMbI C/IeBa C 3aiePXKKOW
HBI U3 3a0PIOIIMHHOTO IPOCTPAHCTBA BbIe/IeHa PEHTreHOKOHTPACTHOrO Npenapara
JeBasi TOYKa: MK OCMOTpe obparana Ha cebst B OTCPOYEHHYIO hasy M OTCYTCTBME
BHJMMaHJE YMEPEHHO HaIpsDKeHHas JIOXaHKa KOHTPACTUPOBAHMS MOYETOUHMKA

CMEIIAHHOTO TUIIA; B 00/1aCTI IOXaHOYHO-MOYe-

TOYHVKOBOTO CerMEHTa COCY He BbIsAB/eH (puc. 3). [lanee ObUT HalOXKeH IIOB-/iep)Kaika Ha JIOXaHKY.
[TnenoyperepanbHblil CETMEHT M YacTb JIOXaHKU pe3elMpoBaHbl. IIpy paccedyeHMn Mo4eTOUYHMKA
B IIPOJJOJIBHOM HAIIpaB/IeHUV B BEPXHeJl TPeTV BbIABJICH HOMNUII HAa JUIMHHOI HOXKe (puc. 4), KOTo-
PbIiT ¥ OBLT paclieHeH Kak npu4rHa rupponedposa. [Ipu nomomniy anmapara LigaSure monun orceden
Yy OCHOBaHUA M BMECTE C pe3eliPOBaHHbIM JI0XaHOUYHO-MOYETOYHMKOBBIM CETMEHTOM 3BaKyMPOBaH
13 OpIoIIHOI monocty. PeserpoBaHHble TKaHM OTIIPAB/IEHbI HA TMCTOMOP(]OIOTIuecKoe 1CCeo-
BaHMe. BbINIoJIHEeHa M1MeI0CTOMYA, B KauyecTBe IMEeIOCTOMBI JICIIO/Ib30BaH J-cTeHT 70 cM, pasMep-
HocTbio 5CH. ITnenocrommyecknit peHax BbIBEIEH HAPY)XXY B JIEBOL ITOSICHUYHON obmacTu. [lanee
HaJIOKEH JIOXaHOYHO-MOYETOYHMKOBBI aHACTOMO3, TEPMETUYHOCTD ¥ IPOXOAMMOCTb KOTOPOTO
HOfITBEepyKZIeHa ITyTeM BBefeHVs B mesocTomy 20 Mt pactsopa NaCl 0,9% (puc. 5).

Puc. 3. Jlanapockonusi: BHELUHWUIA BMA, NEBOM NOYKM M NOXaHOYHO-MOUYETOYHUKOBOIO CErMeHTa.
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MnoJinn MOYETOYHUKA KAK PEOKAA MPUYNHA
PA3BUTUA TMOPOHE®PO3A Y ETEN

Puc. 4. BHellHM BUA, NoJiMna MoYeTOUYHUKA.

VICXOJ U PE3YIBTATDBI IIOC/TEQYIOINErTO HAB/TIONEHVA

B mepsble mocneonepalonHble CyTKM ypeTpanbHblll KaTetep Ponesa ynanen. Ha cegpmble
IIOCTIeOTIePAllMIOHHBIE CYTKM BBIIIOIHEHA «IIBeTHAsA MpobOa»: 4epe3 MUETOCTOMY B JIOXaHKY BBO-
IMJICA BOZIHBIN pacTBOp MHAMUrokapmuHa 0,4%,
U TMeNoCTOMa mepexumanace. IIpu mepsom
JKe MOYENCITyCKaHMM MOdYa Obl/Ta MHTEHCUBHO
OKpallleHa, 4YTO CBUJETENbCTBOBA/IO O XOpO-
1Ieil IPOXOAMMOCTY aHacToMo3a. Ha Bocbmble
HOC/IeOIePaIIOHHbIe CYTKY MIeI0CTOMa Oblla
yZla/ieHa, 11 Ha CTIefYIOMINIi IeHb peOeHOK BBIIN-
CaH JJOMOJI B YIOB/IETBOPUTE/IBHOM COCTOSHUM.

OBCYXAEHUE

Puc. 5. BHewHWi BUA NOXaHOYHO- TuapoHedpo3 MOXKET GBITH AMATHOCTUPO-

MOY€TOYHMKOBOro aHAaCTOMO3a B MOMEHT BaH B IIpe€HATaJIbHOM U IIOCTHATa/IbHOM IIEPIO-
BBefieHusi pacteopa NaCl 0,9% c Lenblo oLeHKM nax. [To maHHBIM cTaTUCTUKM, ¥ 13% HOBOPOX-
répMeTMYHOCTU U NPOXOANMOCTH. JIeHHbIX C IpeHaTa/bHO BBIABICHHBIM PaCIIN-
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peHMeM IOYeYHOIT IOXaHKY [OC/Ie POXK/AEHNUS OIPe/e/sIoTCs IpU3HaKy rupoHedposa. Y Manb-
YMKOB IATONIOTMA BCTpeYaeTcsA damle, Ipy 3ToM B 90% caydaeB OTMeYaeTCs OfHOCTOPOHHee
nopaxenne, B 10% — yBycTopoHHee [6]. Y meTeit cuMnTOMBI IipoHedpO3a MOTYT BapbipOBATh
¥ BK/IIOYaTh 00/Ib B 00/1aCTY MOSCHUIIBI VIV SKMBOTA, AU3yPUYECKYIe IPOSIBIICHNS, B PEIKNX CITy-
JasX MOXKeT HaO/I0aThCsl OTEYHOCTb.

®ubposnuTennanbHble IMOMUIBL B KadeCTBe NPUYMHBI BO3HUKHOBEHMs IuApoHedposa
OIVICAaHBI /IMIIb B eVIHMYHBIX C/Ty4asX KaK B IEeTCKOV, TaK M BO B3pOC/oil npakTuke. Hecmorps
Ha TO, 4TO (pUOpOsMUTENINATIbHbIEe TIOIUIIBI MOYEBBIBOAAIVX ITyTell BCTPEYAIOTCA PENKO, O HUX
He CTOUT 3a0bIBaTh IPU OTCYTCTBUM JAPYTUX SIBHBIX HPUYMH OOCTPYKLMYU JTOXaHOYHO-MOYETOU-
HJUKOBOTO CerMeHTa. [0 DaHHBIM MUpOBOJ JNUTEpPATYpbl, AUATHOCTUKA PUOPOIMMTEIIaTbHBIX
IIOJINIIOB MOYEBBIBOALINX ITyTell 3aK/II04aeTCs B IpoBefeHuy Y3V, KoMnbloTepHOl ToMorpadun
C KOHTPACcTUPOBAHMEM Vi MaTHUTHO-Pe30HAHCHOII ToMorpaduu. B mpepcraBieHHOM HaMM K/IMHY-
YeCKOM CJTy4ae 3aloflo3pUTh Ha/muM4le MOoInIa y pebeHkKa 1o JaHHBIM IIPOBeIeHHOro 00cyenoBa-
HIIS He Y/Ja/IOCh: JaHHAs MATOJIOTYA CTajIa UArHO30M MCK/TIoUeHu [7].

Cyl1eCTBYIOT pa3/IMYHbIe ONVCAHHbBIE METOMMKY y/ia/IeHVsI TO/INIIOB B MOYETOYHMKe. MeTobl
JIe4eHIS] BKIIIOYAIOT YPETePOCKOINIO, OTKPBITYIO XMPYPIUIO, TallapOCKOIIYeCKIie METOABI 1 po0o-
TU3UPOBAHHYIO XUpypruto. HecMOTpsi Ha MHOXXeCTBO YCIEIIHBIX CTy4aeB YPeTepOCKOIYeCKOTO
JledeHNs, JaHHas MeTOAMKA VIMeeT OTPaHMYeHNs 10 MCIIO/Ib30BAHMIO B IETCKOM Bo3pacte. B ciry-
Jae HesCHOI IPUYMHBI OOCTPYKIMM B 30He MMETIOYPETEPaTbHOTO CErMEHTa BapMaHTOM BbIOOpa
CTaHOBUTCSI MMEHHO JIAIIaPOCKONMYECKUI JOCTYII C IPOBefjeHMeM IIACTUKY JIOXaHOYHO-MOYe-
TOYHMKOBOTO cerMeHTa [5, 7, 8].

3AKJTIOYMEHUE

ITpuMeHeHNEe COBpEMEHHBIX MaJIOMHBA3VBHBIX BUEO3HJOCKOINYECKUX TEXHONIOTUIA IT03BO-
nsgeT 3PEKTUBHO YCTPAHUTb OOCTPYKIMIO, COXPAaHUTh (PYHKIMIO ITOYKY U 3HAYMTEIBHO COKpa-
TUTb CPOKY peabuanTanyy nanyenta. Takum o6pasom, CBoeBpeMeHHas JUarHOCTYKA U MaTIOVHBa-
3UBHOE 9HJIOCKOIINYECKOe JIeueHe 00ecrieunBaoT 0/IarOIpUATHBI IPOTHO3 IIpK ruapoHedpose
Pa3/IMYHOI 3TUONIOTUY, B TOM YMC/Ie BbI3BAaHHBIM ITOJIUIIOM IME/IOYPETePaIbHOTO CeTMEHTA.
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OCTPbIA ANMEHAMLMUT KAK MACKA
BOJIE3HU KPOHA

OCTPbIA ANMNEHAULUT KAK MACKA BOJIE3HU KPOHA

E.I0. IpaxoHoBa, A.C. beknH, A.A. I'yces, E.A. Oxynos, A.C. Iloranos,
A.A. Illykuna, A.O. Tapssan, A.E. Markos, H.H. EsrenoBa

OBOCHOBAHME

bBonesnp Kpona y pereit nmpepcraBisfeT coboil TeTeporeHHOe BOCIAIUTEIbHOE 3a00/IeBaHme
KUIIEYHNKA ¢ BapuabeTbHbIM KIMHIYECKUM [eOI0TOM 1 Hepe[KO arpecCMBHBIM TedeHueM |1, 2].
B nmenmaTpudaeckoit mpakTuKe 0COOYI0 CIOXKHOCTD IIPECTAB/IsIeT PaHHss BepudUKaIys AMarHosa,
0CO0EHHO B CUTyaLMsAX, Korga 3aboneBaHue MaHUQeCTUpyeT He TUIMYHBIMU TaCcTPOIHTEPOJIO-
TMYECKVIMM CUMIITOMaMU, a TSDKETbIMI XUPYPIUYeCKUMIU OCTOKHeHUsAMMN. 110 JTaHHBIM MMPOBOI
JINTEPATYPbI, Y YaCTH IHALMEHTOB IeTCKOro Bo3pacTta 6onesHb KpoHa febotupyer nepdopanmeit
KUIIeYHNKa, (OPMIPOBAaHNEM BHYTPUOPIOUIHBIX a0CI[eCCOB, KMIIEYHBIX CBUIIEN WM KIMHUYe-
CKOJ1 KapTMHOJ KUIIEYHOI HEIIPOXOAUMOCTH, YTO IIPUBOJUT K BBIITOTHEHMIO TEPBUYHBIX XUPYP-
TMYECKVX BMEIIATe/IbCTB 10 YCTAHOBJIEHMs 9THonoruu 3abonesanns [1, 3, 4].

KiroueBBIM IaToreHeTMYECKUM NpU3HAKOM 6one3Hu KpoHa sABisgeTcs TpaHCMypaIbHOe BOC-
IajieHVe KMIIEYHOI CTEeHKY, OTIMYaloliee ee OT APYrux (opM BOCIAIUTEIbHBIX 3a00JIeBaHMIT
KuIIeyHKa. VIMEHHO TpaHCMypasbHOe IOpaXkKeHJe JIOKUT B OCHOBE PasBUTHs IMTyOOKUX sI3B,
MUKponepdopaiuii, eHeTpupyommx GopM 3abomeBaHusA, abCLeCCOB ¥ HAPY>KHBIX KMIIEYHBIX
CBMUIIIEIT, @ TaKXKe PUOPOTIYECKNX ISMEHEHMIT CO CTAHOBJICH)EM CT€HO30B [4-6]. YV eTeit maHHbIE
IIPOLIECCHI MOTYT IIPOTPECCHPOBATh OCOOEHHO OBICTPO, YTO MOBBILIAET PUCK IIOBTOPHBIX XUPYPIU-
YeCKMX OC/IOXKHEHMII ¥ 3aTSDKHOTO MTOC/Ie0IePAIIOHHOTO TedeHus [3, 7].

B knmMHMYecKol NpakTuKe IOBTOpsitoliyecs rnepdopanuy KuineyHyuka, GopMUpoBaHue
HOBBIX a0CIIeCCOB I CBHUIIEN, @ TAKXKe OTCYTCTBYE OKMTaeMoro 3¢ deKTa OT CTaHAAPTHOI XUPYP-
TMYECKON ¥ aHTMOAKTepUANbHOI Tepaluyl JO/DKHBI PacCMaTPUBATBhCS HE TONMBKO KaK OC/IOXK-
HEHHOe MOC/IeoepalioHHOe TeueHle, HO M KaK K/IMHMYeCKue MapKepbl BO3MOXKHOTO Hepac-
II03HAHHOTO BOCIA/INTE/IbHOTO 3a00/IeBaHNs KullleyHrKa (4, 8]. OfHaKo B YCIOBMAX OTCYTCTBUA
TUIMYIHBIX CUMIITOMOB ¥ IIPU Hanu4uu GakTOPOB, CIOCOOHBIX OOBSCHUTD XMPYPIUIECKYIO ITaTO-
noryio (TpaBMa, CIIaeYHBIN IIPOIece, MHGEKIVOHHbIE OC/TOKHEeHNs), IuarHocTuka 6onesuu Kpona
y ieTeil MOXKeT CYIIeCTBEHHO 3amasbiBarh [1, 2].

C y4eTOoM U3/I0XKEHHOTO 0COObIIT MHTEepeC MPeCTAB/IAI0T KIMHINYeCKe HAOMIOeHN, JeMOH-
CTpUpYIOIIMe HeOOXOAMMOCTb PaHHell KIMHIYECKON HAaCTOPOXXEHHOCTV B OTHOLIEHUM 60Ie3HM
KpoHa y feteit ¢ 3aTsDKHBIM, pelMANBUPYIOLIVM ¥ OCIO)KHEHHBIM TeYeHMEeM II0CTIe XMPyprude-
CKVIX BMEIIATe/IbCTB.

B npepcraBieHHOM KIMHIYECKOM HAOTIOEHNH BBIIIO/IHEH aHA/IN3 9TAITHOTO XUPYPIIUIecKo-
ro ¥ MeIMKaMeHTO3HOro JledyeHns pebeHKa ¢ OCTIOKHeHHOI cBuIieBoit ¢popmoit 6omesnn Kpona,
MaHM$eCcTpOBaBIIel TOBTOPHBIMY NTep(OpaIisiMI ¥ BHY TPUOPIOLIHBIMY OCTIO>KHEHUSAMIL.

ONUCAHUE KITMHUYECKOTIO CJTYYAA

“' OIALIMEHTE

Manpunk, 11 net, mpoxnBaetr B MockoBckoit obmactu. [fo okts6pst 2023 roga akTUBHBIX
Kasmo6 He IPeIbABIIAT, POC M Pa3BMBAJICA IO BO3PACTY.
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Anamnes 3abonesanus. B okrabpe 2023 roga 1o MecTy >KUTENIbCTBA BBIIIOJTHEHBI alllleH[9K-
TOMMS, CaHALMA M [JPeHVPOBaHNue OPIOLUIHOI IIOJIOCTM IO IIOBOAY OCTPOrO JeCTPYKTMBHOIO
anmeHguuuTa. [locmeonepayioHHbIi Teprof, poTeKas 6e3 0CIOKHEHMI.

C suBaps 2024 roga y pebeHKa OTMeYasIliCh SIM30/bl KAIINIe00pa3HOTO CTy/Ia U PBOTHI.

B ¢espane 2024 ropma HampaB/eH B IeAyaTpuUdeckoe OTHENEHME CTAlIOHapa IO MeCTy
JKUTENIbCTBA: IPY 00CTIEOBAaHNM BBISB/IEHO MOBbIIIIeHNe QeKanmbHOTrO KanbIpoTeKTHa (718 MKI/T),
al-aHTUTPUIICKHA B KaJIe, IIOTIOXKUTeNbHbIe aHTUTeNa K Saccharomyces cerevisiae (ASCA) IgG u IgA.

[Tpn ob6cnemoBany pasBUIaCh KIVMHWYECKas KaPTUHA OCTPOI KMIIEYHON HeIPOXOAUMOCTY,
B CBA3M C 4eM BBINIOTHEHBI JIAIAPOCKONYECKNUI aire3MONM3NC U YIIMBaHue neppopannu moj-
B3floIIHONM Kumkyu. Ha 2-e mocneonepallMoHHble CYTKM Pa3BUICA TMAPOTOPAKC, B CBA3K C 4eM
IIPOBEJEHO NPEHMPOBaHME NPABOIl IJIEBpaNIbHOI monocty. Ha 3-u mocnmeonepanyoHHble CyTKU
OTM€Yasioch TOsIB/IEHNE KUIIEYHOTO OT/eISIEMOro MO JIpeHaXy OPIOLIHOI MOMOCTI. BhinmonHeHa
pemanapoToMus, pe3eKiys MOAB3LOIIHON KUIIKY ¢ nepdopanyeii, GopMupoBaHye MIeOCTOMBI.
B nocreomnepanyoHHOM mepuosie COXpaHsAcsa cyodeOpuanTeT C MyTHBIM OTHE/IAEMBIM U3 OPIOLI-
HOJ 1o71ocTy. PeGeHKy IpoBefieHa CaHAIMOHHAs PealiapoCKONNsA ¢ pefpeHNpoBaHyeM Oprom-
HOII nonocTu. OTMeYanoch AINTE/IbHOE 3XUBJIEHNe MTOC/IeONEePallIOHHbIX PaH C IpUMMeHeHIeM
BaKyyM-CUCTEMBL.

B mae 2024 ropa BBHINOTHEHO 3aKpbITHE VIEOCTOMBI ¢ (POPMMPOBAHNEM TOHKO-TOJICTOKM-
LIEYHOrO aHacToOMo3a. Yepes 2 MmecAna mocie omnepauyy AUMArHOCTMPOBAH IIPAaBOCTOPOHHUI
nozpanadparmMaabHbIi abCIiecc, BHIIOMHEHO €ro ipeHnpoBanue. B nanpHerimeM (ceHTAOpD, 2024)
copmMupoBasca Hapy>KHBII KUIIEYHbII CBUILI

I[Tocre mpoOBeEHHOIT Te/IeMefUIIMHCKON KOHCY/IbTAlNM peOeHOK rociuTamsuposat B PTAY

«HMML] 3poposba pereit» Munsgpasa Poccun.
C X

PE3Y/IBTATBI ®PN3NKAJTBHOI'O, TABOPATOPHOI'O

VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

IIpn mocTymneHunn obuiee COCTOSAHUE
nalyeHTa cpefjHell cTemeHu Tsxectu. Macca
Tena 25,5 xr, gjyuHa Tena 142 cm. Ousudeckoe
pasBuTHe CpefiHee: KO3(Q(UIMEHT CTaHZAPT-
HOro oTkJoHeHMs pocta (Standard Deviation
Score, SDS) -0,21; pucrapMOHMYHOE 3a CYeT
BBIp@KEHHOTO pAeduuura Macchl Tema: SDS
MHJEeKca MacChl Tena -3,75.

KoxHble THOKpPOBBI  (U3NMONIOTMYECKO
OKPAaCKM, YMEPEHHOJ) BIaKHOCTH, YMUCTbIE
OT maTojiornyeckor coimm. Ha mepepueit 6prom-
HOJl CTeHKe MHOXXeCTBEHHbIe II0C/Ieonepa-
IMIOHHbIe PyOILbl; B IPAaBOM Me30racTpuum —
HapY>XHbIJI KMUIIEYHBIN CBUI C KUIIEYHBIM
otfensgeMbIM (puc. 1). JlokanbHOe TOKpacHeHNe
YYaCTKOB KOXM HaJi KOCTHBIMU BBICTYIaMy
(mocmencTBys iponexxHeit I cragum) 6e3 OTKpbI-
TOV paHEBOV IIOBEPXHOCTIL.

B xome KOMIIEKCHOTO 00cCaemoBaHUA Puc. 1. Bup nepenHen 6pIOLLIHON CTEHKHU
BBIABJIEHbI BbIpa)KeHHbIE na6opaToprIe Map- C py6uamMm Nocsie MHOrOKpPAaTHbIX onepauui
Kepbl KMIIEYHOrO0 BOCHAJE€HNsA: 3HAYUTETbHOE M HAPY>XHbIM KMLLEYHbIM CBULLIOM.
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OCTPbIA ANMNEHAMULMUT KAK MACKA
BOJIE3HU KPOHA

HOBBIIIEHNE YPOBHA (peKa/bHOTO Ka/lbIpoTeKTHHA (>1800 MKI/T), yBenudeHne al-aHTUTPUIICHHA
B KaJle, a TaK)Xe MOJIOKNUTeIbHbIe ceposiornueckue Mapkepsl 6onesun Kpona (ASCA IgG u IgA).
OTMmeyanuch NpU3HAKY CUCTEMHO BOCIIAIUTENbHONM aKTMBHOCTY, aHEMUM U HY TPUTUBHON HEZO-
CTaTOYHOCTH.

ITo maHHBIM MHCTPYMEHTA/IBHBIX METOJOB OOCTIeOBAHN, BK/II0Yas MAarHUTHO-PE30HAHCHYIO
3HTEepOrpaduIo, BBIABICHBl MHOWIBTPATUBHbIE M3MEHEH)A B OPIOLIHOI ITONOCTM C IPU3HAKAMMU
TPAaHCMYPa/IbHOTO TIOPaKEHVIsI KUIIEYHON CTeHKY U (OPMUPOBaHIEM HAPY)KHOTO CBUIIIEBOTO XO/a.

\i_

COBOKYIIHOCTb KIMHIYECKNX INPOSBIEHMII, Ta00PATOPHBIX I MHCTPYMEHTA/IbHBIX TaHHBIX
II03BO/IV/IA BepUpULMPOBATh AUArHO3 CBUIEBOIT popMbl 60mesHn KpoHa.

B cBA3KM ¢ HamuumeM aKTUBHOTO THOIL-
HO-CENTUYECKOT0 IIpoIlecca M HAPYXKHO-
IO KHMNHIIEYHOTO CBUIIA ITAalIMEHT II€EPEBENEH
B XUPYPIUYeCKOe OT/eieHne. BoInonHeHo ore-
paTMBHOe BMeIIATeIbCTBO (puc. 2): penamna-
pOTOMMSI, pe3eKlNsi MMOPaKeHHOTO CerMeHTa
KUIIEYHNKA, MCCeYeHNe HAPY>KHOTO KUIIEYHO-
ro ceuia ¢ (GOpMMPOBAHNEM JBYCTBOIbHOI
MIEOKOTIOCTOMBI. IToC/IeonepainoHHblil epu-
Off TIpoTeKas 6e3 OC/IOKHEHNIL.

B nocreomnepalifoHHOM Iiepyofie B OTHENe-
HHUN TaCTPOSHTEPOJIOrMN I10C/IE CTa6I/UII/I33LU/II/I

Puc. 2. BbiaeneHHbIN NOPaXKeHHbI CerMeHT COCTOAHMA TIPOBEJEH MHAYKIMOHHBIN KypcC
TOHKOW KMLUKM CO CBULLIOM. TeHHO-VH)KEHEPHOIT GMOIOTMYECKOIT TePATINN.
aa

VCXO[ V1 PE3YJIBTATBI ITIOC/IEAYIONIETO HABTIOOEHWA

Ha ¢one crenmdnyeckoro MefuKaMeHTO3HOTO JIeUeHVsI T€HHO-MH)XeHepHBIM O1orornye-
CKMM IIperapaToM YAaloCh HOCTUYDb CTOVKON pemuccuy 6onesun Kpona. Y pebenka HopMam-
30BAJINCh AHTPOIIOMETPUYECKIE MTOKa3aTeIy C MPUOABKOV MaccChl Telna Ha 24 KI' UM JUIMHBI Tela
Ha 11 cMm.

Yepes 6 MecsLeB peOEHKY IIPOBEfIEHO YCTpaHEeHNe IBYCTBOIBHOI MJIEOKOJIOCTOMBI € GOpMM-
pOBaHNEM MEXaHNYECKOTO TOHKO-TOJICTOKMIIEYHOIO aHACTOMO3a. [locmeonepanioHHbIN IEPUOT,
IIPOTEKAJI ITIA/IKO.

W

ITPOT'HO3

[IporHo3 st XM3HY OIarONPYATHBIN, HO OCTOPOXKHBIN B OTHOLIEHMY TeYeHWs 6O/Me3HN
KpoHa ¢ yyeTom TsKernoit, 0CIOXKHEHHOI (POpMbI 3a00/IeBaHNA B aHAMHe3e.
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OBCYXAEHUE

[IpencraB/eHHBI KIMHIYECKUI CTy4ail WITIOCTPUPYET OFHY 13 Hanubojee CI0XKHBIX IPo6-
JIeM [eTCKOJ FacTPOIHTEPOIOI NI Y XUPYPIMM — CBOEBPEeMeHHYI0 Bepudukanmio 6onesun Kpona
npu ee [e6I0Te C TKENBIX XMPYpPrudeckKux ocnoxHeHmit [1-3]. OcobeHHOCTbIO HaOIOieHNA
SIB/ISI€TCS IIUTENbHBIN LIEPUOJ], B TeUeHMe KOTOPOro KIMHMYecKas: KapTuHa 3aboneBanus ¢op-
MMPOBajach MPENMYIeCTBEHHO 3a cYeT mepdoparyii KUIeYHNKa, BHYTPUOPIOLIHBIX a0CIIeccoB
VI CBUILEIT, TOTIA KaK TUIIMYHBIE TaCTPOIHTEPOIOrMYecKyie IPOSBIEHN BOCIIAIUTEIBHOTO 3a60-
JIeBaHVS KUIIEYHMKA OCTaBaIMCh MaIOBbIPa)KeHHBIMIL.

AHanm3 TedeHMs 3ab60/IeBaHNA ITO3BOJIAET OTMETHUTD, YTO YXKe II0C/Ie TIOBTOPHBIX SIM3070B
nepdopanuy TOHKOJM KUIIKM ¥ 3aTsHKHOTO ITOCTIeOINEPAlMIOHHOTO BOCHAIUTENIBHOIO IIpolecca
KIVHUYEeCKass CUTyalys npuobpesna HETUIMYHBIN [JIA M3OMMPOBAHHON IIOC/IEONEPAIVIOHHO
uH}peKI MY XapakTep ¥ JO/DKHA OblTa pacCMaTpUBAThCs KaK IOBOJ /I PaclIMPEHHOTO Jyar-
HOCTVMYECKOTO IIOMCKA, B TOM YJCJIe VICK/IIOYEHVs BOCIAIUTENIbHOTO 3a00/MeBaHys KMIIeYHMKA.
MHOXeCTBEeHHbIEe pPelMAMBHUPYIOLYE THOHO-CENTIYeCKVe OCTIOKHEHNA, GOPMMUPOBaHVe HapyXK-
HBIX KUIIEYHBIX CBUINEN UM OTCYTCTBME CTOMKOro 3¢¢dexra OT CTAaHHAPTHON XMPYPrudecKom
M aHTUOAKTepUaTIbHOI Tepanuy COOTBETCTBYIOT ONMCAHHBIM B IUTepaType IPOsBICHNSAM TPaHC-
MYpaIbHOTO IOpaXKeHNs KUIIEYHOIT cTeHku pyu 6onesnu Kpona y mereit [4-6].

B mepmarpuyeckor mpakTyuKe IMOJOOHBIE CITyday IpPefCTaB/AT 3HAYUTETbHbIEe IVAarHOCTHU-
YecKye TPYJHOCTY, ITOCKONBbKY nepdopannm 1 abcrieccsl HepeKo MHTePIPeTUPYIOTCS KaK CIIel-
CTBME TPaBMbI, CIIA€YHOI OO/IE3HN WM ITOCTIEONEPALMOHHBIX OC/IoKHeHuil. OIHAKO, COITIacHO
COBPEMEHHBIM PeKOMEHIALMAM /1 JAaHHBIM KJIMTHIYECKIX PErVICTPOB, IIePCUCTHUPYIOLIee VIV PeLy-
AVBMpYIOllee TedeHe BHYTPUOPIONIHOTO BOCHIAUTENBHOTO IIPOLiecca, TOsIB/IeHie HOBBIX CBUIIIE
U abCIleccoB, a TaKXKe OTCYTCTBME OXKMAeMOJ AMHAMMUKMU IIOC/Ie aleKBAaTHBIX XMPYPIUYeCcKMX
BMEIIaTe/TbCTB JO/DKHBI pACCMAaTPUBATHCA KaK OCHOBAHVIA /IS pAaCIIMPEHHOTO JUAarHOCTIYECKOTO
IIOVICKA, B TOM YMCJIe VICK/IIOYeHNsI BOCIIAINTe/IbHOTO 3a00MeBaHys KulledyHuka [1, 4, 8].

B npepcTaBieHHOM HaOMIOEHNN KITI0YEBBIM 3TAIIOM CTa/lI0 HAIIpaBJIeHNe MAI[IeHTa B CIIe-
IVIa/TM3YIPOBAHHBIN IIEHTP, I7ie Obl/Ia BBIIIONTHEHA Pe3eKIMs IOPaKeHHOTO CeTMEeHTa KIIIeYHMKa,
BBbIBeJIeHa CTOMa U MIPOBeJieHO KOMIIJIEKCHOE TaCTPOIHTEPOIorndeckoe obcnenosanme. VimeHHO
coYeTaHMe XMPYPrU4ecKOro KOHTPOJIA o4yara BOCIaAeHNs U YIIy6O/IeHHOI AMarHOCTUKM [I03BO-
mno Bepudunuposarh 6one3nb KpoHa ¥ ompefenuTh HanbHENIIYIO JIe4eOHYIO TaKTHKY.
OTtcpoueHHass MHUIMALUS TeHHO-MH)XXEHEPHO! OMomornyeckoi tepanmuu Oblla 00YCIOBIEHA
HEOOXOJVIMOCTbIO KYNVPOBAHMS aKTUBHOTO THOJHO-CENTHYECKOTO IIPOIlecca, YTO COOTBET-
CTBYEeT COBPEMEHHBIM IIPEACTABICHUAM O 0e30IIaCHOCTY IPUMEHEHUs MMMYHOCYIPeCCUBHBIX
npemnaparos [4, 8, 9].

TlocTykeHye KIVMHNUKO-Tab0paTOPHOIN peMuccuy Ha GoHe IaTOreHeTMYeCKOIl Teparmu Co3-
JaJI0 YCTIOBYA /1S BBIIIOJTHEH S BOCCTAHOBMUTE/IbHON OIIePAIIV C 3aKPbITMEM CTOMBI I BOCCTaHOB-
JIeHVeM HeTPephIBHOCTM KUIIeYHMKA. [Iof00Hast 9TalTHOCTD JIedeHNs y TIIATeTbHO OTOOPaHHbBIX
NaIJIeHTOB COOTBETCTBYET COBPEMEHHBIM XMPYPIUIeCKIM PEKOMEH/IAIVIAM U IT03BOJIAET CHUSUTD
PUCK MIOBTOPHBIX OCTIOXKHEHMIT U PelUANBOB 3abomeBanus [5-7].

Takum 06pa3oMm, JaHHbII KIMHIYECKUI IPUMep aKIeHTUPyeT BHIMaHIe Ha HeOOXOAMOCTH
HAaCTOPO>KEHHOCTH B OTHOIIeHNY 60rme3Hy KpoHa y reTelt ¢ 3aTsHKHBIM 1 OC/IOXKHEHHBIM IOCTIeOoTIe-
PalUVOHHBIM TedeHUeM, pOpMMpPOBaHMeM OBTOPHBIX CBMIIEN ¥ a0CIiecCOB OPIOIIHON ITOIOCTH.
CBOeBpeMeHHOe IpUBJICYeHNE MYIbTUAVICHVIIIMHAPHON KOMAaH/bl 1M HallpaBjIeHVe IalyieHTa
B CIIEIVa/IM3VIPOBAHHBIN LIEHTP IO3BO/IAIOT COKPATUTD BpeM: 10 TOCTAaHOBKM AMArHO3a, CHUSUTD
PUICK IOBTOPHBIX XVPYPTUYECKNMX BMENIaTeIbCTB Y YIYYIINATD JOITOCPOYHBIIl IporHo3 [1-3].

17

e90HD18T "H'H ‘@ONMIBI "IV ‘HBEdR] "O"Y ‘BHUMATT] V'V

‘aoLRLOL] "'V ‘GOLANQ "V'T ‘G994 "Y'V ‘HUYAG D'V ‘eaoHOMBAL "0f'F



OCTPbIA ANMEHAMLMUT KAK MACKA
BOJIE3HU KPOHA

3AKJTIOUEHUE

IIpencTaBneHHBIN KIMHIYECKNIT CTy4all leMOHCTpupYyeT nebror 6omesHn KpoHa y pebeHka,
IPOABUBUINIICA TAXKEIbIMY XMPYPIUYECKMMY OC/TOKHEHUAMM 110C/Ie TIEPBUYHOI alllleH9KTOMNIM,
YTO NPUBETIO K TIOBTOPHBIM OIl€paTMBHBIM BMELIATEIbCTBAM /IO YCTAHOBJIEHMA OCHOBHOTO IMarHO-
3a. OTCyTCTBME TUNIMYHBIX FACTPOIHTEPOTOIMYECKUX IPOABIEHNII HA paHHMX 3TallaX CYIleCTBEH-
HO 3aTPYAHI/IO CBOEBPEMEHHYIO AMAaTHOCTHUKY 3a00/IeBaHuA.

KomriekcHast orjeHKa aHaMHe3a, Tab0PaTOPHBIX U MHCTPYMEHTA/IbHbBIX JJAHHBIX B YCTIOBUAX
CIIeIVIa/IVI3VPOBAHHOTO LIeHTPa I03BO/MMIA BepuduiypoBarb ayuaruos 6onesuu Kpona u onpepe-
JINTH STAIHYIO /Ie4eOHYI0 TAaKTUKY C XMPYPIUIECKMM KOHTPOJIEM OCTIOXKHEHUII U IOC/TIeAyIomei
[IaTOTeHETUYECKOI Tepammeil.

JlaHHBII KIMHWYECKNIT IpUMep IOJYepKMBaeT HeOOXOMMOCTh HACTOPO>KEHHOCTI B OTHO-
meHny 6oesHu KpoHa y ieTeil ¢ 3aTsOKHBIM 1M OC/IOXKHEHHBIM IIOCTIEOIePALIIOHHBIM TeYEeHVIEM.
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XUPYPITMHYECKOE JIEMEHUE BPOXXOEHHOIO
PEKTOMPOMEXHOCTHOIO CBULLA
Y BEBOYKWN 5 JIET

E.A. Okynos, E.IO. [IpakoHoBa, A.A. I'yces, A.A. lllykuna, H.H. EBrenosa,
A.C. bekun, A.E. Markos

OBOCHOBAHME

AHopekTanbHble Manb(OpMALMI COCTABIIAIT ONHY M3 Haubomee MHOTOYMCIEHHBIX TPYIII
BPOXX/ICHHOJI ITaTONOTMM IMIEBAPUTEIbHON TPYOKM M MMEIOT pasHOOOpasHble aHATOMIYECKIe

BapMaHTHI [1, 2].

BONBIIMHCTBO TOPOKOB OOBIYHO BBIABJISIOTCSA B IEPUOJ HOBOPOXIEHHOCTH, U JIeTH IIepe-
HOCAT pajiuKajbHble XMPYPrUYecKye BMelIaTe/lbCTBa 00 B Mep1ojie HOBOPOXKAEHHOCTH, N0
Io ropa XusHu. [Ipy nospgHeM onepaTBHOM JIedeHU! Pa3BUBAIOTCS MATOIOTMYECKe U3MEHEH S
B HIDKHUX OT/I€/IaX TOJICTON KUIUKY B BUJE VX PACIINPEHNS, TAKXKE YBEINYMBAETC PUCK KaJTOBBIX
3aBaJIOB, YCM/IMBAETCS XPOHMYECKast KaloBask MHTOKCUKALNA, TI03)Ke U € OOJIBIIVIMYU TPYEHOCTAMM
IIPOVICXOJUT CTAHOBJICHNE TUTVIEHYeCKIX HaBBIKOB [3, 4].

ONUCAHUE KITMHUYECKOTO CJTYYASA

o O

Hesouka II., 5,5 roma, ypoxenka r. HeBuHHOMBICCKa CTaBpOIONIBbCKOTO Kpas, TOCINUTAIIN-
3upoBaHa B otrfeneHne obmeitr xupyprun GTAY «HMUIL 3goposbs meteit» Munsgpasa Poccyn
B MapTe 2025 rozia mocie obpaleHns MaTepu 0 afpecy S7MeKTPOHHOI ouThI (puc. 1).

PebeHOK OT IepBOiI GepeMeHHOCTH, IIPOTeKaBIleil C YTPO30il IpepbIBaHMs Ha 26-11 Hefene

recraguy, repBbIX CaMOIIPOM3BOJIbHBIX POIOB.

Anamnes 3abonesanus. Ilpu poxpeHUN
YCTaHOBJIEH INarHo3 «IIpoMeXHOCTHasA 3KTO-
nusA a"ycar. Jlo 2 ner MaMa eXelHEBHO OCY-
I[eCTB/IA/IA PeOeHKy fledpeKaluio IyTeM MaHy-
aJIbHOTO «BbIJJaBIMBaHNA» KaJOBbIX Macc.

PebeHok HabMIOAANCA XUPYPIOM IO MeCTY
XUTENbCTBA: HPOBOAWINCH  Oy>XMpOBaHME
VIMEIOIIETOCS AHAJIBHOTO OTBEpPCTHA; (Pu3No-
U [ueToTepanius, HalpaB/eHHasd Ha paspelle-
HME 3aJeP)KeK CTY/Ia; OYMCTUTEIbHbIE KIM3MbI
KypcaM U Ha IIOCTOSHHONM OCHOBe. 3afiep>KKi
CTy/la pocTuranyu 5-6 pOHeN, Iocie 2-7ieTHe-
ro BO3pacTa IPUCOENVHMIOCH Ka/lOMa3aHUe.
HeopHoKpaTHO — KajlOBble 3aBajbl, TPeOOBaB-
1111€ KOHCEPBATUBHOTO CTALIMOHAPHOTO JIEYEeHNA.

Mucbmo mamsbl oT 4 despansa 2025 roaa:

MeHa soByT HOnuA, A mama geeodku 5 neT, ¢ BpowaEHHOR
naronorneil "MpomexHocTHaA akTonWA aHyca”, Jonuxocurma.

Y peBéHKka oTCYTCTEME CAMOCTOATENBHOMO CTYNA C POXAEHUA,
NBEM Mbl BCe roAbl TONbKO C KMW3MOIA, Hac He onepupoBany,
BCe roAbl HalLie NevyeHue 3aKnoyanock B By KUposaHUK
3KTONMPOBAHHOrO aHyca, kypcbl dinanoneyeHns, knnamel. Hac He
onepupoBany ccbiNasck W Nyraa Hac Tem, 4to y pebéHka Byaer
Toraa Apyraa npobnema, HegepxaHue cTyna, U YTo MOXHO XUTb
1 C 3KTONVPOBAHHBIM aHYCOM, MOCTOAHHO PacLUMPARA ero
Gy:kuposaHrem. Ho rogbl nAYT 1 ynyYLWeHWA HUKaKUX HeT, Bea
NOMOLLW KNN3Mbl peBEHOK B TyaneT He XOAWT, @ UMEHHo, B eé
3KTONWPOBaHHbLIA ManeHbKWA aHyC MOXeET BbIATKY Tonbko Gonee
MATKWIA 1 KUAKWA CTYN.

Mei co Craepononbsckoro kpas, ropos, HeeMHHOMBICCK, 04eHb Bbl
Mbl XOTeNW NonacTb K BaMm 3a NOMOLLbio, Ha obcrnejoBaHue,

Puc. 1. Nucbmo matepu B ®rAY «HMUL, 3popoBba
neten» MuHsppasa Poccum.
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XUPYPIMYECKOE JIEYHEHUE BPOXKAEHHOIO
PEKTOMPOMEXXHOCTHOIO CBULLA
Y OEBOYKW 5 JIET

Ha MoMeHT rocmranmusanum B Bo3pacre 5,5 1eT Macca Tena pe6eHKa coctaBasna 15 kr, nam-
Ha Tema 109 cM [eduunT Macchl Tema IeTKoil CTeNeHN: CTaHAaPTHOe OTK/IOHEH e MHIEeKCa MacChl
tema (SDS IMT) 2,07].

PE3Y/IBTATBI ®PU3NKATBHOI'O, TABOPATOPHOI'O
VN MHCTPYMEHTAJIbHOTO MCCIIEJOBAHUA

IIpn ocMoTpe B [ieHb MOCTYIUIEHNA 06pa-
mjajimn Ha cebd BHUMaHUE HEOJOCTATOYHOCTDb
NUTaHUA, C1ab0 BBIPAKEHHASA ITOJKOXHO-
JKMPOBasl KIeT4YaTKa, aCMMMETPUYHO B3[YThIN
JKMBOT B HMDKHUX OTOC/IaX.

MecTHBIIT CTaTyC: IPOMEXHOCTb CPOPMIU-
pOBaHa YHOBIETBOPUTEILHO, MEXDbATOAMYHAA
CK/IagKa IMOAYEpPKHYTA. Komunk IManbIINPYyETCA
B JO/DKEHCTBYIOIIEM MecTe. AHYC B JIO/DKEH-
CTBYIOIIIEM MeCTe OTCYTCTBYeT: Ha €ro MecTe
ompefenderca Xopoumo cpopMupoBaHHasA
aHa/sbHaA AMKa. IIpy pasgpakeHNM KOXKHOTO

Puc. 2. Mo nMHKMKM cnankn NPOMEXXHOCTH IIOKPOBA OIpEeNeNAeTCA OTYET/IMBBIN aHANb-
onpefensieTcs CBULLEBOE OTBEPCTHE. HBIII pedyiekc. Brpllle JO/DKEHCTBYOIEro MecTa
Ha 2 CM IO JIVHUY CIIAafiKM IIPOMEXHOCTH OIIpe-

IeNAeTCs CBUILEBOE OTBEPCTHE, IIpoxoayMoe s 6yska Ne 10 (puc. 2).

ITpoBeneHO KOMIUIEKCHOE 00CTIeIOBaHIE: YIbTPa3BYKOBOE MCCIEOBaHIe OPraHOB OPIOIIHON
TIIOJIOCTY ¥ TOYEK COITYTCTBYIOLIE! MTAaTONOTMM He BBIABI/IO; PETPOTPaIHOE PEHTTeHOKOHTPACTHOE
VICCTIEIOBAHNE TOJICTO KMIIKY C 6apyeM BBIABIIO MerapeKTyM (puc. 3); COIZIaCHO JJaHHBIM Mar-
HI/ITHO-peSOHaHCHOﬁI KOMHbIOTepHOﬁI TOMOI‘pa(l)I/II/I, Ha6}110;[aeTc;1 KapTHa CMEUIE€HUA KIepenn
aHyCa; JAHHbIX 32 Ha/IM4ue JOIIOTHUTEIbHBIX 00pa30oBaHMil OPraHOB MaJIOTO Ta3a, aHOMauii pas-
BUTVA CIIMHHOTO MO3Ta Ha yPOBHE MOSACHUYHO-KPECTIIOBOTO OT/e/Ia He BBIABJIEHO; IPeCaKpajb-
HBIX 00pa3oBaHMil He 0OHapyXeHO (puc. 4).

Puc. 3. PeTporpagHoe peHTreHOKOHTPACTHOe UccneaoBaHue Puc. 4. MarHUTHO-pe30HaHCHas
TOJICTOM KULLKK ¢ 6apueBom B3BecCbto: npsiMas (A) KOMIMbIOTepHas ToMorpadus:
n 6okoBas (b) npoekuunu. CMeLlleHne aHyca Knepeau.
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. —| OWATHO3

OcHOBHOII: «AHOpeKTa/nbHasA Malb(OopMaIysa ¢ PEKTONPOMEKHOCTHBIM CBUIOM». COmlyT-
cTByomit: «MerapekTyM, XpOHMYECKIIT TOICTOKUIIEYHBI CTa3».

— | JIEYEHUE

IlepBpIM 9TanIOM BBITIOJTHEHA IIPOMEXHOCTHAs MPOKTOIIAcTHKa 110 CToyHy-beHcony ¢ Hamo-
>KeH1eM 3alUTHOM KOTOCTOMBI.

ITo BBeieHMIO B HAPKO3 peOEHOK YIOXKEH B TUTOTOMUYECKOE TTOJIO>KeHe. Mo4eBoil Iy3bIph
npennpoaH KatetepoM Posest Ne 10 6e3 TeXHUIECKUX CITO>KHOCTEIL.

BBINO/THEHO yTOYHEHMe MeCTHOTO CTaTyca. bonmblune 1 Mable IOIOBbIe TyObI Pa3BUTHI XOPO-
1110, HAapy>KHOE OTBEPCTME YPETPhl B JJO/DKEHCTBYIOIIEM MecTe. IMMeHalbHOE KOJIbLO MHTAKTHO.
BrarajmuiHo-psAMOKNIIeYHast CTeHKA IIPEfCTaB/IAeT COOOI OUTU eAVMHYI0 CTPYKTYPY. AHYC OTCYT-
CTBYET: Ha €r0 MeCTe — XOPOIIO BbIpa)KEHHAs aHaIbHAA AMKa. VIMerommiica BpO)KIeHHBI CBULL iVia-
MeTpOM 710 13 MM purupes, ¢ a7ieMeHTaMy, IPUCYIVIMI HOPMA/TIbHOMY aHyCy (KpuITel MopraHbi).

KoyxHble Kpas CBUIIA B3ATHI Ha Jlep>Ka/IKy, HAHECeH VUPKY/IAPHbIN paspes 3/1eKTPOHOKOM. TymbiM
VI OCTPBIM ITyTeM KUIIKA BbIfIe/ieHa 13 OKPY)KAIONIMX TKaHell Ha ITyOMHY, JOCTATOYHYIO [ HU3BEJe-
HJA Ha IPOMEXHOCTDb. KMIlKa MHTMMHO IpuieraeT K 3aJiHell CTeHKe Baraaniia. B xone BbiieneHns
KIIIKA TI0 TIepeJHeN CTEHKE IOATBEPXKIEHO HaIM4Me IJIOTHOTO CPAIeHNA C 3aJHeVl CTEHKON BJIarajm-
IIJa Ha BCEM IPOTSDKEHNN. YJall0Ch MOOW/IN30BaTh CTEHKY KMIIKM 6e3 IIOBPEeXX/IEHNS BIIara/InIIa.

Jlamee ¢ MOMOILIBIO 3NMEKTPOMMONJECHTUGVKAIVN HalileH LIeHTp Hapy>XHOro cpuHKTepa
II0 XOZly COeVHUTENTbHOTKAHHOTO TsXKa; C(POPMUPOBAH aHA/IbHBIN KaHaJI, KOTOPBII IIpeaBapu-
TeNIbHO OyX1poBaH 70 17 MM. MobunnsoBaHHasA paHee KMIIKA HM3BENEHA HA IIPOMEXHOCTD,
¢ukcupoBaHa K jieBaTopaM ¥ Hapy>KHOMY C(UMHKTepy OTHE/IbHBIMU IIBAMU PacCaCBHIBAIOLIECS
HUTbI0 3/0. [TepenHsasa aHOCPUHKTEPOIIACTIKA BBINIOTTHEHA TAK)Ke paccachbIBaloIeiicst HUThbo 2/0
u 3/0. By>x Ne 17 mpoxouT ¢ MMHMMa/IbHBIMU TPYAHOCTAMMN.

Pana mepepHeit MpOMeXXHOCTH YIINTA HATTYyXO OTAETbHBIMM IIBAMM TOI XKe HuTbio (3/0, 4/0).
BrinonHeHa aHOIIaCTVKA HUTBIO MakTicop6 3/0, 4/0 (puc. 5). Co CTOpOHBI IepefHeil GPIONTHOI
CTEHK! B JIEBOM Me30racTpUM BbIBEEHA [IBYCTBOJIbHAsA IET/IIeBas KOJIOCTOMA IO CTaHJAPTHOM
MeTofuke (puc. 6).

ITocneonepanvoHHbI Nepuof MpoTeKan rnajgko. Ha mecareie mocneonepalioHHbIe CYTKU
BBIIIO/IHEHO Ka/IMOPOBOYHOE Oy>XKMpoBaHue HeoaHyca o 6y>ka [erapa Ne 11 ¢ YacCTUYHBIM CHATHEM
IIBOB C AHOJEPMBI U CIIAMKM IPOMEXHOCTY. 3a>KMBJIEHNE PAHDI IIEPBMYHBIM HATAKEHMEM.

Ha amb6ynatopHOM 9Tare BBINOMHSMM Oy)XMpPOBaHUe HEOAHyCa IO IPUHATON B K/IMHUKE
cxeMe Jo Oyxxa Ne 22.

Yepes 5 mecanes mocie MepBUYHON ONepanuy JeBOYKAa TOCHUTANN3NPOBAHA B OTHENEHME
o011ell ITAaHOBOY XMPYPIUM. MeCTHBII CTaTyC: HEOAHYC PACIIONIOKEH B TODKEHCTBYIOIIEM MeCTe,
KOXXHO-C/IM3UCTBI Hepexof anmactudeH. [To3biB Ha gedekanmio ompymaer (puc. 7). ITo gaHHBIM
CUHKTEpOMETPUM YCTAHOBJIEH YOB/ICTBOPUTENILHBII Pe3y/IbTaT pabOTHI MBIIIL] 3alIMPATEIbHOTO
anmapara NpsAMOV KUIIKNA.

I[Tocneoneparyonnas cuukrepoMerpus (puc. 8): Ipy KOMIIIEKCHOM CHUHKTEPOMETPUYECKOM
VICC/IEJOBAHVIM 3aIIMPATE/IbHOTO allliapaTa MPsAMOIL KUIIKM TOHYC aHA/IbHbIX COMHKTEPOB ¥ CYMMapHas
COKpaTHTeNIbHAS CIIOCOOHOCTD aHA/IBHBIX CPUHKTEPOB B IIpefie/iax BO3pacTHON HOpMBL. PedriekTopHas
peakiys Ha mpoOy C IMOBbILIEHNEM BHYTPUOPIOLIHOTO JaB/IeHMs MONOKUTENbHASA. Y TOMIAEMOCTD
MBIIIIL] HAPYXKHOTO CPUHKTepa He MoBbIlIeHa. [Ipy HaTy)XMBaHUM KOCBEHHBIE IIPU3HAKY IVICCYIHEPT Y-
4ecKolt fedekanuy OTCyTCTBYIOT. ClIOHTaHHAsA aKTUBHOCTb BHYTpeHHero cuHkrepa 38%.
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Puc. 5. MecTHbIN cTaTyC Puc. 6. B neBOM Me3oractpumu Puc. 7. MecTHbI cTaTycC yepes

HenocpeacTBEHHO nocne CO CTOPOHbBI NepepHen 5 MecsaueB nocne onepauuu:
onepaumu: BOCCTAaHOBJIEHA GPIOLIHON CTEHKU BbiBEflEHA BHELLHWW BUA, MPOMEXHOCTH
crnanka npoMeXHOCT!. OBYCTBOJIbHAsA netneBas 6/1M30K K HOPMaJibHOWM
HeoaHyc pacnonoxeH KOJIOCTOMa. aHaToMumn, 6e3 pybLoBoOM

B AOJDKEHCTBYIOLLIEM MecCTe. pecdopMauuu.

ByanMBIX HapyLleHUi
MUKPOLIMPKYNSILUN HU3BEAEHHOWN
NPSIMOM KULLKW HeT.

HpI/IHHTO peaenne 0 BOSMOXHOCTI BOCCTAHOBJIEHNA LETOCTHOCTY JKETYJOIHO-KNIIIETHOTO
TpakTa. KoocToma 3akpbITa IIyTeM Ha/lIO)KeH)sA BHY TPMOPIOIIHOTO TOICTOKUIIEYHOTO aHACTOMO-
32 KOHEI-B-KOHeIl.

Cry nonmy4eH Ha 2-e HOC/IeoNepallIOHHbIe CYTKI. Y)Ke B CTallMIOHape MOABMIACDH AedeKars
10 CAMOCTOATENTbHOMY II03bIBY. Bhinmcana Ha 8-e CyTKM IIOC/ie OIepaliyiy, 3aKMBJIEHNE PaHbI ITep-
BUYHDbIM HATAXEHUEM.

Busrtrg nj COmiivs sied) L

Poct ssarmews (1] L ]
AN STYER ST Y LH g
Cotamte Aaarwmse MRS -“ iy
[T — Ty mebig
Mouiksn rog spweced T40 mebg s
Bosun compaamat wr .
Flatnm perascts A0 g
Dawreswe noute (mrsg)

" | "

1 i 26

Cpeaees | »

Cpazmee |
Orencet sareawn (mrrig)
. L)
1 45
Consmen 4
L
Daaceese noase [membg)
. M
1 Fid
Conzmes w
. % : M Sannasas (memg)
1 " L]
Conarrn | “ [ 17
.m[.——n--p-m . Wapes Conzmee "
.
P 1 # % paccrafingmne
Conann | L] M | P
s g s i i~ 1 1 T
i compnsrees " Cpeaees | ]
it e et Pun "
B e wa m_—yy fensipl n oy
7T emiu Lanremer 1" mmHg
m_ % paccrafirses m -

Puc. 8. MocneonepauMoHHasa CHUHKTEPOMETPUS: YCTAaHOBJIEH YA0B/IETBOPUTESIbHbIN pe3ynbTaT

paboThbl MbiLL, 3anNMpaTesibHOro annaparta NPSIMON KULLIKK.




NCXO[ Y1 PE3YJIBTATDBI ITIOCJIEAYIONIETO HABTIOOEHWA

B Hacrosiee BpeMs HeBOYKY OeCIOKOAT CKIOHHOCTb K 3afiep)KKaM CTy/Ia, KaJoMasaHye
Py OTCYTCTBUM CTYIA 60ree 3 cyTok. OTMeuaTcs 605A3Hb AedeKarym, SIU30/bI «IepeTepIlIn-
BaHMA» II03bIBA.

W

[Ipu cobmofneHny peKOMeHAALMII IPOTHO3 JIedeHNs OIaronpyuATHBIA. MOTryT BOSHUKHYTD
TPYSHOCTH C COLManm3anyeyi pebeHKa ¥ CTAaHOBJIEHVIEM TUTMEHNYeCKIX HaBBIKOB B CBA3Y OTCYT-
CTBMEM I'MIMeHMYEeCKIX HaBbIKOB M IOHMMaHMs aKTa gedexaun.

PeGeHKY ITaHMPYIOTCS KYypPChl CTALMOHAPHON 1 aMOY/IaTOPHOI peabuInTaluy, HarpaByieH-
Hble Ha ylydlleHye (QYyHKIMM aHATbHOTO Jiep>KaHWUA, PEry/LIPHOCTb ¥ IIOTHOTY OIIOPO>KHEHVS
KMIIEYHNKA.

OBCYXAEHUE

B ximHMYeckoM HaOMoieHNM OTYePKIBAETCsl He0OXOMMOCTh CBOEBPEMEHHOTO IIPUHATIS
peleHns 06 onepaTMBHOM JIEYEHNM, B IPOTMBHOM C/Ty4yae CTAHOBJIEHME TUTMEHNYEeCKIX HaBBIKOB
pebeHKa, a MMEHHO aKkTa AedeKannu, MoXKeT ObITh 3aTpyfHeHo. OTCYTCTBUE [JOKHOTO JTeUeHNs
TAaKXKe MOXKET IIPUBOANUTD K IaTOTOTMYECKUM M3MEHEHVAM B IUCTAIbHBIX OTHE/IaX TOJICTOM KUII-
KI1, YTO MOXKeT OTPeOOBATh [JOIIOTHNUTEIBHBIX OIIEPATUBHBIX BMEIIATENTbCTB.

3AKJTIOMEHUE

Knuandecknii npumep JeMOHCTPUPYET BaXXHOCTb CBOEBPEMEHHOTO ONEPATUBHOTO JIEYEHMA
aHOPEKTAIbHOV MaTbQOpMaLIMy, B IIPOTUBHOM C/Tydae 3HAYUTE/NIbHO 3aTPYAHACTCSA CTAHOBIICHIIE
TUTMEHNYECKNX HAaBBIKOB U 3aMeLAETCA COLMaan3als IanyeHTa.
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CUHAPOM CUKCTUHCKOW KAMENJIbI:
KJIMHUYECKUIA CNYYAN JOBABOYHOIO
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CUHOPOM CUKCTUHCKOW KANENJbI:
KJIMHUYECKUN CITYYAU OOBABOYHOIO
LUEWHOIO PEBPA Y PEBEHKA 16 JIET

0O.Bb. Yemmauenko, A.b. Anxacos, II.M. Iloptyran, [I.A. Crpaxos, C.A. PaTHuKkoB,
A.O. llImbikoBa, K.B. Kepaes, A.C. byrenko, JI.M. A6xymiaeBa

OBOCHOBAHME

Kak mpaBuso, Hamm4ne [06aBOYHOTO LIENTHOTO pebpa He COIMPOBOXKAAETCS KIMHUIECKUMMU
IPOSIBJIEHUSAMY, OCOOEHHO B JIETCKOM BO3pacTe, OfHAKO B PeNKUX CIy4asX, PV BO3HUKHOBe-
HUM KOMIIPECCUY KPYIHBIX COCY/IOB J00aBOYHBIM PeOpPOM, CHMITOMBI MOTYT CEpbe3HO BIVATDH
Ha KaueCTBO >KM3HU MaleHTa. TiaTebHbIll cOOp aHaMHe3a, yTOUYHeHNe AeTaseil M MHAUBUYalIb-
HBIJI ITOIXON K KOK/IOMY ITAIIMEHTY C TaKOW IIaTO/IOTMEN AB/IAETCA KpaliHe aKTyaIbHbIM.

PasBuTie CMHKOIIAJIbHOTO COCTOAHUA y JEeTeil MMeeT MHOXKECTBO IPUYMH, a TAKXKe MOXKET
COIIPOBOXK/JIATh CHMHIPOM IIO3BOHOYHOI apTepuM, CMHAPOM BepXHell alepTyphl, CUHAPOM IIOf-
K/TIOYMYHOTO OOKpafibIBaHMSL.

CuHIpPOM IIO3BOHOYHON aprepuy (3aJHUI INEVHBI CUMIATUYECKMIT CUMHAPOM) — IIaTO-
7I0TYA, KOTOPass BO3HUKAET B Pe3y/IbTaTe MEXaHNYECKOIO CHOAaBIMBaHMA II03BOHOYHON apTepumu
VI/VITVL BIIVSTHUSL HA CUMIIATUYeCKOe CIITIeTeHNe, OKY ThIBalolee 3TOT cocyx [ 1, 2]. [l 6omee momHo-
ro MOHMMAaHUS [aTOTeHe3a Pa3sBUTHs CUHPOMA II03BOHOYHOI apTepuu HeOOXOIMO BCIIOMHUTD
aHAaTOMIYEeCKIe 0COOEHHOCTH, CBA3aHHbIE C 9TUM cOCyAoM. OCHOBHBIM MeXaHI3MOM IIaTOreHe3a
TAHHOTO COCTOSIHMA ABJIAETCA CHIDKEHME IPUTOKA KPOBU K 3aJHUM OTZHeE/IaM MO3Ia C IOC/IeAYIo-
1jejl HeIOCTaTOYHOCTBI0O MO3TOBOTO KpoBOoOOpaleHns Ha GOHe C/IaB/IeHNs coCcya 1 pedaeKTop-
HOro crasma |3, 4]. OgHo 13 IpUYMH HAapYLUIeHNA TOKa KPOBU B IIO3BOHOYHOI apTepyUM MOXKET
OBbITH IIOPOK PasBUTHSI — H0OaBOYHOE 1IeiiHOe pebpo [5, 6].

OMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

Manpunk, 16 ner.

Anamnes 3aboneséarus. C paHHETO BO3pacTa CTalM OTMEYaThCs MPOrpeccupyloliee Hapylile-
HYle TIOXOJKY, 60/Ib B CTOINAX, HapylLleHue OCAaHKM, HapylleHue MOTOPUKM B PyKax, HapylIeHe
cHa. B Bospacre 14 jeT mpoBeleHO KOMITIEKCHOe 0OC/TejoBaHMe, B TOM YIC/Ie TeHeTUYeCKUIl
aHa/IN3, 10 JaHHBIM KOTOPOTO YCTaHOBJIEH AuarHo3 «HacmeqcTBeHHas akcOHaIbHasA HellponaTus
[MMapxo-Mapu-TyTa, Tr11 2».

ITpu nnanoBoit rocnuTanusauuu B otaenenne ncuxonesponornu OIAY «HMMUIL spopoBbsa
mereii» MmunsgpaBa Poccuu maiyeHT Havaja HPeNbSB/SITH HOBBIE JKal00bl Ha CMHKOIA/IbHBIE
COCTOSIHUS, CBsI3aHHbIE C pasrnbaHyeM B LIETHOM OTHe/le T03BOHOYHNKA, HEBO3MOXKHOCTb HaXo0-
IUTHCS B IOJIOKEHMM JIe)Ka Ha CIMHe OOJIbllle HECKOIBKUX MMHYT, a TaK)Ke 4yBCTBO TSDKECTU
B JIEBOJI BepXHeil KOHEYHOCTY, IEPUOANIECKYIO CTa00CTb ¥ OHEMEHNE JIeBOI KMCTIL.
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\—
IIPEIBAPUTEIBHBIN NMATHO3

Ha ocHoBaHum >xano6 peGeHKa IpegBapUTENbHO BBICTABIECHBI CIEAYIOMINE AVAaTHO3BI:
«CynpipoM 103BOHOYHON aprepun. CMHIPOM BEepXHeil allepTyphl».

PE3YJIBTATBI ®VI3BUKAJTBHOTO
VM MHCTPYMEHTAJ/IbHOTO MCCIIEJOBAHUA

ITpu ocMoTpe cocTosiHMe pebeHKa CTabuIbHOe, CpefHelt cTenenn TsKecT. Ha ocMoTp pea-
TUPYeT CIIOKOJHO, aKTUBHBII, He muxopannut. Obpaimano Ha ce6s BHUMaHUe 3HAYNTEIbHOE OTpa-
HIYeHNe CrnbaHus 1 pasrinbaHus B LIEITHOM OT/ie/ie IIO3BOHOYHMKA (puc. 1).

Co CTOpOHBI KOCTHOJ CHUCTEMBI OTMEYa/NMCh IPU3HAKM CKOMNO3a, IIOCKO-BATbIyCHOI
nedopmanyy obeux CToI, a TakKe HapylleHue nmoxogku. Co CTOPOHBI APYIMX CUCTEM OpPTraHOB
OTK/IOHEHMII He BBISABJICHO.

Il MCKITI0YeHNsI CTPYKTYPHOI MAaTONOTUM TOTIOBHOTO ¥ CIMHHOTO MO3Tra IPOBeieHa Mar-
HUTHO-pPe30HaHCHas1 ToMOrpaduis: JaHHBIX 32 IOPa’KeHe BeIleCTBA FOIOBHOTO ¥ CIVTHHOT'O MO3Ta
He TIOTyYeHO.

C yueroMm ano6 Ha 6OmM B CIMHE IPOBEeHa peHTreHorpadus I03BOHOYHOTO CTONOa:
OOHapy)KeHbl PEHTIeHOTOTMYEeCKIe HMPU3HAKY JIEBOCTOPOHHETO TPYAONOSICHUYHOIO CKOMNO3a
I-II creneny, runepknd o3 rpyfHOTO OT/e/Ia IIO3BOHOYHMKA, a TAK)Ke Hanu4due J00aBOYHOTO MOTI-
HOTO LIEITHOTO pedpa creBa.

[Tpn ynpTpasBYyKOBOM MCC/IENOBAaHUY OTMEYaJOCh M3MEHEHMe TUIIa KPOBOTOKA B IIOJKIIIO-
YMYHOI apTepPUN C/IeBa.

[To manHBIM KoMIbioTepHOI ToMorpadum (KT) men m rpynHoi KIeTKM ¢ BHYTPUBEHHBIM
KOHTpacTupoBaHueM 1 3D-MopenupoBaHyeM BBIABIECHBI Halu4yye HEIONTHOIO IIeiTHOro pebpa
CIIpaBa 1 IOJTHOTO IIEeTHOro pebpa ciieBa, IPU3HAKY TUIOIUIA3UY IIPABOIl MOAKIIOYNIHOI apTe-

Puc. 1. OcMOTp naumeHTa Npu NJIaHOBOW rocnUTanu3auumn B otaesieHne NCUXoOHEeBPOJIOTUMK:
BbIHY>X[O,€HHOE NOJIOXKEeHME FOJIOBbl A0 ONepaTUBHOrO fieyeHus (A); orpaHMUYeHHas aMnNauTyna
OBWXEHUS B LLEWHOM OTAesie No3BOHOYHUKA (B, B).
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pVM, MUHTVMHOTO IIPUJIeXaHMs JIEBOJ TO3BOHOYHON apTepuy K MPOKCUMAIbHOMY OTHE/Y JIeBOrO
1IeiTHOTO pebpa, fedopMariy CTBOJIA /IeBON MOAKIIOYNYHOM apTepyui B 30HE ee IPOXOXK/eHMs
MeXZy KIIoUMIlell ¥ MIeViHbIM pebpom (puc. 2).

e

YuauteiBasi >KajoObl, KIMHUYECKYI0 KapTMHY U pe3yIbTaTbl IPOBEIEHHOTO 00C/IefOBaHMA,
ISl OIpeJieNIeHNs JJa/IbHelIel TAKTUKI JIeYeHNA IPOBeJieH KOHCUINYM, B COCTaB KOTOPOTO BOLIIN
TOpaKaJ/IbHBIl XUPYPI, OPTOIEN, HEBPOJIOL, reHeTHK. IIpyHMMasa Bo BHMMaHMe BbIAB/IEHHBII IIOPOK
PasBUTHA — MOTHOE 100aBOYHOE IIefHOe pedpo c/eBa, Hamm4dyie KOCBEHHBIX ITPV3HAKOB C/IaB/IeHIA
IPWIETAOIIX K HEMY COCYZIOB (II03BOHOYHOII U IOAK/IIOYNYIHON apTepyn), a TAKKe XapaKTePHYIO
KIMHUYECKYI0 KapTUHY, IPVHATO pelleHNe O HEeOOXOMMMOCTY ONepaTMBHOTO JedeHVs Ha Oase
XMpyprudeckoro TopakanbHoro otgenenna OIAY «HMIL] spoposba gereit» Munsgpasa Poccun.

Xupyprudeckas KOppeKyus IpOBOANUIACH B [Ba Tana. I1epBplit 3Tall BHIIOMHANCA TOPAKa/IbHbI-
MU XMpypraMy U3 aKCU/ULAPHOTO JOCTYTIA. Bpl BbIIIONIHEH NONEpEYHblil pa3pes B 1€BOJ MOAMBIIIEY-
HOJ BITapiyHe. [THOM paHbI IIpY TAKOM OCTYIIE SIBJIS/IACD TPY/FHbIE MBIIIIIBI, KOTOpbIe ObUIN OTBEEHDI
KIIepeny, IIMpovaillllasd MbIIIA CIMHB — K3agu. Jarmee mpoumsBeieHO GOpMMpOBaHME TOHHENA
UL JOCTYIIA K IIepeHEMY OT/iey H00aBOYHOTO IIEITHOTO pebpa, CTeHKaMy KOTOPOTO SBJISUINCD TPY/-
Hbl€ MBIIIIbI ¥ IIMPOYaIlasa MbIIILA CIMHBL BbIIO OTMEYeHO MHTMMHOE IpU/IeKaHNe CTEHKN IOJI-
K/IIOYIYHOI apTepul K LIeTHOMY peOpy ¢ MHTpaoNepalIOHHbIMI IPY3HAKaMy KOMITpeccuit 1 fiehop-
Mal1y CTBO/IA OAK/TIOYMYHOI apTepuyl B IPOCTPAHCTBE MEKAY KIIOUMIIEN U MIeITHBIM peOpoM.

[is MUHMMU3AIUM PUCKOB MOBPEX/EHNUS COCYHOB IOAKITIOUMYHBIE COCYABI ObUIM OTBe-
TEeHBbI KBEPXY, C TIOMOLIbIO KycadeK JIMCTOHA BBINONHEHA pe3eKLMA IepeJHEro OTAeNa HIeHOTO
pebpa. B KOHIle TOpakaIbHOrO 9TAaIla BBIIIOJHEHA YCTAHOBKA APEHaXKa IIOf] TPYAHBIMM MBIIII[A-
mu. [IpousBenena cMeHa mosuiyy pe6eHKa Ha OIEPALMOHHOM CTOJIE B IIOJIOKEHME Ha >KMBOT
(mpoH-mosuuus). Hagat BepreOpapHBIil 9Tall I yAaJIeHNs JUCTAIbHOTO OT/ena J06aBOYHOTO
IIeiTHOTO pebpa. BbIo/IHeH MMHEeIHBII pa3pes IO IMHUM OCTUCTBIX OTPOCTKOB Ha ypoHe C6-T1.
ITocnoitHO paccedyeHa MOAKOXKHO->KMPOBasA KJIeTYaTKa, IOBEPXHOCTHAsA daciuA. BeimonHnen goctyn
K 3aJJHMM 3/IeMeHTaM cjieBa Ha ypoBHe C7 nosBoHKa. IIpy momomm kycadek JIrospa BbImonmHeHa
JacTUYHAsA pe3eKLMs IMolepedyHoro orpoctka C7 IMO3BOHKA, OCTPO OTCeYEHa JIyYMCTass CBA3Ka
oT pebepHOro 6yropka, BU3yaau3MpoBaHoO IueitHoe pedpo. TymbIM 1 OCTPBIM CIIOCOOOM BbIfie/IeH
¥ pe3elPOBaH AVICTA/IbHBIN KOHel] J06aBOYHOTO 1IeiiHOro pebpa. [lasee mpy momouy pacnaropa

Puc. 2. Ha peHTreHorpamMme rpyoHon KneTku B NpsiMon npoekuumn (A) otMeyaeTcs nojiHoe 4o6aBoYHOe
LenHoe pebpo cneBa (CMHANA CTPenKa). [1o AaHHbIM KOMNbIOTEPHOM TOMOrpacdumn (aKcuanbHbIN cpe3)

C BHYTPUBEHHbIM KOHTpacTupoBaHueM (b) n 3D-mopennpoBaHueM (B, I') oTMeyaeTcs UHTUMHOE
npuneXaHue NO3BOHOYHOM apTEPUMN K OCHOBAHUIO LLEMHOro pebpa cneBa (KpacHas CTPesKa);
necopMaumsa CTBOJIA JIEBON NOAKIIIOUNUYHOM apTepumn (OKenTas CTpesika) B MPOCTPaHCTBE MeXAY
KJIIOUMLIEN M LIEMHbIM Pe6poM; NPU3HAKKU MMNONIa3uM NPaBor NO3BOHOUYHOW apTepuu (3eN1ieHas CTpenka).
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BU3Ya/IM3UPOBAH M BCKPBIT KOCTHO-BepTeOpaIbHbIN CYyCTaB. 3alinias KOPeIKy CIMHHOTO MO3ra
(C7-8) 1 neBy10 HO3BOHOYHYIO apTEPUIO, IPOU3BeieHa 9K3apTUKYIIALVIA TOMOBKY IIEeITHOTO pedpa.
Pana mocnoiHo ymnra.

B mocneomnepanmoHHOM Iepuosie OCTIOKHEHMiT He HaOmofanoch. [IpeHaxk M3 aKCUIAp-
HOJI 00/MacTy yfHajeH Ha 4-e IIOC/IeollepallMOHHble CYTKu. IIpoBopmmach aHTMOGaKTepuambHASA
Y CMMIITOMAaTI4YecKas Tepamnus, a Takoke (PUKCAIA MIeITHOTO OT/e/la MO3BOHOYHIKA P IIOMOIIN
BOpOTHMKA N0 Tuny Ounafenbus B TE4eHNN MeCALA.

NCXO[ M1 PE3YJIBTATDBI ITIOC/IEAYIONIETO HABTIOOEHWA

[To pesynpraTaM HaOmMOfeHNs ¥ OOCHIEHOBaHMA OTMEYeHA IOTIOXKUTETbHAs KIVHUYECKas
AMHAMUKA B IOC/IEONIEPAIIIOHHOM IIep1ofie: yMeHblIeHe 001ell I OHeMEHM B IeBOI PyKe; OTCYT-
CTBIE YyBCTBA HEXBATKM BO3JyXa IIPU BBIIPAM/IEHUN LIEN.

Bo BpeMms ITaHOBOIT TOCIIUTAINM3AIMY B OT/e/IeHNEe peabuInTaluyu depes 4 Mecsiia OTMeva-
eTCs TIOJTHAs Perpeccus CUMIITOMATUKy (puc. 3).

OBCYXAEHUE

B mpezncraBieHHOM KIMHUYECKOM CTydae Hecrenydudeckas KapTuHa Jyiss OCHOBHOTO, yCTa-
HOBJICHHOTO paHee /IMarHo3a ¥ OIbIT CIeIVa/IICTOB O3BOJIV/IN 3aII0f{03PUTD y MAllMeHTa HajIl-
qyie CTPYKTYPHOJ IaTONOTUN. YUUTBIBasA KIVHWYECKVEe JaHHbIE (IOTEPI0 CO3HAHMS IIPY PasIu-
6aHuy 1IeTHOTO OTHe/Ia II03BOHOYHMKA; OTPaHIYeHNe TIOJIBVDKHOCTY B IIETHOM OTHeJe; YYBCTBO
TSDKECTU B JIEBOVI PyKe U Ha/M4Me NapecTe3ny B MajIbliaX; IepUOANIecKIie CHHKOIIAIbHbIE COCTO-
SHVSA, CBSI3aHHBIE C OIIpefe/IeHHBIM II0/IOKEHMEeM T'O/IOBBI), BO3HUKIIO IPEAIONIOKeHIe O HaJM-
MM COCYAMCTON marojoruu. B jan- -
HOM K/IMHMYECKOM CIIy4ae Obln
VICIIO/Ib30BAHbI AJJUTBHBIE TEXHO-
norun. C nomompio 3D-nmpuHTepa
YHATIOCh CO3[jaTb MOJENb BepXHel
anepTypsl TPYAHON KIE€TKU U IIeN-
HOTO OT/ie/Ia TIO3BOHOYHNKA C yde-
TOM XOfia COCYZOB (puc. 4).

B muddepenumanpHyto puar-
HOCTMKY ObIIV BK/TIOYEHBI CUHIPOM

IIO3BOHOYHON apTepuu, CUHIPOM
BEPXHeIl allepTypbl ¥ CMHPOM IOfI-
K/TIOYMYHOTO OOKpa/IbIBaHMA.
CuHppoM BepxHell anepTyphbl
XapakTepusyercsa O0oinblo, Iape-
CTe3UAMM, CMAOOCTBI0 VI/WIN JMC-
KOMGOPTOM B BepXHeil KOHEYHO-
ctu. OcHOBa mHaToreHes3a JNAHHOTO

COCTOSIHMS CBSI3aHA CO CHOaBJI€HMU- Puc. 3. AMnauTyaa ABMXXEHUNM B LLEWHOM oTaene
€M HepBOB IUIEYEBOTO CIUIETEHUSA NO3BOHOYHMUKA CNyCTa 4 MecsLa Nocsie onepaTMBHOro
V/VNU COaBJAe€HUEM TONKIIOYNY- neyeHus npu pasrubaHum (A) n crubanum (b) wewn.
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Puc. 4. 3D-Mmopenb BepxHer anepTypbl FPYAHON K/IETKU U LIEMHOro oTAena NO3BOHOYHUKA
C yyeToM xofa cocypnoB: Bua criepeau (A) n co6oky cepxy (b).

HBIX cocyzioB [7]. B 95% cnydaeB laHHOE COCTOAHME BBI3BAHO MMEHHO HEIPOT€HHBIM BapMaHTOM
IIaTO/IOTUY, IIPU 3TOM U3MEHEHMII CO CTOPOHBI IOAK/TIOUNYHON apTepuy He OTMEYAIoT B 00IacTn
BepXHell anepTypbl I'PYAHOI KIeTKn [8].

CHHIPOM MOAKIIOYNIHOTO 0OKpaIbIBaHMA 00YCTIOB/IeH Ha/IM4MeM ABYX COCYAMCTHIX bacceri-
HOB C pasHbIM IepudepndeckuM conporusieHneM. OCHOBHO NPUYNMHON [IA BO3SHUKHOBEHUA
aTOro cuHApoma B 90% ciaydaeB AB/IAETCA VMEHHO aTepOCKIepPO3 MO3BOHOYHOI apTepuy [9].
JlaHHO€ COCTOsIHME Yallle BCErO0 BCTPEYAETCA Y IMOXKWU/IbIX MALMEHTOB, IIPU 3TOM CUMIITOMBI CO
CTOPOHBI BepXHell KOHEYHOCTY BO3HMKAIOT /MIIb B 54% cimy4aes [10]. Bospact pebenka, orpaHn-
JeHue MOfIBYDKHOCTY B ILEITHOM OT/iesle U JaHHble MHCTPYMEHTA/IbHOTO 00C/IeJOBaHMA Y HAlIeTO
HaleHTa COOTBETCTBOBA/IM MIMEHHO CMHAPOMY ITOAK/IIOYMYHON apTepun.

B nureparype ommcaHbl pasindHble XUPYPIrUYecKye CIoCoObl yaaaeHs T00aBOYHbIX Ieil-
HbIX pebep [11-13]. Yamie Bcero mcrionb3yercs HAAKIIOUMYHBIA TOCTYI, OJHAKO OH HE MIMeeT
KOCMETUYECKMX NPEUMYILIECTB 110 CPABHEHMIO C IOAMbBILIEYHBIM JTOCTYIIOM M COIPOBOXKJAETCA
HOBBIIICHNEM PMCKA paHEeHMs MOAKIIOUNYHON apTepuy, BEHbI U HEPBHBIX CIUleTeHmit [14, 15].
[TopMbIIIEYHBII JOCTYN K IOAKIIOUMYIHON apTEpUM TaKXKe MCIONb3YeTCA NPY MAHMITYAALMAX
C MOAK/IIOYNYHOI apTepueil M 7o6aBoYHBIM pedbpoM [15]. BeIOOp TaKTMKY OIEpaTHBHOrO jede-
HIA OBUI IIPOAVIKTOBAaH HEOOXOAVMMOCTBIO yOpaTh CHaB/ieHMe KaK JIeBOJ IMOAKIIOYMYHON, TaK
U JIEBOJ TIO3BOHOYHOI apTepuil. YUMTbIBAasA BBICOKME PUCKM MHTPAONEPALVOHHBIX OCIOXXHEHUN
IIPY UCIIONb30BAHNM HA[JKTIOUYNYHOTO JOCTYIA K 100aBOYHOMY LIEITHOMY pebpy, a Taroke Hajm-
4ye IBYX «30H pucKa» 1o KT-aHrmorpagum, BeI60p manm Ha KOMOMHMPOBAHHBIN XUPYPIUdeCKuin
JOCTYII, KOTOPbIl MO3BOMMI YHAIUTh [00aBOYHOEe pebpo, KOHTPOMUPYS TP aHATOMUYECKUe
CTPYKTYpPbI — ITO3BOHOYHYIO apTePHI0, HOAKTIOUNYHYIO apTepuIo 1 pedpo.

ITo manubiM KT-anrmorpaduu mocie onepaTMBHOIO Je4eHMS MOXXHO OTMETUTD M3MEHEHMe
KOHTYPOB IOJK/IIOYNYHON apTepuy, YTO CBUIETENbCTBYET 00 YIOBIETBOPUTEIBHOM pe3y/IbTaTe
nedeHus (puc. 5).
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Puc. 5. IvHaMMKa COCTOSAHUA MO OaHHbIM KOMMNblOTepHOW ToMmorpacduu oo (A) n nocne (bB)
OMnepaTUBHOrO JIeYEeHUS: OTMEYAIOTCS YBesIMYeHMe AnamMeTpa J1IeBoM NO3BOHOUYHOM apTepun (KpacHble
CTPENKKN) U yMeHblleHne aedopMalmy NOOKIIOYUYHON apTepun (OKenTbie CTPENKHN).
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3AKJIIOUEHUE

Hecmotps Ha TO, 4TO Ha/mm4ye [00aBOYHOrO LIETTHOrO pebpa y fleTell yalle BCero He BieYeT
(bopMMPOBaHNA KaKOI-TNOO0 KIMHIYECKON CYMITOMATUKM, CTIefyeT HAaCTOPO)KEHHO OTHOCUTBCSA
K TaIeHTaM C Takoil maronorueit. HeoOXommMMo TijaTeIbHO MOAXOAUTb K BBIACHEHMIO YKAo0
U JeTasieil aHaMHe3a, oOpallaTh BHUMaHVe Ha HaJIu4ye KIMHUYECKUX CUMIITOMOB B 3aBMCHMO-
CTV OT IIOJIOKeHMs MaIyieHTa. B IpofieMOHCTPMPOBAaHHOM Cy4ae KOMIIEKCHOe oOciefjoBaHue,
IpPUMEHEeHMe aJJUTVBHBIX TEXHOJIOTMil, KOMOMHMPOBAHHbI/ OIEPATUBHBIN JOCTYIl M OIBIT
CIlelManncToB (HeipOOPTOIEIOB 1 TOPAKaIbHBIX XMPYProOB) IIO3BOIVIN JOOUTHCA KIMHIYECKOTO
a¢ddexTa, KOTOPHIN HOATBEPKIAETCA OTCYTCTBYEM KIVHNYIECKO CMMIITOMATVKY ¥ YIy4LIeHIeM
Ka4yeCTBa >XVM3HU MalJMeHTa CIIYCTA 4 MecAlla I0C/Ie IPOBEJEHHOrO ONEePaTVBHOTO JIEYEeHNA.
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PEBUSNOHHAA XUPYPITUYECKAS
KOPPEKUUA TAXEJIOTO CNOHAUNONUCTE3A
Cc NTPUMEHEHUEM ®OUKCALIUN NO JACKSON MNMOCIJIE
HECOCTOATEJIbHOCTU 3AAHEIO CMNOHAMUNTOAE3A

O.b. Yennauenko, K.B. JKeppnes, V1.I1. IInmOypckmit

OBOCHOBAHME

BricokorpamycHbIll TIOMOOCaKpaIbHbII CHOHAVIONNUCTe3 (CMelleHre Tema L5 oTHOCUTENb-
HO S1 50% u 60ree; III-V crenens no Meyerding) y eTeit 1 HOZPOCTKOB HEPELKO COIPOBOX/IAETCS
BBIPKEHHBIM JTIOMOOCaKpaIbHBIM K1 030M, peTpoBepcHelt Ta3a U HapylLIeHeM CaruTTalbHOTO
6ajaHca, YTO OIpefeAeT KIMHNYECKYI0 CUMITOMATHUKY U XMPYPIUYeCKyo TakTukKy [1, 2]. B aToit
CBSI3M OLIEHKAa TOJNBKO CTEeIeHNM COCKAJIb3bIBaHMA ABIAETCA HepgocTarouHou. Kmaccmdmkanys
Spinal Deformity Study Group (SDSG) umHTerpupyer BelIMYMHY CMeLleHNs, IapaMeTphbl Tasa
(pelvic incidence) u carurranbHblt podub (spino-pelvic alignment), 4To MO3BONIAET BBIAENATD
«cbamaHCcupoBaHHbIe» U «HecOaTaHCUPOBAaHHBIE» BapMaHThI leopManyiy 1 000CHOBBIBATh HEOO-
XOIOVIMOCTb pemyKuym [1-3].

urtpacakpanbHas ¢ukcauna no Jackson ¢popMmmpyer HafleXXHYIO AMUCTATbHYIO OIOPY KOH-
CTPYKLMM, 0becriednBaeT KOPPEKILMI0 MTOMOOCaKpanbHOro Kidosa 1 KOHTPOIUPYEMYIO PenyK-
IIVI0 CMEIeHN A Yepe3 OffH 3aIHUI JOCTYII, YTO OCOOEHHO aKTya/IbHO IIPY PEeBU3MOHHbIX BMeIlla-
TENbCTBAX I1OCTIE HECOCTOATEIBHOCTY PaHee BBIIIOTHEHHOTO CIIOHAMIofesa [4-6].

OMUCAHUE KITMHNYECKOIO CJTYYAH4
o O

JleBouka, 15 yeT, mpy IMOCTYIUICHNM OTMeYaluch >KajoObl Ha eopMaunio B IOACHINYHO-
KPECTIIOBOM OT/ie/le TI0O3BOHOYHNUKA, 60/IEBOI CMHAPOM, HapyllIeH)e IIOXOAKY, OBICTPYIO yTOMIISA-
eMOCTb IIpU XOfbOe.

Anamnes 3abonesanus. BriepBble ponuteny OoTMeTWIN Haanuue fedopManny B IOSCHUY-
HO-KPeCTI[OBOM OTZe/le ITO3BOHOYHMKA y pebeHka B Bo3pacTe 13 yer (B despane 2023 ropa),
KOI7ZIa Y Hee NOSABWIOCh HapylleHye moxoaku. O6pamamich K TpaBMaTONOTy-OPTONEAY 110 MeCTy
JKUTEbCTBA: IO IaHHBIM PEHTTeHOTrpaduy ¥ MaTHUTHO-PE30HAHCHOI TOMOTpaduyt TO3BOHOYHU-
Ka BBIABJIEH TSDKEJbIV CHOHAMA0oAKUCTe3 L5 mosBonka IV creneHu mo Meyerding, 5-1 Tun o SDSG
(puc. 1). B aBrycre 2023 ropa npoBeieHb! TpaHCIIeAVKyIsgpHas ¢pukcanysa L4-L5-S1 ¢ yactuyHo
penykiueit L5 mo3BoHKa, 1aMnHIKTOMUA L5, MexTenosoit cnonamnoges L5-S1 (puc. 2).

Jletom 2024 ropma oTMedanoch HapacTaHue gedopManuy B IOSCHUYHO-KPECTIIOBOM OT/ie-
e TI03BOHOYHMKA; IOSBU/INCH OONEBOII CUHAPOM B IOSICHUYHOM OT/ie/ie TI03BOHOYHMKA, 0OIb
110 3a/{HelT IIOBEPXHOCTY IPaBoro Oexpa, ObIcTpas yTOMIAEMOCTD NIPY XOAb0e, HapyleHye II0OXOf -
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PEBU3NOHHASA XUPYPTMYECKAS KOPPEKLINA
TAXENIOro CMOHAUJTOJNINCTE3A

C NPUMEHEHUEM ®UKCALIUU

MO JACKSON...

Puc. 1. KoMnbloTepHasa ToMorpacdus Puc. 2. KoMnbloTepHasa ToMmorpacus
NOSICHUYHO-KPECTLOBOro oTaena NOSICHUYHO-KPECTLIOBOro oTaesa NO3BOHOUYHMKA:
NO3BOHOYHUKA A0 ONEePaTUBHOIO JleUeHUs: COCTOSIHME MOC/e TPaAHCMNeAUKYNSIPHON hUKCcaLmm
BbIIBJIEH TSXKeJIbIA CMIOHAUJIONNCTES. L4-L5-S1 c yactuyHou peaykumen L5 no3BOHKa,

JNIAMUHIKTOMUM L5, MeXXTenoBoro crnoHauionesa
L5-S1 B aBrycte 2023 roaa.

KJ1, BBICTOSIHVIE 9/IeMEHTOB MeTa/UIOKOHCTPYKIIMY TI0J], KOXKell B 00/1aCT KPeCTIia, 110 IIOBOAY Yero
BBIIIO/IHEHA KOMIIbIOTepHasi ToMorpaduisi: BBLABIEHbl HeCTAaOMIBHOCTb MeETaTTIOKOHCTPYKINH,
niepesioM BMHTOB B S1 ¢ IByX CTOPOH, penuans pedpopmanynu (puc. 3).

./ PE3YJIBTATBI ®U3VKAJIbHOTO MICCIEJOBAHIIA

OO61mmmit 0OCMOTP: MAIMEHT XOOUT CaMOCTOSITE/IbHO, 0e3 [[OMOTHUTEIbHBIX CPECTB OIOPHL.
Tornosa o cpepHeit muHnN. IpynHas kieTka He geOpMIUPOBaHa.

OcmoTtp criepenu: HafIIedbsl HA OGHOM ypoBHe. JI/IMHa HafmIeunit crpasa 15 cM, cneBa —
15 cMm. TpeyronbHMKM Tamuy CUMMETPUYHBI, TMHNUA OTBeca IPOXOAUT depes MymnokK. Paccroanue
OT sApeMHOVI BeIpesKu (incisura jugularis) 1o mepemHert BepXHeil MOAB3KOIIHON ocTy (spina iliaca
anterior superior) cupaBa 38 cM, cieBa — 38 cm. Ilepekoca Tasa Hert. Ilepegunit pebepHsIit rop6
He ollpefieiAeTcs.

OcMoTp c60Ky: MMHUA OTBeca K3au OT 60bIMX BepTenoB. IlleitHbIi 10pf03 BBIpaXKeH HOp-
MaJIbHO, TPYAHOI K103 BbIpa>keH HOPMa/IbHO, IOSICHUYHBI IUIIEPIOPHO3, IIOJIOXKEHNe KpecTia
O/myKe K BepTUKATbHOMY, BBIPQ)KEHHBIN ITOSICHIYHO-KPECTIIOBBIT K11(pos.

OcMoTp c3amy: OTMeYaeTCs IIO/Oras CKOMMOTHYecKas fgedopMauys TPyZOIOACHIYHOTO
OT/ie/Ia TIO3BOHOYHNKA C BepIuuHoi Ha ypoBHe Th9 nmossonka (Ha 0,5 cM OT TMHMM OTBeca BIpa-
BO). TecT Aamca: pebepHas nedopMaryis He ONpefe/sieTCs. YIVIbI IOIIaTOK Ha OHOM YPOBHe.

[Tanboaryst OCTUCTBIX OTPOCTKOB U apaBepTeOpanbHBIX TOYEK B MIOSCHUYHO-KPECTIIOBOM OTJie-
Jie TI03BOHOYHMKA BBIPOKEHHO 00/Ie3HeHHa. BbIpaskeHHOe orpaHideHye HaK/IOHa TY/IOBUIIA BIIepes —
peskast 60mb. Cumnromsr Jlacera, Hepu otpuiiatenphble, cummnroM JlexxeprHa MOMOKUTETbHBDIIL.
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AMnnTypa ABIMDKEHWIT B Cy-
CTaBaX BEePXHMUX KOHEUHOCTEN
[IO/IHAA, IBIDKEHUSA 6e360j1e3HEeH-
Hple. JIIMHAa HIDKHUX KOHEYHO-
CTell OTHOCHUTENbHAs U abCOMIOT-
Hasg — OJJMHAKOBbIe. AMIUIATYZA
IBIDKEHMIT B CYCTaBaxX HIDKHUX
KOHEYHOCTEJ IIO/HAs, ABVKEHNS
6e360nesnennble. CToOIbI 6€3 maTo-
norun. lemMopMHaMMYIeCKMX pac-
CTPOJVICTB B HIDKHUX KOHEYHOCTSIX
He BBIABJIEHO.

\—

Cnonpunonucrtes L5 103BOH-
ka IV crenenu mo Meyerding,
5-1 Tun no SDSG. Bropuynblit
KOPEIIKOBBIT 0OJIEBOI CUH/POM.

HMucnmacTudecknit  S-o6pasHblii Puc. 3. PeHTreHorpacdus No3BOHOYHUKA:

TPYAHO-TIOACHUYHBIN CKOINo3 HeCTabuNbHOCTb METAJINIOKOHCTPYKLMNKU NMocie NepBon

II crenenn. onepaumu, NnepenoM BUHTOB B S1 C ABYX CTOPOH.
¥e s

C yueToM mporpeccupoBanys gedopManyuy 1 IpU3HAKOB MeXaHNYECKOJl HeCOCTOSATE/IbHO-
CTV paHee YCTAaHOBJICHHON MeTa/UIOKOHCTPYKILMM IMAljieHTKe BBIIOTHEHO PEeBU3MOHHOE XMPYp-
rmdeckoe nedeHne (2024). Yepes 3agHMil CPeIVMHHBIN JOCTYI IPOM3BENEHBI yAAleHNe paHee
YCTQHOBJIEHHOJI METAJ/VIOKOHCTPYKIIVMN, PeBU3NsA 1 MOOIIN3anys cerMmeHTa L5-S1, mexommpeccus
Kopemkos L5/S1, popMupoBaHne NHTpacaKpaIbHBIX KaHAJIOB 11 YCTAaHOBKA CTepxHell 1Mo Jackson
¢ mocnenytomieit ¢pukcanueir L4-S1.

Pepykuus gedopmaryy BBIIONHAIACH TO9TAITHO C KOPpeKIet TIoMO0cakpaabHOro Kugosa
¥ BOCCTAHOBJIEHVEM CaruTTaJbHOTO IMpodusi. BMenarenbcTBO 3aBepIIeHO BBIIOTHEHNEM KOM-
6uHMpoBaHHOrO (360°) cOHAMIONE3a — MEXTENoBOro Kevpka L5-S1 u 3apHero cnoHamnonesa
L4-S1. Omepanus mpoBefieHa B YCTOBMAX BBIPAXEHHOTO PyOLIOBO-CIIA€YHOTO IIpollecca Mocie
HNEepBIYHOTO BMEIIaTe/IbCTBA.

JICXO[ Y PE3YIBTATBI IIOC/TEQYIOIErIO HAB/TIONEHVA

B panHeM nocneonepaniOHHOM IepUOJe HEBPOIOTMYECKNX OCIOKHEHNUIT HE OTMEYEHO; IBM-
raTe/IbHble VI YYBCTBUTE/NIbHbIE QYHKIMY HVDKHUX KOHEYHOCTE)l COXPaHEHBI, Ta30Bble QYHKIMU
coxpaHeHbl. OTMedeHBI perpecc 60/1eBOro CUHAPOMA ¥ yIy4IleHVe TIePeHOCUMOCTI XObOBI.

[To maHHBIM KOHTpPOJIBHON peHTreHorpaduy / KOMIIBIOTEPHOI ToMorpaduu, HOmoKeHye
MEeTa/UIOKOHCTPYKINU CTaOWIbHOE, TOCTUTHYTA KoppeKiuus fedopmaruu (puc. 4, 5). BueurHmit
BJJI MALIMEHTKM [JO U IIOCTIE OIlepalyy IPOJEMOHCTPUPOBAH Ha puc. 6.

133

QWU “|I'Y ‘@afdoyK ‘g Y ‘OMHOheULdHK '9°0

numddA



PEBU3NOHHASA XUPYPTMYECKAS KOPPEKLINA
TAXENIOro CMOHAUJTOJNINCTE3A

C NPUMEHEHUEM ®UKCALIUU

MO JACKSON...

Puc. 4. KoHTpo/ibHaa peHTreHorpadus no3BoOHOYHUKA
nocne peBM3NOHHOIo BMeLlaTeNbCTBa: AOCTUTHYTA
Koppekuua gedopMaLmm NOSCHUYHO-KPECTLOBOro oTaena.

Puc. 5. KoHTponbHaga KoMnbloTepHasa Tomorpadusa
NOSICHUYHO-KPECTL,OBOro OTAE/a NO3BOHOYHMKA:
NoJIoXKEeHNe MeTalNIOKOHCTPYKLUUK CTabunbHoe.

[TporHO3 B OTHOIIEHUM BOC-
CTaHOBJIeHMsI QYHKLMU U COLM-
alIbHOM ajanTauyuy OIaronpusiT-
HBIII TIpYU YCIOBUM (POPMUPOBAHNUSA
KocTHOro 610ka L4-S1 u cobmome-

HVSI peXXUMa JIO3MPOBAHVS OCEBBIX
Harpy3oK B paHHeM II0C/Ieolepariy-
OHHOM IHepuofe. PekomeH0BaHO
AVHAMU4YecKoe HaOJIofieHne ¢ KOH-
TPO/IBbHBIM IIPOBEJEHNEM PpEHTTe-
Horpaduu 1 KOMIIBIOTEPHOI TOMO-
rpadum o MeCTy >KUTebCTBA.

OBCYXAEHUE

Tsaoxenplil  CIIOHOMIONICTES
y TOAPOCTKOB ClIefyeT paccMmar-
pMBaTb He TONBKO KaK «IIPOLEHT
cocKkanb3biBaHMs» 1o Meyerding,
HO U KakK fedopMaluio C Hapy-
IIEHMeM CaruTTajbHOrO OamaHca.
B 3TOM KOHTEKCTe MpaKTMYeCKYI0
[[EHHOCTb MMeeT Kraccubukanus
Spinal Deformity Study Group
(SDSG), xoTopas HOMUMO CTeIeH!
CMEIleHMsI YYMTBIBAeT IapaMeT-
ppl Tasa u rIobanmpHOrO 6OanaH-
ca IO03BOHOYHMKA, IOMOTas TeM
caMbIM BBIOMpATh 00BEM KOP-
pexuvu (in situ crabunusanus
VUYL PeYKIIVA).

Il BbICOKOTpafyCHBIX (hopM
HOPUHINUINAIBHO Ba)KHO pasfere-
HJe TAlJMEeHTOB Ha BapMaHTBI CO
«cOaTaHCUPOBAaHHBIM» U «Hecha-
JTAHCUPOBAHHBIM» Ta30M/I03BO-

HouyHykoM. M.T. Hresko m coaBt. [2] mokasamm, 4To mpm «HecHanaHCUPOBAaHHOM» BapuaHTE
(BbIpayKeHHasi peTpoBepCcusA Tasa, TIOMOOCAKpaIbHbIl K103 U HapylleHye r1obanrbHOro 6aaaH-
ca) OuMoMexaHMKa CYIIeCTBEHHO HapylLIaeTcsi, a BOCCTAHOBJIeHNe OaaHca sB/seTCsT 000CHOBaA-
HyeM s penykuyy gedopmaryy. VIMeHHO 9TOT npuHIMN 3anokeH B SDSG-nopxon: yem 6ornee
BBIPXEHO HapylleHMe 6amaHca (Tumbl 5-6), TeM 6ojee OIpaBiaHa KOHTPOIMpYyeMas pemyKIus
C KOppeKIiuei moM60caKkpaTbHOro Kydo3sa U MOMBITKOJ HOPMaInu30BaThb Ta30Bble TapaMeTPBbL.

B mpepncraBieHHOM KIMHMYECKOM HAOIOfeHNN MCXOfHAsA AedopMauusa COOTBETCTBOBAIA
BBICOKOTPAJYCHOMY CIIOHAMIONNCTE3y C BBIPQXKEHHBIM HapyIIeHMeM CaruTTaJTbHOTO HPOQUIIA.
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Puc. 6. BHeWwHNI BUA NaLMeHTKM [0 U NOC/e onepauuu.

IlepBu4HOE ONepaTMBHOE BMEIIATETbCTBO, HECMOTPS Ha CTAOMIN3ALINIO M MEXTETOBOM CIOH/VI-
none3, He 06ecrednno JOCTaTOYHON KOppeKIMM IToMO0caKpanbHOrO Kngo3sa 1 Ta30BBIX Mapa-
MeTpoB. CoxpaHeHUe peTpoBepcuN Tasa U HeOmaronpuATHON reomerpun L5-S1 mopgepsxusano
BBICOKME C/IBUTOBble HAarpy3Ky Ha yPOBHE HMOACHMYHO-KPEeCTI[OBOTO IIE€PEXOfia, YTO CO3/IaBajio
IPEANOChIKM /I MeXaHWYeCKON IIeperpy3Ku MeTa/UIOKOHCTPYKIMM ¥ HeCOCTOATETbHOCTYU
apTpozesa. B nmurepaType mopdepKuBaeTcs, YTO CTpaTeryy, He YCTPaHAIIIVe KIoueBble KOM-
IIOHEeHTH! flepopManuy (CaruTTaIbHbI AMCcOaTaHC/MTOMOOCAKpaIbHbI KU(O3), acCOLUMPO-
BaHbl C PYCKOM IIPOTPeCcCMpPOBaHNA CMEILeHNs, IICEBIOapTpo3a U coxpaHeHMs aedopmauny,
4TO 0COOEHHO 3HAYMMO IIPY TsDKEIbIX BapuaHTax [1-3]. B peBM3MOHHOI cUTyanuy IpyMeHe-
HIle MHTPacakpaabHOIl (ukcanuyu no Jackson mo3Bommao cpopMupoBaTh HafIeXHYI0 AMCTAIIb-
HYIO OIIOPY ¥ BBIIOIHUTb KOPPEKIUIo TIoMOOcaKpanbHOro Kudosa ¢ pegykuueit L5 mo3BoHka
Jyepe3 3aJHMII OCTYI, YTO COOTBETCTBYET LeAM JedeHNSA HecOalaHCHMPOBAHHBIX TXKETbIX
¢dopm no SDSG. 3 deKTMBHOCTD JAaHHOTO ITOAXO/Ia B OTHOLIEHUY BOCCTAHOBJICHNS IIapaMeTPOB
CaruTTaJIbHOrO OasaHca U YCIOBMIL /IS CPallleHNsI OTMeYeHa B MyOIMKALMsAX, IIPY 9TOM aBTOPBI
YKasbpIBAlOT Ha K/IMHUYECKV 3HAYVMMBIA PUCK TPAH3UTOPHBIX HEBPOTOTMYECKNX OCTO>KHEHMUI
(me¢unmt L5) mpu arpeccuBHON pefyKumy, 4To TpebyeT MO3TAITHON KOPPEKIMY, TOTHOLEHHOI
IeKOMIIpeccui 1 0053aTe/IbHOTO MHTPAOIIEPALIIOHHOTO HeIpOMOHUTOPUHTA [5].

Taxum o6pasom, ucnonb3oBanne SDSG-knaccudukanmm npu npefonepanuoHHOM IITTAHUPO-
BaHMM I03BOJIAAET CHOPMYIMPOBATh KOPPEKTHYIO IIe/Ib OIEpAlUN: He TONbKO CTaOMIN3MpOBaTh
CEerMEHT, HO U BOCCTAaHOBMTb TAa30Bble IapaMeTPbl M ITIOOAIbHBIN 6aTaHC, YTO IOTEHIMATBLHO
CHIDKAeT PUCK MEXaHNYEeCKON HeCOCTOATEIbHOCTY M YIy4lIaeT YCAOBUA 1A (GopMUpOBaHUA
KOCTHOTO 0JI0Ka.
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PEBU3NOHHASA XUPYPTMYECKAS KOPPEKLINA
TAXENIOro CMOHAUJTOJNINCTE3A

C NPUMEHEHUEM ®UKCALIUU

MO JACKSON...

3AKJTIOMEHUE

TsKernblit CIOHAVIONNCTE3 Y TIOAPOCTKOB CIeflyeT OLleHNBATh He TOIBKO IO CTEIIeHN CMellle-
HusA (Meyerding), Ho 1 1o mapaMeTpaM caruTTaabHOTO OanaHca. Vcronp3oBaHue Kinaccuukanum
SDSG no3BosnsAeT onpefennTb KIMHNYECKU 3HaUVMble HOATUIIBL Aedopmannit u chopMyIMpoBaTh
I1e/Ib XMPYPIUUECKOTro JeYeHNsl KaK BOCCTAHOBJIEHME TIOMOOCAKPaTbHOI FeOMETPUN 1 ITI06asTb-
HOTO CaruTTaJIbHOTO NPOGIIIA.

PeBusnoHHass KOppeKuys C MCIONb30BaHMEM MHTpacakpaapHoOi ¢ukcanyy mo Jackson
B COYETAaHNM C MOOWM/IM3aIell CerMeHTa, AeKOMIIpeccrerl 1 MO3TAHONM PefyKIyeil I03Bo/IIa
HBOOUTBCS BOCCTAHOBJIEHNA CarMTTa/IbHOTO MPOQWIIA U CTaOVIbHON puKcanyuy 6e3 HeBpOoIormye-
CKUX OCJIOKHEHMIL.

—|~| CIIVICOK JINUTEPATYPbI

1. Labelle H, Mac-Thiong JM, Roussouly P. Spino-pelvic sagittal balance of spondylolisthesis: a review and
classification. Eur Spine J. 2011;20(Suppl 5):641-646. doi: 10.1007/s00586-011-1922-1

2. Hresko MT, Labelle H, Roussouly P, Berthonnaud E. Classification of high-grade spondylolistheses based on
pelvic version and spine balance: possible rationale for reduction. Spine (Phila Pa 1976). 2007;32(20):2208-2213.
doi: 10.1097/BRS.0b013e31814b2cee

3. Mac-Thiong JM, Duong L, Parent S, et al. Reliability of the Spinal Deformity Study Group
classification of lumbosacral spondylolisthesis. Spine (Phila Pa 1976). 2012;37(2):E95-E102.
doi: 10.1097/BRS.0b013e3182233969

4. Ilharreborde B, Fitoussi F, Morel E, et al. Jackson’s intrasacral fixation in the management of high-grade
isthmic spondylolisthesis. J Pediatr Orthop B. 2007;16(1):16-18. doi: 10.1097/BPB.0b013e3280107195

5. Ferrero E, Ilharreborde B, Mazda K. Radiological and functional outcomes of high-grade spondylolisthesis
treated by intrasacral fixation, dome resection and circumferential fusion: a retrospective series
of 20 consecutive cases with a minimum of 2 years follow-up. Eur Spine ]. 2018;27(8):1940-1948.
doi: 10.1007/s00586-017-5457-4

6.  Koucheki R, Rocos B, Gandhi R, et al. Surgical management of high-grade paediatric spondylolisthesis:
meta-analysis and systematic review. Eur Spine J. 2023;32(2):436-446. doi: 10.1007/s00586-022-07408-3
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PETPOKABAJIbHbIN MOYETOYHUK
KAK MPUYUHA OBCTPYKL MU BEPXHUX
MOYEBbIBOAALLUMUX NYTEU Y OETEN

C.H. 3opxun, O.J. becnaniok, C.A. Kapnaues, C.A. bopucosa, b.H. YBapos, A.]l. Jlo6anoBa

OBOCHOBAHME

PerpokaBanpHblil  MOuYeTOU-
HUK — pefikasg BPOXKIEHHasA COCY-
AUCTas aHOMAMVsA, IPU KOTOPOIL
MOYETOYHUK KOJIbLIeBUIHO Oruba-
eT HIDKHIOK IIONylo BeHy (puc. 1). r
YacTrora BCTpe4aeMOCTM COCTABIIA-
er npumepHo 1:1000-1:1500, mpwm-
4eM y Ma/IbYlKOB JlJaHHas aHOMa-
A BCTpeYaeTca B 2-3 pasa yvallle,
yeM y geBoduek [l]. Knmumyeckas
KapTMHa HecrmennpyuyHa ¥ YacTo
MaHudecTupyer B IOAPOCTKOBOM
BO3pacTe CYMIITOMAaMM OOCTPYKIUI
BePXHIUX MO4YEeBBIX myTeil (6omm,
IOYeYyHasi KO/MMKA PpeLyVIBUPYIO-
mye MHPEKIUN MOYeBbIBOMSIINX A b
IyTeil, TeMaTypus), 4TO IPUBOINT
K JIMarHOCTUYECKMM TPYFHOCTAM
¥ HeCBOEBPEMEHHOJ ITOCTAHOBKe
muarHosa [2]. HecMoTpsl Ha BO3MOXKHOCTV COBPEMEHHBIX METOZIOB BU3Ya/Iu3anyy (MyIbTUCIMPATID-
Hasi KOMIIbIOTepHasi TOMOrpadus, MarHUTHO-Pe30HAHCHAs yporpadus), 3Ta aHOMa/IsA B psAfie CTyJaes
OCTaeTCsA HEPACIIO3HAHHOI 10 MOMEHTA XMPYPIIUYeCKOro BMeIIaTe/IbCTBA M0 OBOJY IIPEATIONaraeMo-
ro ruzipoHepo3a 1M ModeKaMeHHO 6omesHn [3].

B npepncTaBIeHHOM KIMHUYECKOM CTydae IPOAEeMOHCTPUPOBAHbI XapaKTepHbIe NMAarHOCTHU-
JecKye MPU3HAKM PeTPOKABA/JIbHOIO MOYETOYHMKA, IOYePKHYTa BaYKHOCTD IjelIeHaIIPABIeHHOM
JTy4eBOJI AVIATHOCTYKY IIPY TUAIpOHedPO3e HeACHON STUOMOINN C BO3MOKHOCTBIO MHTPAOIepaLy-
OHHOJ! AMaTHOCTUKM JAHHOV aHOMaJINL.

Puc. 1. PeTpokaBanbHbii MoueTouHuK: TUn | (A); Tun 1l (B).
PucyHok aBTopa (30pkuH C.H.).

OMUCAHUE KJIMHUYECKOI'O C/IYUAA4
o O

Manbunk, 14 net, oT mepBoll, (PU3MOTOTMYECKN IPOTEKaBIIell OepeMEHHOCTN, CPOYHBIX
POJOB Yepes eCTeCTBEHHbIE pOloBble yTH. Macca Tenma npu poxpenun 3300 1, gmHa Tena 52 cm.
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PETPOKABAJIbHbII MOYETOYHUK
KAK MPUYUHA OBCTPYKLIMU BEPXHUX
MOYEBbIBOAALLUX MYTENA Y OETEN

[lepuHaranbHbII aHaMHe3 6e3 0COOEHHOCTell; BHYTPUYTPOOHAs MAaTONIOIMA MOYEBOIl CUCTEMBI,
II0 JAHHBIM IIPEeHATa/TbHBIX YIbTPAa3BYKOBBIX UCCIENOBAHMI, HE OTMeYanach.

Co croB Marepu, HacefCTBEHHOI OTATOIEHHOCTM MO BPOX/IEHHBIM ITOPOKaM PasBUTHI
MOYEBOJ CUCTEMBI HET.

AHaMHe3 >KM3HU He COIep>KUT YKa3aHMil Ha IepeHeceHHble MHQEKIMY MOYeBBIBOIAIIX
IyTell, MOYeKaMeHHYI0 00JIe3Hb M/IV TPaBMbI TOSICHUYHOI 00/1acTH.

Annepromornyecknii aHaMHe3 He OTSATOIIEH, XPOHMYECKMX COMATMYeCKMX 3abo/eBaHmMit
He 3a(pUKCUPOBAHO.

PebGeHOK IpOXKMBaeT B TOPOJCKON MECTHOCTU. BpeiHble IPUBBIYKM OTPUIIAET, ICUXOCOLIN-
aJIbHaA ajallTallls B IIKOJIE YIOBIeTBOPUTEIbHAS.

Anamnes 3abonesanus. 3aboneBaHye [eOOTUPOBAIO 3a 6 MeCsAIEB A0 TOCHNUTAIN3ALNN
C IOsIBJIEHVSI SIM30MI0B TYIION HOMIIel 60/ B MpaBoM OOKy U IpaBOil IOSCHUYHON 06/1acTy,
ycunuBaroleiicst mpu ¢usndeckoit Harpyske. JKamoOpl cOmpoBOXaNMNCh eVHUYHBIMY 3IM30-
[aMMi TOIIHOTHI 6e3 pBOTHL. [{M3ypudeckue siB/IEHNS ¥ MAaKpOTeMaTypus He OTMedanuch. B amoy-
JIATOPHBIX YCTIOBMAX IO MECTY >KUTE/IbCTBA BBIINOJTHEHO Y/IbTpa3ByKoBoe mccienoBanue (Y3U)
OpPTraHOB MOYEBOJ CMCTEMBL: BBISB/ICHO pacIlVpeHNMe YallleYHO-TOXaHOYHOJ CUCTeMbI IPaBoi
IIOYKM U BepXHeNl TPeTy IIPaBOTO MOYETOUHNKA, YTO HOCTY>KIIO OCHOBAHUEM /IS HAIlPaB/IeHUs
HOZIPOCTKA B yPOJIOTMYECKOe OTHe/eH e [Is YIITyO/IeHHOTO 00C/IelOBaHMSL.

\—
IIPEIBAPUTEIBHBIN TVIATHO3

Iupponedpo3s cipaBa HEYTOYHEHHOI STUOTIOTUM.

I depenianbHblil [arHO3 IPOBOAMICS C OOCTPYKTUBHBIM MeraypeTepoM 1 MOUeKaMeH-
HOV 60/Ie3HBI0 C OOCTPYKIMel BEPXHUX MOYEBBIBOAAIMX My Teil. [Iman o6cmenoBanms BKIOYaI
Y3V movek u MOYEBOTO ITy3bIpsl, BHYTPUBEHHYIO 9KCKPETOPHYIO YpOrpaduio ¥ KOMIIBIOTEPHYIO
TOMOTpa(uIo OYEK C KOHTPACTUPOBAHMEM /IS UCKTIOUEHMS CTPUKTYPBI TOXaHOYHO-MOYETOYHY-
KOBOTO CerMeHTa, J06aBOYHOTO COCY/a MV MHOV IIPUYMHBI O0CTPYKIIVIN.

PE3Y/IBTATBI ®N3NKATBHOI'O, TABOPATOPHOI'O
N VMTHCTPYMEHTAJIBHOTO NMCCIEJOBAHNA

ITpu nocrynnenun B npodpuabHoe otnenerne GTAY «HMMII spopoBbsa meteit» MuH3apasa
Poccum camouyBcTBHME YHOBIETBOPUTENIBHOE, CO3HAHME fACHOE, TeMIlepaTypa Teaa HOPMasib-
Has. [JnuHa Tenma 165 cM, Macca Tena 55 KI, MHIEKC MAcChl Tela B IIpefje/iax BO3PacTHO HOPMBI.
AptepuanbHoe gaBneHne 110x70 MM pT.CT., 9aCTOTa CepAEYHBIX coKpaleHnit 80 yi./MIH, 4acToTa
IbIXaTe/IbHBIX OBVDKeHNU 18/MuH.

Ko>xHbIi1 TOKPOB (M3MOIOTMYHON OKPACKM, Iepudepuyeckx OTEKOB HeT; BUAUMBIX fedop-
MAlMI1 TOACHUYHOM 06/IaCTU He OTMEYEHO.

[Ipy mampmanmy >KUBOT MATKUIL, 6€300/I€3HEHHBIN; CUMIITOMOB Pa3fpa’keHus OpIOIIVHDI
HET; CUMIITOM IIOKO/IAYMBAHNA C IBYX CTOPOH OTPUIIATE/IbHbIN.

BHenrHme monoBble OpraHbl CPOPMUPOBAHBI IO MY)XCKOMY THUITY, aHOMAIUI PasBUTHA
He BBIABJIEHO.

Hespomnornyeckuii craryc 6e3 04aroBoif CMITOMATUKIA.

Y3V no4ek 1 MOYEBOTO ITy3bIPA: BbIAB/IEHO pacllMpeHle JI0XaHK! IIpaBoii MOYKM [0 32 MM
(HopMa 10 7 MM), JallleyeK BCeX TPYII 10 22 MM U paclIMpeHe BepXHell TpeT! IPaBOro MOYeTOd-
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HuKa 10 10 MMm. OTMevaeTcsi UCTOHYEHNME TTAPEHXVMBI IIPABOIl IIOYKM ¢ 0OeJHEeHeM KPOBOTOKA.
JleBast mouka 6e3 MaTONMOIMYECKNX M3MEHEHMIL.

BHyTpuBeHHass 9KCKpeTOpHas yporpadus: Ha OTCPOYEHHBIX CHMMKax (40 m 120 MumHYyT)
BU3YaIM3UPyeTcss S-0O0pasHblil (CepIOBU/HBIN) U3rMO MPOKCMMAIBHOTO OT/e/la IPaBOro Modve-
TOYHMKA Ha ypoBHe L3-L4 mosBoHkoB (puc. 2). OTMeqaeTcs 3afep)KKa 9BaKyallMy KOHTpPAcTa
U3 MIPABON ITOYKIL.

MynbrucnupaabHas KOMIbIOTepHast TOMOrpadusi o4eK ¢ OOMCHBIM KOHTPACTHBIM yCUJIe-
HIeM ¥ 3D-peKoHCTpyKIueil: TOATBep>KeH IPaBOCTOPOHHMII ruaporedpos (puc. 3). CpenHsasa
TPeTb IPAaBOTO MOYETOYHMKA IIPOXOAUT II03a[yl HIVDKHEI II0JION BeHbI, 00pasys XapaKTepHBIN
U3rnb — CUMIITOM «pbIO0TOBHOTO Kprouka» [3]. [Tocse BpIXOAa U3-II0f COCY/a MOYETOYHMK 3aHU-
MaeT HOpMa/IbHOE TI0/I0KeHe. JlaHHasa KapTiHa COOTBETCTBYET peTPOKABATbHOMY MOYETOUHMKY
I Tyma mo xmaccudukanym Bateson m Atkinson: IpOKCMMA/IbHBI CETMEHT JIOKUT JIaT€PaIbHO
OT II0JI0¥1 BEHBI, CPeJHIIT IPOXOANT II03a/Y Hee, a JUCTA/IbHbI — MefuanbHo [1].

' —| TMATHO3

YcTaHOBNIEH OKOHYATENbHBIN KIMHUYECKNI JOUArHo3: «BpokfeHHas aHOManus pasBUTHKAL:
peTpoKaBa/IbHBI MOYETOYHMK crpaBa, Tull . [upponedpos III cragum cripaBar.

— | JIEYEHUE

C y4eToM KIMHNYECKON KapTUHBI U JaHHBIX MY/IbTUCIVPa/TbHON KOMIIBIOTEPHOI TOMOIpPa-
buy IpUHATO pellleHre 0 XUPYPrudeckoM nedeHnn. [lanyeHTy BbIIOTHEHO /IaIapOCKONNYIeCKOe

Puc. 2. BHyTpuBEHHas 3KCKpeTopHas Puc. 3. MynbTucnupanbHasi KOMMbOTEpHas
yporpacus: S-o6pa3Hbii (cepnoBuaHbINA) U3rnd ToMorpacdus, 3D-peKoOHCTPYKLUS:
NPOKCUMaJIbHOrO OTAENA NPABOro MOYETOUHMKA. CUMITOM «pPblO6OSIOBHOrO Kptouka». (U3 apxuBa

(U3 apxuBa yponoruyeckoro otaenenus, 2025 ropn). yponoruyeckoro otgenenus, 2025 ron).
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PETPOKABAJIbHbII MOYETOYHUK
KAK MPUYUHA OBCTPYKLIMU BEPXHUX
MOYEBbIBOAALLUX MYTENA Y OETEN

OIlepaTMBHOE BMELIATe/IbCTBO — aHTEBA3a/IbHbIN ypeTepo-ypeTepoaHacToMo3. Bo Bpemsa onepa-
LU TIOATBEPKIEHO MPOXOXK/eHNE IIPaBOr0 MOYETOYHMKA [T03a/jV1 HVDKHEN I10JI0¥ BEHBI C BBIPa-
JKEHHOJI KOMIIpecCHeil B peTPOKaBaIbHOM CEerMeHTe. BBIITOTHeHbI MOOMIM3aIsA MOYeTOYHIKA,
pe3eKLus U3MEHEHHOT0 y4JacTKa 1 GOpMIUpOBaHue ypeTepo-ypeTepoaHacToMo3a. MeTos ipeHu-
pOBaHNA — BHYTPEHHUII MOYETOYHMKOBBIN CTEHT Ha CPOK 1 MecAl.

[TocneonepaninOHHBIIT IEPUOJ, IIPOTEKAN 6e3 OCTTOKHEHMIL.

— | JCXO[ Y PE3Y/IBTATBI HOCTEAYIOLIETO HABTIOIEHNS

ITocne ypaneHus BHYTpEHHETO MOYETOYHMKOBOIO CTEHTAa IO JJAHHBIM KOHTpOAbHOro Y3V
OTMEYEHO 3HAYUTEIbHOE YMEHbIIEHNE Pa3MEPOB YallleYHO-TIOXaHOYHOM CUCTEMBI IIPABOI TIOYKM,
BOCCTaHOBJIEHNE a[JeKBAaTHOTO ITacca)ka MOYM.

\/&» TIPOTHO3

[TporHos st >XM3HU U 300POBbsl OmaronpusTHbIA. [IoMHOEe BOCCTaHOB/IEHNE MTaccaka MOYN
¥ IOCTeIIeHHasA perpeccus rugpoHedposa 0XXUAAIOTCA B TedeHue 6—12 MecsIeB 1oce yhaneHs
BHYTPEHHETO MOYETOYHMKOBOIO CTEHTA.

[TanenTy maHbl peKOMeHAanuu: KoHTponbHoe Y3V nmovek depes 1, 3, 6 n 12 mecAnes nocnie
ollepanyy; OrpaHMYeHye TsDKeMbIX (U3NYeCKUX HArpy3sok Ha 3 Mecslja; HaOJIofieHNe JeTCKUM
YPOJIOTOM IO MECTY >KUTEe/IbCTBA.

OBCYXAEHUE

[TpencraBneHHbIN KIMHUYECKUIA CIy4Yail UTIOCTPUPYET KIACCUIECKOE TeYE€HUE PeTPOKaBaIb-
HOTO MOYeTOYHMKA ¢ MaHudecTaIyeil B IOAPOCTKOBOM Bo3pacTe. PeTpokaBalIbHbIN MOYeTOYHMK
paccMaTpmBaeTCcs Kak CIefiCTBYe aHOMA/IbHOTO SMOPIMOHATIBHOTO PAa3BUTHUSA HIUKHET MO0 BEHBI,
KOIZia MH(papeHaTbHBIl CETMEHT GOPMUPYETCA U3 3aHell KapANHAIbHO BEHBI, I MOYETOYHUK
OKa3bIBaeTCsA B PETPOKABAJIbBHOM IIOJIOKEHMM C IHOC/IeAyomeil ero Kommnpeccueilr. KmoueBsiMm
aCIIeKTOM ITIOCTAHOBKM JMarHO3a SBJIAETCA MOOIEpAlOHHAsA MAarHOCTUKA. BHyTpuBeHHas aKc-
KpeTopHas yporpadus ¥ MyIbTHCHVpATbHAA KOMIIBIOTEPHasA TOMOTpadus ¢ PeKOHCTPYKIIVeN
II03BOJIAIOT BBIABUTD IATOTHOMOHUYHBIE IIPU3HAKM (S-00pa3HbIil N3I16, CUMIITOM «PBIOOIOBHOTO
KprodKa»). OfHaKO B KIMHIYECKOI MPaKTVKe BbIAB/ICHIE JAHHOJ aHOMAJIUY 3a4aCTYIO BbI3bIBAET
3aTpyfgHeHMe: 3a00/IeBaHNe MOXKeT IIPOTeKaTb 0€CCHMITOMHO MIN CHMYINPOBATh [pyIue IIpH-
YMHBI 0OCTPYKIMM (CTPUKTYPY JTOXaHOYHO-MOYETOYHUKOBOTO CETMEHTa, HOOABOYHBIN COCYH).
[Tpn BBIIONHEHNM KOMIIBIOTEPHOIT ToMorpaduu 6e3 cremyduyeckoro mpoTokona (6e3 ¢asbl sKc-
kperuy win 3D-MomenupoBaHusA) peTPOKaBaIbHBIN X0 MOYETOYHMKA MOXKET OCTaTbCsl Hesa-
Me4YeHHBIM. B nmurepaType ommcaHbl CTy4an, KOT/ja AMarHo3 YCTaHAaB/IMBAJICA HTPAOIEPAIIVIOHHO
BO BpeMs JIAIIAPOCKOINYECKOT M/IV OTKPBITON IMEeIOIIACTYIKY TI0 IOBOAY I'MApoHedpo3a (puc. 4).
B Takux cuTyanyax Xupypr HeOXXUJaHHO CTaJIKMBACTCA C I3MEHEHHO aHaTOMMell BepXHIX MoJe-
BBIBOJIAIVX Iy Tell, 4TO TpebyeT OT OllepalliOHHON OpUrafgbl FOTOBHOCTY M3MEHUTDb TAaKTUKY OIle-
PaTMBHOTO BMENIATe/NbCTBA Y BHIIIONHUTD YPETepO/N3 C pero3niyell MOYeTOUHIKA Y CO3IaHueM
ypeTepo-ypeTepoaHacToMo3a. Bo3MO>KHOCTD MOJOOHON MHTpPAOHepallOHHON HAXO[K!U IIOf4ep-
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KIBaeT Ba)KHOCTb TIIATE/IbHON Ipefolepann-
OHHOJI BU3ya/MM3al[MM M BKITIOUEHVS PeTpoOKa-
Ba/IbHOTO MOYETOYHMKA B Iy epeHIanbHbIi
AMATHO3 U JTI0O60M IIPAaBOCTOPOHHEM TMAPO-
Hepode C paclIMpeHyeM IpOKCUMaIbHOTO
OT/ie/la MOYEeTOYHIKA.

3AKJIIOMEHUE

PeTpokaBanbHbIi MOYETOYHUK — peaKas
BPOXX/JIeHHass IpUYMHA OOCTPYKTUBHON YpoO-

natuy y gereii. Vcnonb3oBaHue COBpeMeHHbIX Puc. 4. UHTpaonepauMoHHas KapTUHa
MEeTOIOB JTy4eBOJ JMArHOCTUKYU (MYIbTUCIIN- npu peTpokKaBasibHOM MOYETOUYHUKE.
pasibHasi KOMITbIOTEepHasi ToMorpadus ¢ 9KCKpe- HMB — HWKHAS nonasi BeHa. (M3 apxuBa
TOpHOII Pasoii n 3D-peKoHCTpyKImeli) TT03BO- ypornoruyeckoro otaeneHus, 2025 ron).

nsgeT B OONBIIMHCTBE CIyd4aeB YCTaHOBUTD

[AMArHo3 10 OIepalyi U IPOBECTU aZleKBaTHOE IJITAHUPOBAHME TAIIaPOCKONNYECKOTO BMEIIATE b~
cTBa. TeM He MeHee KIMHMIMCTAM M XMPypraM ciefyeT IIOMHUTb O BO3MOXKHOCTY MHTpaoIepa-
IIVIOHHOJI HaXOZIKM JAHHOI aHOMAJIUMY, YTO TpebyeT BLICOKOI KBaMNPMUKALMN U TMOKOCTI B M3Me-
HEHUY XUPYPrUIecKoil TaKTUKM. IIpencrasieHnbii ciydan JeMOHCTPUPYET YCIEIIHbIN aITOPUTM
IMATrHOCTUKM ¥ MMHMMA/IbHO MHBA3VBHOTO JIEYEHMs 3TOTO COCTOAHMA.
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CTEHO3UPYIOLLLAA ®OPMA BOJIE3HU KPOHA
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CTEHO3UPYIOLLAA ®OPMA
BOJIE3HU KPOHA BEPXHUX OTAEJIOB
XENYAOYHO-KULLEYHOIO TPAKTA

E.C. Iopenosa, [I.B. Ilapaxuna, A.C. Iloranos, I.A. Kopones, M.M. JloxmaToB,
C.A. PaTtHukos, A.b. Anxacos, 1. Cokonos, T.J. boposuk

OBOCHOBAHME

Bonesup Kpona — xpoHndeckoe, peryanBupyloliee MOMINITIOIOINIecKoe 3a00IeBaHue Key-
pouyno-kuieqHoro tpakta (JKKT), xapakrepusyromieecs: TpaHCMYpanbHbIM, CETMEHTAPHBIM BOCIIA-
JIeHVieM CTeHKY TOHKOI 11/vmu Tonctoit kuku v Beero JKKT ¢ pa3BuTieM MeCTHBIX M CUCTEMHBIX
ocnoxuennit. Kmaccuueckumn mackamu 6one3nn KpoHa cUmMTarOTCs MOpaXKeHUsI TEPMUHATIBHOTO
OT/ie/a TIOAB3/IOUIHOI KUIIKM (OCTPBIN alIeHUIINT, allleHANKY/ISAPHbI MHPUIBTPAT, KMIIeYHAsS
HEIPOXOAMMOCTb), ofHako BepxHMe oTaenbl JKKT Taicke MOryT BOB/IeKaTbcsi B IpOLiece, TpeOys
mnddepeHIVaNTbHON AUArHOCTUKY. Y MAIVEHTOB ¢ 6omesHpio KpoHa ommcaHbl cryday s3BEHHOTO
HOPa>KEHNS JKeMyKa ¥ ABEHALATUIIEPCTHONM KMUIIKM, MMUTYPYIOLETO IPOOOIHYIO 3By MU KPO-
BOTEUEHNe, a TaKXKe CIIy4ay CTPUKTYP IVIOPMYECKOro OT/eNa VI HadaIbHBIX OTHE/IOB TOHKON
KUIIKY, KIVMHUYECKY CXOXWX C OOCTPYKTMBHBIMM COCTOSHMAMM [1]. OCHOBHBIMM CUMIITOMaMM
npu nopaxxeHun Bepxuux otenos JKKT sBstroTcst 60/u B anmracTpaabHOIT 00/1aCTy, HOTEPS MACCHI
TeJTa, TOIIHOTA, PBOTA, II09TOMY B TaKUX CTy4asx 6one3Hb KpoHa 10)KHO IpUHMMAaeTCs 3a I3BEHHYIO
0071e3Hb XKeNMyaKa U ABeHaALaTUIepcTHOI Kuiku. [1py nporpeccupoBannmu 6onesun Kpona moryr
BOSHMKHYTb Cepbe3Hble OCTIOKHEHNs, TaKue KakK OOCTPYKIMs BBIXOJHOTO OTBEPCTUS JKENMyJKa,
py 91ToM 10 30% GONBbHBIX C HaHHOI (OPMOII 3a00/IeBaHMsI TOIBEPTalOTCS XUPYPrUIECKOMY BMe-
IIATeIbCTBY, B OCHOBHOM J13-3a TaCTPOAYO[eHAIbHO HEIPOXOAVIMOCTH [2].

OMUCAHUE KITMHNYECKOIO CJZTYYAH4
o O

HleBouka, 12 jieT, BriepBble OCTYIIN/IA B TacTpO3HTeponorndeckoe otgenenne GPIAY «HMUIL]
300poBbs AeTeli» Muusnpasa Poccun B mapTe 2025 roma. Pe6eHOK OT BTOpOIT GepeMeHHOCTH,
MePBBIX CPOYHBIX POZIOB.

CeMeliHBIII aHAMHe3: y OTIa U 6A0YIIKY 10 OTI[OBCKOJ IMHUU — XPOHUYECKVIT TaHKPEaTHT;
y IpababyuIKy, BOIOPOJHOTO AEeMYLIKI, AU CO CTOPOHBI MaTepy — CaXapHbIl Anabert.

Anamnes 3abonesanus. B aBrycre 2024 roma BIepBble MOABWINCDH XKa/moObl Ha PBOTY 0OJb-
WM 06beMOM, IPEVMYIIeCTBEHHO B BeUepHNE Yachl; pe3Koe CHIDKEHMEe Macchl Tema (Ha 9 Kr
3a 4 Mecsa); 60K B XMBOTE CHACTUYECKOTO XapakTepa. Uepes 2 Mecsla oT Havanma 3aboneBa-
HVS IPUCOEAVHIIINCH HOUHBIe 00/, y4acTmiach peora (3-4 pasa B Hefle/I0), CHU3MIACh Macca
Tera. Pe6eHOK 06C/IejoBaH B CTAIMOHape IO MECTY XXUTeNbCTBa. I10 pedynbraram 1abopaTopHbIX
UICCTIefOBAaHUII OTMeYa/NNCh aHeMMs JIETKOI CTeleHM TSKeCTH, YCKOPeHMe CKOPOCTU OCelaHMs
aputporuToB (10-27 mMm/4), noBsiienne copepxauusi C-peakTuBHOro 6emnka (26,76 mr/m), CHI-
JKEHNE COfIep>KaHMA Ke/le3da B KPOBU 10 5,6 MKMOJIb//I, aKTMUBHOCTb aMuiIasbl B KpoBu 24 EJl/n
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(B mpepenax pedepeHCHbIX 3HaueHuin). [To ganHbIM 330¢aroractpopyonenockommu (SITC) omnn-
CaHa I'MTAaHTCKasl XPOHMYECKas s13Ba JIyKOBUIIBI JBEHAIIATUIIEPCTHOI KUIIKN Y MATIOPUIECKOTO
KaHaJIa, CTafius pyOIieBaHNs, yIbLIePOTeHHbIN CYOKOMIIEHCUPOBAHHBII CTEHO3 BBIXOTHOTO OTZeNIa
nyKoBuIpl. JKcrpecc-tect Ha Helicobacter pylori momoxutenbHblit. [Ipy peHTTéHOKOHTPaCTHOM
VICC/IeOBAHUY BBISAB/ICHBI IIPU3HAKM 3a/IePXKKI 9BAKyaI[Uyl COZIEP>KMIMOTO M3 JKelyKa, IpoBuca-
HVIS JKeJTy/iKa 1 TTOTIepeyHOT 060/J09HOII KMIIKM B ITOTIOCTh MajIoro Tasa. KommbloTepHas ToMorpa-
¢y opraHoB OPIOIIHON MTOOCTY MOKA3aIa MPU3HAKM YTOJIIEHUA CTEHOK IMMIOPUYECKOro OTHe/a
KeJTyZIKa 11 aMITy/Ibl IBeHaAaTUIIepCTHOI KUKy, Ha ocHoBaHMM 06CIeoBaHMsA BLICTAB/IEH AMa-
THO3: «SI3BeHHas1 00/Ie3HD >Key/Ka U ABEeHALATUIIEPCTHON KUIIKM, BIIepBble BbIsAB/ICHHAs, dasa
ob6octpenns. JKenygodHoe KpoBOTe4YeHNe, TeKOMIIEHCUPOBAHHBII CTEHO3 BBIXOJHOTO OTBEPCTHS,
XPOHWYECKUIT 3amop, ounmapHas auchyHKIms». [IpoBoanIach reMocTaTndeckasi, raCTpOIpOTeK-
TUBHAas, 9PaMKAIVIOHHAS Tepanysi 6e3 BHIPaKeHHOTO MTOIOXKUTETbHOTO 3 dekTa.

711 peliieHNs BOIIPOCa O 11e71eCO00PasHOCTI XMPYPrIYecKOro BMeIIaTe/IbCTBA IPOBEieH Te/IeKOH-
CUIMYM C XMPYPIU4YeCcKuUM TopakanbHbIM otfenenneM OIAY «HMMUI spoposba pereit» Mun3gpasa
Poccun. [In1s1 Bepudumkanmy fuarHosa u peleHs BOIPOca O JajIbHeNIell TAKTYKe BeleHNs MaleHTa
peKOMeH/J0BaHO 0OcreoBaHNe pebeHKa Ha 6ase TracCTPOIHTEPONIOTYECKOTO OT/Ie/IeHIS.

IIpu nocmynnernuu cocTosiHue pebeHKa CpefiHel TSHKeCT 10 OCHOBHOMY 3abosneBaHmio. Macca
tena 31,1 Kr, myimHa Tena 162 cM. Gusuyeckoe pa3BuTHe BbIIE CPEFAHETO, JMCIAPMOHNYHOE 33 CUeT
meduruTa Macchl Tena: K0agduimeHT cTangapTHOro oTknoHeHus (standard deviation score, SDS)
pocra +1,25; SDS Beca -1,63; ungekc maccol tena (MMT) 11,85 kr/m? SDS VIMT -5,08. Kosxuble
IIOKPOBBI OJIefHbIe, CyXMe, IepuopburanbHble TeHn. Cmsucras o6004Ka pTa po3oBas, YMCTasd,
B/IQKHas. ANmeTuT coxpaHeH. SI3pik umcTbiit. JKUBOT mpy mampnanmy Msrkuii, 6e300e3HeHHbIi
BO BCEX OTHE/IAX, JOCTYIIEH ITTy0OKOII IIa/IbIIallyy, B JIEBBIX OTHE/IaX TOJICTON KMIIKM ITa/IbIIUPYIOTCS
KajioBble Macchl. [Teyenp u ceneseHka He yBenudeHbl. CTyn perymapusii (1 pas B 1-2 gus), dpar-
MEHT/POBAaHHBIN, OKPAIIEHHBIV, [IEPUOANYECKN C IIPUMECBHI0 KpoBH. [Ipn ocMoTpe nepuaHanbHOM
00671aCTV BBIAIB/IEHBI TUIIEPTPOdUPOBaHHbIE IIepUaHA/IbHbIE KOXKHbIE 6aXPOMKIL.

\—
IIPEJIBAPUTE/ILHBIN IVIATHO3

[IpuHMMas BO BHMMaHNe XapaKTep >kano0, pe3yIbTaThl MHCTPYMEHTa/IbHBIX MCCTIEOBAHMIL,
CBUIETE/BCTBYIONINX O PasBUTUY KUIIEYHOI HEIPOXOAUMOCTH B pesyiabraTre cOpMMUpOBaBIIe-
rocs y4acTKa CT€HO3a BBIXO/IHOTO OTJeNa TyKOBMIIbI IBEHANIIATUIIEPCTHON KUIIKM, OTCYTCTBUE
a¢ddexra OT MPOBOAVMMOI Tepamuy, a TaKKe Haau4due TUIePTPOPUPOBAHHBIX IepUaHATbHBIX
6aXpOMOK, He/lb3s UCK/IIOUUTH Te4eHVe BOCIIaINTE/IbHOTO 3a00/IeBaHMs KUIIEYHYKAa — CTEeHO3U-
pytomyio ¢popmy 6onesHn KpoHa ¢ mpenmylecTBeHHBIM ITOpaKeHMEM BEPXHMX OTHENIOB Key-
JOYHO-KVIIIEYHOTO TPAKTA. Y YMTHIBAsI aHTPOIIOMETPIYECKIIe [TOKa3aTesy, y peOeHKa uMeeT MecTo
0e/IKOBO-9HEpreTHYecKasi HeOCTATOYHOCTD TSDKE/ION CTEHeH.

PE3Y/IBTATDBI IABOPATOPHOTO
N VMTHCTPYMEHTAJIBHOTO MCCIEJOBAHMA

Ha 6ase ractpoanTteponorndeckoro orpenenns PIrAY « HMUILI sgoposbs geteii» MuH3apasa
Poccun mpoBefieHo koMIiulekcHoe obcmenoBanue. o pesympraTaM 1abOpaTOpPHBIX MCCIETOBa-
HUJI KPOBYU aHEMUM HeT, KIETOUHBII COCTaB B HOPMe, COfiep>KaHMe OOINX MIMMYHOITIOOY/IMHOB
B IIpefieNiax peepeHCHBbIX 3HaYeHMIT. AHTUHYKIeapHbill ¢akTop 1/320; aHTUTENIA K LIMTOIIA3Me
Heiitpodunos 0,5 (oTpunarenpuble); autuTena K Saccharomyces cerevisiae (ASCA) monoxuTrens-
Hble — IgA 66,1 E]I/mi, IgG >100 EJl/mn. Copep>kaHue heKamTbHOTO KanblpoTeKTiHa >1000 MKT/T.
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TPAKTA

ITpu ynbTpa3ByKOBOM MCCIEHOBAHMM OPTaHOB OPIOIIHON IIOJIOCTU BBIABJIEHO HapyLIEHNE
9BAKyaTOPHOI (PYHKIUY >KeyKa, YTOMIIeHNe CTeHOK >Kelnyaka 0 4-5 MM. CTeHKU TepMUHAIIb-
HBIX OTZE/IOB IIO/[B3[JOIIHOI KVIIKM yTO/IEHbI 0 4,5-5,0 MM, IOHVDKEHHON 9XOTeHHOCTI; Aud-
(depeHIIPOBKA Ha C/IOM CITIa)KeHA; KPOBOTOK KUIIEYHON CTeHKU ymepeHHO ycuieH (II cremenp
o mkase /Inmbepra); yMepeHHO BBIPDaXKEHHBIN OTEK OKPY>Kaloleil KIeTYaTKI.

ITpu SITIC obHapy>keH pyO1]0BO-A3BEHHDII CTEHO3 IPUBPATHIKA, HEIIPOXOAMMBII /I SHTOCKOIA
9,2 MM; IVMPKY/IIPHOE M3bA3BJIEHNE MIPEIVIOPUYECKOro OTHena xemynaka (puc. 1 A); MHOXXeCTBEHHbIE
A3BBI Ha BceM NpOTsDKeHny mesopa (puc. 1 b, B). bonmbiioe komr4ecTBO cOfep>KIMOTO B XKETyIIKe.

ITo aHHBIM KOJIOHOCKOINMY — TePMJHAJIbHBIN A3BEHHBIN WIeNT. V3 ba3Bienne 6ayrnHmeBoi
3aCTIOHKN. MHOXKecTBeHHbIe aTONOROOHbIE 9PO3NUM Ha IIPOTSHKEHUI TOJICTOI KUIIKY, IIPeUMYyIIie-
CTBEHHO B €€ JIeBbIX OTZeNaX. JHJOCKONIYecKas KapTiHA MOKeT COOTBETCTBOBATh Oonme3nn Kpona
¢ aktuBHOCTBIO 110 mKae SES-CD (Simple Endoscopic Score for Crohn’s Disease) 18 6amos.

ITo maHHBIM IMCTONMOTMYECKOTO UCCIeOBaHNUsA 6MONTaTOB — C/1ab0 BBIPa>KEHHBIN XpOHMYe-
CKUJ HEaKTUBHBIN UJIEUT.

I[To faHHBIM peHTreHOrpadYecKoro NCCIeOBaHMA ITacca)ka BOLOPACTBOPYMOTrO KOHTpAcTa
o JKKT ormeuaeTcs cTeHO3 MpMBpaTHMKA JKeTyKa, racTpoasodareanbHblil pediiokc I crenenn,
racTpONTO3, FaCTPUT.

KommblotepHas ToMorpadust OpraHoB OPIOIIHO HMOMTOCTY C KOHTPACTUPOBaHMEM: YTOJIIle-
HI€ CTEHOK JKe/Ty[Ka, IeTe/lb MO/IB3OUIHO M CUTMOBUJHOV KUIIOK CO CKOIJIEHMEM >XKMKOCTHU
B Maj/IOM Ta3y M IpU3HaKaMy aOfOMMHa/NbHON MMMQageHonaTny, 4TO CIefAyeT paclieHNBaTh
KaK IIPOsIBJIEHNsI OCHOBHOTO 3aboseBanus — 6omnesnn Kpona (?).

\i_

Ha ocHoBaHnu %ano6, JaHHBIX aHAMHe3a 00JIe3HM, Pe3y/IbTaToB Ta00PATOPHBIX Y MIHCTPYMEH-
TaJIbHBIX IAHHBIX, a TAKOKe 9H0CKONNYEeCKOI KapTUHbI BhICTaB/IeH AuarHos: «bonesub Kpona (A1b)
BepxHMX oTAenos JKKT, nnent, komut (L3+L4a), crpukrypupyromas ¢opma (B2) ¢ nepranaabHbIMU
n3MeHeHuAMN (p) B Bujie TUIIepTpodUpPOBaHHBIX aHAJIBHBIX 6aXpOMOK, 6e3 3agepxku pocra (GO)».

B cBs13u ¢ TsKenoit 6€1KOBO-9HEPreTMUECKOIl HeOCTATOYHOCTDIO 1 HapylleHeM IIPOXOfN-
MOCTM NIPMBpATHMKA OONbHAs KOHCYIBTMPOBAHA JUETOTIOTOM, Ha3HAYEHO YaCTUYHOE IapeHTe-
pasIibHOe NUTaHMeE U YIIOTpebIeHye MMM B IPpOTepTOM Bije. Yepes 7 fHel IpoBeeHa KOHTPOIb-
Hag OIJJC: coxpaHserca oOmMpHas A3Ba TYKOBUIIBI IBEHAJLIATUIIEPCTHON KAIIKM, OffHAKO 30HY
CTeHO3a YZIa/I0Ch MIPOITHU JJeTCKUM 9HIOCKOIIOM iiaMeTpoM 5,8 MM (puc. 2).

[
VRN NA008 = -
ple L8 1

Puc. 1. 330aroractpoaoyoneHOCKONUS: LUPKYISPHO U3bA3BJIEHHbIA NPUBPATHUK;
pPy6LOBO-A3BEHHbIA CTEHO3 NPUBPATHMUKA, HENPOXOAMMbIM AN 3Haockona 9,2 MM (A);
JINHerHan A3Ba cpeaHen TpeTtu nuwesopa (b, B).
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Puc. 2. KoHTponbHasa 330caroractpoayoneHocKonusa yepes 7 oHen: LUPKYNApPHO
MU3bA3BJIEHHbINA NPUBPATHUK; PYOLOBO-A3BEHHbIN CTEHO3 NPUBPATHUKA,
npoxoAuMbl AN OeTCKoro aHaockona 5,8 MMm (A, B).

ITpoBefieH KOHCUINYM CIELMATNCTOB — TaCTPOSHTEPOJIOTOB, JETCKUX XUPYPrOB, Bpadeii-
SH/IOCKOINCTOB: B CBA3U C OTCYTCTBMEM PBOTHI, IONIOXUTEAbHON AMHAMMKON AaHHbIX IIJIC
Ha (pOHe YaCTUIHOTO IApEeHTePaIbHOTO MUTAHMS IPUHATO pellleHe BO3AePXKaThbCsl OT OIepaTuB-
HOTO BMeIlIaTe/bCTBA.

YdanrbiBas TsDKenoe TedeHue 6one3nu KpoHa y meBouki, cTeHO3Mpyyio popmy 3aboseBa-
HVISA, TSDKENTYI0 0€/IKOBO-9HEPreTYeCKYI0 He[OCTATOYHOCTD, [JIA NMPEROTBPALeHIS OCTOXHEHNIT
00e3sHN MHUIMMPOBAaHA TeHHO-MHXKeHepHas O61Mo/mornyeckast Tepamnusi npenapaTomMm MHQIMKCH-
MaboM U3 pacueTa 5 MI/KT Ha BBe[JeHI€ B CTAHJAPTHOM PeX/Me B KOMOMHAI[MN C a3aTHOIIPUHOM
B fo3e 50 mr/cyTt (1,5 MI/KT B CYyTKH).

VICXO[ M PE3YJIBTATDBI IIOC/TEQYIOINErO HAB/TIONEHVA

Yepes 1 Mecs1 mocie BBIMMCKM OTMeYasIach 3HaYMTeIbHAs IIpyrbaBKa Macchl Tema — +4 Kr
(SDS Beca 0,33; SDS VIMT 1,83).

IIpu OTIAC B puHAMMKe BBIABIECH PYOLOBBI CTeHO3 OyIbOOAYOLEHANIbHOIO Iepe-
X0a, CBOOOJHO IPOXOAMMBIN IS SHAOCKOIA AMaMeTpoM 5,4 MM. bonblras ssBa JTyKOBU-
Lbl JIBEHA[JUATUIIEPCTHOM KUIIKM B CTaAUM SOUTeNM3auuu. PacnpocTpaHeHHBINI TacTpUT
c penbeoM CIMBUCTON MO TUHY OYIBDKHON MOCTOBOIN. [lepopmariyss M He[OCTaTOYHOCTD
NpUBpPATHMKA, AeopManyss JTYKOBMIBI JIBEHANLATUIIEPCTHON KMIIKM. JI3sMeHeHue penbeda
B HIDKHEN U CpefHeil TpeTu IUINeBOAa IO TUITYy IIPORONbHON yMcyepuyeHHOCTM. Ha doHe neve-
HIA, B TOM 4YMC/IE€ AMEeTOTepaINy, BbIAB/IECHA IOJIOKNUTENbHAA NVIHAMMKA B BUMIE SINUTEIM3ALNN
nedeKTOB B NMINEBOJE M YACTUYHON SHUTENM3ALMU SA3BBI JTYKOBMIBI JBEHAZIATUIIEPCTHO
KUIIKI.

BonpHast mpopomkaer Habmopatbest B PTAY «HMUILL 3popoBbs pmereit» Mwun3ppasa
Poccun. Ha ¢oHe nedeHmsa ROCTUTHYTa KIMHUYECKAs PEMUCCUA C IIOTHBIM KyIMpPOBaHUEM
CUMIITOMATUKY, OTMEYAEeTCA IIONOXKUTENbHAA IVHAMUKA HYTPUTUMBHOIO CTaTyca C ITOCTEINEH-
HOJl HOpMajm3aluell aHTPONOMEeTPUYECKUX IoKa3aTeneil (3a mepuop HaOTIOJEeHUs C HOS-
6pst 2024 ropa no siHBaph 2026 roga mpubaBKa Macchl Tema coctaBuiaa + 14 kr). B Hacrosimee
BpeMsA OCYLIECTB/IAETCA IOJTANHOE pACUIMPeHMe AMEeTHYECKOro palyoHa IIOf MeAMLIVHCKUM
KOHTPOJIEM.
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W

ITPOT'HO3

HecmoTps Ha monoxutenbHbil 9p@eKT 0T IPOBOAVMOI Tepanuy, B OTAAJIEHHOM IIepuoje
PVICK IIPOTPeCCHPOBaHNS CTEHO3a U IOTPEOHOCTD B XUPYPIUIECKOM JIeYeHUN Y OOTBbHON COXpaHsI-
I0TCS, B CBA3M C YeM IAIMeHTKe [I0Ka3aHO JJINTe/IbHOE AHAMIYeCKOoe HabIofieHNe, BKTI0Yalolee
9HJOCKOIMYECKOE VICCTIeJOBaHNe ¥ KOHTPO/Ib HYTPUTUBHOIO CTaTyca.

OBCYXAEHUE

Manudecranusa 6omesun KpoHa y geTeil ¢ NpeMMYIIeCTBEHHBIM HMOPaXKEHVEM BEPXHUX
otzenos JKKT Hepenko samackupoBaHa IIOJ I3BeHHYI0 0OJIe3HD JKeNTyIKa ¥ ABEHAALATUIIePCTHON
knmky. HecMoTps Ha mepBoHavajIbHbIe JAaHHbIE, YKa3bIBAIOIIJe HA XUPYPIUIECKYIO ITATONIOTHIO,
KOMIUIEKCHBIN TIOIXOJ] K AMAarHOCTUKE I03BOJIVJI BePUPUIIVIPOBATh JUATrHO3, OIPENe/UTDb OITH-
MaJIbHYI0 TaKTUKY BeleHMs U IOTYyYUTh 3HAUMMBbIII OTOXUTEIbHBI 9 dekT. KioueBbiMu gnar-
HOCTMYECKMMM MapKepamy cTanu nonoxxurenbHble ASCA, 3HauMTeTbHOE MOBBILIEHNE YPOBHSA
(dbekampHOrO Ka/lbIPOTEKTUHA, XapaKTepHble 9HIOCKONMYeCKre u3MeHeHns (penbed cnmsmcTomn
II0 TUITy OY/IBDKHOI MOCTOBOIL, s3BeHHBbIN mient, creHorndeckue n3menenus JKKT), a takxe
runepTpodupoBaHHbIe llepyaHaabHble 0aXPOMKI.

IIponeMOHCTpUpOBaHHAas B GaHHOM cCiydae 3¢Q(eKTMBHOCTb IPUMEHEHMs MHIMOUTOPOB
¢dakTOpa HeKpo3a OIYXOMU-0t B KOMOMHALIMY C MIMMYHOCYIIPECCHBHOI Tepamnueii a3aTHOIPUHOM
COITIACYeTCsl C MEeXAYHAapOAHBIMU peKOMeHAauusAMyu EBpomerickoil opraHmsaumu no 6omesHu
Kpona n xonuty u EBponeiickoro o61jectBa meauaTpudecKoil racCTpO3HTEpOIOTUY, TeIIaTO/IOT NN
u mntanusa (ECCO/ESPGHAN) o nedenuto creHosupytowieit popmbl 6one3un KpoHa ¢ mopaxe-
HueM BepxHux otpenos JKKT [3, 4].

3AKJIIOYEHUE

Braromapss MyIbTUAMCLUIUIMHAPHOMY IIepCOHANIN3MPOBAHHOMY IOAXORY V pebeHKa Oblra
AMATHOCTMPOBAaHa CTeHO3upymomas Gopma 6one3nn KpoHa ¢ npenMylecTBEHHBIM IOPaXKeHIeM
BepxHux otgenos JKKT. CBoeBpeMeHHO MHUIIVMPOBAaHHAsA Te€HHO-MH)XeHepHas OMoormyeckas
Tepanys 1 IIPOBeieHNe VeTNIeCKON KOPPeKIY O3BOINMIO M30eXaTh XUPYPIUIecKOro TedeHN
Y YIYYIINIO KaueCTBO YKM3HM MaI[MeHTKIN.
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CNYYAU TUNEP®OCHATA3UN C HAPYLLUEHUEM
UHTEJUIEKTYAJIbHOIO PA3BUTUA: TPYAHOCTHU
ANDDEPEHLUMUANIBHOU AUATHOCTUKMU

O.b. Konpakosa, A.IL. I'yakosa, [I.V1. Ipe6enkun, C.B. [lempsnos, }0.V. [laBbigoBa,
A.O. TapssaH, A.B. Jouenko, E.IO. [IpakonoBa, A.A. Ilymkos, K.B. CaBocTbs1HOB

OBOCHOBAHME

Tunepdocarasuu ¢ HapylIeHeM MHTE/UIeKTYaIbHOTO pasBuTuA (CuHApoM Mabpu) — KpaiiHe
pefKe ayTOCOMHO-peljeCCHBHBIE HAC/Ie[ICTBEHHbIe 60/Ie3HI 0OMeHa BellleCTB, OTHOCAIMECs K IPYII-
Ile HapYLIEHMI INIMKO3WIMPOBaHuUA. Boiendaior 6 Tunos runepgocdarasuyl, MMEIOLVX CXOIHbIE
CUMIITOMBI, OJHAKO IPY 9TOM K/IMHWYeCK)e IPOsIBIEHMs MOTYT LIMPOKO BapbupoBarh. [l Bcex
TUIIOB XapakTepHa Tpuajga Mabpu: 3aiep>kka IICMXOpedeBOro pasButisA ¢ GpopMupoBaHNeM Hapy-
IIeHVA MHTEeIEKTYaIbHOTO PasBUTHA, CYJOPOTY M CTOKOE IIOBBIIIEHVIe KOHIIEHTPALIU LIIeI0YHON
docdarassr kposu [1]. [Tpu aTom 151 0TAenbHBIX TUIIOB TUiepdocdaTasuyt MOYKHO BbIJETUTD CIIeL-
¢buueckue cumnToMbl. Tax, i 1-ro 1 2-TO TUIOB XapaKTepPHO Ha/IM4ye CIenyduyeckoro amueBoro
¢deHoTHUIIA (IMIEPTENIOPU3M IV1a3, IIVPOKOE IIePeHOChe U KOHYMK HOCA, B3[epPHYTas BepXH:A ryda,
KPyIIHbIe MOYKM iieit), Opaxutenedananruy (YKopodeHue AMCTANbHBIX (palaHT MaiblieB) ¢ IUIIO-
IUTa3uell HOITell ¥ MHOXKECTBEHHBIX BPO)KJEHHBIX IIOPOKOB PasBUTHSA, TAKMX KaK aTpe3Ns aHycCa,
6onesub [MpumpyHra, pacijenuua Heba, BpOX/eHHBII IUipoHedpo3, MeraypeTep 1 IIy3bIpHO-MOYe-
TOYHVKOBBIN pedyrokc. T 4 corpoBOXXaaeTcsi BpOXKACHHBIMI IOPOKAMI Pa3BUTVISI TOIOBHOTO MO3-
ra: TUIIOIIa3ell YepBs MO3)KeUKa, aHOMa/IVISIMU MO3OJIICTOTO Tena [2]. 3aboneBaHne 06ycIoBIeHO
IaToreHHbIMM BapuaHTamu B redax PIGV, PIGY, PIGO, PIGW, PGAP2 u PGAP3.

B ocHoBe maToreHesa My/IbTHCUCTEMHOTO OpaXKeHNs Ipy rurepdocdarasnm 1eXXnT HapyLieHne
6rocuHTesa rmko3mnpocharnpymHosnTona (FPY) — cr1oXHOro INMMKOIMINIA, KOTOPBIN 3aKPeTI-
eT MHorue Oenku (B TOM 4MciIe IenouHyo ¢pocdarasy) Ha HOBEPXHOCTY KITKI. brocuHTeTIaecKmit
nyTb [OV ocymiecTBIAeTCA Iy TeM HOC/IEI0BATEIbHOTO IIPMCOENMHEHNS CaXapoB U IPYTUX KOMIIOHEeH-
T0B K pocarupmmHosurony. [Ipu cuaapome Mabpu sedext DU mecTabunmsupyer sakperieHHbIe
Ha MeMOpaHax 6enku. HeBO3MO>XKHOCTB 1je104HOM pocdaTassl HOTHOLEHHO IPUKPENUTHC K MeMbpa-
He IIPUBOJNT K CEeKpenyn ee B KpoBOTOK 1 ruriepdocdarasvm. Jedexr cunresa [OV Taxke Hapymaet
COPTHMPOBKY ¥ TPAHCIIOPT APYIUX MEMOPaHHBIX O€/KOB BO MHOTYX THUIIAX K/IETOK, BK/II0Yas HEVIPOHBI,
B pe3y/IbTaTe Yero HapyllaeTcs IPOLlecC OpraHoreHesa, ¥ GOpMUPYIOTCS BPOXKIEHHbIE IIOPOKM Pas-
BuUTIA. HakorieHne HenpaBIIbHO OTCOPTUPOBAHHBIX O€TKOB MIIM OTCYTCTBYE IPABIU/IBHO 3aKpPeIlIeH-
HBIX 0€/IKOB B MO3Te IIPUBOAUT K HaPYIIEHVSIM MHTE/IEKTya/IbHOTO PasBUTHA ¥ CYfoporam [3].

ONMUCAHUE KJIMHUYECKOI'O C/IYUAA
o O

Manburk P. B BodpacTe 8 MecslleB BIepBble ObII TOCIIUTAIN3VPOBAH B OT/EIeHNUE 001IIelt U Iia-
HoBolt xupypruu ®I'AY «<HMUII 3noposbsa meteit» Munsapasa Poccyn ¢ sxamobamm Ha 3aiep>KKy
IICIXOMOTOPHOTO PasBUTHUA I MHO>KECTBEHHbIE BPOXK/IEHHBIE TIOPOKI. Mabuuk oT mepBoii Hepe-
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MeHHOCTH. [To TaHHBIM Y/IBTPa3BYKOBOIO CKpMHUHTIA Ha 20-11 Hefiele BbIAB/IEHBI IipoHedpo3 obe-
VX [TOY€EK, JBYCTOPOHHMIT MeraypeTep. Ponpl nepsble, Ha 40-11 Hefiene, caMoCcTosATeNIbHbIE. Macca Tenna
npu poxxaenun 3030 1, mHa Tema 52 cM, OlLieHKa Mo 1ikajte Amrap 6/8 6aios.

Anamnes 3abonesanus. IIpu poKieHUN COCTOSHME TSDKEIOe 3a CUeT JIbIXaTebHOM HeoCTa-
TOYHOCTY, Pa3BUTUA OCTPON KUILIEYHOI HeNpoXoauMocTu. IlepeBenen B peaHMMallIOHHOE OT/e-
JIEHNE; Ha IPOTSKEHMN 1 MecsAIa HaXOAM/ICA Ha MCKYCCTBEHHONM BEHTU/IALMN JIETKUX, OTMEYa/iCh
TPaH3UTOPHBIE TAXUITHOI. AyIMOCKPMHUHT He npoiifeH. C 1 MecAna )XU3HM OTMeYaIuch XpOHU-
Jeckue 3aropsl. ITo pesynbpraraM 00cejoBaHNA BbLABICHBI MHOKECTBEHHbIE BPOXKIEHHBIE TIOPO-
KU pa3BuTys: 601e3Hb [MpumpyHra, pekrocurmougHas Gpopma; IpaBOCTOPOHHMIT KPUIITOPXU3M;
JIBYyCTOPOHHUI 0OCTPYKTUBHBIII MeraypeTep C 9KTOIMeil yCTbeB MOYeTOYHUKOB. IIcuxoMoTopHOE
pasBUTHE C 3aJIePXKKOIL: TONOBY He YAepXKUBaeT, ¢ 4 MecAlleB OBOpaYMBaeTcs Ha 00K, ¢ 6,5 Mecs-
1|eB IIePEBOPAYMBAETCA HA KUBOT, B €4y — TyJIeHNeE.

PE3YJIBTATbI ®VISUKA/TBHOTIO, TABOPATOPHOTI' O
N VMTHCTPYMEHTAJIBHOTO MCCIEJOBAHUA

[Tpn ocmoTpe dusnyeckoe pasBuTHE OUYeHb HU3KOe, rapMoHM4YHOe (poct -3,79 SD, macca
Tena K pocty -1,61 SD); 3agep>kka MOTOPHOTO pa3BUTUsA (TOJIOBY He JEP>KUT, IIepeBOpadBaeTcs,
He CaJiuTCs, He BCTAeT), 3aJjep>KKa IICUXOPeYeBOTr0 PasBUTH (IKCIIPeCCUBHAsI pedb IpefiCcTaBIIe-
Ha BOKaIM3alMsMM, TyleHreM); nudQysHas MbpllledyHass TMIIOTOHVS; MHOXKECTBEHHBIE CTUTMbI
nu3ambpuorenesa (ocobeHHOCTH GeHOTHIIA Tal[eHTa IPefCTaBIeHbl Ha puC. 1).

B 6uoxummyeckoM aHamM3e KPOBU OTMeYaeTcsl NMOBBIIIEHE YPOBHS 1eJIOYHOI PocdaTassl
mo 1791 En/n npu Hopme 50-350 En/n (B anHaMHe3e MaKCuMaabHOE TIOBBILIEHNE 1IeTOYHON (HoC-
¢atassr go 1900 Ex/m).

Puc. 1. ®eHoTUNMUYEeCKNE 0COBEHHOCTU NauMeHTa: n1ueBble ausmMopdun, Makpouedanus,
60NbLLUON POAHUYOK (3X3 CM), LLUPOKMN BbICTYNAIOLUIA 106, rMNepTeNIopu3M a3, AMUKaHT,
MOHIOJIOUAHbIN pa3pes rnas, WMpPoKoe 3anaBLlee NepeHochbe, LWNPOKNE CNUHKA U KOHUMK HOCA,
HU3KOoe NpUKpenieHne KonyMmennbl (KoslyMenna no Tuny napyca), MakpocToMusl, HaBucawLlas
BEpPXHAA ryba, KpymnHbie AeCHbl, MUKPOreHUsl, HU3KOMOCAaXKEHHbIe YLUHbIe PAaKOBUHbI C KPYMHbIMU
rOpU30HTa/IbHO-PACNONIOXKEeHHbIMU MoYKaMu (A). BpaxupakTunua Kucten u cton, 6paxutenedanaHrus,
rmnonsasusa AUCTanbHbIX hanaHr nanbLeB KUCTEN, LUMPOKKUE | nanbLbl KNCTEW, TMNONAasnus HOrTen
Ha IV n V nanbuax npasown cronbl, |, IV u V nanbuax neson ctonbl (B, B). KoXXHble CBULLM C ABYX

CTOPOH OKOJI0 NOAMbILLEYHbIX BMaauH, y3kasa rpyaHasa knetka ().




YnbrpasBykoBoe uccnefosanue (Y3J1) modek: mpusHaku Merayperepa ¢ Byx cropoH (D>S).
/36bITOYHOE 3aII0/THEHVE MOYEBOTO ITY3BIPSL.

Y3/ opraHoB MOLIOHKM: IPU3HAKY KPUITOPXU3Ma cIpasa (OpromHas ¢popma), KUCThI CeMeH-
HOTO KaHaTMKa CTIeBa.

[TanmenTy npoBefeHa SKCKpeTopHasA yporpagus (puc. 2).

Panee pe6eHOK ObIT KOHCY/IBTYPOBAH T'€HETUKOM, IIPOBEiEH Psifi TeHETUIECKNX MCCTIe0Ba-
Huit. ViccnenoBanue kapuorumna: 46,XY (HOpMa/bHBIN MY>CKOIT).

TanzmeMHast MacC-CIIEKTPOMETPUS KPOBY (CIIEKTP al{M/IKAPHUTIHOB): HOpMa.

TasoBas xpomarorpadusa Moun: Hecnenuduyeckye n3MeHeHN (IIOBbILIEHNE 3-TUPOKCUCe-
0aI[MHOBOI KMC/TOTHI B 2 Pa3a, CHIKEHNE TIMKOIEBOI KICIIOTBI).

CexBeHupoBaHue naHenyu renos «HacmencrBenHble 60/1e3HM 0OMeHa»: TATOT€HHbBIX BapMaH-

TOB HE€ BBIABJICHO.

1.30min

Puc. 2. SkckpeTopHasa yporpadus, 6okoas (A) n npsimas (B) npoekuun: peHTreHonornyeckas
KapTUHa ypeTepornapoHedpo3a cnpaBa Co CHMKEHUEM (hYHKLUNA, MMEeN03KTa3nn CleBa,
He3apalleHUs AY>XXeK B NOACHUYHO-KPECTLLOBOM OTAesie NO3BOHOYHMKA.

\—
IIPEJIBAPUTE/ILHBIN TVIATHO3

Ha ocHOBaHMM KIMHMYECKON KapTMHBI, BKITIOYAIOIEl 3alep>KKy PasBUTUA, BPOX/ICHHbIE
HOPOKY Pa3BUTHA MOYEIIONOBOI CUCTEMBI, 60/1e3Hb [MpIIpyHra, 0CO6€HHOCTU MUIEBOrO (eHO-
Tuma u 6paxurenedanaHrnio, a Tak>Ke 3HAYMTE/IbHOE ITOBBIIIEHE YPOBHA IIeT0YHON docdaTassl
KpOBH, y pebeHKa 3anofjo3pena rutepgocdarasus ¢ HapylleHeM NHTeIEKTyalbHOTO Pa3BUTSL.

THK-IMATHOCTUKA

PeGeHKy npoBefieHO cekBeHVMpoBaHue monHoro sk3oma (hg38): B rene PIGV (NM_017837.4)
BBISIBJIEH paHee ONMCAHHBINI MATOTeHHbII MucceHc-BapuaHT ¢.1022C>A  (p.Ala341Glu;
chr1:26795056C>A) B reTepO3UrOTHOM COCTOSHUM, @ TAK)Ke paHee He OIJCAHHBIN, BEPOATHO
naroreHHbIit BapyuaHT ¢.103_110del (p.Asp35Cysfs*32; chr1:26794133 CCCAGATCA>C), npuso-
DAL K CIBUTY PAMKJ CYUTHIBAHUA.

ITaTorenHble BapuaHThl B reHe PIGV omycaHbl y ManyeHToB ¢ runepdocdarasneit ¢ Hapylie-
HIeM VHTe/UIeKTyanbHoro passutys, i 1 (OMIM 239300), ¢ ayTOCOMHO-PeIjeCCUBHBIM TUIIOM

149

SOHBALI08R) 'g") ‘AONMAL| "Y'V ‘@90HOMKALT "Of'J ‘oMHaNo 'g'V ‘HBsde]l 'O’y
‘egotiagely ‘Y"0f ‘“GOHBAWSY 'g") ‘HUMHB03d ] "' [T ‘eaoNTA *LI'Y ‘egoxettHoy '9'0



CJIYYAW TUNEP®OCHATA3NN C HAPYLLEHUEM
UHTEJUIEKTYAJIbHOIO PA3BUTUA: TPYAHOCTU
ONOOEPEHLUMAJIBHOW AUATHOCTUKHN

HacC/1€moOBaHIA. BapI/IaHTbI (8007 Ba/mAVpOBaHbl METOOOM CEKBEHMPOBAHMA I10 CSHI‘CPY, IIpOBENEH
CeMelTHbIN CerpeFaHMOHHbe[ aHa/IN3: pOOUTENN ABIANOTCA T'€TEPO3UTOTHBIMI HOCUTELAMMU. Takum
06pa30M, BBIAIB/IEHHDBIE TEHETNYECKIIE BapMaHTbI PACIIONIOXKEHDI Y Hp06aH11a B TPaHCIIO/IOKEH L.

%i_

[TprHMMas BO BHUMaHMe [aHHble aHaMHe3a (IIpeHATaJbHO BBISABIICHHBI BPOXKIEHHBII
IOPOK Pa3BUTHUA MOYEIIOTOBOI CUCTEMBbI), KIMHINYIECKON KapTUHBI (MHOXKeCTBEHHbBIE BPOXK[EH-
Hble TIOPOKM Pa3BUTHA: 0One3Hb luplimpyHra, Merayperep ¢ ABYX CTOPOH C 9KTONMEN YCTbeB
MOYETOYHMKOB, KPUIITOPXV3M, 3a[jlep>kKKa IICMXOMOTOPHOTO pa3BUTMA, XapaKTepHbIe CTUIMbI
AM33MOpUOTeHe3a, CHIDKEHNE CIyXa), 1a00paTOPHBIX METOHOB (IIOBBILIEHNE YPOBHS IIeTIOYHON
docdaraser go 1900 En/n), JHK-grarnocTuky (I1aToreHHbIN ¥ BEPOSITHO ATOT€HHBIN BapUAHTBHI
B reHe PIGV B TpaHCIONOXeHNN), peOeHKY YCTaHOB/EeH Anarnos: «[unepdocdarasns ¢ Hapyuie-

HJEeM MHTe/UIeKTyabHOro passutys, Tun 1 (OMIM 239300) (cuuppom Mabpu)».
C X

IVNOOEPEHIIMANIBHAA NTVIATHOCTHUKA

IuddepennanbHblil JUAarHo3 CaefyeT IPOBOAUTb C MUKPOLUTOT€HETUYECKMMY CHHPO-
MaMM (XapaKTepHBI 3afep)KKa IICMXOMOTOPHOTO ¥ (U3MYEeCKOTO PasBUTHSA, MHOXKECTBEHHbIE
BPO>KIeHHbIE IOPOKY U JINIIeBbIE [U3MOP(IN), 2 TAK)Ke MOHOT€HHBIMI CHHIPOMAMI C 3a/Jep>KKOII
IICUXOMOTOPHOTO Pa3BUTHA, IOPOKAMY PasBUTHA XKEMTy[OYHO-KUIIEYHOTO TPAKTa ¥ MOYEIOJO-
BOIl CMCTeMbI (B TOM 4mciae 6oe3Hbo [MpImpyHra), TakMMu Kak cuHApoM MoBata-Buibcon,
cunppom llnpuriena-Tonspbepra, cunapom Baapnen6ypra.

e

Ha paHHBII MOMeHT crenmduyeckoil Tepamuyu He padpaboTaHo. JledeHye CHMIITOMATH-
geckoe. JI HEeKOTOpbIX TIoB runepdocdarasum (Tumnsel 2, 3 u 4) 9pPeKTUBHOCTD B JIeYeHUN
SMIJIETICUY TIOKa3aHa MPY COYeTaHUM 6asVCHOI IPOTMBOCYNOPOKHON TepPalUM M BBICOKMX [03
nupupokcuHa (B6) u ponuesoit kucnors! [4, 5].

W

ITPOT'HO3

B nmureparype mmeercs mH(oOpManusA O IPOO/DKATENIBHOCTY SKM3HU IIEPBBIX IIAI[IEHTOB
¢ runepocdarasneit, KoTopbix ormvicaa Mabpu B 1970 ropy: o6a manyenTa ObUIV KVBbI ¥ HA MOMEHT
HAaITVICAaHVsI CTAaTbhyl HOCTUIIM BO3pacTa 66 jeT 1 72 JIeT COOTBETCTBEHHO [6]. bputo ycraHoBIEHO,
YTO CUMIITOMBI 3a00/IeBaHMs CTAOVINSUPYIOTCA C TeUEHVEM BPEMEHI, a TAKXKe OTMEeYaeTCs CIIOHTAH-
Has peMICcus MPUCTYIIOB BO B3pOC/IOM Bo3pacTe. OHAKO [iBa APYIUX MalVieHTa, HaXO[ACh Ha IIPOTH-
BOCY/JOPO>KHOJ TepaINM, YMEP/IM BO BpeMs TKeNbIX SIMMIENTHYeCKIX IpUCTyIoB B 14 u 30 et [6].
BBupy BBICOKOVI KIMHMYECKOV T€TEPOTE€HHOCTY ONVCAHHBIX CTy4aeB OfTHO3HAYHO CIIPOTHO3MPOBATh
pa3BuTHe 3a00/IeBaHNA I HALIETO IAlJeHTa 3aTPYAHUTENbHO. [10 JaHHBIM JIMTEpaTypbl, IIPOJOII-
JKUTETTBHOCTD >KM3HU MOXKET OBITh CHYDKeHa 70 20-30 sreT 3a cueT pasBuTHA pedpaKTepHOI SIINIIeT-
CIM, A TAKXKe TSDKECTU CYMIITOMOB, 00YC/IOB/IEHHBIX BPOXK/IEHHBIMY IOPOKAaMI Pa3BUTHA.

[Ipy MOBTOPHOM [IeTOPOXK/IEHUY B CEMbe PUCK Pa3BUTVA HACIECTBEHHOI ITaTOIOTVIV BBICOKMI —
0K0710 30% ¢ y4€TOM OOIeIOY/IAIIOHHOTO pycKa. [1pyu I1aHMpOBaHMM Ja/IbHEIIIIET0 e TOPOXKICHNSA
B C€Mb€ PEKOMEH[IOBAHbI IIPYMEHEHVE BCIOMOIATENbHBIX PENPONYKTUBHBIX TEXHOJIOIMIL, a MMEHHO
9KCTPAKOPIIOPATIbHOTO OIUIOLOTBOPEHNUA C IPEUMIVIAHTALMOHHBIM Te€HeTUYEeCKUM TeCTUPOBAHUEM,
VIV IHBa3VBHAsI IIpeHaTa/IbHas AVMarHOCTUKA PV HACTYIUIEHMY CAMOCTOSITeIbHOI OepeMeHHOCT.
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OBCYXAEHUE

OmnmcanHblil B Hautelt pabore Tun runepdocdarasnm, 06yC/IOBICHHBIN TATOTEHHBIMI BapyaH-
tamu B reHe PIGV, AB/IA€TCA OHUM M3 CaMBIX YacThIX B Ipymie runepdocdarasnit ¢ HapyleHueMm
VHTEJUIEKTYa/IbHOTO pa3BuTusl. IIpyu faHHOM Tuie Hamboree SIPKO BBIPaKeHbI (PeHOTUINMYIECKIe
0COOEHHOCTM (XapaKTepHBIl MIeBOit ¢geHoTMI M OpaxurenedanaHrusi), 4acTO OMUCHIBAIOTCS
MHO>KeCTBEHHbBIE BPOJXK/IEHHbIE TIOPOKY PasBUTIsI aHOPEKTAIbHON 00/IaCTM U MOYETIONIOBO CUCTe-
MBI [7]. VI3onmpoBaHHOe NOBBIIIEHME YPOBHS IieodHoi ¢ocdarassr go 1900 En/n (B 5,5 pasa
BBIIIIe HOPMBI) SIB/ISETCA CHelUPUIecKM OMOXMMIYECKUM MapKepoM cuHapoMa Mabpu 1 MoxeT
CBITPaTh PEIIAOIYI0 PO/Ib B MArHOCTIYECKOM IIOVCKe. B cpenHeM y manueHToB ¢ runepdocda-
Tasyeil KOHLeHTpalys IuenovHoil ¢ocdarassl B 6 pas IpeBblllaeT HOPMAaTMBHBIE ITOKa3aTenn
(or 1,1 mo 17 HOpM), B peKNUX C/TyYasX HAXOAWTCS B IIpefie/iax HOpMa/IbHbIX 3HAYEHMIA, HO IIPY 9TOM
OTMEYAIOTCsI IPYTHE XapaKTepHble CUMIITOMBI 3aboneBanus (runepdocdarasms, tunst 2 u 5) [2].

3AKJTIOUEHUE

B npepncraB/ieHHOM HaMM K/IMHIYECKOM CTy4ae IaHO MOAPOOHOe OIMCaHNe PeIKOro Hac/es-
CTBEHHOTO 3aboneBaHmsi obMeHa BeljecTB — rumnepdocdarasum ¢ HapylUleHHEM JHTeJIIeK-
Tya/JbHOTO pasBuTysA, Tui 1. IlomydeHHble [JaHHBIE O KIMHUYECKON KapTHHe, 1a00paTOPHBIX
Y VMHCTPYMEHTA/IbHBIX MCCIE[OBAaHMAX Yy HAIIEero IalMeHTa II03BO/AIT pPACIIMpPUTb 3HAHUA
0 ¢eHOTMINYECKOM cIeKTpe runepdocdaTasuy ¥ MOAYEPKHYTb TPYAHOCTU AuPQepeHIab-
HOJI [MAarHOCTMKM 9TOro 3abojeBaHusA. [IMarHOCTMKA PENKOrO HAC/IEeACTBEHHOTO 3a00jIeBaHMUA
METOIOM BBICOKOIIPOM3BOJUTEIbHOTO CEKBEHUPOBAHMUA C JajIbHEIIIell BajnMAalyieil MeTOZOM
ceKBeHMpoBaHMA 110 CIHrepy MO3BOJIAET YCTAHOBUTD JUATHO3, CKOPPEKTUPOBATh TaKTUKY Jiede-
HISL, yTOYHUTD ITPOTHO3 M OCYILECTBUTD MPOMIIAKTUKY HOBTOPHBIX CITy4aeB POXKAEHMA OOTbHBIX
JeTeil Iy KaXKJol KOHKPETHOM CEMbIL.
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IOWHAMWYHOE HABJIIOOEHUE PEBEHKA
C FNYTAPOBOW ALMUAYPUEN 1-TO TUMNA

OAUWHAMUYHOE HABNMIOOAEHUE PEBEHKA
CTNYTAPOBOW AUMOYPUEU 1-I0 TUMNA

M.J. Mutuu, T.B. bymyesa, }0.J1. [Tabigosa, A.B. Cokonosa, M.A. bacapruna

OBOCHOBAHME

Iyraposas anypypus I tuna (TA1) — HacnencTBeHHOE 3a00/IeBaHue OOMeHa BEIeCTB C ayTo-
COMHO-PELIeCCMBHBIM TUIIOM Hac/lIeloBaHMsA, aCCOLMMPOBaHHOe ¢ MyTauuamu B rene GCDH, pac-
HIOJIO>KEHHOM Ha KOPOTKOM IUIede XpOMOCOMBI 19 B y4yactke 19p13.2 [1]. [JaHHBI reH KopgupyeT
¢depment rnyrapun-KoA-pernpporenasy (GCDH), KOTOpBIit y4acTByeT B MeTabO0/M3Me aMIHOKIIC-
not L-mm3nHa, L-ruppokcnmanna n L-tpuntodana [2]. Ilpn Hapymennn MeTabonm3ma yKa3aHHBIX
aMMHOKMC/IOT B IOJIKOPKOBBIX CTPYKTYpaX IOJIOBHOTO MO3Ta IPOMCXOANUT HAKOIJIEHME TTyTapuil-
KapHUTMHA, [Ty TapOBOIL M 3-TUAPOKCUITIYyTAPOBOIL KUCIIOT, SIB/IAIONIIVXCS HEMIPOTOKCUYHBIMM [3].

B HacToslee BpeMs Ipy NPOBEEHNUM PAHHETO HEOHATaJbHOTO CKPUHMHIA MOXET OBITh
AVIaTHOCTMPOBAHO IIOBBIIIEHHOE COfiepyKaHMe TTyTapyIKapHUTIHA B 00pasiie BHICYLIEHHOI KPO-
BJ IIPY IIOMOLIM METO/IA TAHEMHOJ MacC-CIIEKTPOMETPUI U MOBbIIIEHE 9KCKPELN ITTyTapOBOI
U 3-I'MIPOKCUITY TAPOBOI KVCTIOTBI B MOYe METOIOM ra3oBoit xpomarorpadum. IToce monydenns
IIOJIOKUTE/IbHBIX PE3Y/IbTAaTOB HEOHATA/IbHOIO CKPMHMHIA IIPOBOJATCA MOATBEPXKJAIOIINE MOJIe-
KY/IADHO-T€HETUYECKIE MCCIEIOBAaHMA METONOM IIPSAMOIO aBTOMATMYECKOIO CEKBEHMPOBAHMA
110 CaHrepy MM MacCOBOTO IapajIeIbHOTO CEKBEHNPOBAHMA C TOCENYIOLIEl Bann/alyeil BbIAB-
JICHHBIX HYK/ICOTVJHBIX BapMaHTOB METOJIOM CeKBeHupoBaHus 1o CoaHrepy. Janee Heo6x0oa1Mo
IIPOBEJIEHNIE CETPETAIIVIOHHOTO aHA/IN3a B CEMbe C 1€/IbI0 IIOITBEPKEHA TPAHCIIONIOKEH A BbIAB-
JIEHHBIX BApMAHTOB.

B mMmpoBoit nonynAnun pacnpoctpaHeHHOCTb Al cocrtaBnser B cpegHem 1:100 000, xoTsa
B HEKOTOPBIX IIONMY/IANNAX HabmogaeTcs 6oee BbICOKas yacTora [4, 5]. B Poccun touynas pacnpo-
CTPaHEHHOCTb HeM3BeCTHa: Hanmbojiee YacTo Y POCCUIICKUX IALMEeHTOB BBIAB/ISIOTCS NAaTOTeHHbIE
BapuaHThl €.1204C>T (p.Arg402Trp) u c.1262C>T (p.Ala421Val) B rene GCDH [5].

ONUCAHUE KITMHUYECKOTO CJTYYAA

“' O MALIVIEHTE

/I3 aHaMHe3a M3BECTHO, YTO peOEHOK POAWICS Y >KeHIIVHBI 29 JIeT, COMAaTNYeCK! 340POBOIL.
[TepBas 6epemeHHOCTb B 2015 rofy 3aKOHUYMIACh CPOYHBIMU POAaMM; BTOpas OepeMeHHOCTDb
B 2021 rofy — caMOIPOM3BOIBHBIM BBIKMZBIIIEM B 5 Hefle/lb; TPeTbsd OepeMeHHOCTh — CaMo-
IIPOM3BO/IbHBIM BBIKUJIBIIIEM B 7 Hefle/b; YeTBepTasi OepeMeHHOCTh — HACTOsIIasi — IpoTeKana
Ha )OoHe OCTpOII pecrmpaTopHOI MHGeKIVY 6e3 MOBIIIEHN TeMIIepaTypsl B I TpumecTpe, UCT-
MUKO-1IepBUKA/IbHO HEJOCTATOYHOCTM C YCTAHOBKON aKyllepckoro meccapus Bo II Tpumectpe
U yIpo3oll npexaeBpeMeHHbIX ponoB B III Tpumecrtpe. TeueHnme pofoB: BTOpble CpOYHBIE OIle-
paTUBHbIE POAbI Ha CpOKe recranuu 38 Hefe/lb, B HOXKHOM Ipepiexxanui. OKOIOIIONHbIE BOJbI
cseTnble. Macca Tena npu poxjenuu 3070 1, gnuHa Tena npu poxpeHun 50 cm. OKpy>KHOCTb
ronoBbl 34 cM. OKpy>kHOCTD Tpyan 32 cm. OneHka 1o mkane Anrap 8/8 6amnos. CocTosHMe IOCTIe
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POXAEeHNA pacLieHMBaNIOCh KaK YIOB/I€TBOPUTENIbHOE. B IIepBble BOE CYTOK XKU3HU [IeBOYKA HAaXO-
AMIach Ha TPYAHOM BCKapM/IMBaHNUM 110 TPeOOBAHMIO.

Anamnes 3abonesanus. Ha 3-4-e cyTKu >XM3HU BBIABIE€HA IOTepsi Maccel Tenma o 11%:
Ha3HaueH JOKOPM aJalTMPOBAaHHO} MONOYHONM cMecblo. IIutanme ycpampama. K 5-M cyTkam
JKVI3HU MaKCUMasIbHas yObIIb MacChl Tela Ha poHe JoKopMa cocTaBmia 13%. YpoBeHb ImmkeMmn
B Ipeziesiax HOpMBI (3,8-4,2 MMorb/n). Obpaiano Ha cebsi BHUMaHMe HapacTaHue KOHIIEHTpa-
nun C-peakTuBHOro Oefka B [UHAMIKe, YTO OBUIO pacijeHeHO Kak mHbexius, crenudndHas
IS IepYHATA/IbHOTO Iepyoyia, HeyTouHeHHas1. HasHaueHa cTapToBas aHTMOAKTepuaibHas Tepa-
s, Ha oHe KOTOpOil OTMeueHbl Oojee cmaboe cocaHye, CKIOHHOCTb K YTHETEHUIO pedieKcoB
BPOXXJ,€HHOTO aBTOMAaTN3Ma, MBIIIEYHOV TMITOTOHNM.

ITo maHHBIM MarHUTHO-pe3oHaHCHOI ToMorpadym (MPT) ronosHoro mosra Ha 10-e cyTKu
XU3HM OOHapy>xeHbI A1 PysHbIe TUITOKCHYECKU-UIIEMIYeCKe U3MEHEHNUs B BelljeCTBE TOI0B-
HOTO MO3Ta, IPEeXMYIIEeCTBEHHO B 3aTbIJIOYHBIX OTZAenaX. KoHHaTa/bHble NIepUBEHTPUKY/IAPHbIE
KICTBL. ATpodus TEMEHHBIX 1 3aThIJIOYHBIX OT/IE/IOB TOJIOBHOTO Mo3ra. MP-mpu3Haku rurmorna-
3UJ MO3OJIVICTOTO TeJla ¥ Y€PBs MO3KEUKa.

B BospacTe 15 cyTOK >KM3HU peOEHOK ¢ Ofj03peHMeM Ha BPOXKAECHHYIO IaTOIOT IO TOTIOBHOTO
MO3Ta IlepeBefieH 13 MEPMHATAIIBHOTO IJeHTPa B OT/Ie/IEHNE TIATO/IOTUY HOBOPOXK/IEHHBIX U [eTel
panzero Bo3pacta ®TAY «HMMI] 3nopoBbs geteii» Munsapasa Poccun pys ganbHerimero odcre-
TOBaHUA U JIEYEHNA.

PE3Y/IBTATDBI ®N3NKATBHOI'O, TABOPATOPHOI'O

N VMTHCTPYMEHTAJIBHOTO MCCITEJOBAHMA

I[Tpy mocTymeHnn cocTosiHue pebeHKa CpeHell TSKeCTH 3a CUeT HeBPOJIOTMYeCKOI CYMIITO-
MaTUKI B BUJie LiepeOpanbHoil erpeccuyt, MOpPpoyHKIMOHATbHON He3PETOCT.

VupuBupyanpable 0COOEHHOCTM pebeHKa: BBICTYMAIOWINIT 100, JTerKuil aHTUMOHTOION]-
HBIJl paspes I71a3, 3alaBlliee IIEPEHOChe, MUPOKNI KOHYMK HOCA, SIUTENNATIbHbIA KOITYMKOBDIN
XOJ], TMIIEPTPUX03 B 00/IaCTM CIIMHBI U MOSCHUIIBI. KO)KHbBIe IIOKPOBBI YMCThIE, CYyOMKTepUYHBIE.
Cnusuctele po3oBble, YuCThle. [IpIxaHMe peryisipHoe, 3pPeKTUBHOe, IPOBOANUTCA PaBHOMEPHO
BO BCe OTJe/Ibl, XpUIIOB HeT. TOHBI cep/lja pUTMIUYHbIE, SICHbIe. BbICTyIMBaeTCA CUCTOMMYECKIIT
mwyMm 6e3 uppaguanyn. JKuBot Msrkmii, 6e360/1e3HeHHBI TPy Majablaluu. [ledens, ceneseHka
He yBe/INYeHbI, IYHOBMHHBI OCTaTOK B CKoOe. BckapmiuBamach PyAHBIM MOJIOKOM, HOKapM-
JIMBA/IACh aJalTMPOBAHHON MOJIOYHONM CMECHIO HA4YaJIbHON, COCAaHME BANIOBATOE, HOPMY Cbhefaja
B 2-3 mpuema, He CpbITMBaIa.

HepBHas cucteMa: Ha 0CMOTp pearupyeT HEKOTOPBIM yBeIMYEHNEM ABUTATE/IbHON aKTUBHO-
cTi. Borbiioit pogHNYOK He BpIOyXaeT, He HanpsbkeH. Kpuk cpennert cunbl. [asHble meny cum-
MmeTpuyHble, D=S. I'tasa orkpbiBaer. IlaTonornyeckoii r1a3Hoi CMMOTOMAaTUKY HeT. TOHyC MblIIy
CYMMETPUYHBI C TeHAeHIMell K runoTonuy, D=S. CyxoxuibHble pedeKkcbl CHIDKeHBI, D=S.
Tpemop kumcTeit mpu Harpyske. Pediekchl HOBOPOXKIEHHBIX: OpasbHble (+). Pedexchl crimHamb-
HOTO aBTOMAaTM3Ma CHIDKEHBI: 3alUTHBIN (1), pedekc onmopsl (1), aBTOMaTU4eCKoi XombOBI (-),
Bayapa (-); pednexc Mopo crioHTaHHBII. MeHMHTeanbHble 3HaKV OTpULaTe/IbHbIE.

ITo FaHHBIM K/IMHIYIECKOTO 11 OMOXMMIYECKOTO aHaIM30B KPOBY 6€3 MaTOMOTMIeCKIX I3BMEHEHUIA.

Ha 21-e cytku >xusHu nposefeHo MPT romoBHOro Mosra B AMHaMuKe: KapTUHA 3a/I€P>KKI
¢dbopmmpoBaHyA GONBIINX HOMyIIApUil (TeCTAlIOHHbI BO3pacT He Ooree 32 Hefesb); CUMMeT-
pUUHble ITMO3HO-aTpOUUeCKye M3MEHeHMsI OT CKOP/IYIIbl, KOHHATajAbHble KUCTHI B 00/IacTH
HepeHNX POTOB U Tell HOKOBBIX JKenymoukoB. [To cpaBHeHMIo ¢ nccnenoBanmeM ot 18.08.2022 —
0e3 CylecTBeHHO AMHAMUKI. YKa3aHHbIe I3MEHEHVSI MOTYT OBbITh XapaKTepHBI KaK JIJIs TOCIeN -
CTBUI UILIEMIM MO3Ta, TaK U Ji/Isl TeHeTUYeCKOit maTonoruu (puc. 1).
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OVNHAMUYHOE HABJTIOOEHUE PEBEHKA
C FNYTAPOBOW ALMUAYPUEN 1-TO TUMNA

Puc. 1. T2-B3BeLLEHHbIe N306paXKeHNs1 rOJIOBHOIMO MO3ra B KOpOHasbHOM (A) 1 akcuanbHon (B) nnockocTax
CKaHupoBaHus, T1- n T2-B3BeLLEHHbIE U306PpaXKeHNUs FOJIOBHOIO MO3ra B akCUasibHOM nnockoctu (B). 3eneHble
CTPENKU — KOHHaTaJIbHble KUCTbl B 061aCTU NepeaHnX PoroB G0KOBBIX XKeNyAoUKOB. XKenTble CTPeNnku —
pacluMpeHne cunbBUEBBIX LLenen (XxapakTepHoe nsmeHeHue ans A | Tuna). KpacHble CTpenkun — BTOpUYHOe
paclumpeHune cybapaxHomaanbHOro NPOCTPAHCTBa 6OMbLUMX NONYLLIAPUIA BCIeACTBUE rMMonna3umM Aonen.
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ITo paHHBIM BUfeoaIeKTposHLedanorpadpun (Bupeo-93I MoHUTOPUHT), cOH aupdepeH-
nupyerca oT 6ogpcTBoBaHMs, NarTepH DI COOTBETCTBYET «II€PUHATATIBHOMY 3/IeKTpOdHIeda-
norpadudeckoMy nartepHy» (38-42-i1 Hefene rectauynu). IlaTTepHB HOBOPOXKJEHHBIX pefKue,
Hepery/IApHbIe; SIMMIENTUYECKUX IPUCTYIOB U UX II[-naTTepHOB He 3aperucTpUpPOBAHO.

BoinonHeHs!I c/iefiyonye aHaIn3bl: OIpefe/ieHNe CIEKTPa AMUHOKIUCIOT U aljMIKaPHUTUHOB
B CYXMX IIATHaX KPOBM ME€TOJOM TPaHCKPaHMAIbHOV MAarHUTHONM CTUMY/IALVYN U ONpefeNeHne
CIIeKTpa OpraHMYeCKVX KUCTIOT B MOYe METOIOM Ta30BOJ XPOMATOTpadUIL.

— ) NPEOBAPUTE/IbHBIN MTUATHO3

YdnTbIBas fJaHHbIe aHaMHe3a (cmaboe cocaHme, yrHeTeH1e pedIeKcoB BpO>KIEeHHOTO aBTOMa-
TU3Ma), HeBPOJIOIMYECKYI0 CUMIITOMATVKY B BUJje CMHAPOMA YTHETEHV LIeHTPAIbHOV HepBHOII
CUCTEMbI, MBIIIIEYHOI TMIIOTOHUY ¥ BBbISBJIEHHbIE CUMMeTPUYHbIe M3MEeHeHUs 1o AaHHbIM MPT
TOJIOBHOTO MO3Ta, He/lb3s VICK/IIOUNTDb Hac/IefiCTBeHHOe 3a00/ieBaHNe 0OMeHa BEIleCTB.

— | JIEYEHUE

[Toce BBIMVICKM U3 CTAlMOHApa ObIIM IIOJTYYeHbI pe3y/IbTaThl IAOOPATOPHOI AMATHOCTUKIL
[Tpu uccnemoBanuy KpoBY Ha aMUHOKMC/IOTBI, aliV/IKAPHUTHBI BbIAB/IEHO IOBBIIIEHNE COflEPKa-
HUA DIyTapuIKapHUTHHA 10 4,891 MkMonb/n. I1o faHHBIM aHaIM3a MOYM HAa OPTaHUYECKIUe KIC-
JIOTBHI JUATHOCTMPOBAHO Pe3KOe IOBBIIIEHNEe SKCKPEUN IIIyTapoBOl KUCIOTHL o 2277,7 MM/M
KpeaTnHuHa (HopMa o 5,3 MM/m).

B cBA3M ¢ mopmospeHMeM Ha IJIyTapOBYI0 alVAypuio peOeHKy HasHaueHa CIIeIaayn3u-
pOBaHHasA IMeTa, HAIlpaBJIeHHAs Ha CHIDKEHMEe IOCTYIUIHVS NM3UHA, TPUNTO(aHA, KOTOpbIE
ABJIAIOTCA OCHOBHBIMU TIpefIIeCTBEHHVMKAMJ HePOTOKCHMYECKMX MeTabOolMUTOB — ITyTapOBON
u 3-OH-rnyTapoBoit KcaoT. [Jnera cocTosina U3 aalTMPOBAHHON MOJIOYHON CMecHU [/ feTeit
¢ poxzaenus (¢popmyna 1) u crenyaaM3MpoOBaHHON CMeCU aMUHOKMCIOT 6e3 JIM3MHA M TPUIITO-
¢dana Hyrpuren 14 -lys, -trp; Takxe Ha4aT npyeM KapHUTHHA (BOgHBI pacTBop 30% u3 pacuera
100 Mr/Kr Macchl Tema) B 3 mpuema 3a 30 MUHYT f0 efbl 1o 0,5 M1 3 pasa B ieHb 3a 30 MUHYT /10 €fIbl.

PebeHOK HampaBjeH Ha IpOBefieHMEe IOATBEPXKIAMIIET0 MOJIEKY/IAPHO-TeHeTUIeCKOTO
VICCTIEOBAHNA.

Metopom cekBeHMpoBaHusA 1o CaHrepy ncciefoBanbl 9k30HbI 02-12 rena GCDH ¢ npunera-
IOIIVIMY MTHTPOHHBIMM 00/TacTAMU: B 9k30He 10 BbIAB/ICH HYK/ICOTU/IHBII BapUAHT C HEM3BECTHBIM
KIVHUYECKMM 3HAa4eHNMeM B TeTeposurorHoM cocrosHum (chr19:13008178C>T, NM_000159.4:
c.1018C>T, p.Leu340Phe), B 9x30He 11 BbIsIB/ICH IATOreHHBII HYK/ICOTV/JHbI/I BAPUAHT B Te€TEPO3-
rotHoM coctosgHnu (chr19:13008639G>A; rs786204626, NM_000159.4: ¢.1205G>A, p.Arg402Gln).
PexoMeHI0OBaHO 1006C/IEIOBAHE POUTENIEIL.

HeBpomnorumdeckuii craTyc mpy Imociefymomeil rocnurammsannn (3,5 MecsAna): Ha 0CMOTP
pearupyeTr yBelnMdYeHMEM JBUTATENIbHOI akTMBHOCTM. Ha obpaljeHHyI0 peub OTBedaeT y/IbIO-
Koli, nerneroM. Kpuk rpomkuii. Inmasuble menm cummerpuynble, D=S. Ilaromormdeckoi rnas-
HOJM CUMNTOMATUKM HeT. PUKcUpyeT B3IVIAMN, CAESUT 3a IpeaMeTamyu. MbIIIeYHBII TOHYC
AucTOHNYeH, cuMMerpudeH D=S. CyxoxmabHble pedieKchl cuMMeTpudHble, D=S. Pedmexco
HOBOPOXX/ICHHBIX B CTaJUM pelyKuuu. MeHMHTeabHble 3HaKU oTpuiarenbHble. [Ipn Tpakuun
rpynnupyerca. IIpu BepTukanmsanum ornopa Ha CTOIBI HEYCTOIYMBAA. B 1ono)XeHne Ha )X1UBO-
T€ TOJIOBY yHEp>KMBAaeT, OIIOpAa Ha IpeAIUIeYbs, KOPIYC NEPKUT HEYCTOMYMBO, 3aBa/IMBaETCs
B 00€ CTOPOHBI.
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ITo paHHBIM HeilpocoHOrpaduy NMKBOPHAsA CUCTeMa He pacliMpeHa. TOHYC MO3TOBBIX
COCYZIOB He M3MeHEeH. BeHO3HbINI OTTOK He HapyIleH.

Bupeo-99I MOHUTOPMHT: KOpKOBas pUTMMUKAa CHOPMUpPOBAHa B COOTBETCTBUM C BO3-
pactoM. QyHKUMOHATbHBIE IPOOBI ¢ PUTMIYECKON (OTOCTUMYIIALMEN He BBI3BAIV I1ATOJNO-
TMYECKUX M3MeHeHUN KopkoBoi putmuku. CoH mpefcraBieH mnpeumyuiectBeHHo II crammeri.
@usnonornveckne MaTTepHbl CHA HeperyasApHble. 3a BpeMsA JINTEIbHOIO MOHUTOPMPOBAHUA
amIenTNOpPMHASA AKTUBHOCTD, SIVJIENTIYECKIe IPUCTYIBI 1 UX DII-1aTTepHbI He 3aperucTpu-
posanbl. [lo cpaBHeHMIO C MccnenoBanyeM oT 26.08.2022 oTMevyaeTca Mepexof OT MepUHaTaslb-
Horo narrepHa 991 k MHpaHTUIBHOMY — (OpMUpPOBaHNEe KOPKOBOJ PUTMMKY B COOTBETCTBUNU
C BO3PacTOM.

Kypc peaOMmMTalMOHHBIX MepONpPUATHUII C LIEIbI0 CTUMY/IALNVY MOTOPHOTO OHTOTeHe3a
(ymep>kaHMsI TOTOBBI, YCTOMYMBOTO IOJIOXKEHMSI Ha XXMBOTE, Ha OOKY, CaMOCTOATENIBHOTO II0BO-
pOTa CO CIMHBI Ha )XMBOT ¥ OOPATHO), YIy4lleHns TPOPUKM MBI peOeHOK MepeHeC yIOBIeT-
BOPUTENBHO.

JlvieToOrOM CKOppUIMpOBaHa JyieTa MCXOAA M3 pacdyeTa 2,5 I Oe/ka Ha KMIOTPaMM MacChl
Tela B CYTKY, C HUSKMM COfiep>KaHMeM NM3NHa U Tpunrodana. B nuHamuke Ha ¢oHe cobmope-
HIA IVETHl YPOBEHD ITTyTAPOBONM KUCIOTHI B MOY€ — CO 3HAYUTEIbHBIM CHIDKEHMEM. 3a Iepuof,
HaOmogeHus BappyupoBan oT 160 go 1122 MM/M KpeaTMHUHA B 3aBUCUMOCTM OT COOJIONEHVS
CIIeIVIaJIbHOM JVIeThI peOeHKOM.

B 1 rom 2 Mecslja 0OCMOTP HEBPOJIOTOM: OOIIEMO3rOBOJ M MEHUHTeabHON CUMTOMATUKI
Ha MOMEHT OCMOTpPa HET. B co3HaH!M, KOHTAKT yCcTaHaB/IMBaeTcA. Peub — mpoctele cnoru. B okpy-
JKalollleM OpMeHTMpoBaHa. BHMMaHue IpUBIeKaeTCH, YAePKIUBAETCA.

Yepennble HepBbl: 1 — He mccnemosanca; II, III, IV, VI — 3penme coxpaneno (rmas-
Hble wenn D=S; HBWKeHUs I7a3HBIX sI07I0K B IMOTHOM 00beMme, 6e300/me3HEHHBIE; 3PAIKU
OKpYIZION (OPMBI, CUMMeETPMYHbIe; AaKKOMOJAIVA, KOHBEPreHI[MsA He HapyLIeHbl; (oTOopeak-
nus [npsmas u coppyKecTBeHHasA] >xmBas, D=S); V — 4yBCTBUTENIbHOCTD Ha /Il COXpaHEHa,
TpUTeMUHa/IbHbIe TOYKU 0e300/Ie3HEHHble, ABJDKEHVSA HIDKHEN YelioCTH B IIOJTHOM oObeMe,
Tpodmka >XKeBaTeJbHBIX MBIIII He HapymieHa; VII — Mo cMMMeTpPUYHO, MMUMUKA >KMBas;
VIII — cnyx coxpaHeH, Hucrarma Het; IX, X — mrorouyHble n HeOHble pedrieKchl >XMBBIE,
cuMmMeTpuuHble; XI — IpyAMHHO-KIIOUMYHO-COCLIEBUAHbIE MBILIIbI CUMMETPUYHBI, TO/O-
Ba 1o cpepneit muHuy; XII — monoxeHue s3blKa B IMOJNOCTYM PTa, 110 CPEAVHHON JVMHUMN,
bacyKyIALnui Her.

HaBpIky: TOBOpaunBaeTcsi CaMOCTOSTEIbHO B 00€ CTOPOHBI, Ha YeTBEPEHbKM CTAHOBUTCH,
IO/I3aeT, CAINTCs, BCTAET ¥ XOIUT Y OIOPBHI.

[IBuratenpHas cdepa: MBIIIEYHBII TOHYC AMCTOHMYeH, D=S. CyxoxuabHble pedrekchl
C PYK >KMBBIe, C HOT — )XIBbIe, 6e3 pacmmpeHns pedeKCOreHHbIX 30H, D=S. [unepknHe3oB Her.
Menkas MoTopuka aucKoopauHupoaHa. K nmpenmeram TsaHeTca 6e3 nHTeHIVN. Ta3oBble QYHK-
VY He HapyuleHbl. HaBbIKM onpATHOCTY B cTafuy GOpMUPOBAHMS.

=) MICXOI ¥ PE3Y/IBTATHI IIOC/TEAYIOIIETO HABTIOIEHIS

B mmHamuke peOGEHOK CHUCTEMATMYeCKM OCMATPUBAJICA NPOQVIIBHBIMU CIELMaTUCTaMu,
2 pasa B rofi O/My4as Kypchl peabMITaIMOHHBIX MEPOIIPYUSATHIA; IT0J KOHTPOJIEM JMeTOIora BBO-
IVICA IPUKOPM Y IPOBOAVIIACH KOPPEKIVIS /Ie4eOHOTO IMTaHM.

B Bospacre 3,5 rofa feBO4YKa aKTMBHAsA, IIOCELAeT CeKLNY CIIOPTUBHONM TMMHACTUKIY, IIJIaBa-
HuA. OTCTaBaHUA B IICUXOPEYEBOM U PM3MYECKOM PasBUTUM HeT.
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PaHH:A AMarHocTHKa 3a00/1eBaHMs II03BOJIsIET CBOEBPEMEHHO IlepeBecTy pebeHKa Ha CIIely-
a/IM3VMPOBAHHYIO IVETY ¥ HA3HAYMUTD MeTabo/mdeckylo Tepanyio. Havyaso jnedyeHns B epyuoy HOBO-
POXXJEHHOCTH JIO Pa3BUTUA MeTabONMNIECKMX KPM30B I03BOJIAET U30€XKATh TSKE/IBIX HEBPOJIOTH-
YeCKMX OCTOXKHeHUiL. [lreTndyeckyie peKOMeHAALVM MOAOMPAIOTCs MalieHTaM MHAUBUAYATbHO.
Juerorepanmsa npu 3aboeBaHNM HAallpaBjIeHa Ha CHYDKEHNe IOCTYIUICHN IN3VHA, TpUnTodaHa,
KOTOpBIE SBJIAIOTCS OCHOBHBIMM IPENLIeCTBEHHNKAMY HEIIPOTOKCMYECKMX MeTabOIUTOB — ITIy-
tapoBoit 1 3-OH-rnyTapoBoit KMCIOThI. JJaHHBIe aMUHOKIIC/IOTHI COflep>KaTcs B 6OIBIIOM KOJI4e-
CTBe B 0€JIKaX >KMBOTHOTO IIPONCXOKeHNA (pbIbe, MsAce, MOTIOYHBIX IPOAYKTaxX U fp.). B cpennem
cofiep)kKaHne B HUX JIM3MHA cocTaBisieT 6-9%, tpunrtodana — 0,6-2%. B pacTurenpHbIX Xe mpo-
nykTax (oBouy, GPYKTHI) cofepKaHye YKa3aHHbIX aMIHOKVICTIOT MUHMMAJIbHO.

[Ipy HapymeHMN peKOMeHJalMil IO Je4eOHOMY IMTAaHMIO M MeJUKAaMEHTO3HO Teparuu
3abojieBaHIe MMeeT HeOTaronpyUATHBII IPOTHO3 C Pa3BUTIEM MeTa0O0IMYEeCKIX KPU30B, YTO IIPH-
BOIUT K CTPYKTYPHBIM M3MEHEHMAM TOJIOBHOTO MO3Ta M IPOrPecCUpPYIOIell HeBPOIOTNYeCKON
CUMIITOMATHKe.

OBCYXAEHUE

PebeHOK ¢ moOpo3peHMeM Ha HaC/lIe[iCTBEHHOe 3abojeBaHMe OOMEHa BEIIeCTB IHOCTYINIT
B OT/IeJIeHVe TIaTOJIOTMY HOBOPOXKIEHHBIX [0 BKIIOYEHV IMTyTapoBoii amygypuu | tuma B mpo-
rpaMMy paclIMPeHHOTO HEeOHATaJbHOTO CKpMHUHTrA. HeBpomormueckywo CUMITOMATUKY B BUJE
3aJIep>XKKV TICMXOMOTOPHOTO PasBUTMsA, MBILIIEYHOI TMIIOTOHMM B JAaHHOM CIIy4ae MOXXHO OBLIO
ObI OOBSCHUTD OTATOIIEHHBIM [IEPUHATA/IBHBIM aHAMHE30M, OIHAKO CBO€BPEMEHHO€ MPOBeeHe
HeJIpOBM3Ya/IM3aLiy [TO3BO/INIIO BBIABUTD M3MEHEHM, XapaKTepHble I psAfa HelipoMeTabon-
yeCcKux 3ab01eBaHMIL.

Takum 06pasoM, yIUThIBasi JaHHbIe aHAMHe3a, KIMHUYeCKYI0 KapTUHY 3a00/leBaHNs B BUe
yrHeTeHMsI pedIeKCOB CIIMHATBHOTO aBTOMATI3Ma, CMMeTPUYHbIe M3MeHeHMs 1o faHHbIM MPT
TOJIOBHOTO MO3Ta, 3aII0f[03PEHO Ha/In4e HACIeCTBEHHOTO 3a00meBaHms 0OMeHa BelecTB. B cBsi-
31 ¢ 9TUM OBIIO Ha3HAYEHO MCC/IeJOBaHye KPOBY HAa aMIHOKVC/IOTBHI, allMJIKAPHUTVHBI METOLOM
TPaHCKPaHMATbHOV MarHUTHOM CTUMY/IALIAY Y MOYYM Ha OpraHMYecKye KUCIOTH METOfIOM Tra3o-
BOI1 Xpomarorpaduin.

[Tocre BBIMMCKM U3 CTaIOHApa OBUIM IIOYYEHBI Pe3y/NbTaThl HOOOC/IeToBaHNs (IIOBBIIIEHNE
YPOBHA [Ty TapMIKapHUTVHA B KPOBY U IOBBIIIEHVIE SKCKPEIVI [Ty TapOBOJI ¥ OKCUTTYTAPOBOIL KIC-
JIOTBL B MOYe), KOTOpbIe ITO3BOJIVIIN 3aII0OLO3PUTh Halmuuue y pebeHka rryrapoBoit anyuaypun. [Ipn
IPOBEICHNI MOJIEKY/IAPHO-TEHETUIECKOTO UCCTIeloBaHNsA y peOeHKa BBIABICHO [1BA HYK/ICOTUIHbIX
BapuaHTa B reHe GCDH B reTepo3UroTHBIX COCTOSTHMSX. PEKOMEH/IOBaHO T00OC/IElOBaHIIe POSIUITEIE.

[ueToTepanus u IMOCTOSTHHBIN IIPYEM JIEBOKAPHUTIHA IIO3BOISIOT IPEJOTBPATUTD PasBUTIE
MeTaboMMYeCKVX KPU30B ¥ MHBAMNM3AIVIO TAIVIEHTa C PAHO YCTAHOBJIEHHBIM AMArHo3oM [6].
Huetorepamms npu Al HanpaBIeHa Ha CHYDKEHME ITOCTYIIEHNA C IPOAYKTaMy IIUTaHVA TM3VHA
u TpunTodaHa, KOTOpbIe SABJIAITCA OCHOBHBIMIY IIpeIIeCTBEeHHIKAMM HeIPOTOKCUYIECKUX MeTa-
60/MuTOB, 1 ObOecrevyeHNe TOCTATOYHOM IHEPTeTUYECKOI L[EHHOCTY palyioHa /IS MOfepXKaHMs
IIpOIleccOB aHA0O0/V3Ma U IPeNOTBpalleHNA aKTUBanuy Karabonmsma [7, 8]. Tpunrodan n musux
OTHOCATCS K HEe3aMEHMMBIM aMUHOKNC/IOTaM, MO3TOMY 00e aMUHOKUCIOTHI OTPaHMYMBAIOTCA
JI0 YPOBH:I, KOTOPBIIT HEOOXOAMM OpraHU3MY J/IsI CHHTe3a SHIOT€HHOTO OefKa C Iie/blo obecrede-
HUSI aIeKBaTHOTO POCTa U PAa3BUTHUA B COOTBETCTBUM C BO3PACTOM.
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IOWHAMWYHOE HABJIIOOEHUE PEBEHKA
C FNYTAPOBOW ALMUAYPUEN 1-TO TUMNA

JIeBOKapHUTVH CBSI3bIBAET IJTYTaPOBYIO KIC/IOTY U 0becrieyyBaeT ee BhIBEJJeHe 13 OpTaHu3-
Ma B BUJIe TIyTapMJIKapHUTMHA. Y OOJBbLIMHCTBA HeleYeHBbIX MalyeHToB ¢ Al KoHLeHTpauus
o011ero u cBOOOHOTO KAPHUTHHA B I/Ia3Me U CHIBOPOTKe KpOBU HU3Kasi. HauajmpHas mo3a neBo-
KapHUTUHA cocTaBysieT 100 MI/KT B CyTKM ¥ MOXKET OBITh CHMKeHA 10 30 MI/KT B CyTKU Y MaIjyieH-
TOB CTapille 6 JIeT IIPY HOPMaTbHOM YPOBHE CBOOOJJHOTO KapHUTMHA B KpoBM [6, 9].

[Tpu HasHaYeHUM [MeTOTepanyuy HeOOXOMUMBI KOHTPO/Ib KOHILEHTPAIMY aMUHOKUCTIOT U UX
MeTaboIMTOB B ITa3Me KPOBU M MOYe, OMOXMMUYECKUX MapKepOB HYTPUTUBHOIO CTAaTyca, AMHA-
MudecKoe HabrmoeHe 3a Gu3anveckM pa3BUTIEM MAIMEHTA, a TAK)XKe TIePUOANIecKas KOPPEKIs
7Ie4eOHOTO paIMIOHA C PACYETOM €r0 XMMUIeCKOro coctaBa. O0s3aTeIbHBIMU JIsI OLIEHKY TIPY KaXK-
TOM IOCELeHNY Bpaya SIBJIAI0TCA POCT MALMEHTA, Macca Tejla, IPUPOCT PasMEPOB I'OIOBHI.

3AKJTIOUEHUE

InyrapoBas aumpemus I Tuna — mpyMep TOro, Kak paHHsSA AMArHOCTYKA 3a00/IeBaHMs CIIO-
cobcTBYeT 3¢ (HeKTUBHOMY JIeYeHNI0, TPOPUIAKTIKE IPOTPeCcCUpPOBaHN, IPABIIBHOMY pusnde-
CKOMY ¥ HepBHO-IICHXIYeCKOMY Pa3BUTHIO JieTell C JAHHBIM 3a00/IeBaHMEM.

MonekynspHO-TeHeTH4YeCKOoe TMOATBEep)K/eHMe JuarHosa I03BO/IseT NPONH(OPMUPOBATH
CeMbI0 MalMeHTa O BO3MOXKHOCTAX IPOQUIAKTUKY HOBTOPHOTO POXKAEHMs pebeHKa ¢ Hac/lel-
CTBEHHBIM 3a00JIeBaHEM B CeMbe.
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OP®PAHHOE 3ABOJIEBAHUE
B MPAKTUKE AETCKOIo XMPYPrA

E.IO. IpaxkonoBa, A.C. bexnH, A.A. I'yces, M.M. JloxmaTtoB, A.E. Markos,
E.A. Okynos, A.A. lllyknna, H.H. EBrenona, A.O. Tap3an

OBOCHOBAHME

Cunppom Ileritna-Erepca — pepmkmit Hacle[CTBEHHBI (ayTOCOMHO-JOMUHAHTHBI) CUH-
IpoM, 0b6ycoBIeHHblt MyTauneit B rene STK11/LKBI1, XapaKTepU3yOIUICsA cCOYeTaHIeM raMap-
TOMHBIX IOJIMIIOB >KETyJOYHO-KUIIEYHOTO TpaKTa M CIM3MCTO-KOXKHOI TIUIepIUTMeHTaluen
(Jamre mepropaabHO — Ha KPACHOII KaiiMe Ty6 1 CIIM3UCTON OMOCTU PTa).

[To smmpeMMomOrM4YecKMM OLieHKaM, 3aboneBaHue BCTpedaeTcss penko (ot 1:25 000 nmo
1:280 000): B pa3HBIX MCTOYHVKAX JAHHbIE BAPbUPYIOT, YTO TOBOPUT O PEAKOCTY TaHHOTO 3aborte-
Bauus [1, 2].

Knnandeckas sHaumMocTb cuHppoma lleiitia-Erepca B [leTCKOM BO3pacTe OIpefenseTcs
HO/TMIIACCOLMUPOBAHHBIMU OCTIOKHeHUsiMu. Haubornee xapakTepHoe 1 MOTEHIMAIbHO >KM3He-
yrposkarolee posBJIeHNe Y leTell — TOHKO-TOHKOKNINeYHas MHBAarnHanus [3].

ITo manHbpIM MccnepoBanyss M.G. van Lier u coaBT. [4], 69% OONBHBIX IEpeXUBAIU XOT
ObI OJJVH SMM30[] MHBATMHALINM, CPEIHUIT BO3PACT COCTABMUI 13 JIeT, a pUCK MHBArMHALUU JOCTHU-
ras npuMepHo 50% k 20 romam.

Yame Bcero muBarmHauuy npu cungpome Ileiitia-Erepca HOcAT Xapakrep peuuauBUpY-
IOIMX, OHV He NPUBOJAAT K MIIEMUM CTEHKU KMILIKY ¥ PaspellalnTcs caMocTosATenbHO. OgHaKo
II0 Mepe pOCTa IMOBBIIAETCA PUCK (POPMUPOBAHNA OCTPON KMIIEYHON HENPOXOAVIMOCTH C MIIIe-
Mueil ¥ HEKPO30M, 4YTO ITOTpebyeT pe3eKLMy KUIIEeYHOIO CeTMEHTA: 9TO I ONpefensieT HeoOXomm-
MOCTb Pery/IIpPHOTO 00C/IeJOBaHMs ¥ OPTaHOCOXPAHSIOIETO JIeYeHM A JAHHOI KaTerOpyM MalyieH-
TOB [3]. BTOpbIM K/IMHMYeCKUM IPOSIB/IEHVIEM ABJIAIOTCSA XPOHMYIECKIe KPOBOTEUEHS U3 ITO/INIIOB
B pesy/lbTaTe MX TPaBMATU3ALMM KUIIEYHBIM CONEP>KMMBIM WIM ayTOAMIyTallMyl C PasBUTHEM
)Kene3onepUINTHON aHeMun [5].

Jleuenne u BeneHme pereit ¢ cuHpapomoM lleiitma-Erepca HOCHMT perynApHbI, 3TalHbIN
Y IPEVMYIIEeCTBEHHO OPraHOCOXPAHSIONUINII XapaKTep, KOTOPBIN HAaIpaBIeH Ha NMPOPUIAKTUKY
OCTIO)KHEHMII — TIJIAHOBBIM MOUCK M yJajieHue KIMHMYECKM 3HAuMMBbIX IOMIIOB, YTO CHMIKAET
BEPOATHOCTb TOBTOPHBIX MHBArMHALMI M KpoBOTedeHMI1. KiroueByo pomb B JMarHOCTUKE 1 JIede-
HUYM 3aHVMAIOT SHJJOCKOINMYECKUe MEeTONVKM: 330()aroracTpomyo/ieHOCKOIVS, KOTOHOCKOINS,
BUJICOKAIICY/IbHAsA S9HTEPOCKONM, 6a/UIOHHAsI SHTEPOCKOINSA C OFHOMOMEHTHOI NO/MUII9KTOMUEIL.
STalHOoEe U IVIAHOBOE yJa/leHle IO/IUIIOB ABIAETCA OCHOBO OITOCPOYHOTO KOHTPOJIA CUHIPOMA
[Teitta-Erepca y pebenka [6].

Xupypruyeckue MeToAuMKM nedeHus npu cuHpapome Ileiitia-Erepca paccmarpusaroTcA
B Ka4eCTBE BbIHY>K/IEHHOI MePbI IIPY OCTTOKHEHMAX, TAKMX KaK pelUAVBUPYIOIIVe MHBATMHALIAM,
OCTpas KMIIeYHas HEIPOXOAUMOCTb, OJO3PEHNe Ha NIIEMUIO I HEKPO3 KUILKIL.

B npezcTaBIeHHOM K/IMHIYECKOM CTy4dae MPOJeMOHCTPUPOBAHBI 0COOEHHOCTI KIMHIYECKO-
ro TeYyeHMs PelAMBUPYIOIINX MHBAarMHALMI y feTeil ¢ cuHgpoMoM lleiitia-Erepca u nmopxopa
K XMPYPIUIeCKOMY JIedeHnio [6, 7].
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OP®AHHOE 3ABO0JIEBAHUE B NMPAKTUKE
OETCKOIo XUPYPTA

ONMUCAHUE KJIMHUYECKOI'O CJIYUAA
o O

Manbuuk A., 10 €T, ¢ OTATOLIEHHBIM CEMEIHbIM aHAMHE30M: y OTIIa MAIl[M€eHTa ¥ CTapIINX
OpaTbeB yCTaHOBJIEH juarHo3 cunapoma Ileriria—Erepca.

Anamnes 3a6onesanus. B BospacTe 2 MecslleB IAIMEHT IIepeHeC SNN30J] TOHKO-TOICTOKMIIEY-
HOJ MHBaryMHaIUM, 110 IIOBOJY YEro BBINIOJIHEHO OIlepaTUBHOE JIEYEHMeE: IAIAPOTOMMUH, PEe3EKLNA
WJIEOLIeKa/IbHOTO YI7Ia ¢ (POPMMPOBAHNEM MIC0ACIeHT0aHACTOMO3a KOHel[-B-00K.

B Bo3spacTe 3 jeT Ipy IUTAHOBOM OCMOTpe CTOMATO/IOTOM y pebeHKa oOHapy»KeHBI TUIIep-
NUTMEHTHBIe TIATHA Ha CIM3MCTON 000/I0YKe IIOZIOCTH PTa, B CBA3M C YeM 3aIOf03peH CHHIPOM
[Terita—-Erepca. B Tom >ke Bo3pacTe Ma/lbyMK FOCIUTA/TN3MPOBAH B OTHeIeHMe 00Iell 1 IIaHo-
Boit xupyprun ®TAY «HMMIII 3goposbs gereit» Munsnpasa Poccuu jyia Bepudukanym guar€osa.
B xoze 06ceoBaHNA BBIIOTHEHBI 330(aroracTpofyoieHOCKONNA ¥ KOJIOHOCKOINS, IO pe3y/IbTa-
TaM KOTOPBIX BbIAB/IEHbI MHOXXE€CTBEHHbIE IIOIUIIBI JKETyJOYHO-KMIIEYHOTO TpaKTa. [1o manHbpiM
MOPQOIOTNYECKOr0 MCCIEOBAHNSA TOMUIIOB, YIaIeHHBIX BO BpeMs 9H/IOCKOIMYECKOrO BMeIla-
TEeNIbCTBA, TUCTONOTMYECKasA KapTHA COOTBETCTBOBAA Imoaunam npu cuagpome Ileirma-Erepca.
ITo pesynbraTamMm MONEKYIAPHO-TEHETUYECKOTO MCCAENOBAHNA BbIAB/IEHA MATOr€HHAsA MYTaLMA
B rene STK11.

B 2025 rogy pe6eHOK B I/IaHOBOM HOPAAKe TOCIUTAIM3MPOBAH B Hall LleHTp /1 ouepeHOro
3Tama jiedeHN ¢ >kaji06aMu Ha IIepuofiudecKe 60/ B )KMBOTE, KYIMPYIOIIUECs CAaMOCTOATENIbHO.

PE3Y/IBTATDBI ®UN3NKAJTBHOI'O
N VMMTHCTPYMEHTAJIBHOTO NMCCIEJOBAHNA

Ha MOMEHT OCTYIIeHNS COCTOsIHNE pebeH-
Ka cTabuibHOe, PBOTHI, /IMXopajky HeT. Ha rybax

Y CTIMBVCTON HOJMOCTY PTa OTMEYA/NNCh MHOXe-
CTBEHHble TMIEPIUTMEHTHble HATHa (puc. 1).
JKusor npu manpnanyy msarkuii, 6e36one3HeH-
HBII1 BO BCEX OT/le/IaX, IIePUTOHEAIbHOI CYMIITO-
MaTuKy HeT. CTy/I caMOCTOSATE/NbHBI, 6e3 maTo-
JIOTMYeCKIX TIPYIMECelL.

BpIno/THEHO YIBTPa3BYKOBOE MCCIENOBA-
HIUe OpPraHOB OpIONIHON ITOJIOCTM, Ha KOTO-
POM MeXIIeTe/IbHO CPeAVIHHO BU3Ya/lIn3MpoBa-
JIach MUIIEHEeBMAHAS CTPYKTypa AUAMETPOM
1o 25 MM Ha HPOTsDKeHUM oKomo 70 MM (TOH-
KO-TOHKOKMIIeYHass MHBarMHaLMs), KpPOBO-
TOK IIPJ IIBETOBOM JIONIUIEPOBCKOM KapTu-

i POBaHMM B CTEHKe KUIIKM PEeTrMCTPUPOBACH,
T Wiy i 'I,' 1 \ LA

W el el 1 B IpOcBeTe — 0Opa3oBaHMe CpefHeil 9XOreH-
Puc. 1. JleHTUro cnusmncTomn o60104kM ryo HOCTY, HEOTHOpOJHOe, pasMepoM 18x20 mMm

npu cuHppome lMentua-Erepca. (monum).
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Cunpgpowm Ileittna-Erepca. Penuusupyromas TOHKO-TOHKOK/IIEYHAS MHBATVHALA.

YuureiBas y pe6eHKa Hamn4yme CuajgpomMma HeﬁTua—Erepca, TOHKO-TOHKOKMUIIIEYHO MHBAru-
Haguy, B IIPOCBETE KOTOpOﬁ OIIpeNensnca IOINII, HalI4ne KpOBOTOKAa B CTEHKE KMIIKY, OTCYT-
CTBUE KINMHUYECKON CUMIITOMATUKI OCTPOI7[ KUILIEYHOM HEIIPOXOAVIMOCTM, BbIIIO/THEHA aHTETrpal-

Has 6a//IOHHAs SHTEPOCKOIMAL.

BrinoHeHO MCcIeoBaHMe >KeyfKa, JBe-
HaJLaTUIIEPCTHOM KUIIKK ¥ 0Kosmo 200 cM TOH-
KOJMl KMIIKM: Ha JOCTYIHBIX JIl 3H/IOCKOIIA
y4YacTKaxX KpYIIHbIE TIO/IUIIbI He BblABIeHbl. Crie-
AYOIVM 9TalloM pebeHKy IIpOoBeleHa BUIEO-
KaIlCy/IbHasd SHIOCKONMA C IIeNbI0 yTOYHEHUA
JIOKa/IM3aL M} TIOIUIIOB, SIBJIAIOLIVIXCS IPUYMHON
peunauBYpyoOINX nHBarnHauyii. Ilo pesynbra-
TaM MCCTel0BaHNA BU3yanM3POBAHbl KPYIIHbIN
IO/IUII B TEPMMHAIbHOM OT/e/le IIOAB3JOLIHOM
KUIKA (pUC. 2) ¥ HEMHOTOYVIC/ICHHbIE MeJKMe
IIOJIUIIBI B TIO/IB3/IOLIHOV KMIIKE.

YuurpiBas pacnonoXeHyue KpyIHoro Iomim-
na, pebeHKy IIpoBefjeHa peTporpajHasi OanIoH-
Has SHTEPOCKONMA: OCMOTpeHO 150 cM TOHKOI
KMIIKM OT MJIEOACLIeHJ0aHAaCTOMO3a, BBIABJIEH
1 XpynHBIN MOMNUI B IUCTA/IbHBIX OTAE/NIAX MOJ -
B3/IOIIHON KMIIKM, Y/Ia/IeH 9HL0CKOINYEeCKI.

3a BpeMsA NIpOBeleHUsA SHIOCKONMYECKNUX
Nle4eOHO-AMArHOCTNYECKUX MaHUITY/IALIL COCTO-
sAHUe peOeHKa 0e3 OTPUIATENBHON AMHAMVKI,
CYMIITOMOB OCTPOJ KMIIEYHOW HEeIpPOXOANMO-
CTU He ObLTIO.

IIocneonepainoHHbBIN MEPUOL, NPOTEKAI
I71aJIKO, 0e3 ocno)KHeHu 1. Pe6eHKy BBIIIOTHEHO
KOHTPOJIbHOE Y/IbTPAa3BYKOBOE MCC/IEJOBaHIE,
IO pe3yabTaTaM KOTOPOIO B IIPaBON IOAB3LOMLI-
HOJl 067acTV BU3yanM3NMpOBaNach MUIIEHe-
BUHAA CTPyKTypa [AuaMeTpom 22-25 MM
Ha IpOTDKEHUM He MeHee 60 MM, KpOBOTOK
IpPY LIBETOBOM JIONIIEPOBCKOM KapTUPOBAHUMA
B CT€HKE KUIIK! PeruCTpUpOBaCA, B IPOCBe-
Te — oOpa3oBaHMe CpPeIHell 9XOTeHHOCTH pas-
MepoM 25x21 mm.

YunreiBasg HanuMume penUAMBUPYOLIEN
KMIIEYHOJ MHBarMHALN 110 pe3ynbTaTaM Y/IbT-
Pa3BYKOBOIO MCC/IENOBAaHUA U OrpaHMYEHME

Puc. 2. SHpockonnyeckas NOANNIKTOMUA:

NOJNINM TOHKOM KULLKWU.

Puc. 3. Bug nonnna TOHKOW KULLKK
Npu SHTEPOTOMUN.
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OP®AHHOE 3ABO0JIEBAHUE B NMPAKTUKE
OETCKOIo XUPYPTA

TEXHIYECKUX BO3MOXKHOCTEI 9H/JOCKOINNYECKNX METOAMK, PeOEHKY BBIIIOJIHEHO OllepaTHBHOE
BMEIIATeNIbCTBO B CPOYHOM IIOPsAJKe: MPOBEfeHA AMAarHOCTMYECKas JallapoOCKONNsA, Ha KOTOPOM
Ha paccToAHMM 60 CM OT TOHKO-TOJICTOKMIIEYHOTO aHACTOMO32 BbIABJIEHA KUILIeUHasA MHBATMHALIVSA
HIPOTSDKEHHOCTBIO 6 CM; JIAIIAPOCKONINYECKY MHBATMHAT He pacHpaBiacs. Yepes MUHNMIAIIAPOTOM-
HBI JOCTYII KMIIKA BbIBEJIeHA B PaHy, MHBATMHAINA pacllpaB/ieHa, MUKPOUVPKYIATOPHbIX Hapy-
IIEHNII B KVILIEYHO CTeHKEe HEBBIABJIEHO, ITaJIbIIATOPHO B IIPOCBETE KMIIKY OIIPe/e/IA/ICs IOMMNIL.
BrinonHeHa 9HTepOTOMNA, BBIBEfIEH 1 YAa/IeH TaMapTOMHBbIIT onmmi (puc. 3). Ilpu peBusum ToHKOM
U TOJICTOJ KUIIKY BHYTPUIIPOCBETHbIE ITOUIIBI He BblABIeHbl. Onepalnys 3aBeplleHa CaHMpPOBa-
HYeM OPIOIIHOJ ITOJIOCTY M YIIMBaHUEM PaH.

VICXO[ U PE3YTIBTATBI IIOC/TEQYIOIETO HAB/TIONEHVA

HOCHGOHCP&HI/IOHHHﬁ Iepuon IpoTeKal riagko, pe6eHOK BBITIMICAaH U3 CTallyiOHapa B yIOB-
JIETBOPUTE/IbHOM COCTOAHNUMN Ha 6-e mocneonepanmoHHbI€ CYyTKN.

W

ITPOTHO3

[TarnyeHTy HpeCcTOUT pery/isipHOe HaO/IOfieHNe C ITAHOBBIMY SHIOCKONMYECKMMU 00CTTe-
TOBAHMAMH C LIe/IbI0 CBOEBPEMEHHOIO BbIAB/IEHNE TIOJIUIIOB M VX 9TAIIHOTO y[a/JeH)s 10 HacCTYII-
neHus coBepuieHHOMeTHs. [lo gocTiokenum 18-7meTHero Bo3pacTa peGeHKY IMPEACTOUT IEePEBOf
107 HaO/TIOfIeH Ve CIIelaIICTOB, OKa3bIBAMOIMX IIOMOIIb B3POC/IbIM HAllMiEeHTaM.

I[Ipu ycrmoBum pery/sipHOTO AUCIIAaHCEPHOTO HAOMIOAEHNS U CBOEBPEMEHHOTO STAITHOTO 9H/0-
CKOIIYECKOTO JICYEHUS PUCK Pa3BUTHA TXKETBIX XUPYPIMIECKUX OCTIOKHEHNT OyeT CyIlecTBeH-
HO CHIDKATbhCA.

OBCYXAOEHUE

B IIpenCcTaBI€EHHOM Ha6)'IIO,T_IeHI/H/[ IIpUOPUTET ObII OTAaH MaKCMMa/JIbHO IIO/THOMY MCIIOJIb-
30BaHMNIO 3HOOCKOIIMYECKNUX TEXHOJIOTUII B KayeCTBe OCHOBHOIO opraHoc6epera10mer0 HallpaB-
nleHus nedeHus1. BmecTte ¢ TeMm IIOKa3aHO, 4YTO INIOTECHIIMAa/I 3HJOCKOIIMM MOXXET OBITH Or'paHI4Y€H
TEXHUYECKMMI BO3MOXXHOCTSIMU ¥ HEIIOJTHOM AOCTYIIHOCTPIO OTAENPHBIX OTHAE/IOB JKETYNOYHO-
KNIIEYHOTO TpaKTa. Vimenno IIpy CYEpIIaHN 3TUX BO3MOXXHOCTEN U COXpaHEHVN KIMHUYECKU
3HAYMMOI HpO6TIeMbI 6b1710 IIPpUHATO 000CHOBaHHOE pelIeHne o I€pexofe K XMPYPIMIECKOMY
BMEIIATE/IbCTBY.

3AKJIIOMEHUE

[IpencraBneHHBII KIMHUYECKUIT CIydYall OTpakaeT OCOOEHHOCTM TeYeHMs peLyUBUPY-
IOIIMX MHBarMHaLuil y geteit ¢ cuaapomom Ileitrma—Erepca m momyepkuBaeT HeoOXOZMMOCTD
MY/IBTUAVICHUIUIMHAPHOI TaKTVMKY Ha 9Talax BepuduKaluy gariosa 1 BbIoopa edeHus.
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