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BBEAEHHUE

AKTYaJIbHOCTH TeMbI HCCJICAOBAHUS U CTeNeHb e¢ pa3padoTaHHOCTH

Myxkononucaxapunosbl (MIIC) — HacliencTBeHHbIE HApyIlIeHHs OOMEHa BEIleCTB,
OTHOCSILIMECS K TPYIIIE JU30COMHBIX Oose3Her Hakomienusa (JIBH) u oOycnoBiieHHbIE
nedunuToM (pepMeHTOB, YHACTBYIOIIUX B pacIIEIJICHUU Inko3aMuHoriMkaHoB (I'AD).
Pe3ynbraToM HEIOCTATOUYHOCTH JIaHHBIX (PEPMEHTOB SIBIISETCS IPOTPECCUBHOE
HakorieHue ['Al' B pa3inuyHBIX OpraHax M TKaHAX, B TOM YMCIE B LEHTPAIBHOU
nepHoii cucreme (IJHC), oGomoukax roysoBHoro u crnumuHoro mosra [19, 52, 306].
Knunanueckue nposiaeHuss MIIC sBASIOTCS MyJIbTUCUCTEMHBIMU M B OOJBIIMHCTBE
CIIy4aeB BEAYT K YMEHBIICHUIO IPOJOLKUTENBHOCTH M YXYJAIICHUIO KauyeCTBa JKA3HU
[164, 194, 336].

XXl Bex o03HaMEHOBAJICS TMOSIBICHUEM B KIUHUYECKOM MPAKTUKE HOBBIX
cnerupuueckux MetonoB Tepanuu JIBH, B Tom dncne nmpenapatoB st BHYTPUBEHHOMN
depmenTozamectuteabHoi Tepanuu (O3T) MIIC I, 1, IVA, VI u VII [164, 278].
Pe3ynbprarel psiaa 3kCnepuMEHTOB € HCIojb30BaHueM O3T Ha KHUBOTHBIX MOZIEISAX
MIIC, omnucanust KIMHAYECKUX ciiydaeB JieueHus cubcoB ¢ MIIC, a Takxke maHHBIC
n3yueHnss nartoreneza MIIC, ykaspiBatomme Ha HakoruieHue ['Al° B nm3ocomax B
IIPEHATAJIbHOM IEPUOJIE, CBUIETENBCTBYIOT O BO3MOXHOCTU JOCTHXKECHUS HAUITYUIINX
pe3ynbTaToOB MpU HanboJiee paHHEM Hadajie JICYEHHUs, a UMEHHO JI0 MOMEHTa Pa3BUTHS
HEOOpaTUMBIX M3MEHEHUH B OpraHax. B ycJIOBHSIX OTCYTCTBUSI HEOHATaJIbHOTO
ckpununra Ha MIIC nanHbIi ¢dakT Bo3nmaraer Ha MPaKTUYECKUX Bpayeil OOJBIIYIO
OTBETCTBEHHOCTH 110 CBOEBPEMEHHOMY YCTAHOBJIEHUIO JUArHO3a, B CBA3U C YEM aHAIU3
ne0rTa CUMIITOMAaTUKKA M BO3pacTa ycCTaHOBJeHUsI auarHo3a nauueHtam ¢ MIIC B
peanbHON KIMHUYECKOW MPAKTHKE SIBJISIETCS Ype3BbIYaiiHO akTyanbHbiM [121, 141, 171,
244, 278, 293, 295, 306, 350, 389].

HecmoTpss Ha J0CTaTOYHO NPOJOJKUTENBHBIM ONBIT HUcnosib30BaHuss D3T,
NpUMEHEHNE BHYTPUBEHHBIX pPEKOMOWHAHTHBIX (epMeHToB s Jsedenus MIIC
CONPSHKEHO € PSIOM HEPEMIEHHBIX O HACTOSILEr0 BPEMEHHM BONPOCOB. Tak, OLIEHUTh

sbdextuBHOCT, O3T B peanbHON KIMHUYECKONW MPAKTUKE KpaWHE CII0KHO B CBSI3H C



MaJbIM KOJIMYECTBOM MAIIMEHTOB, T€TEPOr€HHOCTHI0 KIMHUYECKOTO (DEHOTHUIIA, a TaAKKE
BapralOeabHBIM BO3pacToM Hauaja JieueHus [236, 331]. B pesynbrare He3aBHCHMBIC
MOCTPETUCTPAIIMOHHbIE JaHHBIe 00 3 dexTuBHOCTH 1 Oe3omacHocTH P3T y marueHToB
¢ MIIC, B TomM uucie OpoBOAMMOM JUIMTEILHO M HA4yaTOM B JETCKOM BO3pacTe,
HEMHOTOYHCJICHHBI W B OOJIBIIMHCTBE CIy4aeB OCHOBAaHbI Ha WCCICIOBAHUSAX,
BKJTFOYAIOITNX HEOOJBIITOE KOJUYSCTBO YYACTHUKOB WJIM HA OMHUCAHUSIX KIUHUYCCKUX
ciyyaes [8, 9, 11, 12, 45, 46, 66, 77, 82, 91, 97, 104, 111, 112, 135, 141, 154, 176, 203,
227, 247, 254, 255, 257, 259, 278, 281, 290, 293, 322, 384, 389]. VkazaHHbIC
OCOOCHHOCTM MOTYT BHOCUTh BKJAJ] B TaK Ha3bIBAEMBIM pa3phiB  MEXIy
3 peKTUBHOCTRIO W pe3yibratuBHOCTHIO (‘efficacy-effectiveness gap’) — pasuuity
MEXIy pe3yibTaTaMu 0a30BbIX KIMHHYECKUX HCCIEA0oBaHUN U 3P (HEKTOM IpemapaToB
B peaybHO# KiMHU4Yeckoi npaktuke [121, 137, 236, 352]. Kpome toro, Biausaue O3T
Ha MCXOJbI, HE UCIIOIB3YEMBIE B JOPETUCTPAIIMOHHBIX U TPOJOIKEHHBIX KIUMHUYICCKUX
WCCJICIOBAHMSIX B KA4eCTBE KOHEUHBIX TOYEK (KapHaldbHBIA TYHHEIBHBIH CHHIPOM,
TUIEPTPOPUIO TuMGOUIHON TKaHU HOCOTIJIOTKH, OCTPOTY ciyxa,
HEHpOBU3yaIM3aIllMOHHBIC U3MEHEHU ), B IIeioM Majio u3ydeHo [94, 105, 126, 183-185,
187, 188, 207, 220, 225, 269, 292, 297, 299, 369, 429, 438]. C yuéToM yKa3aHHBIX
OCOOCHHOCTEW I  JOCTIDKCHHS  ONTUMAIBHOTO  PACHpelelieHus  PEecypcoB
3PaBOOXPAHEHUS OT MEAUITMHCKHUX YUPEKICHUH, OKA3hIBAIOIINX ITOMOIIb MaIlUEHTaM
¢ MIIC, Tpebyetcst HauboJiee TOUHOE OMpPEJIEICHHEe U JOKyMEHTUPOBaHHE dPderTa OT
aeuenus [278, 295].

Bonpoc ontumansHoro Bpemenu uHunpanu 3T (Ha DOKIMHUYECKOW CTaauu
3a00JIeBaHUs UITU TTOC)Ie MaHU(ECTallMU MPOSIBICHUH ), B CBSI3U C BBICOKOW CTOMMOCTBIO
IpernapaToB W HEAOCTATOYHOCTHIO JIAHHBIX O paHHEM MPUMEHEHUH PEKOMOMHAHTHBIX
(dbepMEeHTOB, JUCKYTUPYETCS HCCIEIOBATEISIMH B TEUEHHE JBYX TMOCIEIHUX
JNECATUIICTUM, YTO HAXOIUT CBOE OTPAKCHUE B PA3JINUYUAX IMOKA3aHUU K NPUMEHECHUIO
JapOHUIA3bl, HAYPCYIb(}a3sl W Talcynb(asbl, OIMYyOJMKOBAHHBIX B KIMHUYECKHX
pEKOMEHIAIUAX, KOHCEHCYycaX M B WMHCTPYKIHMSAX IO TMPUMEHEHHIO TPEernapaToB
pasauuHbIX cTpaH Mupa [25-27, 51, 58, 122, 163, 178-180, 275, 334, 350, 411, 412,

441, 442]. HeomHO3HA4YHO TaKKe MHCHHME CICIHAIUCTOB O IIEIIECOO00Pa3HOCTH U



anroput™me HazHaueHuss O3T, He mpoHUKarOIIEH uepe3 reMaTosHIepannieckuii 6apbep
(I'DB), narmentam ¢ Heripononarnueckumu MIIC [25-27, 122, 163, 179, 245, 275, 293,
295, 334, 350, 411, 412, 440-442].

[Ipenaparel 11 BHyTpuBeHHOM 3T He cmocoOHbl mpeononets Db wu
NpPEJOTBPaTUTh MPOrPECCUPOBAHUE HEBPOJIOTMYECKOIO perpecca y MalueHTOB ¢
Heiponomarndeckumu MIIC [350], B cBsI3u ¢ 4eM MPOJIOJDKAIOTCS MHOTOYHCICHHBIE
UCCIICIOBAHMs 10 IPEOAOJICHHUIO AaHHON mpoOiemsel [64, 164, 349]. Oanako maioe
KOJMYECTBO TAITUCHTOB, OOJBINON CHEKTP KIWMHUYECKOW TSDKECTH, OTCYyTCTBHUE
7a00paTOPHBIX MapKEPOB HAJUYMS U CTETIICHH HEBPOJIOTMYECKOTO IMOBPEKICHUS, a
TaKKe€ OTCYTCTBHE KOHCEHCYCAa O KJIMHHUYECKHM 3HAYMMBIX KOHEUHBIX TOYKaX H O
HEOOXOIMMOW TMPOJOKUTEIIBHOCTA HAOMIOAEHUS Uil OLEHKU 3(P()EKTUBHOCTH
JICYEHUS MPOJOJHKAIOT OCTaBaThCA OCHOBHBIMU OTPAHUYEHUSMH JUISl MPOBEICHUS
KJIIMHUYECKUX HCCIENOBAaHUM HOBBIX METOJIOB Tepanmuu HeupoaereHepaTtuBHbIx MIIC
[77, 121, 198, 199]. ITpu 3TOM OIMCAHUS TOITAITHOTO MPOTPECCHPOBAHMS CHMITTOMOB
nepuuHoro nopaxenus: LIHC y maunentoB ¢ MIIC B nuTepaType 4pe3BbIYaiHO PEAKU
[199, 440, 451]. JeTanu3aiius eCTECTBEHHOIO0 T€UECHHS 3a00JI€BaHMs, HCOOX0aUMast IS
YTOUHEHHUS XapaKTepa, CPOKOB MaHU(DECTAIMH U MPOTPECCUPOBAHUS HEBPOJIOTUUECKON
CUMIITOMATUKHA y TMAalUMEeHTOB ¢ HeupoHomarnueckumu MIIC, a Taxxke omnpeneneHune
PAHHUX KJIMHUYECKUX MPEAUKTOPOB Pa3BUTHS TKENIOro (PeHOTUIa CUHIpoMa XaHTepa
[77, 147, 164, 198, 199, 278, 410] upe3BbIYaiHO Ba)XKHBI /IS ONTHMHU3ALUAN
CUMIITOMATUYECKOM TMOMOINM TalUeHTaM U I  PAIlMOHAIBHOTO TUIAHUPOBAHUS
KJIMHHUYECKHMX UCCIIEAOBaHMI HOBBIX MeTOA0B Jeuenus [98, 332, 351, 360, 400, 405].

JlanHple HelpoBm3yanm3anuu narueHToB ¢ MIIC nemoHCTpupyroT OOJbINON
CIIEKTp HapYLICHUM, KOPPENSAIrs KOTOPBIX ¢ THUMAMU 3a00JICBaHUS M KIMHUYECKUMU
MPOSIBJICHUSIMU aKTHUBHO M3y4aeTcsl B HacTosilee Bpemsa [52, 100, 147, 150, 160, 199,
268, 273, 300, 410, 455]. BaxHpIMU HaIpaBJICHUSMHU SBJISIOTCS OICHKA SBOJIIOLIMH
nokasarejeil MarHuTHO-pe3oHaHcHouW ToMorpadguu (MPT) Ha ¢doHe ecTecTBEHHOro
TEUCHHUS 3a00JIEBaHMsSI ¥ OINPEACIICHUE BU3YyAIM3allMOHHBIX MapKEPOB OOJIC3HH,
KOTOpPbIE MOTYT OBITh MCIOJIb30BaHBI JJIsi yCTaHOBJEHUS S(PGEKTUBHOCTH HOBBIX

MCTOAOB TCpPaAIIUHU. OTCYTCTBI/IC OKOHYATCJIBbHBIX AOCTOBCPHBIX BBIBOAOB IIO JdHHBIM
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BOIIpOCaMm 06yCJIOBJICHO HEMHOTOYHCICHHOCTBIO OIMCAHUU HCﬁpOp&I{HOHOFH‘IGCKHX
U3MEHECHUM Y HanoucHTOB C MHC, MaJIbIM KOJIMYCCTBOM IIAUCHTOB B H3Y4YACMBIX

TpyIIax Wik HAIAYUEM ONHMCAHUM JUIIb SIMHUYHBIX KIMHHYeckux npumepon [100,

150, 251, 268, 273, 324, 358, 409, 410].

eab ucciaenoBanus
OxapakTepu30BaTh €CTECTBEHHOE TEUEHHE HEUPOHOMATUYECKUX
MYKOTIOJINCAXaPHUI030B y ACTeH U OIEHUTH 3PHEKTHBHOCTH (DEPMEHTO3aMECTUTEILHOMN

TCpaAIInU pa3JIMIHbIX TUIIOB 3a00JICBaHMS B peaHBHOfI KJIMHAYECKOMN IMPAKTUKC.

3agaum uccie10BaHusA

1. VY cTaHOBUTH BO3pACT u KIIMHUYECKYIO KapTUHY nebrora
MYKOIOJIUCAXapHUI030B, & TAaKXK€ CPOKH BepU(UKAIIMM JUArHO3a B 3aBUCUMOCTH OT
TUIIa ¥ BapuaHTa TeUYCHUs 3a00JICBaHUS.

2. OxapakTepu30BaTh KIMHUYECKHE M BO3PACTHBIE OCOOECHHOCTH TEUEHHS
HEUPOJIETEeHEPATUBHOTO rporecca y JeTen c HEMPOHONATUYECCKUMU
MYKOIIOJIMCaXapUua03aMH.

3. YCTaHOBUTh U OLEHUTH B JMHAMUKE HEWPOBU3YAIM3ALUOHHBIE MapKEPHI
HEUPOHONATUYECKUX U HEHEUPOHOIIATUYECKUX MYKOIOJIMCAXaPUI030B Y JIETEH.

4, N3yunTh B TMHAMUKE JTaOOpPAaTOPHbBIE, COMAaTUYECKUE M HEBPOJIOTMYECKUE
NoKa3zaTelld y JeTeil ¢ MyKoIojHcaxapuao3amu Ha (oHe (pepMEeHTO3aMeCTUTEIbHON
Teparui.

S. OueHuth 06€30MacHOCTh NPUMEHEHUSI (PEPMEHTO3aMECTUTENBHOU TEPAUH

y J€TeH ¢ MyKOIoJiucaxapua03amu.

HayuyHnast HOBU3HA
B HacrosmeM HCCIIEIOBaHWM BIIEPBBIE JIETAJIBHO ONHCAaHA JUHAMHUKA
MYJIBTUCUCTEMHOTO MTOPAXKEHUS Y AETEN C PA3JIMYHBIMUA TUIIAMU U BAPUAHTAMU TE€UEHUS
MIIC, nHaGmonaromuxcst ¥ MOJydYalolUX MaToreHeTndyeckoe jiedeHne B Poccuiickoit
®enepanuu. Jlana moapobHas xapakrepuctuka sdhdextuBHOCTH D3T B OTHOIICHHUH

COMATHUYECKUX, J1a0OpPaTOPHBIX, HEHPOPUZUOIOTMUECKUX M HEUPOBU3YaTU3AIIMOHHBIX
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nokazareneit y aereit ¢ MIIC I, Il u VI. OtnenbHo paccmorpeHa 3pGheKTUBHOCTh U
oe3onacHocth @3T B ABYX Masio M3yYEHHBIX MOMYJALMSIX — y JeTed ¢ THKENON
dopmoii MIIC Il u y gereit ¢ MIIC |l, HawaBmux jedeHne B BO3pacTe MIAAIIC 5 JIeT.
[IpoieMOHCTpHpPOBaH YAOBIETBOPUTENbHBIA Mpoduis 6e3onacHoctTd O3T y nereit ¢
MIIC B peanbHOI KIMHUYECKON NPAKTUKE; OMMCAHBI PA3JINYUs B PEAKIUAX, CBA3aHHBIX
¢ uHpy3msIMHU, y JeTel ¢ HEWPOHONATHYECKUMH W HeHelpoHomatndeckumu MIIC.
BnepBbie omucaHo pa3BuTtHe J1a0OpPaTOPHBIX HM3MEHEHMH B  BHJE  Makpo-,
MUKpOTeMaTypuH, TPOTEHHYPHUH, THUIOATHOYMUHEMHHU, THIONPOTCHHEMUH Ha (GOHE
®3T y nBoux manbuukoB ¢ Tsoxénon dopmoit MIIC I, nayaBmux nomydats ©3T B
BO3pacTe Milajuie S JieT.

BnepBbeie onmcaHO €CTECTBEHHOE TEYEHWE HEMPOJIETEHEPAaTHBHOIO Ipouecca y
poccuiickux manueHToB ¢ Tspkénoi gopmoit MIIC Il u ¢ MIIC I, npencrasiensl u
MPOAHAIM3UPOBAHBI CPOKA BO3HUKHOBEHHMSI OCHOBHBIX KIMHUYECKUX MPOSBICHUN
nporpeccupyromiero nopaxenuss [HHC. OtnenbHO paccMOTPEHO BO3HUKHOBEHUE
ANUJIENTAYECKUX MPpUCTYNoB y nereit ¢ MIIC, ux yactora, CeMHOJIOTHSI, TEHE3, BO3PACT
nebTa M CPOKM BO3HUKHOBEHUSI 1O OTHOIICHHIO K BPEMEHHM IOSIBICHUS
MUACNTU(GOPMHON  aKTHMBHOCTH TI0 JaHHBIM  3jekTposHiiedanorpapun  (D3I).
[IpensioxxeH MeToA NPOTHO3UPOBAHUS TXKECTH TEUECHUS CHHApPOMa XaHTepa Ha
OCHOBAHUM KJIMHUYECKHUX JIAHHBIX.

BnepBeie ¢  ucnonb3oBaHMEM — IIKaj, pa3paOOTaHHBIX  JJIS  OIEHKH
HEHpOBU3yaIM3aIllMOHHBIX M3MeHeHHH y OonbHBIX ¢ MIIC [60, 251, 268, 273], u
napameTpoB rujapoiiedanuu, onucanusix Raybaund A. u Barkovich A.J. (2012) [327],
oxapakTepu3oBaHbl JaHHble MPT rojgoBHOTO Mo3ra M MIEMHOrO OT/EJIa MO3BOHOYHUKA
(IIOII) m cnuHHOTO MO3ra W MPOBEAEH UX CPABHUTENbHBIA aHAIM3 Yy POCCHUICKUX
JeTe ¢ pa3nu4yHbIMA TuUmamMyd W BapuaHTamu TedueHus MIIC. Onucana auHaMHMKa
noka3areiei MPT romosHoro mosra u IIOII m couaHOro ™o3sra. BrigeneHBI
HEWPOBU3yAIM3aIMOHHBIE MAapKEPHI Pa3IMYHbIX TUIIOB M BapuaHTOB TeueHus MIIC, a
Takke MapKEPHI mporpeccupoBanus 0one3nu npu Tsokénoit hpopme MIIC 1l u mpu MIIC
I1l. YcTanoBneHa B3aMMOCBS3b THUIIEPOCTO3a Yeperna U aTpoduu TOJOBHOTO MO3ra y

nereit ¢ MIIC.
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Teopernyeckasi 1 NPaKTHYECKasd 3HAYUMOCTh

B wuccnenoBaHMM MOJMY4YEHB! 3HAYMMBIE JUISL NPAKTHYECKOTO IMPUMEHEHMS
pe3ynbTaThl. [lokazano, yto quarHoctupoBanue MIIC y neteil BbI3bIBAET TPYIHOCTH U
IPOUCXOAUT MOCJE Pa3BUTHS MYJbTUCUCTEMHOIO IMOPAYKEHUS B OOJBIINHCTBE CIy4aceB.
Haubonpiiee  n1uarHoCTHYECKOE  MPOMENJICHHE  MMEET  MECTO  MpU  JIBYX
HeHelpoHonatuueckux tunax MIIC: nérkxoit dopme MIIC | u MIIC IVA.
[TpogemoncTpupoBano, uro gebor MIIC 'y OonbIIMHCTBA MAlMEHTOB  C
HEHeWpoHonaTuueckuMu U HepoHonatnueckumu MIIC nipeacTaBiieH coMaTUUECKUMU
nposiBIeHUsIMU. Bpienensl 11 skcTpaHeBpanbHBIX CHMIITOMOB JUIsl NPOBEIACHUS
cenektuBHOro ckpuHuHra MIIC cpeau nerckoro HaceneHus. BoisiBiaeHsl 1abopaTopHbie
OTKJIOHEHHS B BHJI€ MOBBILIEHUS TpaHCaMUHa3 U TpoMmOonuTonenuu y aerei ¢ MIIC,
COIPOBOX/IAIOIIMMUCS HAKOIJICHUEM renapaHcyibdara. YCTaHOBJIEHO, YTO y AETEH ¢
MIIC yacroTa pa3BuTUsl TPOMOOIIMTONIEHUH Ha (DOHE TEPANHUH BAJIBIIPOEBON KUCIOTON
MPEBBIIIAECT TAKOBYIO B 00IIEH MOMyssiuu AeTeil ¢ snwmnencuei. [lokazano, yto ®3T
CIIElyeT paccMaTpUBaTh KaK MPEBEHTHBHOE JICUCHHE, HANPABICHHOE HAa 3aMEJICHUE
NOSIBJIEHUSI W TPOrPECCHPOBAaHUS OOJIBIIMHCTBA SKCTPAHEBPAIBHBIX CHMIITOMOB.
[IpogeMoOHCTpUpPOBaH  YJIOBICTBOPUTENbHBIA  mpoduib  Oe3omacHoctn  D3T.
[ToaTBepka€HO, YTO OONBIIMHCTBO NAIMEHTOB, UCIIBITHIBABIIMX PEAKIMH, CBSI3aHHBIE C
UH(DY3UsIMH, B JUHAMUKE MIEPEHOCST BBeIeHHE (DEPMEHTO3aMECTUTEIbHBIX MPENapaToOB
0€e3 OCJIOXHEHHUM. Y CTaHOBJIEHO, YTO Y OOJBIIMHCTBA OOJBHBIX PEaKIUU, CBA3AHHBIE C
UH(QY3UsIMU, BIEpPBbIE BO3HUKAIOT BO BpeMsa 1-ro Mecsia JiedyeHus; a MNalueHThl,
NepeHocsIIre B TeueHue 3 u 0osiee MecsareB HHGY3UH O€3 OCIIOKHEHUM, TEM HE MEHee,
UMEIOT PHUCK PAa3BUTHUS pEaKIMi, CBSI3aHHBIX C HHPY3usMH. ONHCAaHO pa3BUTHE
7a00paTOPHBIX M3MEHEHM B BHUIE MAaKpO-, MHKPOTreMaTypuH, HNpPOTEUHYpPHUH,
TUNoanbOyMUHEMHUH, TUIONPOTEUHEMUN Ha (OHE Tepanuu UAypcyibpazoil y ABOUX
MabYuKOB ¢ TskEnon popmoit MIIC |1, HauaBmux nonydars @3T B Bo3pacTe mitajiie
5 ner. YCTaHOBJIEHO, YTO COYETAHUE JIBYX KIMHUYECKUX CUMIITOMOB — OTCYTCTBHUSA
MOJIHOTO JTHEBHOTO W HOYHOTO KOHTPOJIS HaJl GYHKIMSIMHU Ta30BbIX OPraHOB U YMEHUs
CTPOUTH PACHPOCTPAHEHHBIE NPEMIOKEHUS K 3 rojaM, SBISIETCA MPEIUKTOPOM

pasButus HepoHomaruueckoro Bapuanta MIIC |l. Tlokazano, 4To y OONBITMHCTBA



13

nereit ¢ HeripononarnyeckuMu MIIC B TeueHue 2 JieT nociie NepBUYHON perucTpaiuu
SMUAKTUBHOCTU  »nwiencuss He  nebrotupyer. Ha  ocHoBanum — aHanmza
HEUPOBU3YAITN3AMOHHBIX U KIIMHUYECKUX JaHHBIX MOKa3aHo, yTo nanueHTsl ¢ MIIC I,
Il u VI HaxonsiTcst B rpymme pucka pa3BUTHS HEUPOBU3YATM3ALMOHHBIX M KIMHUYECKUX
nposiBieHni Tuaponedanmmu. Ha ocHOBaHwM aHanmm3a COOCTBEHHBIX HAOMIOJACHUN U
JIAHHBIX JIUTEPATYPBI MPOAEMOHCTPUPOBAHO, YTO MALKUEHTHI C HEUPOAETEHEPATUBHBIM
tedyeHueM MIIC oTHOCSTCS K TpyIilie pucka pa3BUTHS CyOIypalIbHbIX TI'eMaToM, B
MaTOTeHe3e KOTOPBIX WIPAET pOJb Iporpeccupyromas IepedpanbHas arpodus,
BO3MOYKHOE Pa3BUTHE TPOMOOIIUTONICHUHM W IMPKYJSLKS B KPOBHU remnapaHcylibdara,
0o0JaJaroNIero CBOMCTBAMM JHJIOTEHHOTO AHTUKOATyJISIHTa. Y CTAHOBJIGHO, YTO
JUCIUIa3usl 3yOOBUAHOTO OTPOCTKA aKcHca HauOoJiee BbIpaXeHa Yy JETeH ¢ THKEIBIMU
dbopmamu MIIC I u Il u y gereit ¢ MIIC IVA, a 3Ha4uMBbIii CTEHO3 MTO3BOHOYHOTO
kaHasia Ha ypoBHe IIOIl w/mnu KpaHuoBepTEOpaNIbHOrO IEpEXojla U  €ro
MpOrpeccupoBaHme B AuHaMUKe xapaktepHsl 11t aereit ¢ MIIC 1, 1, IVA u VL.
Crnenyronye pe3ysibTaThl HCCIIEIOBAHUS 001aal0T HE TOJIBKO MPAKTUUYECKOM, HO
M TEOPETHYECKOW 3HAYUMOCTHIO. YCTAHOBJICHHBIE CPOKM TIOABJIEHUS OCHOBHBIX
HEBPOJIOTUYECKUX CHUMIITOMOB u HEWpPOBU3yaIN3aLOHHbBIC MapKEPBI
MIPOTPECCUPOBAHUS HEUPOIETEHEPATUBHOTO TIPOIIECCa Y MAIMEHTOB ¢ TSHKENONU popMoi
MIIC Il u ¢ MIIC Il npeacTaBisitoT NPaKTUYECKYIO 3HAYUMOCTH JIJIi ONTHMM3ALUU
CUMIITOMATHYECKOM MOMOIIM MalMeHTaM W yXOJla 32 HUMH, a B JIaJIbHEUIIEM MOTYT
OBITH MCIIOJIB30BaHbI JJIs OLICHKH 3(()PEKTUBHOCTH HOBBIX, TpOHUKarOIUX 4yepe3 ['OB,
npenapatoB sl JiedeHuss HepoHomnatuueckux MIIC. YcraHoBieHue B3aMMOCBSI3H
MEXIY CTENeHBI0 aTpo(uM TOJOBHOTO MO3ra M HAJM4YMEeM THIEpPOCTO3a ueperna y
nanmeHtoB ¢ MIIC mno3Bonser paccmaTpuBaTh W M3y4daThb THIEPOCTO3  Kak
MOTCHITMAIBHBIA Mapkep aTpoduueckoro mporecca, a ero OTCyTCTBUE, PU HAIUYUHU
BBIpQXKEHHON 1lepeOpanbHOi aTpoduu B BHUJE paclIUpeHusl CcyOapaxHOUIATbHBIX
npoctpancTB (CAII) 2-3 cremeHu, — Kak MPU3HAK COMYTCTBYIONIEH BHYTPUYCPEITHOM
runepten3un. OnucanHas y nanueHToB ¢ MIIC, conpoBoxkaatomUMUC HAKOTUICHUEM
renapaHcyibdara, TPOMOOIMTONCHUS, MPEANOJIIOKEHUE €€ ayTOMMMYHHOU MPUPO/IBI

OTKPBIBAIOT JAaJbHEHIIINE MEPCIIEKTUBBI U3YUEHUS JIaOOPATOPHBIX MApKEPOB TeMapuH-
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WHIYIIMPOBAHHOMN TPOMOOIIUTOTIEHUH u JOTIOTHUTENbHBIX (dakTopoB
MPEAPacloNOKEHHOCTH K ayTOMMMYHHOMY oTBetry Ha ['Al' y manmeHToB

paccmatpuBaembiMu JIBH.

MeToao/10rust 1 METOAbI MCCJICI0BAHUSA

B mporuiecce BBINOMHEHUS HACTOSIIETO WCCIENOBAaHUS OBLI MPOBEAEH OTOOp U
aHaJau3 JIaHHBIX JIMTEPATypbl, NOCBAIIEHHBIX ONUCAHUID MYJIbTUCUCTEMHOTO
nopaxkenus npu MIIC, a Ttaxke 3(h(HEKTUBHOCTH U O€30MACHOCTH COBPEMEHHBIX
MAaTOT€HETUYECKUX METOJ0B Tepanuu. Ocoboe BHUMAaHHUE ObLIO YJIEJIEHO MCTOYHHKAM
JUTEpaTypsl, onucbiBaromM npuMeHenne P33T y nmerer M B rpynmnax ITaHEHTOB C
HerpoHonatnyeckuM teueHrneM MIIC. Chnenan akIeHT Ha CyHIECTBYIOIIMX MOKAa3aHUAX
U TPOTUBOINOKA3aHMUAX, B TOM YHCIE OIYyOJMKOBAaHHBIX B paMKaX KIMHUYECKUX
pekomeHaamui, K npumeHeHnto @D3T. OtmenbHO paccMOTPEHBI HCTOYHUKH,
IIOCBAILIIEHHBIE  €CTECTBEHHOMY TEYEHHUIO HEHPOJEreHEepaTUBHOIO IIpolecca U
HEHPOBU3yaIN3aMOHHBIM U3MEHEHUAM y nanueHToB ¢ MIIC.

B uccnenoBanue BkiatoueHo 122 peOEHKa ¢ ycTaHOBIEHHbIM auarHozoM MIIC,
MPOXOJUBIIMX OOcienoBanue u noiydaBmux JiedeHue B OI'AY «HMMUIL] 3mopoBbs
nerei» Munszapasa Poccun B Teuenne 10-netHero nepuona. 85 naueHTOB OTHOCHIINCH
K HelipoHomatuueckoMmy BapuanTy TeueHus MIIC. 64 pe6éuka ¢ MIIC I, Il u VI
NOJIyJaJId TATOT€HETUYECKYI0 TEPAaluil C IIOMOIIBK) BHYTPUBEHHOIO BBEACHUS
pekoMOuHaHTHBIX QepmenToB (DP3T). [IpoBoauics kak peTpo-, Tak U MPOCTIEKTUBHBIN
cOOp TaHHBIX.

OcyniecTBIEH TNONEPEYHbIM aHAN3 AHAMHECTUYECKMX JAaHHBIX, KACAKOLIMXCS
nebrota 3a00neBaHUS W YCTAHOBJIEHHMS JUAarHo3a, a TakKe IONEPEeYHbI aHanu3
JabopaTtopHbIXx  JaHHBIX. llpenctaBieH  MpOJONBHBIA — aHAMM3  KIMHUYECKUX,
WHCTPYMEHTAJIbHBIX U JJabopaTtopHbIX nokazarenen y aereir ¢ MIIC |, Il u VI na done
npoBeneHuss DO3T. Ilpoanann3upoBaHbl HEXKENATENbHBIE SIBICHUS, CBSI3aHHBIE C
uHpy3usimu O3T. Onucanbl CUMITOMBI HEHPOIETEHEPATUBHOTO MPOIECCa U CPOKH UX
NOSIBJICHUS y ManueHToB ¢ Heilpononatuueckumu popmamu MIIC | u 1l u ¢ MIIC I11.

IIpoBenEH nomnepedHsbli U MPoA0JIbHBIN aHanmu3 JaHHBIX MPT ronosHoro mosra u HIOIT
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H CIIMHHOTO MO3ra y ,Z[CTCfI C PAa3JIMYHBIMKU THUIIAMH M BapUWaHTaMHW TCUYCHUA MIIC.
HpOBGI[eHa CTaTUCTHYCCKasiA 06pa60TKa JaHHBIX HCIIApaMCTPHUYCCKHUMHU MCETOAaMHU C

HCIIOJIB30BAHUCM CPABHUTCIIBHOT'O, KOPPCIHKIIMUOHHOTIO U pEIPCCCUOHHOIO aHAJIM30B.

IHonoxeHus1, BLIHOCUMbIE HA 3ALIUTY
1. JInarHOCTUPOBAaHNWE MYKONOJIMCAXAPUJIO30B Y JIETEM MPOUCXOAUT TOCIHE
pa3BUTHUS  MYJbTUCUCTEMHOIO  MOpaKeHHs.  J[MarHO3  HEHEWPOHONMATUYECKHUX
MYKOIOJINCAXapH1030B YCTaHABIMBAETCA 3HAYUTENBHO MO3Ke, yeM
HEHPOHOMATUYECKUX MYKOTOJMcaxapu1030B. Hanbopime CI0XKHOCTH MPECTaBIsET
JMarHocTuka JErkoil ¢opmbl Mykomnoiucaxapuaoza | Tuma u mykomosmcaxapujiosa
IVA tuna.
2. EcrecTBeHHOE TeueHue HeipoHomaTudeckoit Gopmbl Mykomosmcaxapumosa |l
Tuna u Mykonosucaxapuaosa |l Tuna xapaxrepusyercsi nmporpeccupyromieii morepei
BBICIIMX KOPKOBBIX M MOTOPHBIX (yHKIMHA, MaHUDECTUPYIOUIEH C 3aJep>KKU
IICUXOPEYEBOTO  PA3BUTHUS, JIBUTATEIbHOM  pPAaCTOPMOKEHHOCTH W HAPYUICHUU
noBe/icHus. B HUHAMUKE TMPOUCXOAUT PErpecc THUIMEPAKTUBHOCTU W HapyILICHUM
MOBEJICHUS, TOJHOCTBIO YTPAuMBACTCS peYb, HABBIK CAMOCTOSITEIHHOW XOIbOBI,
HapymaeTcss QyHKIUs III0TaHUSI.
3. Onwiencuss 'y JA€Tel ¢ HEUPOHONATHYECKUMHM  MYKOIOJIMCaXxapua03aMu
OCJIOKHSET T€YEHUE HEUPOJETE€HEPATUBHOIO MPOIECCAa W MPOSIBISAETCA KIMHUYECKUM
NOIMMOP(PU3MOM  TMPHUCTYIIOB, HAWOOJIeE YacCThIMU U3  KOTOPBIX  SIBJISIOTCS
OwnarepaibHble TOHHMKO-KJIOHUYECKHE CYIOpPOrd C (OKATbHBIM MOTOPHBIM U
HEYTOYHEHHBIM J1e0r0TOM. BriepBble BO3HUKIIMI CYJOPOKHBIN MPUCTYI Y TAIIUEHTOB C
MYKOIIOJIMCaxapua03aMu TpeOyeT UCKITFOUEHUS €r0 CUMIITOMATHUYECKON TTPUPO/IBI.
4, HetipoBusyanuzannonHass KapTuHa aTpoduu TOJIOBHOTO MO3ra XapakTepHa s
Mykomnoaucaxapugos3a |l tuna, coueraHue nmpuzHAKOB aTpoPuU TOJIOBHOIO MO3ra H
ruaporedarun — 1 HelpoHonaTndeckux ¢hopM Mykomonucaxapuao3oB | u |l tumos.
Mapxképamu mporpeccupoBaHus 3a00JIEBaHUS y JIeTe ¢ HEHpOHOMATHIECKOW (hopMOit
Mykomnoaucaxapugos3a |l tuna sBiastoTCs yBenuueHue BEeHTpUKYJsipHOro uuaekca, Il

KEeTyJ0uKa W JrMaMeTpa TMepeaHero pora OOKOBOTO KETyJ0uKa, a TakKKe CY>KEeHUE
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BEHTPUKYJISIPHOTO YIJIa; y NAIMEHTOB ¢ MyKkononucaxapuao3om |1l tuna — Hapacranue
BEHTPUKYJISIPHOTO MH/IEKCA U CTENIEHU PaCIIUPEHUs CyOapaxHOUJAIbHBIX IPOCTPAHCTB.
S. VY npereii ¢ mykononucaxapunoszamu I, 11 u VI tunos gepmentozamecturensHas
Tepanus o0JafaeT yJOBIECTBOPUTEIbHBIM NMPOPUIEM O€30MaCHOCTH U OOECIeunBaeT
3HAYMMOE YMEHbIIECHHE OCHOBHOI'O JIAOOPAaTOpHOro Mapképa 3abosieBaHUs (SKCKpELUU
TJIMKO3aMHUHOTIIUKAHOB C MOYOI), a TAKXKE 3aMeJUIIeT IPOTrPeCCUPOBaHIE OOJBITMHCTBA
COMATUYECKUX TMPOSBICHUH (rumeprpoduu TUMQOUIHOW TKAHH HOCOTJIOTKH,
HApyIICHUN [bIXaHUS BO CHE, TYTOYXOCTH, THUIEPTPOPUH MHOKapHa), MPUBOJIUT K
OOpaTHOMY pPAa3BUTHIO TENaTO- U CIUICHOMETaluu, TMIEPTPOUU MEXIKETYIOUYKOBOM
NIEPETOPOJKH, THUIEpTpaHCaMuHa3zeMuu. DepMEeHTO3aMeCTUTENbHAs TEpanus He
NPEMATCTBYET  HAPACTAHMIO  PETyprUTAllMM  HA  AOPTAJIBHOM  KIAlaHE W
IIPOTPECCUPOBAHUIO CTEHO3a II03BOHOYHOIO KaHaja. YUWTHIBAs, YTO OCHOBHBIM
CBOMCTBOM (DepMEHTO3aMECTUTEIBLHON TEpaNHuK SBISAETCA €€ MPEBEHTUBHOE JCHCTBUE,
ONTHUMAJIbHBIM BPEMEHEM MHULIMALIMM JICUEHUS y AeTel ¢ MyKomnoiaucaxapugo3amu I, 11

u VI tunos gBisgercs JOCHUMIITOMHAasA CTaauA 3a00JIeBaHMS.

BHeapenue pe3yabTaToB pad0Thl B IPAKTUKY

Pesynbrarel uccienoBaHus U CcPOpPMYyJIHpPOBAaHHbIE B pPabOTE NpaKTUUYECKUE
PEKOMEHIAIMK UCTIOJIB3YIOTCSI TPU OKa3aHUW MEAUIIMHCKOW momoru aetsim ¢ MIIC B
KOHCYJIbTATUBHO-IMAarHOCTUYECKOM LIEHTPE U B OTIEICHUU IICUXOHEBPOJOTUH H
Helipopeadbmuraumn  OI'AY «HMUL] 3nopoBbst nereri» MunsnpaBa Poccun, B
IICUXOHEBPOJIOTUYECKUX OTHEICHUAX W B KOHCYJIBTAaTUBHOM IIOJHUKIMHUYECKOM
orneneann  ['bY3  «HayuHo-mpakTH4yeCcKHil LEHTp MAETCKOW ICUXOHEBPOJIOTUU
JenmapramenTa 34paBOOXpaHEHUs ropona MOCKBBI», B OTACIEHUSAX HEBPOJOTHH
mianumero u crapuiero Bo3pacta ['BY «PecmybOnnkanckas nerckas KIMHHYECKas

oonpHUIa UM E.I1. ['muakmy.

CreneHb 10CTOBEPHOCTH Pe3yJIbTATOB
JIOCTOBEpHOCTh ~ pe3yJIbTaTOB HACTOSIIIETO MCCIEIOBAaHUSA MOATBEPKIAETCS
JIOCTAaTOYHBIM JIJIsi TIPOBEICHUS CTATUCTUYECKOTO aHAIN3a KOJIMYECTBOM HAOJIOICHUIA,

HCIIOJIb30BAHUEM COBPEMCHHLIX MCTOI0B O6CJ'I€JIOB8,HI/I$[ OOJIBHBIX M CTAaTHCTHYECKOTO
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aHalin3a TIIOJYYCHHBIX JaHHBIX, a TaKXe BbI60pOM OIITUMAJIBHOI'O nmaﬁHa
HCCIICA0BAaHNUA, COOTBCTCTBYIOIICTO ITIOCTABJICHHBIM 3alda4aM W ICJIIU HHCCCpTaHHOHHOﬁ

padoTHL.

Anpo0auus pe3yabTaroB

OcHOBHBIE pE3yNbTAThl KCCIEIOBAHUS JIOJOXKEHbI W OO0CyXJeHbl Ha XV
Poccuiickom konrpecce «/HHOBAaIlMOHHBIE TEXHOJOTUM B TNEAMATPUU U JETCKOM
XUPYPTUM» C MEXKIyHApoaHbIM ydacTueM (Mocka, 25-27 oktsa0ps 2016 roma), VIII
bantuiickom kourpecce no nerckoir HeBpoJioruu (Caukrt-IletepOypr, 7-8 utons 2018
rona), XX Konrpecce nenuarpoB Poccun ¢ MEXIyHApOIHBIM YYaCTHEM «AKTYaJIbHbIE
npobnemsl neauarpum» (MockBa, 16-18 ¢espans 2018 roma), XXI Konrpecce
neauaTpoB  Poccum ¢ MEXIYHapOJIHBIM — y4acTHeM «AKTyalbHbIe MPOOJIEMbI
nemuatpun»  (MockBa, 15-17 ¢epans 2019 roma), HayYHO-IIPAKTHYECKOM
koH(pepenuuu «HacTaBHUYECTBO: JMArHOCTHKA M JICYEHHE CHHJpPOMa XaHTepa B
peanbHOM KIMHUYeckou npaktuke» (Mocksa, 31 mas-1 utons 2019 roga, 31 saBaps-1
dbespanst 2020 roga), BeepoccuiickoM MpakTUYECKOM MacTep-kKiacce «JluarHoctuka u
neueHne cuHapoMma Xanrtepa» (Mocksa, 25-26 mapta 2021 roxa), «lllkone 310pOBbs
nereir» (HoBocmbupck, 21-22 ampens 2021 roma), V Bcepoccuiickom Hay4dHO-
IPAKTUYECKOM KOHIpEcce C MEXIyHAapoIHbIM YyyacTueM «OpdaHHble O00JIE3HU»
(MockBa, 8-9 wurons 2023 roma), III Bcepoccuiickoii Hay4YHO-TIPAKTUYECKOMN
KoH(pepeHunu ¢ MexayHapoaHbiM ydactueM «ORPHA-DA. Penkue Oonie3Hu: oT
UCTOKOB K mepcrekTuBam» (Mocka, 15-16 Hos0ps 2023 roma), WORLD Symposium
2016 12th annual research meeting (Can-/uero, CIIA, 29 deBpans-4 mapra 2016
roga), WORLD Symposium 2017 13th annual research meeting (Cau-/uero, CIIA,
13-17 ¢espans 2017 romga), WORLD Symposium 2019 15th annual research meeting
(Opnango, CIIIA, 4-8 despans 2019 ronaa).

IIy0omukanuu mo Teme JUCCEPTALMHA
ITo Teme auccepranuu omyoJIMKOBaHbI 22 nedyaTHbie pabOThl, B TOM YUCJE CTaTel
B M3JIaHMSIX, BXOJSIINX B IEpeUYeHb peKkoMeH10BaHHbIX BAK npu MunucrepcTBe Hayku

U BbIcIIero oOpa3oBanusi Poccuiickoit ®enepanuu, — 8 (M3 HUX B KypHaJax,
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unaekcupyemboix B SCOPUS, — 4), Te3ucoB B HM3MaHHUAX, BXOISIIMX B IICPEUYCHb
pexomensoBaHHbIX BAK mpum MwunHucrepcTBe HayKd W BBICHIET0 0Opa3oBaHUS
Poccuiickoii ®eneparuu, — 2, TE3MCOB B MaTepuaiax MEXIyHapOIHbIX KOHIpeccoB — 4

(u3 HEX B KypHanax, uaaekcupyembix B SCOPUS, —4).

JIMYHBIN BKJIAJ aBTOPA

Bxnan aBTopa 3akirodaercs B y4acTHH B MCCIIEOBATEIbCKOM paboTe Ha BceX €€
sTamax: B (JOpPMYIMPOBAHHUH LIETH U 3a/a4, BRIOOpE AM3aiiHa MCCleA0BaHus, 0TOOpe U
aHaIM3€ MEIMLMHCKOW JIMTEpaTypbl IO TEME IUCCEPTALMM; aHAIU3E MEAUIMHCKON
JOKYMEHTAIlMU, PEe3yJbTaTOB JIA0OPATOPHBIX M WHCTPYMEHTAIBHBIX HCCIEI0BAaHUN
NAlMEHTOB; CaMOCTOSITEIbHOM cOOpe aHAMHECTHYECKUX JaHHBIX, OCYILIECTBIECHUU
HEBPOJIOTHYECKOI0 OCMOTpa NAI[MEHTOB; PETPOCHEKTUBHOM NEPECMOTPE N300paKeHUH,
noyiy4eHHbIx ¢ nomoiubto MPT; cratuctrueckoii oOpabOTKEe M OLIEHKE MOJIyYEHHBIX
JaHHBIX, (POPMYIMPOBAHUH BBIBOJAOB U MPAKTUUYECKUX PEKOMEHAALMN MO pe3ysbTaTtaM

HpOBGI[éHHOI‘O aHaJIn3a.

O0BéM U CTPYKTYpa AUCCEPTALMHA
Huccepranms n3noxeHa Ha 256 cTpaHUIaX MaNTUHOMMCHOTO TEKCTa U COCTOUT
u3 0030pa IMTepaTyphl; TJIaBbl, OCBEIIAIONICH MaTepuaibl U METOJbI UCCIICOBAHUS; 3
IJlaB C ONHCAHMEM aHajiu3a COOCTBEHHBIX JAHHBIX, 3aKIIOYEHHUS, BBIBOJOB,
NPAKTHUECKUX  PEKOMEHAAlMK, a TakkKe TNPUIIOKEHUS ¢  HDIIOCTPalUsIMU
HEHPOBU3yATH3AIMOHHBIX M300pakeHuil. Pabora coxpepxut 46 tabmun u 33 pucyHka.
Cnucok MCHOJBb30BaHHOW  JIUTEepaTyphl BKIouaer 456 ucToyHukoB: 47 —

oteuecTBeHHBIX U 409 — 3apyOeKHBIX.
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I')TABA 1. OB30P JIMTEPATYPbI

1.1. Onpenenenue, kiaccupuKanus, reHeTHYECKHE OCHOBDI, IATOTreHe3 U
MMUAEMHOJIOTUSI MYKOMOJIHCAXAPUI030B

Myxkononucaxapuno3bl (MIIC) — rpynna penkux JieTaabHbIX HACIEACTBEHHBIX
Oone3Held obmeHa BemiecTB, oTHocsmmxcsa K JIBH u o0ycnoBieHHBIX aepuiuTom
(dbepMeHTOB, YUaCTBYIOIIMX B paciieryieHuu mykononucaxapunoB (I'AD), sBristomuxcs
BaYKHBIM KOMITOHEHTOM JKCTPAaKJICTOYHOIO MaTpHWKca BO BcexX TkaHsax [/7, 79, 306].
['AT" cocTosT M3 MOJNMCAXapUAHBIX LENed, COeAMHEHHBIX C MOJUMENTHIHBIM SIPOM C
nomotnbeio Kcwito3el [260, 348]. Ommcano 11 ¢epMeHTOB, KaXIplli W3 KOTOPBIX
obOecrnieunBaeT oHy U3 peakuuid mytu pacnana 'Al', u coorBeTctBeHHO 7 TUMHOB U 11
noatunoB MIIC, 00ycrnoBIEHHBIX HEAOCTATOYHOCTHIO OJIHOTO W3 JAHHBIX OEJIKOB
(Tabmuma 1) [164]. IlepBonawanbHas kmaccudukarnmss MIIC Brmrowana MIIC V.
OpHako Tmocie OTKPBITHS JU30COMHOro (epmenta anbda-L-uaypoHunassl crano
oueBUIHBIM, 4TO y narueHToB ¢ MIIC | (cunapomom 'ypiiep, MIIC IT') u y narueHToB
¢ MIIC V (cunapomom Illeite, MIIC IIII) wumeeT MecTo OAWH U TOT K€
meTabonuueckuii nedexr [77].

HacnenoBanune Bcex MIIC nmpoucxoauT mo ayToCOMHO-PEIIECCUBHOMY THIY, 3a
uckmoueHnem MIIC |l, mepenaBaemoro mo X-CIHEIJICHHOMY PEIECCUBHOMY THITY.
bonapmmacTBO G0nbHBIX ¢ MIIC |l sBIAIOTCS TEMUBUTOTHBIMHU MPEACTABUTEISAMU
myskckoro mona [19, 42, 64, 104, 163, 245, 260, 285, 306, 348].

B 3aBucumoctu ot ageduiura ¢depmMeHTa BO3MOXKHO H30JUPOBAHHOE WIIU
COUETAaHHOE HapylleHWe Karaboiu3ma JepMmaTaHCysb(ara, remapaHcyibdara,
KepaTaHcyib(aTa, XOHAPOUTHUHCYNIb(]aTa WU THATypOHAHA, PE3yJbTaTOM KOTOPOTO
SBJIICTCS] HAKOTUICHUE B TKAHSIX M DKCKPEIUS C MOYOH HEPACIICTUIEHHBIX WIIM YACTUIHO
pacuieriénabix AL B OonbmmHcTBe ciyyaeB ['AlT HakamiaumBalOTCs B COCTaBe
MPOTEOTJINKAHOB, B COOTBETCTBUU C MX HOPMAJILHBIM paclpe/ieieHuEM B TKaHSIX U

opraHax, 4To oTpaxkaeTrcs B (DeHOTUNTMYECKUX OTINUMsAX pa3Hbix TUoB MIIC (Tabnuma

2) [77, 94, 199, 245, 260, 306, 391].



Ta6auua 1. Buoxumuveckasi M MOJIEKYJIAPHO-TeHeTHYecKasi XxapakTrepuctuka MIIC
[19, 42,52, 64, 77, 163, 199, 202, 252, 260, 285, 306, 313, 348, 391, 398, 402, 440]

S~ Jlokanu3aius
Tun MIIC JedummtHEBIN pepMeHT Tun peakiuu, Karaau3upyemMon GepMeHTOM ’ Q)GHMIZ:};IT B reHa/KOJTMIeCTBO
p 9K30HOB
MIIC I anbeba-L-nyporuasa OTUICTIJICHUE HEBOCCTAHABIMBAIOIIETO TEPMHHAILHOTO OCTAaTKa IDUA, Xpomocoma 4
P anbda-L-unyponusa ot remapancyiasdara u gepmarancyiaspara | OMIM: 252800 (4p16.3)/14 sx30HOB
XIIE{C I:)M HypoHaT-2-cybdatasa oruieryieHne O-CBsI3aHHBIX OCTATKOB Cylb(ara OT UAypOHaT-2- IDS, X-xpomocoma
XaHTHer;)a) P Y cynbdara remapancyiabdara u repMarancyiabdara OMIM: 300823 (Xq28)/9 sx30HOB
b ers
Candumimmo A) | cynsdamiizasa) OMIM: 605270 (17925.3)/8 sx30H0B
XI?HC ILII\]? anbda-N- NAGLU, Xpomocoma 17
CquI)lEanno B) aleTIITIIIOKO3aMUHHU 1a3a OMIM: 609701 (17921.2)/6 sx30H0B
MIIC IIIC anetmn-KoA:anmeda- Jlerpazaitus remapaucyihgara HGSNAT Xpomocoma 8
(cunapom TIIOK03aMuHU N- OMIM: 6i0453 (8p11l.2—p.11.1)/18
Cardumunmo C) | anerunrpancdepasa ) 9K30HOB
xlil(xfl}flli)ll\? N-anerwirioko3aMuH-6- GNS, é%(ahﬁc?glfla;z
Canummio D) cynbharaza OMIM: 607664 SKIOHOB
MIIC IVA N-aLeTHIIrATaKTO3aAMHH- oTuIeIIeHue 6-cynbdara OT OCTaTKOB IaJlaKTO3bI GALNS, Xpomocoma 16
(curImpoM 6-cynbdarasa KepaTaHcyab(aTa 1 0T OCTaTKOB N-alleTHIITalakTO3aMHHA OMIM: 612222 (16qg24.3)/14
Mopkuo A) XOH/APOUTHH-6-cyabdara ' 9K30HOB
Cmpow | Geraramctomzn | repunmansmax ocrankon Gera-eomsaman ranaron or M1 | CLEL Xpovocoua 3
Mopkuo B) T'aHTJIMO3H/I0B, TIIMKOIPOTEHHOB M OJIMTOCAXapH/IOB OMIM: 611458 (3p22.3)/16 sxcsomon
l(\/IHC VI apuicyibparaza B (I\{-4 _ OTUIEIJIEHNE cynb(baTz _OT Heg)eﬂyunpylomero KoHIla N- ARSB. Xpomocoma 5
CUHJIIPOM areTUIIraIakTO3aMUH AUETHJITATIAKTO3aAMUH 4-CYJIbQATHBIX OCTATKOB, BXOISIINX B COCTAB |~y 4 a i 611540 (5q14.1)/8 530808
Maporo-Jlamn) cynbdaraza) AepMAaTaHCyab(aTa M XOHAPOUTHHCYIb(aTa
MIIC VII OTUICTIJICHUE OCTATKOB ITIOKYPOHOBOH KHCIOTHI OT GUSB Xpomocoma 7
(cunapom Cras) oera-D-rnrokyponunaza | mepmartaHcyibgara, renapancyiabgara, XOHIPOUTHH-4- OMIM" 611499 (7911.21)/12
cyJib(paTa, XOHAPOUTHH-6-cyabdaTa 1 rHaJTypoHaHA ' 3K30HOB
?(/)II/II_LC If)(M THalypOHHUIa3a acIleTieHHe THaJypoOHaHa HYALL, Xpomocoma 3
o oﬁxc) YPOHuA pact yp OMIM: 607071 | (3p21.31)/3 ok30Ha

20
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Ta6imua 2. Hopmaabnast jokaam3anusi FAI' B Tkansix m opranax [94, 366, 391,

445]
Tun AT Pacnpenenenue B TKaHSIX U OpraHax
XOHIIPOUTHHCYTB(DAT XpsiieBas TKaHb, CyX0XKHWJIUS, CBS3KH, a0pTa, KJIalaHbl cepALa
Jlepmartancyibdar Koxa, KpoBEeHOCHBIE COCY/Ibl, KJIallaHbl CEPLIA, UHTEPCTULIUN JTETKUX
IToBceMeCTHBII KOMIIOHEHT 3KCTPAKJIETOUHOTO MaTpUKca, Oa3anbHas
I'emapancynbgar
MeMOpaHa cocy10B
Keparancynbdar PoroBuna, xpsieBast TKaHb, CyX0XKUIIUS

[IpoTeornukanbl, B COCTaB KOTOPBIX BXOmAT I'Al’, MIMPOKO pacnpoCTpaHEHbI BO
BCEX KJIETKaX ME3EHXMMAJIbHOTO ITPOUCXO0XKICHHS, C YEM U CBSI3aHA MYJBTHOPTaHHOCTh
nopaxenus npu MIIC (Ta6muna 2) [19, 52, 77, 153, 170, 225, 281, 285, 293, 373, 391].
Hakomienue naronoru4eckoro cyocrpata MNPUBOAUT K HAPYILIEHHIO CTPYKTYpbl M
(GYHKIUM pa3iMyYHBIX KJIETOK, TKAHEW M OpraHoB, 00yClIaBIMBAIOIIEMY pa3HOOOpa3HbIe
KJIIMHUYECKHUE TPOSIBICHUS, KOTOPbIE MMEIOT OTPULATEIbHYI0 JHHAMHKY, NPUBOAS B
WTOre K MHBAIMAU3AIMU U TIpEeKAeBpeMeHHo cmeptu [64, 77, 79, 278, 306, 381, 391].

Jns  pazmuunbix THNOB MIIC xapakTtepHo OO0JbBIIOE KOJIUYECTBO OOIIMX
MPOSIBJIICHUM, BKIIOYAIOUIUX XPOHUUYECKOE U MPOrpecCUpylouiee TeueHue 3a00neBaHus,
MYJIbTUCUCTEMHOCTh ~ NOPA)KE€HUS, OPraHOMETAIUI0, MHOKECTBEHHBIM  JU30CTO3,
cnenupUyecKre 4YepThl JIMIA M PELUAUBUPYIOMINE WH(GEKIUU IbIXaTEIbHBIX IMyTEH
[260, 306, 348, 440]. Bo3M0KHO TTOpakeHHE CIIyXOBOTO U 3PUTEIBHOIO aHAIHU3aTOPOB,
HapylieHne (yHKUIUU cepila U AbIXaHWs, OTpaHUYEHUE MOJBMKHOCTU B CyCTaBax.
HeliponereneparriBHoe (HEHPOHONATUYECKOE) TEUEHUE C PErpeccoM KOTHUTHUBHBIX
byHKIMA, HapylmIeHUsIMUA ToBeAeHUsT umeeT mecto npu MIIC, compoBoxaaronuXcCs
HakoIJieHueM renapancyibgara: Tsokéneix ¢gopmax MIIC |, I, VII u nmpu Bcex
noarunax MIIC Ill. TIpu apyrux tumax MIIC moxeT coxXpaHSATbCS HOPMAaJIbHBIN
HMHTEIUIEKT [76, 164, 433, 455].

HecmoTpst Ha Hanmuuue oOLIUX 4YepT, CHEKTP U TSHKECTh MPOSABICHHUNA OOJe3HU
BAPBUPYIOT Kak Mexay paznuunbiMu Tuniamu MIIC, Tak u B mpezgenax oJHOTO THUIIA.
KoHnuenuust «crnektpa 00J€3HW», CUUTAIONIASICS B HACTOSAIIEE BPEMs YHUBEPCAIHHOM

s JIBH, xapakrepna n mig MIIC, neMOHCTpUPYIOIMX KIMHUYECKUNA KOHTUHYYM OT
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JIETAIbHBIX CHHJIPOMOB C PAaHHUM Je0I0TOM [0 MSTKMX (OpM C TPaKTUYECKH HE
OTJIMYAIOIICHCA OT HOPMBI MPOJOJKUTEIBHOCTRIO KU3HU [79, 244, 245, 299, 306, 308].
CrerneHb BBIPAKCHHOCTH KIMHUYECKOW CHUMIITOMATHKHA B pamkax omHoro tuma MIIC
UCCJIEIOBATENM CBSI3bIBAIOT C OCTATOYHOM AKTHUBHOCTBIO W/MIW CTPYKTYPHBIMU
U3MEHEHUsIMA  ()epMEHTa, KOTOphIE, B CBOIO O4Yepelb, OOYCIOBICHBI THUIIOM
reHeruueckoit mytamuu [77, 147, 164, 260, 306].

Hcropruecku NMpUHATO KIMHUYECKOE pazieneHue mupokoro crektpa MIIC | o
TSOKECTH TE€YEHUS Ha TpU OCHOBHBIX cuHApoma (cunapoMm ['ypuep, MIIC IT", cunapom
I'ypnep-llleite, MIIC II/III, u cunagpom Illeite, MIIC I). Cunagpom I['yprep —
HauOoJee Tsokénas popma, ¢ 1e0I0TOM CUMITOMATUKY Ha MIEPBOM IOy YKU3HH, OBICTPO
MPOTPECCUPYIOMUM ~ MYJBTHCHCTEMHBIM  TOpAKEHWEM B paHHEM  BO3pacTe,
BbIpakeHHbIM mopakennem [[HC x 2 romaM © 3HAYUTENbHBIM YMEHBIIEHUEM
NpoAOIKUTEIbHOCTH KuU3HU. Cunapom Illeite — nHaubosnee nérkas Qopma, c
OTCPOYEHHBIM Je00TOM 3a00J€BaHMsl B MOAPOCTKOBOM BO3pacTe, BO3MOXKHOU
HOPMAJIbHON TPOJOKUTEIBHOCTRIO JKM3HU M HOPMAJIBHBIM HHTEIUIEKTOM. JleOroT
KIMHAYECKH 3HAYMMBIX TPOSIBJICHUN TPOMEKYTOUYHOHM TIO TSHKECTH  (HOPMBI
3aboneBanus, cuHapoma ['ypnep-llleiie, OoTHOCHUTCS K JE€TCKOMY BO3pacTy; IS
OONBHBIX XapaKTEePHbI MHBAIMAM3AINS W YMEHBIICHHE MPOJOJKUTEIHPHOCTH JKU3HU
[19, 77, 84, 104, 117, 122, 228, 260, 348]. Muremnektr OONBIIMHCTBA MAIUCHTOB C
MPOMEKYTOUHOM (opmoii OOJE3HH COOTBETCTBYET HOpPME, a B Ciy4yae HaJU4Hs
KOTHUTHUBHBIX  HApyIICHWHA, WX JeOT MPOUCXOAUT TO3PKE H  CKOPOCThH
NPOTPECCUPOBAaHUS HIDKE, YeM mpu Tsokénor dopme 3aboneanus [84, 252, 306].
OpnHako, B CBSI3U C OTCYTCTBHEM OMOXMMHYECKHUX MApPKEPOB TsDKECTH 3a00J€BaHUS U
CIOXXKHOCTBhIO  nuddepenuupoBanus Tpéx mnoarunoB MIIC | Ha ocHoBaHuU
KIIMHAYECKUX TPOSBIICHUM, CIEKTP KOTOPHIX YPE3BBIYAMHO BEJIUK U YaCTO MPUBOJIUT K
«TEPEKPHIBAHUIOY (heHOTHUIIOB, COBPEMECHHBIC ucclieaoBaTenu CUUTAIOT
11e71eCO00pa3HbIM  BBIJICJICHUE JBYX «KpalHHUX» BapUaHTOB TEUCHMS: THKEIOTO
(cunapoma I'ypnep) u nérkoro (cuaapomos ['ypiep-llleiie u Illeiie) [19, 77, 94, 117,
122, 163]. IlonoOHas «OuHapHas» Kiaccuukarys, 0JTHaKO, MPUBOJIUT K OTHECEHHIO K

MSTKOMY (DEHOTHITY BeChbMa reTepOTreHHOM rpyIibl manueHToB [104].
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Bo MHoOrux nurepaTypHbIX ONHUCAHMUSIX TPEAIPHUHITA TOMNBITKA CTPOIroro
paszeneHusi CUHApoMa XaHTepa IO TSHKEeCTU TEUCHHUs Ha JBE€ KIMHUYECKUX (POpMBI —
TsoKEMyro u nérkyro [77, 199, 306, 452]. I1pu atom tsoxects MIIC |l onlenuBaetcs He 1o
CTENICHU BBIPAXKEHHOCTH COMATUYECKUX MPOSBICHUM, a 10 HATUYHUIO UM OTCYTCTBHUIO
nporpeccupytomiero nmopaxenus: [IHC (mponecca ueitponerenepanun) [94, 245, 354,
440, 451, 452, 454]. Tak kak y MalMEHTOB C JIETKUM ()EHOTHIIOM OOJIC3HH MOTYT
OTMEUaThC TSAKENBIE COMATUYECKHE MPOSIBICHHS, 10 MHEHHMIO HEKOTOPBIX aBTOPOB,
ynotpeOeHue TEPMHUHOB «HEBPOJOTUYECKUI» (HEHPOHOMATUYECKHUIA) 151
«HEHEBPOJIOTUYECKUN» (HEHEHPOHOMATUYECKUN) SABJISIETCS HamOoJiee ONTUMaIbHBIM
[76, 225, 299]. buoxumuueckue pasinndus MEXKIY JABYMS (CHOTHIIAMH HE BBISBJICHBI
[166]. bunapuas xiaccupukanusi SBISCTCS 3HAYUTEIBHBIM  YIPOIICHUEM, a
kiuandeckas kaptuHa MIIC II mpexacraBiaser coOoil KOHTHHYYMOM (DEHOTHIIOB C
HaJIMYUeM KpaiHux BapuanToB [19, 64, 306, 350, 440].

Tsokectp cuHIpoMa MOpPKHMO A, OCHOBHBIM KIMHUYECKUM IPOSIBICHUEM
KOTOPOTO  SIBJSIETCS  CHOHAWJIOdNU(U3apHas JaucCIUia3us, KIaCCUUUIUPYIOT IO
noKazaresro oKoHuaTenpHoro pocra [285, 306], a Tsukects cunapoma Mapoto-Jlamu —
0 MmoKasatessiM pocta u skckperu [AlT ¢ mouoit [376]. Knnunueckas kaptuna MIIC
VIl Takxke xapakrepusyercsi OOJIbIION BapuaOeNbHOCThIO TeueHus. KpaliHumu
(beHoTunamu SABISAOTCA TsxkENas popma 00Ne3HM B BUAE HEMMMYHHOTO OTEKA IJIOA U
OJIUTOCHMITOMAaTH4ecKuii Bapuant [19, 64, 77, 306].

Yacrora BcTpeuaemoctu Becex tunoB MIIC BapeupyeT B pa3IMUHBIX CTPAaHAX U
perumoHax, B cpeaneM coctaisisa 1:25.000 - 1:52.000 noBopoxaéHHbIX. OK0I0 75%
ciydaeB MIIC | otHocsTCs K TshkENo Gopme 3aboneBanus. JlomyckaeTcs, YTO TaHHOE
pacmpeneneHne MOKeT OBITh CBSI3aHO C HM3KOHM JMarHOCTUPYEMOCTHIO 3a00JIeBaHUS Y
naueHToB ¢ Jérkou ¢opmoini [77, 94, 104, 117, 377]. Y AByx Tperell ManueHTOB C
cuHApoMOoM XaHTepa 3aboneBaHue npotekaer ¢ nopaxenuem [IHC wu npencrasnsier
coboii Tsokényro Gopmy Oomesnu [244, 245, 354, 440, 452]. Ilpenmonaraercs
HegooreHka yactotsl MIIC |11 B ¢Bsi3u ¢ 60mbI110# (PeHOTUITHUECKON BapraOeTbHOCTHIO
U JIETKOCTBIO coMaTH4YecKuX nposieieHuii [42, 106, 402]. Bonee 95% cnyuaes MIIC IV

otHocsatcst k MIIC IVA, wactora MIIC IVB neussectna [77, 94]. Cunapom Cras
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(MIIC VII) — naubonee peaxuii u3 Bcex MIIC, ero uvactora cocrasiser 1:345.000
HOBOpOXKACHHBIX [306, 348]. Mcrunnas dacrora MIIC, BeposiTHO, CTaHET HM3BECTHA
JHIIb TIOCTE BBEACHHSA HEOHATaJIbHOTO CKPUHHUHTA, peaiu3alis KOTOPOTO JIOJDKHA
CTaTh CJEJACTBUEM TEPANEBTUYECKUX YCIEXOB U JETATbHOTO M3YYEHHS] BCEX ACIEKTOB
€CTECTBCHHOT'O TCUCHUS paccMaTpHBaeMOl TpymIibl 3a0oeBanuii [77, 306, 432].
HecMmotpss Ha mpowm3zomenmunii B mOCIEAHEE BPEMSI 3HAUUTENbHBIA MPOTpPecC B
MOHUMAaHUU TeHETUYECKUX U Ouoxumudeckux ocHoB JIBH, B maTorenese 3Toil rpymnibl
3a00JIeBaHUN OCTAeTCS MHOTO HESICHOTO, B TOM YHCIJIE OCTAeTCsl OTKPBITHIM BOMPOC O
BO3MOYKHOCTH OOpPaTHOTO pa3BUTHS IMOBPEKJICHUH Ha KICTOYHOM ypoBHe [64, 164,
278]. OnHako HE BBI3BIBACT COMHEHHS TOT (haKT, YTO MPOrpeccuBHOE HakoruieHue AT
B KJIETKax M TKaHSAX, BO3HUKaromiee Ha ¢oHe aedunuta ogHoro u3 11 dhepmeHTOB,
SIBJICTCS NEePBUYHBIM dakTopom, 3aITy CKaroIIM Kackaj BTOPHUYHBIX
naToreHeTHueckux peakui nmpu MIIC [52, 147, 199, 290, 306, 398, 419]. Cuunraercs,
YTO TOSBICHUE KIMHUYECKOM CHMITOMATUKH Ha (POHE MPOTPECCHBHOTO OTIOKCHHS
IPOAYKTOB HAPYIIEHHOr0 MeTaboiM3Ma CBA3aHO C JOCTHKEHHEM HEKOTOPOro mopora
HaKOIUIeHUs cyocTpaTa [77]. BropuuHble MeXaHH3MBI TATOT'€HE3a JIOCTATOYHO CIIOKHBI
U pa3HOOOpa3Hbl, WX HW3Y4YEHHUE MPOJIODKAETCS JO0 HACTOSIIEro BpeMmeHu. Hammuume
n30bITKa Al B 1M30cOMax MpPUBOIUT K MHTMOMPOBAHUIO JTU30COMHBIX (PEPMEHTOB U
JOTIOJTHUTEIPHOMY OTJIOXKCHHUIO BTOPHYHBIX MPOAYKTOB HakoruieHus [260, 278].
[ToBpexnaeHnne HSHAOCOMHOM  CETH, B  pe3ylbTaTe KOTOPOrOo  Hapyllaercs
BHYTPHUKIIETOYHOE TEPEMEIICHNE BEIIECTB, DHAOIMU3 U ayTodarusi, Takxke SBISETCS
cinencreueM HakoruieHuss ['Al. OtiokeHHe MEPBUYHOTO CyOCTpata W BTOPUYHBIX
METa0OJIMTOB BBI3BIBACT AKTHBAIIMIO BOCHAIMTEIBHOTO OTBETA U MPOAYKIIMIO
PEaKTHBHBIX CBOOOJHBIX PaJMKAJIOB, CBS3aHHBIX C OKHCIUTCIBHBIM CTPECCOM H
noBpexaeHueM. Kpome toro, Hakorenue ['Al" npuBOAUT K HAPYLIEHUIO CTPYKTYPHI U
GYHKIIMH  TPOTEOTVIMKAHOB, pPACIOJOXKEHHBIX HAa TOBEPXHOCTH KIETOK U B
MEXKJICTOYHOM MATPUKCE M YYACTBYIOIIMX B OCYIIECTBICHUH MEXKKICTOYHOTO
B3aMMOJICUCTBUS M OTBETAa KJIETKM HA CBS3BIBAHHWE JIMTAH/IOB, BAXKHOTO aCIEKTa
KiIeTouHor auddepeHpoBkr. OmHaXABl 3allyIICHHBIC BTOPUYHBIC MEXaHU3MBI

naToreHesa MoryT ObITh HeoOpatumsl [77, 290, 398, 433].
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OnnuM w3 Hambosee «3aranouHbix» mposiBieHuit JIBH u, B wactHoctu, MIIC
ABJIIETCSl TMpollecC HeWpoaereHepanuu. IlpuumHa HaIU4YUsg WM OTCYTCTBHS
WHTEJUICKTYJIbHBIX HApYIICHUI HE BIOJHE SICHA, a M3MEHECHHSI B HEMPOHAX 10 TaHHBIM
HEHPOIMATOIOrHYECKUX HMCCIIEeIOBaHUN (PUKCHUPYIOTCS W y MAlMEHTOB, HE WMEIOIINX
KIMHHYEeCKUX npu3HakoB nopaxenust [IHC [278, 455]. HccrnenoBanus mokaszaiu, 4To
Cylb(aTHpoBaHHBIN TemapaHcylbhaT HAKAMUIUBACTCS B KAauyeCTBE IEPBUYHOTO
cyOcTpaTa B rOJIOBHOM MO3T€ 3KCIEPUMEHTAIBHBIX KUBOTHBIX C HEMPOHOATHUYECKUMU
MIIC [276]. HWutepecHo, Yto mo JaHHBIM aytorncuu 1wioma ¢ MIIC A
MIPOJIEMOHCTPUPOBAHO MPHUCYTCTBHE OTIOXKEHUM CyOCTpaTra B JM30COMHBIX BAaKYyOJISIX
[IHC y»xe BO BTOPOM TpUMECTPE BHYTpUYTpOOHOTO pazutus [101].

YuuTheiBas OTCYTCTBHE UYETKHMX TEHO-()EHOTHIUYCCKUX KOPPEISAIHHA, BOIPOC
paznuyHoro B otHomieHuu mnopaxkenus [[HC tewenuss MIIC I, Il u VIl ocraéres
OTKPBITHIM JI0 HACTOSIIETO BpeMeHH. [Ipeamomaraercs, 9To pa3nnyHas HHTEHCUBHOCTh
CHUHTE3a cyOcTpaTa MOXKET 00YCIOBUThH PAa3BUTHE PA3IMYHBIX (PEHOTHIIOB, B TOM YHCIIC

Y NaouCHTOB, MMCHOIINX OJHMHAKOBLIC MYTAallMKM B I'CHAX, OTBCTCTBCHHLIX 3a pacIllial

TAT [208, 243, 329, 426].

1.2. BuoxumMmnueckoe, MoJIeKYJISIPHO-TeHeTHYeCKOe MOATBEPKIeHHE THATHO3A 1
NpeACKa3aHue KIMHUYECKOro peHOTHIIa MYKOII0JIMCAXapPU/I030B

ITepBeiM gocTymHBIM MeTOsOM auarHoctTuku MIIC Obln aHanmmM3 Moud IS
onpeneneHus ['Al. B Hacrosimiee Bpemsi IaHHBIM METOJ NPUMEHSETCS B KayeCTBE
IpeABapUTEILHOI0 auarHoctudeckoro tecra. MccnenoBanue I'AIT Mmoun MoxeT OBITH
KOJIMYECTBEHHBIM WJIM KaueCTBEHHbIM. OJHAKO HU OJUH W3 METOJ0B HE CIOCOOCH
yKa3aTh Ha AeUUUT crnerupuyeckoro (pepmMeHTa, a YyBCTBUTEIBHOCTb TECTOB HE
SBJIIETCSI a0COJIFOTHOM, OCOOCHHO B Cllydyae aHaliu3a pa3BeIEHHBIX 00pas3ioB MOYH, B
CBA3W C YEM HAIMYME HOPMAJIbHBIX ypoBHeW ['Al’ HE IOMKHO CTaTh NPUYUHOU
VCKJIFOUEHUS JWAarHo3a y IMAalMeHTOB C KIMHUYECKOM KapTUHOM, COOTBETCTBYIOLIEH
MIIC [23, 104, 163, 260, 306, 350, 440]. KomuuectBennsie MmeTo sl onpeneiacaus Al
MOYM OOBIYHO OMNpPENSTAIOT 3HAYUTENbHOE, [0 CPAaBHEHUIO C HOPMAJIbHBIMU

nokazarensamu, mosbiieHne ['AlT (B Tpu u Oonee pa3) y mamuentoB ¢ MIIC.
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Pe3ynbraThl aHANM30B  HEOOXOJUMO  MHTEPIPETUPOBATH B  COOTBETCTBUU C
pedepeHCHbBIMI 3HAUEHUSMH IS OIpPEACIICHHOM BO3pAaCTHOM TpPYyNIbl, TaK Kak
skckperust ['AIT ¢ MoYo#i y 310pPOBBIX JIFOJICH YMEHBIIIaeTcs ¢ Bo3pactom [23, 77, 163].
OgauMm w3 HauOoliee TOYHBIX M PEKOMEHIYEMbIX K MPUMEHEHHI0 METO/IOB
KonmaecTBeHHOro ompeaeneHus ['AlT sBrusercs crekTpo()OTOMETPpUUECKH aHalu3 C
JTUMETUIICHOBBIM CHHUM KPacUTEJIEeM, PEe3yJIbTaThl TecTa BhIpakatoTcs B Mr ['Al" Ha mr
win MMoib KpeatunuHa [23, 163]. OpnHako, B cllyyae NPHUMEHEHHUS TOJIBKO
KOJMYECTBEHHOTO aHAJIN3a, CYIIECTBYET BO3MOXKHOCTH TIPOMYCKa HEKOTOPBIX
naimeHToB ¢ MIIC, nns  KOTOpPBIX XapaKTepeH HOPMaJlbHBI YpOBEHb, HO
natosiornueckuii tun pacnpenenenuss ['Al. Tak, npu cunapome Candununmno u y
MAIMEeHTOB C JErkuMu (opMamMu CHHApOMAa MOPKHO HE HCKIIOYEHO IOTydYeHUE
JIO’KHOOTPHUIIATETBHBIX PE3YyJbTaTOB KOJIUYECTBEHHBIX TECTOB, B CBA3U C OTHOCUTEIHHO
HU3KMMHU 3HAUYEHUAMH 3KCKpeTupyemoro cyocrpara y psaa namueHtoB ¢ MIIC Il u
HEIMTOCTOSTHHBIM TIOBBHIIIICHHEM YPOBHS JKCKPEIMU KepaTaHCylb]aTa y IMalMEeHTOB C
MIIC IV [19, 23, 77, 98, 306, 364, 402, 432]. Pe3ynbTaThl KOJIMYCCTBCHHBIX METOJIOB,
KpPOME TOTO, HE MO3BOJISIIOT NpeAnonoxuTh Tun MIIC, B cBsi3u ¢ 4eM pPEKOMEHI0BAHO
UCIIOJIb30BAaHUE KAYECTBEHHBIX METOAO0B (yekTpodope3a wWiM TOHKOCIOMHOU
xpomatorpapuun  T'AI'  Moum),  ompeAeNsIOmMX  NaTTepH  paclpeiesICHUs
9KCKpeTUpyeMbIX ['Al" ¥ COOTBETCTBEHHO CY)KAIOIIUX JTUATHOCTHUCCKH MOKCK [432].
st Tounoro auarnosa mo6oro tuna MIIC tpeOyetcs 3aduxcupoBath aeduiut
aKTUBHOCTH COOTBETCTBYIOIIETO (hepMeHTa. B HacTosIee Bpems npoBeneHne (pepMeHT-
JUArHOCTHKH BO3MOXKHO uis Bcex tumoB MIIC [104, 163, 306]. Omnpenenenue
aKTUBHOCTU (pepMEHTOB, 0TBeTCTBeHHBIX 3a pa3zButue MIIC I, |1, Bcex moarunos MIIC
11, MIIC IVA u B, MIIC VI u VII Bo3MoxHO B jelikonuTax KpoBu U (pudpobdiacTax
koxu. Kpome Toro, mcciemoBaHue aKTUBHOCTH COOTBETCTBYIOIIMX (DEPMEHTOB B
mia3me kposu nposoautcs npu MIIC I, 11, 1B, IVA, VII [19, 42, 77, 98, 104, 165,
260, 323, 348, 350, 402, 418, 432, 440]. B mocieanue rojapl pa3padaTbiBacTCs H
BHEJIPSIETCS. B TIPAKTUKY OMpeJeieHne (B TOM YHCIE MYJbTUIIEKCHOE) aKTUBHOCTHU
(dbepMeHTOB, OTBETCTBEHHBIX 3a pa3Butue MIIC, B cyXuX MATHAX KPOBH C ITOMOIIBIO

METO/a TaHAeMHOM Macc-criekrpomeTpuu [77, 238, 330, 350, 448]. CrneayeT MOMHUTD,
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YTO MPH BBIABICHUU AePUIUTA JTH000T0 hepMeHTa, OTHOCAILETOCS K Kiaccy cynbdaras,
HEO0OXOMMO ONPENIETUTh YPOBEHb JPYroi JTU30COMHOM Cyib(arasbl sl UCKIIOUEHUS
MHOKECTBEHHOW cynib(arasHol HemocTatrodHoctu [272, 278, 398, 432, 440]. C
MOMOIIbIO  PYTHUHHBIX  JAMArHOCTUYECKUX  METOJIOB  OMNPEJCICHHUS  aKTUBHOCTHU
COOTBETCTBYIOIHX (hE€PMEHTOB HEBO3MOXKHO TOYHO MPEJCKA3aTh TSHKECTh TEUCHHS TOTO
w naoro tuna MIIC. MccnemoBanus pa3inudHbIX OMOMApKEPOB TAK)KE HE BBISIBUIIH
HAJEKHBIX OMOXUMHUYECKUX MPEAUKTOPOB CTEIEHU TSAKECTH, KOTOPbIe MOTJIA Obl OBITH
UCIIOJIb30BaHbl B KIIMHUYECKoM mpaktuke [117, 158, 163, 199, 228, 306, 329, 350, 354,
390, 391, 440].

Jist  moATBEepKIEHUs JAuarHo3a Joboro u3 TunoB W noxarunoB  MIIC
NPUMEHSETCS MOJICKyJIspHO-reHeTnaeckuii Meron [104, 306, 350, 398]. B renax,
OTBETCTBEHHBIX 3a paszBuTue MIIC, onmucaHo OOJbIIOE KOJIUYECTBO MYTAIIMMA:
MHUCCEHC/HOHCEHC MYTAIlM{, MEJKHE JCICIUM W HHCEPIUH, MyTaluu 1o tumy indel,
KpyIHBIC JCICINH, WHCEPIUH/AYTUTUKAIMKN, MYyTaIlid caiTa CIUIaiCHHTa, CIIOKHBIC
NEPECTPONKK M PeryJsITopHbie MyTanuu [382]. YHUKaNBHOCTD pa3IMyYHBIX MYTaIHi
YaCTUYHO OOBACHIET (PEHOTHIHYECKYI0 BapuaOEbHOCTh W PA3JIUYHYI0 TKECTh
3aboneBanus [94, 228, 285, 449]. OmgHako B CBS3U C OOJBIIMM KOJWYECTBOM
HEMOBTOPSIONIUXCSA aJUIe]eld B T€HaX, OTBETCTBEHHBIX 3a pa3BuTHhe Bcex TUnoB MIIC
(Tak Ha3BIBAEMBIX «YACTHBIX» MYTAIlUH, BCTPEUAIOIIMXCS B OTIACITBHBIX POJAOCIOBHBIX),
BO3MOKHOCTh TOYHOTO TTPOTHO3UPOBAHUS THIA TEUCHUS] HA OCHOBAHUU MOJIEKYJISIPHO-
TCHETHYECKOTO aHaIM3a OTpaHUYCHA, W JIJIS OOJBITMHCTBA MAIMEHTOB MPOTHO3 MOXKET
OBITH CJEJIaH TOJIbKO C TIOMOIIBI0 KIMHMUYECKUX KPUTEPHUEB, BKIIOUYAIOIIUX BO3PACT
JIeOr0Ta U CTENCHb MPOrpecCUpOBaHmst CUMITOMOB [42, 64, 77, 94, 163, 285, 293, 306,
381, 398, 402, 440]. Jlump B HEKOTOPHIX CIOydasX MOJCKYJIIPHO-TCHETUUYCCKOE
oOcrnenoBaHue MO3BOJSIET mpesacka3aTh ¢eHorun mnanueHtoB ¢ MIIC. [lpu nammuum
nByx (mmum oanou mpu MIIC |l) HyneBpix MyTanuii, NPUBOIAIIMX K TOJTHOMY
OTCYTCTBHUIO aKTHBHOCTH ()epMEHTa W TPEJCTABICHHBIX KPYIHBIMU JCICIUAMUA H
nepectpovikamu JIHK, myrauusmu ciBura paMKu CUMTHIBAHUS M HOHCEHC-KOJOHAMH,
BO3MOYKHO OXHIATh Pa3BUTHSA TOKEIOTO TeueHus Ooye3Hu. Ilpm Hammuum XOTs ObI

OJTHOTO aJiyiesisi, 00yCIIaBIMBAIONIETO COXPAHEHHE OCTATOYHON aKTHBHOCTH (hepMEHTa,
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dbenotun Oosie3HU OyAET HOCHTh MeHee TsDKENbIM Xapakrep. KnuHuueckuit sddext
MHUCCEHC-MyTalluii ¥ MyTallui caiiTa CIUIalCMHTa MOKHO NMPOTHO3MPOBATH JIMIIb MPH
HAJIMYUHU PaHee ONMMCAHHBIX JJAHHBIX 00 MX BIMSHHUM Ha TeueHue Oonesnu [77, 94, 104,
163, 199, 260, 293, 306, 357, 398].

MyTtanuu, npuBosAIe K 00pa3oBaHui0 cTon-koAoHoB, P.Q70X u p.W402X, a
taroke mytaruu P.L218P um c.134del12 B reme IDUA MoryT Hanae)kHO MpeacKa3aTh
pasButTHe Tsokénoro kiuHuueckoro ¢henoruna MIIC | [163, 228, 381, 416]. 1o gaHHBIM
Kingma S.D. u coasrt. (2013), rOMO3HTOTHOCTh WJIM KOMIIAYHJI-T€TEPO3UTOTHOCTD I10
cnenuUuuHbIM g TsDKENMoro (QeHoturna wmyrtanusaMm accouuupoBaHa ¢ MIIC T
(cierupuunocts  100%, uvyBcTBUTENBHOCTH 82%) [228]. KpynHble nenenuu |
nepectpoiiku B reHe |IDS, wmHOrma 3aTparuBaroiniye CoceaHHWE TEHBI, OTBEYAOT 3a
pasBuTHE CUHApoMa XaHTepa y OOHOW IIATOM MauuMeHToB. BoBieueHue
pPacnoJIOKEHHBIX PSAOM TeHOB cuHiapoma (parwibHold X-xpomocombel (FMR1 u
FMR2), oOycnapnuBaromero X-cIEIICHHYI0O YMCTBEHHYIO OTCTaJIOCTh, MOXET OBITh
NPUYUHON Pa3BUTUS Yy HEKOTOPBIX TMAIMEHTOB C TSKEIBIM TEYCHUEM HEOOBIYHOTO
(dbeHoTuUIa, BKIIOYAIONIETO NT03, 00jee ObICTpOe MporpeccupoBaHue 00JE3HU U paHHEE
Hauvajo cymopor [64, 77, 260, 306, 386, 439]. Onucano HECKOJIBKO MHUCCEHC-MYTaIUH,
acCOMUPOBaHHBIX ¢ TsOkEMpIM penoTuriom MIIC 1l (p.R468Q, p.R468W, p.S333L),
OJTHAaKO C€OOOImanoch W O HAIWYUU BCEX JAHHBIX MYyTalldid y TMalWeHTOB ¢
MIPOMEKYTOUHBIM WM JIETKUM (eHOTHUIIaMu. B CBSA3U ¢ HEIOCTATOYHOCTHIO JAHHBIX O
reHO-(DEHOTUTTMYECKUX KOPPEIALUSIX, BO3MOXHBIM HAJIMYWEM OIHOM W TOH XKe
MyTallil y TMAaIMEeHTOB C pa3HbIM THUIIOM TEYEHHS, MPOTHO3 TSKECTH M TEMIIOB

nporpeccupoBanus 3adonesanus npu MIIC |l kpaitae cnoxxen [272, 350].

1.3. Kiinnnyeckasi XapaKTepUCTHKA €CTECTBEHHOI0 TeYEeHNUsI COMATUYECKHUX
NPOABJICHUN MYKOIIOJIHUCAXAPUI030B
Hnst  3aboneBanuii w3 rpymmbel  MIIC  xapakTepHbl MYJIBTUCUCTEMHOCTH
MOPAXKECHUSI U MPOTPECCUPYIOLIEE TEUECHUE, YaCTO MPUBOIAIINE K WHBAIMAW3ALUUUA U
YMEHBIIICHUIO TIPOAODKATEIbHOCTH Ku3nu [19, 77, 104, 165, 245, 260, 272, 285, 348,

370, 391, 398, 440]. [dpixarenbHas HEAOCTATOYHOCTb M OCJIOKHEHHS CO CTOPOHBI
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CEPJIEYHO-COCYIUCTON CUCTEMBI SIBJISIIOTCS OCHOBHBIMU MPUYUHAMU CMEPTHU MAIlMEHTOB
¢ MIIC [260, 285, 348, 438]. BeipakeHHOCTh KIIMHUYECKONH CUMIITOMATUKHA U CKOPOCTh
e¢ mnporpeccupoBanusi npu MIIC BapbuUpylOT B 3HAUUTEIBHOW CTENEHU, OT
HEMMMYHHOTO OTE€Ka IUI0JIa M KapJUOMHOMATHH C MIIaJIeHYecKoi MaHudecTauuen 10
OTHOCHUTEIHHO 0€CCUMITTOMHOTO T€UEHUS y B3POCIBIX NarueHToB. [Ipu nérkux dopmax
KJIMHUYECKHEe CUMITOMBI MOTYT OBITH TponymieHsl [64, 94, 117, 167, 228, 306, 354,
376, 383, 413].

[Iporpeccupyrone W3MEHEHUs 4Y€pT JIMLA, BbI3BaHHbIE OTIOKeHHMEM ['Al' B
MATKUX TKaHSIX opodalanibHOW 00JIacTU U JIU30CTO30M KOCTEW JIMIIEBOTO ueperna,
HanOonee xapaktepubl it MIIC I, Il, VI u VII [77, 104, 199, 398]. [lanHublc
(GhEeHOTUITMYECKHE TIPOSIBICHHS, 0003HAYaeMbIe paHEEe TEPMHUHOM «TaproJIOUIHBIC» M
CO3/AIOIIUE  BIICUATICHUE  «PAa3MBITOCTH» 4YepT JIMIA, BKJIOYAIOT  TJIa3HON
TUMEPTEIOPU3M, YIUIONIEHUE TEPEHOCHIIB, YTOJIICHWE KpPBUIbEB HoOca, Tyo,
YBEIUYCHHE B pa3Mepax s3bika, TumepTtpoduio neceH. Kpome Toro, Bo BHEIIHHE
OCOOEHHOCTH BHOCST BKJIAJI TUIMEPTPUXO3 JUIA U TeJNa, XKECTKOCTh U HEKOTOpas
TYCKJIOCTh BOJIOCSTHOTO TOKpPOBa Ha TOJIOBE, YTONIIEHHE OpoBei, cuHOGPHU3, HIUPOKUE
paccTostHUSL Mexay 3y0amu, mauctpodus 3yOHOW sMaiu, MHOKECTBEHHBIA Kapuec.
VYTonmeHnue cBoja uepena MNPUBOAMT K Makpouedaaud C  XapaKTepHbIMHU
BBICTYNAalOUMMU JIOOHbIMH Oyrpamu. Hepenko ormeuaercs ckadouedanus. Y
MAIMEHTOB C JIETKUMH BapHaHTaMH TE€UEHUS IPyOOCTh YEpT JIMIIA BhIpaKEHA B MEHBIIIEH
CTEIICHH W IMPOTPEecCUpyeT ¢ MEHbIeH ckopocthio [42, 77, 104, 199, 260, 348, 398,
440]. JdusMophu4HOCTh YepT JUIa, MPAKTHYSCKH HE BhIpAKCHHAs B IEPBBIC TOJIbI
JKU3HH, C BO3PaCTOM CTAaHOBUTCA OoJjiee 3aMETHONM M OTMEYaeTcsi y OOJBIIMHCTBA
nanyueHToB ¢ cuHapomMoM CaH(HWIWIIO, TPH 3TOM HE JOCTUTACT 3HAYMTEIILHON
creienn [106, 260, 402, 432]. Y HeKOTOpbIX OOJBHBIX H3MEHCHHS 4YepT JIHIA
OTCYTCTBYIOT U BO B3pociioMm Bo3pacte [306]. Makporiedanuss 0ObIYHO UMEET MECTO y
nereit ¢ MIIC Ill, B To Bpems kak y OOJIbIIMHCTBA MAIMEHTOB CTapIIEro BO3pacTa
OKpY>KHOCTh ToJIoBbI He yBenuueHa [403]. ¥V mammentoB ¢ MIIC IV denoTunuyeckue
O0COOCHHOCTH BBIP@)KEHBI B MEHBIIIEH CTEMEHN, OJHAKO HEPEIKO MOTYT ObITh OTMEYCHBI

orpy0eHre d4epT Jula, NpOTHATHs, IMHUPOKUNM POT, YMEHBIIEHHWE pa3MepOB 3YOOB C



30

IMIMPOKUMHU MEK3YOHBIMH MPOMEXKYTKAMHU, HCTOHYCHHUE dMaJIH, pa3BUTHe Kapueca [77,
306, 311].

Bo3znukaroniye u nporpeccupyromnife ¢ Te4eHrueM O00JIe3HU PEHTIC€HOIOTHUECKHE
U3MCHEHHUsl  cKenera, xapaktepHele i MIIC, w3BeCTHBI Kak CHHIPOM
MHOKECTBEHHOTO nu3octo3a [77, 104, 260, 306, 338, 348, 373, 391, 398]. UsmecHenus
MO3BOHOYHOT'O CTOJI0A M TPYIHOM KJIETKHM B paMKaX MHOXECTBEHHOTO JIHM30CTO3a
BKJIIOYAIOT TUIATHCTIOHAWINIO, KIWHOBUIHYIO JedOpMaIyio Tel TO3BOHKOB C
dbopMHupoBaHUEM TPYAOMOSACHUYHOTO TuOyca (kudo3a), CKOJMO3, THUIOIUIA3HIO
3yOOBUJHOTO OTPOCTKA, LIMPOKHUE AMCKOBBIE MPOCTPAHCTBA, CTEHO3 CIMHAJIBHOTO
KaHaja, yTOJNILEHUE U «BeciooOpa3Hyo» (opMmy pedep, YTOJIIEHHE U YKOPOUECHHE
KITIOYMI], KWICBHIHYIO TPYyIHYIO KIeTKy [232, 242, 285, 289, 326, 338, 398].
[TopasxkeHne KoCTeH TMOsAca HWIKHUX KOHEUHOCTEH XapaKTepU3yeTcs YIJIUHECHUEM
KOCTEH Ta3a, Cy>)KEHHEM MOJB3/OIIHBIX KOCTEH KHU3Y, 3aKPYTJIIEHHOW (POPMOM KpPBLIHEB
MOJB3/IONIHBIX ~ KOCTEH, CrIaKCHHOCTBIO BEPTIY)KHBIX BIIAJIUH, PACIIAPECHUEM
no6koBoro cuMdusza [19, 260, 293, 306, 338]. XapakTepHbl BaJIbI'yCHas WM BapycHas
nedopManui KOJICHHBIX CyCTaBOB M CTOM, AMCIJIACTHYECKHE W3MEHEHHS TOJIOBOK
OepeHHBIX KOCTEH C WX MOCJIEIYIONMM HEKpo30oM, aedopmarivs mieek OeapeHHbBIX
KocTe m ¢dopmupoBanueMm coxa valga [77, 104, 124, 232, 285, 289, 293]. Koctu
3aIsICThsl TUIOIIA3UPOBaHbI, (hopMa TPEAILTIOCHEBBIX KocTel HapymieHa [242, 338].
Juadusbl JIMHHBIX TPyO4aThIX KOCTEW, TMSCTHBIE KOCTH U (ajlaHTH yKOPOYEHHBI,
yrommenst [19, 104, 242, 260, 306, 338]. OnucaHo U3MEHEHHE CTOI TI0 THUITY Pes cavus
[104, 364]. l3meHenue depema MPEACTABICHO YBEJIMYCHHEM B  pasMmepe,
npuoOpeTeHrneM nosiuxoredarndaeckoi (opMbl, YTONIIEHUEM €r0 CBOJa. XapaKTEpPHO
NPEeKICBPEMEHHOE 3aKphITHE JSIMOJOBHUIHOTO M CATUTTAILHOTO IIIBOB, YKOPOYECHHE
OpOUT, YBEJHUECHUE TYPELKOTO Ceijia ¢ MPUOOPETEHNEM XapaKTePHOU |- MIIH ®-(HOPMBI
[19, 77, 242, 260, 306, 338, 354]. [IposBiieHHUsT MHOXECTBEHHOT'O JIU30CTO3a B TOW HJIH
MHOM CTENEeHN UMEIOT MecTo npu Beex tunax u noarunax MIIC. Jlna Tsokénoi popmel
MIIC | xapakTepHO paHHEE NOPAKEHUE KOCTHOM CHUCTEMBl M BOBJICUCHHUE B
MaTOJOTUYECKUN mpoliecc Bcex KocTel. JIErkue mposiBiaeHUs AU30CTO3a (M3MEHEHUS

OeapeHHBIX KOCTeH, yTONIIeHHe pedep) MOryT ObITh OTMEUEHBbI Ha PEHTreHOrpaMMax
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yxke ¢ poxkaenus [104, 260]. PentreHonornueckre M3MEHEHHUS IIPH CHHAPOME XaHTepa
CXOJHBI C TAKOBBIMH TNPHU CHHApoME ['ypiiep, HO MPOSBIAIOTCS HE Tak spko [42].
CkenerHple n3MeHeHHS TIpu cuHApoMe CaH(pUINNIIO BHIPAXKCHBI B MEHBIIICH CTECTICHH,
gem mpu apyrux MIIC, u 0OBIYHO CIIEAYIOT 3a CHMIITOMAaMH TMOPAXCHHUsSI HEPBHOU
cuctemsl [98, 232, 260, 306]. ITpu MIIC IV ckeneTHas AWCILIA3US U €€ OCIIOKHCHUSIMHA
co croponsl IIHC sBastorcss qomuuupyromumu [311, 373]. 3HaunTenbHbIe KOCTHBIC
U3MCHEHHUSI XapaKTepHbI W IS TMAIMEeHTOB ¢ TsOkEMo (opmoit cuHapoma Maporo-
Jlamu [77, 306]. ITo mepe mporpeccupoBanust 6one3nn y nereir ¢ MIIC pa3BuBaercs
3aJiep)KKa M ocTaHoBKa pocTa [19, 77, 104, 106, 213, 260, 278, 285, 306, 348, 350, 354,
373, 376, 391, 398]. na MIIC IV xapakTepHa BBIpaXCHHAs HH3KOPOCIOCTh 3a CUET
YKOPOYCHHS TYJIOBHINA, IIIEH U BAIBIyCHOH aedopmarnmu roaexHei [77, 306, 373].
[Iporpeccupytomas apTpornarusi, BOBJIEKaloIlas BCE CyCTaBbl W MPUBOSAIIAS K
Pa3BUTHIO KOHTPAKTYP, SIBISETCS YHUBEPCAIBHBIM ITposiBieHHeM Bcex turoB MIIC, 3a
UCKITIOUCHHEM CHHApoMa MOpKHO, Ui KOTOPOTO XapaKTepHa THIEPMOOUIBLHOCTH
cycraBoB [104, 285, 306, 376, 398, 440]. Ommako u mpu MIIC IV, kpome
TUTIEPMOOMILHOCTH B CYCTaBax, BO3MOYKHO OTPaHWYEHHUE TOABMIKHOCTH B KPYITHBIX,
Ta300€eJPEHHBIX, KOJICHHBIX M HHOT/Ia JIOKTeBBIX, cycTtaBax. [Ipu MIIC Il koHTpakTypsl
BBIPOKCHBI B HE3HAUYHMTEILHON CTETICHW W YaIlle JIOKAJIU3YIOTCS B JIOKTEBBIX CYyCTaBax
[19, 42, 77, 306, 402, 432]. OrpaHuueHue IMOABMKHOCTH CYCTaBOB M Jc(hopMaIiuu
KOCTEH MOTYT MPUBOAUTH K 3HAYUTEIBHON yTpaTe MOTOPHBIX (yHKIm. «Kortucras
KHCTh, (POPMHUPYIOMIAACSA 3a CUET NU30CTO3a (palaHT U KOHTPAKTYP MEX(aTaHTOBBIX
CyCTaBOB, B COYETaHUM C KapHaJIbHBIM TYHHEJIHHBIM CHHAPOMOM TPHUBOJIUT K
HAPYIICHUIO JBMKEHUH PYK W umHBanuau3anuu manpentoB ¢ MIIC [19, 77, 104, 306,
413, 440]. Y 6onbubIXx ¢ MIIC MoxeT oTMedaThes X0/1b0a «Ha manbiax» [383].
[Topaxxenne cepana oTMmedaercs y OonpmmHCTBAa manueHToB ¢ MIIC, a
pasBuBammascs Ha  (GOHE  W3MCHCHHUH  CEPACYHO-COCYIUCTOM  CHCTEMBI
HEJI0OCTaTOYHOCTh KPOBOOOpAICHHS, HApSAAy C JbIXaTEIbHOW HEJ0CTaTOYHOCTHIO,
SBJISICTCS OCHOBHOM MpUYMHOM cmeptH maruentoB ¢ MIIC [19, 94, 98, 163, 187, 199,
232, 244, 282, 285, 306, 318, 348, 354, 383, 391, 399, 401, 440]. IIporpeccupyroiiee

ornoxenne ['Al' MoXeT NpUBOAUTH K YTOJIIEHHIO CEPACYHBIX KIIAMaHOB, MOTEpE
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AIIACTUYHOCTH UX CTBOPOK M, KaK CJEACTBUE, K peryprutanuu u/uinu crenosy. Kpome
TOTO, B Pe3yJIbTaTe OTJIOKEHHS MaTOJOTMYECKOTO CyOCTpaTa MPOUCXOJIUT YTOJIIECHUE
MUOKapza, mpoiaudeparniss MUOMHTUMBI ¢ TIOCIEAYOMIM TudPy3HBIM CY)KEHUEM HIIN
OKKJIIO3MEH AMUKApAUATBHBIX KOPOHAPHBIX apTepuil. Bo3aMoxkHa aunatanus aopTbl U
YTOJIIIEHUE apTEePUATBHBIX COCYIOB, UMHUTHPYIOIIEE KOAPKTAIUIO AOPTHI, CY>KCHHE
BHCIICPATILHBIX W TIOYEYHBIX apTepuil. J[aHHbIE M3MEHEHMsI, a TaK)KE Pa3BUBAIOIIUECS
BTOPUYHO CHUCTEMHasi W JEroO4YHas TUIMEPTEH3Us, WIIEeMHs] MHOKap/a, HapylleHUs
MPOBOJIUMOCTH M PHUTMa CEpJIla MOTYT BECTH K Pa3BUTHIO 3aCTOMHOW CepaedHOMN
HEJIOCTAaTOYHOCTH, CIydasM BHE3AITHOTO KapAMOBACKYJISIPHOTO KOJIJIANiCa W BHE3aIHOMN
cmept [19, 42, 77, 94, 104, 260, 278, 293, 306, 350, 398, 399, 404, 440].
[Iporpeccupyroliee NopakeHHE KJIAllaHOB Cep/illa B BUJE PErypPruTalliud U/WIH
cteHo3a xapaktepHo g MIIC, mnpu KOTOpBIX MPOUCXOAUT HAKOILJICHUE
nepmarancyibdara. Hanbonee wacto npu MIIC |, I, VI ctpanator mutpansabii (MK)
u aoptanbHbIi Kiaananbl (AoK) [91, 94, 102, 104, 398]. ITopaxxenne MK u AoK cepaia
Bcrpeuaercs y 80-100% mnaruentoB ¢ Tsokémoi dopmoit MIIC | [120, 175, 250, 283],
HEPEJIKO MPOSBIISSICH y)Ke Ha TepBoM roay >ku3Hu [94]. V mamueHToB ¢ JErKUM
teuenuem MIIC | (MIIC IT/II u MIIC I11I) naTonorus yka3aHHBIX KJIalaHOB CepIia
pa3BUBAeTCsA II03Ke, B Hadaje-CepeIdHE BTOPOTO JECIATHIICTHS JKU3HH, OJIHAKO
nporpeccuBHoe HakoruieHne ['Al"’ B CyXOKMIIBHBIX HUTSAX M KJIalMaHHBIX CTPYKTypax B
UTOT'€ MOXKET MPUBECTH K TsHKENbIM nposiBiaeHusM [19, 104, 260, 306, 423]. IIpu atom y
nanueHToB ¢ TokéneiM TeueHrneM MIIC | muTpanbHas peryprutaius sIBISETCS
BeNylie mnartosorueit, mnopaxeHue AoK Oonee xapakTepHO i MAIMEHTOB C
cuapomoMm Illeiie [19, 306]. M3meHeHue KiamaHOB Cepilla BCTpPeUYaeTCs Kak MpH
Tsokéinom, tak U npu aérkom tune MIIC Il; manbonee yacto crpamaet MK (63-76%
cllydaeB), Jajiee B MOPsAKE YOBbIBaHUS 4acTOThI mopaxenus cieayor AoK (36-38%
ciydaeB), TpukycnuaanbHbii kianan (TK) (11-32% cnydaeB) u kinanaH JIErOYHOM
aprepun (KJIA) (5-9% cnyuaeB) [120, 354, 389, 440]. Ilo ganneim Swiedler S.J. u
coaBT. (2005), anoManuu, BKIIOYAIONINE CTEHO3 W/WIIA PETYypTrUTAIMI0 HA OJHOM WJIU
Oosiee cepJeUHBIX KJamaHoB, ObUTM HaineHbl y 96% mnarmuentoB ¢ MIIC VI [376].

HecMoTpst Ha MeHbIlIEE KOTUYECTBO YIIOMUHAHUM U ONIMCAHUM, IOPAXKEHNE KIIATTAHHBIX
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CTPYKTYp cCepAalla BcTpedaercs He peako Uy mnaumeHtoB ¢ MIIC, He
COMPOBOXKIAIOIIIMMUCS HAKOIUJICHUEM nepmataHcyibdara. VYapTpa3zBykoBoe
uccnenoBanne (Y3M) cepaua y manueHToB ¢ cuHApoMoM CaH(WIMIIIO BBISBHIO
Hajguuue Mopdosorndyeckux U GyHKIMoHANBHBIX u3MeHeHuid MK Gonee uem B 50-66%
ciryaaeB, AoK — B 20-30% ciygaeB [120, 434]. KomOunupoBanHas anomaimss MK u
AoK Bcrpeuaercss y 60-100% mamueHTOB € CHUHAPOMOM MOpKHO, TpU 3TOM
u3onupoBanHoe naMeHenne MK He xapakrepHo i manaoro turma MIIC [120, 211]. V
nanueHToB ¢ cuaapoMoM Cras onmcana maroorus MK u AoK [42, 94].

['uneptpodusi MHOKapja >KETyIOYKOB SIBISICTCS XapaKTePHBIM MPOSBICHUEM
MIIC u Bcrpewaercs y manumentoB ¢ MIIC I, Il 1, IV, VI u VII. Ilpu srom
CUCTOJIMUECKast (PYHKIIHS KeJTyT0YKOB 00bIUHO He cTpanaeT [42, 77, 94, 106, 120, 399,
407]. Tlo muenuto Brands M.M. u coast. (2013), yBequ4eHHE T'€OMETPHUUCCKUX
napametpoB cepaua npu MIIC  yactuuHo 0OYCIOBIEHO KOMIIEHCATOPHBIMU
MEXaHW3MaMH, BBI3BAHHBIMH KJIANIAHHOW pEeTypruTanyeld, a YaCTHYHO — HAKOILICHHUEM
MPOJIYKTOB HapyIIEHHOTO Merabonu3ma. [Ipu 3ToM HakorieHue remnapaHcyibdara
BHOCHUT BKJIAJ] B YBEIWYCHHUE TOJIIWHBI CTCHOK CEp/Ila, B TO BpeMs KaK HAKOILJICHUE
nepMmaTaHcyibdara TPUBOAUT K HAPYIICHWIO (DYHKIIMU KIJIAIMAHOB M TOCJEIyIOIeH
sKcieHTpryeckor runeprpoduun [91]. Kapaunomuonatus ¢ uian 6e3 3HI0OKAPAUATILHOTO
¢bubporsiacto3a, COMPOBOXNKIABINASCS Pa3BUTUEM CEPJCYHOM  HEJOCTATOUYHOCTH,
ONMKMCAaHa Y HEKOTOPBIX MAalMEHTOB TPYJHOTO Bo3pacta ¢ cuHiapomamu [ypriep u
Mapoto-Jlamu [104, 192, 278, 306, 398].

B nureparype ymommHaeTcss o TpEX chydasx IepeOpaibHOro HHGpapKTa Yy
naupeHToB ¢ MIIC — y myxuunsl, 21 roma, ¢ cHHAPOMOM XaHTepa U HAJIUYUEM
SHJIOKApIUTa B aHaMHe3e, y 41-neTHeil keHuuHbl ¢ cuaapomoM lllelie u y 3-netnei
neBouku ¢ cuaapomoM ['yprnep. [lo MHEHHIO ONTHCABIIMX aBTOPOB, IPUYHMHAMH OCTPBIX
UIIEMUYECKUX HapyIIeHU MO3roBoro kKpoBooOpaieHus y nauueHtoB ¢ MIIC moryt
OBITH SMOOJIUM CEPACUHBIX TPOMOOB B liepeOpabHbIE COCY/bI U BaCKYJIOMaTHs COCYIOB
roJIOBHOTO Mo3ra Ha ¢oHe HakoryieHUs: [Al' B cTeHke. YUMTbhIBasi BBICOKYIO YacCTOTY

cepaeuyHoi maronoruu y nauueHTtoB ¢ MIIC, uccienoBarenn peKOMEHAYIOT BKIIKOYATh
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MalueHToB ¢ HapyueHuem ooMmeHa Al B rpynmny pucka nepedpanbHoil ambomuu [52,
157,304, 312].

[Topaxxenune JIOP-opraHoB W OpPraHoB JbIXaHHS, UMEIOIIEE MPOTrPECCUPYIOIIHIA
XapakTep, 4acTo BCTPEYAEeTCs y MalnueHTOB c paszinuHbiMu Tunamu MIIC u moxker
OBITh TIPENCTAaBIICHO B Je0r0Te 3a0o0jeBaHUs. XapaKTEpHO pa3BUTHE OOCTPYKITUU
BEPXHUX W HIDKHUX JBIXaTCNbHBIX TyTEH, PECTPUKTUBHOW OOJNE3HU JIETKHX,
PELUUIUBUPYIONINX U XPOHUYECKUX WHQEKINI AbIXaTENbHBIX MyTEH W CPEAHEro yxa
[77, 79, 81, 278, 281, 306, 347, 348, 398]. /lprxarenpbHas HEIOCTATOYHOCTH, HAPSAIY C
CEpACYHOM HENOCTAaTOYHOCTBHIO, SIBJSIETCS BEAyLIEH MPUUYMHOM CMEpPTH MALUEHTOB C
MIIC [104, 199, 306, 347, 350, 440].

OOcTpyKIUsl BEpXHUX JbIXaTeIbHbIX myTed y mnanueHtoB ¢ MIIC sBusercs
MyJIbTH(AKTOpHAIbHBIM TiposiBieHneM. Hakorenne ['AlT B ciusuctoit o0osiouxe
MOJIOCTU PTA, HOCA, TJIOTKU U TOPTAHU MPUBOJIUT K TUNIEPILIA3UU AECEH, MAKPOTJIOCCHH,
runepTpopuu  MHUHAQIMH W aJCHOUJOB, YTOJIIEHUIO TOJOCOBBIX  CBS3OK,
HaJIFOPTAaHHUKA U MPOTPECCUBHOMY CY>KEHHIO IIPOCBETA BEPXHUX JbIXATEIIbHBIX MYTEH.
PactsanyTas otnoxkenusimu Al 3aaHsi9 CTEHKA TIIOTKU, a TakKe M30bITOUYHAS TKaHb B
Oo0NaCTH 4YEpHaJOBUAHBIX XpAMEH U YEPHAIOHAATOPTAHHBIX CKIAJOK MOTYT
MpoJIadUPOBaTh B MPOCBET TOPTaHHU, BBI3BIBATH CTPUIOP M HApYIIaTh MPOXOJUMOCTH
IbIXaTeNbHBIX TyTed. OOCTPYKIMKU CHOCOOCTBYIOT XPOHUYECKUW PUHOCHUHYCHT,
TUIIEPCEKPEIMsl CITU3H, TU3MOp(U3M KOCTEH HOCa M aHOMAJIMHM HIDKHEH yemoctu [52,
77,79,81, 170, 281, 303, 306, 347, 370, 398]. YacThiMH KIMHUYECCKUMHU MTPOSIBIICHUSIMHU
MOpaXEHUsI BEPXHUX JAbIXaTelbHbIX NOyTedl y mnamueHTtoB ¢ MIIC sBusroTcs
3aJI0)KEHHOCTh HOCA, IITYMHOE JBIXaHUE U JBIXaHWE OTKPBITHIM PTOM, OOCTPYKTHBHOE
artHO? CHA, Xpall, M3MeHeHne TeMopa ronoca [19, 81, 104, 370, 440]. /{ns narueHToB ¢
MIIC xapakTepHbl XpPOHUYECKHE U PEIUAUBUPYIONIME HWHPEKIMA BEPXHUX
JBIXaTENIbHBIX MyTeH, MPUIATOYHBIX MMa3yx Hoca W cpeaHero yxa [19, 81, 98, 104, 170,
221, 232, 260, 350, 370, 402]. YBenuueHHas NPOAYKIHS CIM3M HPHBOIUT K
MEePCUCTUPYIOMIEH WM WHTEPMUTTUPYIONIEH pPHHOpPEEe U CIOCOOCTBYET Pa3BUTHIO
WH(EKIIMOHHOTO MOPaXEHHUSI CMHYCOB M CPEIHETO yXa 3a CU€T OKKIIIO3MM JIpeHa)Ka

NpUIATOYHBIX TMa3yXx Hoca W OJokaabl eBcraxweBoit TpyOsl [81, 104, 281, 306, 398,
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440]. Pa3BUTHIO SKCCYTATHBHOTO CPEIHETO0 OTUTA CIIOCOOCTBYET TAKKE HAKOIUICHUE
MaTOJIOTMYECKOro cyOcTpaTa B MOCTHA3AJIbHOM MPOCTPAHCTBE, €BCTAXUEBBIX TPyOax u
cpemHem yxe [370].

CyxeHue MpocBeTa M KOJUIANC JAbIXaTeNbHBIX IyTEeH, PacroJOKEHHBIX HIKE
rOpTaHH, Takke BcTpedaroTes y nanueHToB C MIIC. TpaxeoOpoHxomMasiiys BOSHUKAET
BTOPMYHO MO OTHOILIEHUIO K HakoruieHuto ['Al" B Xpsmax Tpaxen U OpOHXOB U MOXKET
IPUBOJUTH K TUHAMUYECKOMY CIIQJICHUIO bIXaTENIbHBIX MyTEW BO BPEMs aKTa JbIXaHUs
[79, 287, 293, 398, 440]. PecTpukTBHBIC M3MCHCHHS JIETKHX pPa3BUBAIOTCA Ha (oHe
yMeHbIIeHUs 00b€Ma J1ehOpPMUPOBAHHON TPYAHOW KJIETKM W PUTHAHOCTH pEOEp, a
TaK)K€ OTPAHUYEHUSI DKCKYPCUU AHAPparMbl, CBSI3aHHOTO C YBEJIMYECHHEM pa3MEpPOB
neyeHu u cene3éHku. Knmnnueckas manudecTanus nopakxeHus: HUKHUX JIbIXaTeIbHbIX
MyTeH BKIIIOYAET B c€0sl JUCITHO), KaIlleNlb, TPYAHOCTU OTXOXKJIEHUS MOKPOTHI, XPUILIOE
JbIXaHUE, PEIMINBHPYIOIINE OpOHXUTHI M MHeBMoHMH [77, 79, 104, 293, 356, 440].
OOCTpyKIMsI TBIXaTeIbHBIX IMyTeH M MapeHXWMATO3HBIC HAPYIICHUS B HTOTE MOTYT
NPUBOJUTH K HAPYIICHUIO Ta3000MeHa B JIETKMX U JIBIXaTCIbHOW HEJIOCTaTOUHOCTH [79,
260, 398].

PaccTpoliictBa ApixaHust BO Bpemsi cHa peructpupyrorca y 80% mnanueHToB ¢
MIIC wu npencraBieHbl OOCTPYKTMBHBIM  allHO® CHAa W MPOJOJKEHHON
runoBeHTWIsInKel.  OOCTpYKTMBHOE ~ amHO?  CHA  SIBIIAETCS  PE3YJbTaTOM
MPOrpecCUpyIoeid OOCTPYKIIMU BEPXHUX JIXaTENbHBIX MyTeW W HamboJee 4YacThIM
TUIIOM arHo? y naruentoB ¢ MIIC [52, 79, 303, 306, 354, 356, 398]. IIpu cunapome
oocrpyktuBHOoro amuod cHa (COAC) y manueHTOB ¢ HapymieHueM oOmeHa ['ATT
BO3MOXXHO OJHOBPEMEHHOE CYILECTBOBAaHHE HECKOJIbKUX oOnacteil oOctpykumu. Ilo
naHHeIM Santamaria F. u coasr. (2007), wactora COAC y gereii ¢ MIIC (n=5)
coctaBuia 100%, y B3pocasix ¢ MIIC (n=6) — 17% (p=0,010); uHIAEKCHI amHOd |
amHO3-TUIOMHO ObUIM 3HAYMTENIBHO BBILIE y MAllMEHTOB JIETCKOrO0 BO3pacTa, 4YeM Y
B3poCIIbIX manueHToB [347]. B Oonee mo3aHux cTagusx 3a00JeBaHUS MOKET Pa3BUTHCS
HOYHAS TUIOBEHTWISALUS, SIBJSIONMIAACS PE3yJbTaTOM HAPYIICHUS KOMIICHCAITUU
JbIXaTeIbHON (QYHKIMU MEXAy nepuojaMud anHod. Hapymenutro KoMieHcauuu

JBIXaTeTbHOW (DYHKIIMM CIOCOOCTBYIOT PECTPUKTUBHBIE WM3MEHEHUS B JIETKUX U
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CHIDKEHHE KHM3HEHHOUW EMkocTh Jérkux [79]. Hapyinenust npixaHuss BO BpeMsl CHa
MOTYT TPUBOJUTH K TIOABJICHUIO HOYHOTO Xpama W JIHEBHOW COHJIMBOCTH,
CHOCOOCTBYIOT Pa3BUTHIO JbIXaTENIbHON HEJOCTAaTOYHOCTH U TAKUX OCIOXHEHHUU CO
CTOPOHBI CEpPJICYHO-COCYIUCTON CHUCTEMbI, KaK CHUCTEMHAas THUIEPTEH3Ms, JIEroyHas
THIICPTEH3Ms, JIETOYHOE CEepJIle, 3aCTOMHas cepeuHas HejpocTaTouHocTh [52, 77, 303,
356].

[Iporpeccupytomas  remaTocijiecHOMErainus, pa3BUBaromiasics Ha  (oHe
HakomieHuss ['Al’ u B psAzne cilydaeB NPUBOIAIIAS K YBEIWYEHUIO PA3MEpPOB KUBOTA,
xapaktepHa s narpento ¢ MIIC |, 11 u VI [77, 260, 306, 398]. ¥V maiueHTOB ¢
cuapomoM CaHQuUIUNIoO remnaToMeranus pas3BuBaeTcs npumepHo B 50% ciydaes,
cruteHoMeraius Becrpedaetcs penko [345, 399, 401]. ITpu MIIC IV takke BO3MOXKHO
yBenuuenue nedenu [19, 232, 260, 306]. Pa3Butre mymovHbBIX W/WIM MAaXOBBIX TPBIK
MOKET MMETh MECTO y NauueHTOB ¢ paznuuHbiMu Tunamu MIIC, onHako Hambonee
yacTo BcTpevaercss y OonbHbIX ¢ MIIC I, I, VI u Tsoxéneimu popmamu MIIC VIl u B

psjie ciydaeB TpeOyeT MOBTOPHBIX XMPYPIUYeCKUX BMmelatesbeTB [77, 104, 221, 306,

383, 398, 440].

1.4. Knunnyeckasi XapaKTepHCTUKA NMOPAaKeHUs HEHTPaJIbLHOM, nepudepuyeckoi
HEPBHOM CUCTEMBbI H OPTraHOB YYBCTB IPU MYKOIIOJIHUCAXAPUA03AX

Hespomnornueckue nposiBiaeHuss MIIC MOKHO yCIIOBHO pa3feiNTh HA CUMIITOMBI,
CBSI3AHHBIE C HEMOCPEACTBEHHBIM TOPAXKEHUEM TOJIOBHOTO MO3ra, M CHUMIITOMBI
MOPaKEHUS IEHTPAIbHON M Tepu(epuuecKoil HEPBHOW CHUCTEMBI, Pa3BUBAIOIINECS
BTOPUYHO Ha (oHe comartnyeckux mpossienuit [199, 311, 327, 455]. ITpu nepBuvHOM
MOPaXCHUU TOJOBHOrO Mo3ra, xapakrepHoM g  MIIC, conpoBoxaarommxcs
HakorieHueM remnapaHcyibdara (Tsoxénbix dopm MIIC I, II, VII u Bcex momrumon
MIIC III), umeeT mMecTo HeWpoJlereHepaTUBHOE TeueHue 3a00seBaHus ¢ Ae(UIUTOM U
perpeccoM KOrHUTHUBHBIX (DYHKIMHA, HapylmieHUsIMHA ToBeaeHus [64, 76, 164, 199, 278,
400, 432, 433, 452, 455]. K BTOPHYHBIM I10 OTHONICHHIO K TMOPAKECHHIO
SKCTPAHEBPAJIbHBIX TKAHEH W OPraHoOB IMATOJIOTUYECKHUM IMPOSBICHUSIM CO CTOPOHBI

[MHC crnemyer oOTHECTH COOOMIAIONIYIOCS  THUIApONEPAIUIO0 C  TOBBIIICHUEM
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BHYTPUYEPEITHOTO JaBJICHUs, aTpO(UI0 3pPUTEIBHBIX HEPBOB, KOMIIPECCHOHHYIO
MHEJIONATHIO, OCTpPbIe HapyIIEeHUS MO3roBoro kposooOpamenus (OHMK) [52, 153,
260, 272, 455]. Tlopaxenue mepudepudecKorl HepBHOW cucTembl Ha ¢dore MIIC

BKJIIOYACT KapIajdbHbIA U Tap3albHbIi TYHHEIbHbIC CHHAPOMBI [52, 272, 306, 455].

1.4.1. TeueHue 1ereHePaTUBHOIO MOPAKEHUSI IEHTPAJIbHOI HEPBHOI CHCTEMBI

XapakTep NCUXOMOTOPHOTO perpecca npu HeWpoHonatuueckux MIIC
COOTBETCTBYET TakoBoMy mpu apyrux JIBH: mocne meprnoma HOpManbHOrO pa3BUTHS
TEMIT IPUOOPETEHHSI HOBBIX HABBIKOB 3aMENJISIETCS, 3aT€M HacTymaeT ¢aza «Iaroy, 3a
KOTOPOM CIIEyeT MNOTEpPs MOCTUTHYTOIO INICHUXOPEYEBOIO M MOTOPHOTO YPOBHS C
UTOTOBOM TOJTHOW 3aBHCHMOCTBIO OT YXa)KHUBAIOITUX JIHII [278].

[Tpu cunapome ['yprep npuoOpeTeHne HaBBIKOB B TIEPBBIC MECSIIBI dKU3HU MOKET
HE CTpajaTh, B JAJbHEUIIEM MPOUCXOAUT HAPACTAIOLIEE 3aMEIJICHUE Pa3BUTHS,
3aJiepKKa KOTOPOro OOBIYHO CTAHOBHUTCS OYEBMAHOW K 12-24 wmecsanam >KU3HU.
MakcuManbHbId YPOBEHb JOCTUTHYTHIX HaBBIKOB ITpu MIIC II" MOKeT COOTBETCTBOBATH
2-4 tomam. B nmuHamMmke mporpecca B pa3BUTHH Yy OONBIIMHCTBA IAlIUCHTOB HE
OTMEUYAeTCs, U B TECUCHHE HECKOJIBKUX JIET MMEET MecTo ¢haza «IiaTto», 3a KOTOpOH
clielyeT MEJUICHHBIN HHTEJUIeKTyanbHbIN perpecc. K MmoMenTy cMmepTH, B Bo3pacte 8-10
JeT, y OOJBIIMHCTBA TAIMEHTOB OTMEYACTCS TKENbIM KOTHUTHUBHBIN nedunur. B
OTIMYMe OT ManueHToB ¢ Tsokénoit popmoit MIIC I u ot marmentoB ¢ MIIC 111, ansa
nerer ¢ MIIC II' xapakTepHO CIOKOMHOE, a HE arpecCUBHOE NOBEJEHUE. TeM He MEHee,
B pAJIE€ CIIy4aeB BO3MOXHO MOSIBJICHUE 3JIEMEHTOB aXXUTalUK U arpeccuu. CynopoKHbIM
CHUHJIPOM pPa3BHBACTCS PEIKO JaKe Ha MO3THUX cTaausx Oonesnm [19, 77, 84, 104, 260,
306]. Ilpun Haymumm perpecca BBICIIUX KOPKOBBIX (PYHKIUI Yy MAIUCHTOB C JIETKUM
teuennem MIIC |, ero HapacTaHue TPOUCXOIUT CO 3HAUYUTEIIBHO MEHBIIIEH CKOPOCTHIO,
YeM y MaIMeHTOB ¢ Tshkénoi dhopmoit bonesnn [104, 306].

VY mammentoB ¢ Tsxkénoir dopmorr MIIC |l pannee pa3BuUTHE TaKKe MOXKET
COOTBETCTBOBaTh HOpME. B nmanpHEWIeM MNPOUCXOIUT 3HAYUTEIBHOE 3aMEIJICHUE
MPUOOPETEHUS] HOBBIX HABBIKOB, U K 18-24 mecsiam »XW3HU CTaHOBUTCS OYEBHUIHOU

3aJICPKKa Pa3BUTHAL. ®daza «miaTo» IIPpUXOIUTCA Ha BOSpElCTHOfI HHTCPBAJI MCKIY
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tpems u naTbio rogamu [199, 440]. Cpennuii Bo3pact aeOroTa perpecca pa3BUTHS, I10
nanaeiM Young |.D u Harper P.S. (1983), cocraBuster 8 nmet (moma — 6,5 ner) [451].
[IporpeccupoBanue paereHeparuBHoro mnopaxenus [[HC npuBoaUT K CHUKEHHIO
JIBUTATEIbHOW  AKTMBHOCTH, TOCTENEHHO TMAIMEHThl TEPSAIOT CIOCOOHOCTh K
KOMMYHUKAIINH, )KEBAHUIO U TJIOTAHHUIO, KOHTPOJIIO HaJ (QYHKIIUSIMHA Ta30BBIX OPTaHOB
[199, 293, 451]. B TepmuHAIbHOW cTaguu OOJE3HU JBUTATCIbHBIC HAPYIICHUSI
JIOCTUTAIOT CTENEHU OOE3BMKEHHOCTH, HWMEIOT MECTO NPHU3HAKH TOpPaXKEHUs
MUPAMUIHOTO IyTH W MBIIICYHBIE TUMOTpO(HUH, OoTMedaeTcs TsKETas YMCTBEHHAas
OTCTAJIOCTh, PEAKIMs Ha OKpY’Kalollee OTCYTCTBYeT, pa3BuBaeTcs kaxekcus [19, 77,
440].

Hapymienus noBefeHusl, XapakTepHbIe M1 NAlUMEHTOB C TKENON (opmoii
CUHApOMa XaHTepa, BKIIOYAIOT YIPSIMCTBO, arpecCUI0 UM THIEPAKTUBHOCTD, IMH30/IbI
B30y KacHus W ucrtepuk [19, 139, 199, 354, 447, 452]. Holt J.B u coart. (2011)
BIIEPBBIC OIMHMCAHO XPOHUYECKOE MEPCEBEPATHBHOE KEBAHHUE, 3apEeTHCTPHUPOBAHHOE
apTopamu y 37% manumentoB ¢ MIIC Il [199]. DnunenTuyeckue MPUCTYIIBI
npucyTcTBYIOT y 13-34% nauuentoB ¢ MIIC I u B ocHOBHOM oTMeYaroTcs y OOJIbHBIX
c Tsokénor ¢dopmoii 3aboneBanus (B 28-59% cmydaeB); Bo3pacT MaHH(ECTAIUU
NapoKCU3MOB — Okosio 10 sier. BepodaTHOCTh NPHUCTYIOB MHpHU TAKEIOM (HEHOTHIIE
HapacTaeT MpH MPOrPECCUPOBAHNU KOTHUTHBHOTO perpecca [198, 354, 451, 452]. Yame
BCETO PAa3BUBAIOTCS TEHEPATU30BAHHBIC TOHUKO-KIMHUYECKHUE CYAOPOTU, KOTOPHIE
OTBEYAIOT Ha CTAHJAPTHYIO TEPAIHI0 aHTUKOHBYJIbcaHTamu [54, 293, 440]. [To MHEHHUIO
Bonanni P. u coasrt. (2012, 2014), stunencus y naruentoB ¢ MIIC II, ocobenno npu
OTCYTCTBHUH TEPAIUHU, MOXKET YXYIIINTH HEBPOJOrHuecKuii perpecc [85, 86].

CumnToMatuka W TedeHue 3aboiyieBaHus npu pazauusbix noxarunax MIIC I
MPAKTUYECKA HUACHTHUYHBI M XapaKTEePU3YIOTCS MPOTPEAUCHTHBHIM JEeTeHEePATUBHBIM
nopaxxeaneM I[[HC c¢ wucxomom B aeMeHuuio. TsKECTh TPOSBICHUA U CKOPOCTh
IPOTPECCUPOBAHUsS BaphbUPYIOT KaK MEXIYy MOATUIIAMH, TaK M B TpEIenax OJHOTO
noxruna 3abomeBanus [77, 260, 282, 345, 348, 400, 432]. MIIC HIA cunrtaercs
HaumOosee  TsxENoM  Gopmoit ¢ Haubosiee  paHHUM  AeOHOTOM,  OBICTPBIM

MPOrPECCHPOBAHNEM CHUMIITOMOB M MEHBIIIEH POAOJKUTEILHOCTHIO xu3HU. MIIC 11IB
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NPEACTABICH MPEUMYIIECTBEHHO JETKUM (PEHOTUIIOM, NpPHU KOTOPOM BO3MOXHA
cTabuiIM3alus MHTEIUICKTyalbHOM HEJOCTaTOYHOCTU B TEUEHHE HECKOJIbKHUX JIET U
JaKe COXpaHEeHHE (PYHKIIMOHAITBHOW aKTMBHOCTH MAIIMEHTOB HA TPETHEM U YETBEPTOM
JECATUIIETUSX KU3HU. TeM He MeHee, ONMMCaHbl MalMeHThl B3pociioro Bo3pacta ¢ MIIC
[11A u 6ostee Tsxénbie popmel 3a6onmeBanus pu MIIC 11IB [89, 306, 399, 400, 403].
[Tanuentsr ¢ MIIC [l 06p1uHO MPHOOpETAOT BCE IBUTaTEIbHbIE HABBIKK B CPOK,
OJHAKO HE HCKIIIOYeHa 3ajaepikka MOTopHoro passutus [106, 221, 282]. B nunamuke
MaHUGECTUPYIOT MPOSBICHUS HEHPOAETeHEPAaTUBHOTO 3a00JIeBaHNUs, TECYEHHE KOTOPOTO
pU THKEIOM «KJIACCHUYECKOM» (DEHOTHUIIC NPUHATO paszeiaTh Ha Tpu (as3el [106]. B
nepBoil (aze, oTHocAIIelcs K Bo3pacTy 1 roga - 4 et ¥ 0OBIYHO MPEIIIECTBYIONIEH
YCTAaHOBJICHHIO JHAarHo3a, MMEET MECTO 3aJiepKKa MPEeUMYIIECTBEHHO pPEUYEBOTO
passutus [348, 432]. HekoTopble mHanuMeHThl TaKk W HE MPHOOPETAIOT HABBIKOB
ucnonb3oBanust peun [19, 306]. C Bo3pacta 24 mecsneB y OOJNBHBIX C CHHAPOMOM
Canpumunmo A MOXeT Ae0ITHPOBaTh pPErpecc NMPUOOPETEHHBIX PEUYEBBIX HABBIKOB,
KOTOPBII OOBIYHO MPEIIISCTBYET perpeccy mcuxuueckoro pasputus [98]. B mepsoii
¢aze 3a007€eBaHUSI UMEET MECTO 3aMEJICHNE TMICUXUYECKOTO PA3BUTHS C MOCIIEIYIOIIEH
MOJIHOM cTarHauue. MakcHMasnbHbI YPOBEHb pPAa3BUTUSA MALUEHTOB C TIKEIBIM
¢enotuniom coorBerctByer 3,5-4 romam [400]. Jlns manmMeHTOB CBOWCTBEHHO
HapymeHne (GOpMUPOBAHUS HABBIKOB KOHTPOJIS HaJ (QYHKIIUSIMH Ta30BBIX OPTaHOB, IPH
atoM okojo 50% geTell HHUKOTIA HE MPHOOPETAlOT TOJIHOTO KOHTPOJS Ha
Mouencnyckanuem u aedekarueit [19, 98, 106, 131]. Bo Bropoii dase, HaunHaromeics
B Bo3pacte 3-4 JeT, MPOAOHKACTCS PEerpecc KOTHUTHUBHBIX (PYHKIUN, yTPauyuBaIOTCS
pedeBbIC HABBIKU, B KIMHUYECKOW KapTHHE 3a00J1€BaHUs TOMUHUPYIOT HApYyIIICHUS CHA
u noseneHus [64, 77, 106, 114, 260, 282, 348, 399]. Ilocnemnue NpOSIBISIOTCS
CHW)KCHHUEM KOHIICHTPAllMW BHUMAHHUS, THIEPAKTUBHOCTHIO, HMMITYJIbCUBHOCTHIO,
YaCTBIMH M BBIPQXCHHBIMH AIHU307aMH BO30YXICHUS, TECTPYKTHBHBIM ITOBEIACHUCM,
arpeccueil U ayToarpeccueil, mpucTynaMu cMexa WM Tuiada, CernapaioHHON TPEeBOTOM,
ayTUCTUYECKUMH YepTaMH, TEHJEHIIMEH K MOMEIICHUIO Pa3JINYHBIX MPEIMETOB B POT
(‘orality’) [106, 114, 115, 131, 221, 306, 332, 346, 359, 399, 432]. Hapyuienus cHa,

XapakTepHbIC [JI TAalUEeHTOB ¢ cuHApoMoM CaHQWIHNIO, BKIOYAIOT B Ce0s
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HapyIICHUE 3aChIMIaHWsl, PaHHHE MPOOYKICHHS, YacTble MPOOYKIACHHUS BO BpeMs
HOYHOTO CHA, VYBEIMYEHUE TIPOJODKUTEIHPHOCTH JHEBHOTO CHA, YMECHBIICHHUE
MIPOJIOJDKATEILHOCTH HOYHOTO CHA, BIUIOTH JO OTCYTCTBHS CHA B T€UCHUE BCEH HOYM.
Bo3MOXXHO HapyllleHHe TOBEACHUS B HOYHOE BpeMs B BHUJAC JIBHTATEIBHOM
PacTOPMOKCHHOCTH, KEBAHUS IMOCTCIILHOTO Oebs, TuTada, IIeHUS Wiu cMexa [77, 78,
98, 109, 115, 155, 156, 221, 260, 262, 271, 307]. [AcOroT HapyIIeHNH CHA y TAIUCHTOB
¢ MIIC Il BappupyeT oT poxxacHus 10 22 JIeT, 0JHAKO Hanboyiee 4aCTO OTHOCUTCS K
Bo3pacty 3-5 ser [155, 262]. I'myOokas yMCTBEHHas OTCTAJIOCTh WM HapyIICHHUS
MOBEJCHUSI COYETAIOTCS y maiueHToB J0 10-71eTHero Bo3pacta ¢ HOPMaJIbHOM
bu3nYecKo CUIIOM W COXpaHHBIMH JBUTATEIbHBIMH (DYHKIIMSIMH, YTO B OOJIBIION
CTETICHU 3aTPyAHSAET BCE TEPANEBTUUECCKIE BMEIIATEIHCTBA BO BTOPOIl CTauu OOJIC3HH
[77, 260, 306]. Tpetbss win TepMuHAIbHAS (haza Ooye3HH, HauuHaomasics mocie 10
JIET, CBsI3aHa C MPOJOJDKAIOUICICS MOTEpPel HABBIKOB, IMOSBIECHUEM OYIbOapHBIX U
JBUTATEIHHBIX HAPYIICHUH, MPOTPECCUPOBAHNEM HEBPOJIOTHIECKONH CUMIITOMATHKH JI0
JICMEHIIMH, TIOTEPU KOHTAKTa C OKPYIKAIOIICH Cpe/ioi, BEreTaTUBHOTO COCTOSIHUSA [77,
98, 131, 260, 306, 348, 432]. B auHamuKe HapacTaromas CIaCTUYHOCTh U CHUKCHHE
MBIIIEYHON CUJTBI B COUYETAHUU C MPOTPECCUPYIOMIUM MOPAKEHUEM CYCTaBOB MPUBOIST
K TIOJHOW 00€3ABMKEHHOCTH. HapymeHuss TJIOTaHUS OCJIOXKHSIOTCS —YacThIMU
SMU30JaMU  aCUpalid, TPEOYIOIIMMH W3MEHCHHUS KOHCHUCTCHIIMA THUIIH |
yCTaHOBJICHHS HazoracTpajibHoro 3ouaa [19, 77, 106]. B nanHo# cTamuu 3a00sieBaHUs
NPOUCXOAUT perpecc mMoBeAcHYeCKHX Hapymenuid [114, 432], mnossisioTcs
snunentuyeckue npuctynsl [106, 260, 399]. HecmoTps Ha yracaHue CHMITOMOB
HapymeHHoro noseneHust, Cleary M.A. u Wraith J.E. (1993) yka3bpiBaroT Ha HajaH4due
NPUCTYTIOB T1ada, HE OOYCIIOBJICHHBIX OOJEBHIM CHHIAPOMOM, B JaHHOW CTaIuH
3aboneBanus [106]. Cormacuno Kpacunomosasckoit K. JI. (2005), snunencust pa3BUBaCTCS
npaktuyecku y Bcex 06onpHbIX ¢ MIIC IHIA no mepe nporpeccupoBanusi 3a00eBaHus
[19]. Tlo mawueiM Cleary M.A. u Wraith J.E. (1993), mapokcusMel npu CHHIPOME
Candmmnmo oObIYHO MaHU(ECTHUPYIOT TOocie &8 JeT | dYalie NpeICTaBICHbI

IreHCPaJIn30BaAHHBIMU  TOHHUKO-KIIMHUYCCKUMHU CydoporamMm, y psdda IaHUCHTOB
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BO3MOXKHO BO3HHUKHOBEHHE (okanbHbIX mpuctynoB [106]. B OosbimmHCTBE CiydaeB

CYJI0pOTH HOAAA0TCs aHTHanmiIenTuyeckon repanuu (ADT) [54, 221, 306, 399, 401].

1.4.2. 'mapouedanust

Pa3sButne cooOmiaromeiica ruapouedanuu C TMOBBIIIEHHEM BHYTPUYEPEITHOTO
JaBJICHUS XapaKTEpHO IS TAIMEeHTOB ¢ cHHApOMOM L'ypiep u ¢ Tsokénoi dopmoit
cuapoma Xantepa [19, 104, 260, 293, 306, 354], a TakKe OIMHCAHO Yy MAIIMEHTOB C
curapomom Mapoto-Jlamu [202, 353, 398]. CornmacHo Wraith J.E. u coast. (2008), y
6onpHBIX ¢ MIIC |l coobmiaromasicst rugpouedains ¢ TOBBIIIEHUEM BHYTPUUEPETHOTO
JaBJICHHUS BCTpedaeTcss peke, yeM y manueHtoB ¢ MIIC | [440]. Puck pa3Butus
cooOmmaroneiicss rugapornedanui U €€ OCIOKHEHUN HIKE Yy NAllUeHTOB C JIErKOU
dbopmoii MIIC | u coxpaHHBIM HMHTEIJICKTOM, YE€M y MAIlMEHTOB C TsHKEIOU (popmoit
oonesan [19, 104]. CooOmaromasics tunponedamuss npu MIIC 00bIYHO HOCHT
MEJJICHHO MPOTPECCUPYIONINM XapaKTep, a €€ CUMIITOMBI TPYAHO TudPepeHInpoBaTh ¢
NPOSIBJIICHUSAMH TIEPBUYHOTO Tarosiorndeckoro nporecca B [IHC [77, 306]. Tunuunast
OCTpasi CUMIITOMATHKA B BHJIE€ PBOTHI, OTEKA NHMCKOB 3pUTEIbHBIX HEPBOB s MIIC
HexapaktepHa [242, 306]. Muenus wuccieqoBatesied O ponud THaporiedaiud B
HEBPOJIOTUYECKOM  perpecce y MaiuuMeHToB ¢  HeupoHonatmueckumu  MIIC
npotuBopeunss [84, 104, 260, 293, 306].

Huarno3 cooOmaromierics ruaponedaiud C MOBBIIICHHEM BHYTPUYEPEITHOTO
JABJICHUST MOJYKET OBITh TPEATONOKEH Ha OCHOBAaHWW JTAHHBIX KOMITBIOTEPHOW WIIH
MarHUTHO-PE30HAHCHON TOMOrpaduu, OJHAKO CJIEIYyeT YYUTHIBATh, YTO PACIIUPEHUE
XKelmyaoukoB mo3ra y mnanueHToB ¢ MIIC Hepeako oOycioBiieHO ILiepeOpanbHOU
atpodueit [268, 306, 398, 455]. JlaHHble OCMOTpa TJIQ3HOTO JHA W 3PUTCIIBHBIX
BBI3BAaHHBIX TIOTCHIIMAJIOB MOTYT OBITh HEYOCAWTEIbHBI B CBSI3M C HEIOCTATOYHOMN
KOMITJIAEHTHOCTBIO TMAIIMEHTOB W BO3MOXKHBIM HAJIMYUEM XPOHUYECKOTO OTEKA JHCKOB
3pUTEIHHBIX HEPBOB Yy MAlMEHTOB C CHHAPOMOM XaHTepa B OTCYTCTBHE IOBBITIICHUS
BHYTpPHUEPEITHOro jaaBicHus, Ha ¢oHe omnokenus ['AI B ckuepe [268]. s
YCTaHOBJICHHsI JMAarHo3a MOXET TOTpPeOOBaThCS TMPSMOE WM3MEPEHHE J1aBIICHUS

nepeopocrnuuanphoi  kuakoctd  (LICXK) [398]. [lo  maHHBIM  HEKOTOPBIX
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uccienoBaTenel, paHHssl TUarHOCTHKA TUJpoleaiui U MPOBEICHUE UIYHTUPYIOUIEH
onepanuu y nanueHtoB ¢ MIIC MOryT B HEKOTOpPO#l CTENEHM YIYYLIUTh HCXOI U
IPEIOTBPATUTh Pa3BUTHE aTPO(UU 3pUTENBHBIX HEPBOB, 00YCIOBICHHON MOBBIIICHUEM
BHYTpUYEPENHOTO JAaBieHusA. OJHAKO 1O HACTOAILLIETO BPEMEHU HE ONPEACIICHBI
MOKa3aHMs K MPOBEACHUIO U ONTHUMAJIbHBIE CPOKU MOJOOHBIX ONEPALMI y MAUEHTOB C
HapymeHussMu  oomeHa ['Al', 4€Tko HE YCTaHOBIEGHBI TPYNNbl pHUCKA IS

c006ma}0meﬁ051 I‘I/I,ZIpOIIG(baHI/II/I C MNOBBIICHUCM BHYTPHUYCPCIIHOTO MOAaBJICHUA CpPCIH

tumnoB u noarurnoB MIIC [19, 55, 77, 104, 293, 306, 342, 398, 410, 446].

1.4.3. CTeHo03 cIMHAJBHOI0 KaHAJIA M MHEJIONATHS

[Tporpeccupyromuii CTEHO3 CIMHAIBHOTO KaHajla ¥ KOMIIPECCHS CITMHHOTO MO3Ta
Ha ypoBHe IIIOII BcTpeuarorcs npu Beex tunax MIIC, 3a uckmouenuem MIIC 1l u
MIIC IX [77, 260, 306, 324, 373, 398]. OcHOBHYIO pPOJb B TI'eHE3¢ KOMIIPECCHH
cnuaHoro Mosra y nanuentoB ¢ MIIC I, Il u VI urpaet yromnmenue TBEpAOH MO3TOBOM
000JIOUKH, 3aJHEW MPOJOJHbHON CBS3KM M TIONEPEYHOM CBS3KU arjiaHTa Ha (oHe
ornoxenus [AL [19, 52, 104, 202, 237, 293, 306, 327, 338, 348, 358, 385, 417]. [ns
MAIMEeHTOB ¢ CUHAPOMOM MOPKHO XapaKTepHa HECTAOUIBLHOCTh THIOIIA3UPOBAHHOTO
3yOOBUJHOTO OTPOCTKA HAa (POHE THMEPITACTUYHOCTU IOMEPEUYHONH M KPBUIOBUIHBIX
CBA30K aTJlaHTa C pEe3yJbTUPYIOIIUM  aTJAHTOAKCHUAIBHBIM  TOJABBIBUXOM U
KOMIIpECCHel CIIMHHOTO MO3Ta Ha YPOBHE KpaHHOIepBHKaIbHOTO Tiepexoaa [202, 260,
284, 306, 348, 373]. AriaHToaKcHallbHAs HECTAOMIBLHOCTH MOXKET MMETh MECTO U Y
oonpubIx ¢ MIIC | [96], Il [150], VI [202] u VII [306]; a y man@eHTOB ¢ CHHIPOMOM
Mopkuo B reHe3e CTeHO3a MO03BOHOYHOTO KaHalla TaK)Ke YJacCTBYET MPOUCXOAIIAs Ha
¢one wHakorieHuss ['Al’ nepuopoHTOMAHAS HWHPWIBTpAUMUM W TUIEPIUIA3USL
SKCTPaAypadbHbIX MITKMX TkaHed [284, 373]. Moxker urpath pojb W BBICTOSHHUE
3aJHC JyrM aTJiaHTa B CHOUWHAIBHBIA kKanan [202, 218, 327, 373]. ®ubpo3 wu
runepTpodusi TKaHEH BOKPYr 3YOOBHAHOTO OTPOCTKA, MO MHEHHI0 HEKOTOPBIX
uccienoBareneld, BO3HHMKAIOT BTOPUYHO II0 OTHONICHUIO K HECTAOWIBHOCTH U
XPOHUYECKOMY MOJBBIBUXY aTJaHTOAKCHAIbHOTO cowieHenus [197, 267, 306, 324, 327,

374]. B pa3Butum cTeHO3a MO3BOHOYHOrO KaHana y narnueHToB ¢ MIIC moryT urpatb



43

poJIb TMIIATUCTIOHAWIMS U JAepopMalys TMO3BOHKOB, 3aTparvuBalolliie HE TOJIbKO
HICIHBIN, HO TaK)Ke TPYJHON M MOSICHUYHBIA OTAEINbI U B PSJE Cilydyae MPHUBOMASAIINE K
KOMITPECCUHU CIIMHHOTO0 MO3Ta WM KOHCKOTO XBocta [70, 242, 285, 324, 327, 338, 373,
378, 385].

IIporpeccupyronmi CTEHO3 CIIMHAJIBHOTO KaHaja Ha YPOBHE
KpanuolepBukaibHoro mnepexojga u IIOII, mpuBomsfmuii K KOMIIPECCUU HHKHHUX
OTJICJIOB CTBOJIa MO3ra W/WJIM CHUHHOTO MO3Ta, MOXET OCJOKHUTHCS Pa3BUTHEM
MUEJIOTIATHH W JlaX€ OCTAHOBKOW JBIXaHWS W BHE3aMHOW CMEPThi0 Ha (OHE
MUHUMAaJIBHON TpaBMbI WM niepepasrudanus meu [197, 202, 267, 284, 306, 311, 373,
414]. Tlpu OTCYTCTBHUHU JICUCHHUS MHEJIONATHsI, MATOICHETHUCCKON OCHOBOW KOTOPOIi
SBIIICTCSI JIOKQJIBbHASI HWIIEMHUS W OTEK, TPOTPECCHPYET, TPHUBOISL K HEOOPATUMBIM
MOBPEXJICHUAM CIMHHOTO MO3ra — HEHpOHalbHOW rHOenn u  00pa30BaHUIO
muenomansuuu [52, 246, 284, 350, 385, 440]. ArnantoakcuaabHas HECTaOMIBHOCTD U
e€ OCIIOKHEHUS SIBIISIFOTCS OJTHOM M3 OCHOBHBIX MIPUYMH CMEPTH TMAIMEHTOB C TSHKETBIM
BapuantoM TeueHus MIIC IV [285, 391]. Upes3BblyailHO Ba)XHO CBOEBPEMEHHO |
OBICTPO  TMAarHOCTHPOBATH CTEHO3 CHOUHAIBHOTO KaHajlla y  TMAlHUCeHTOB ¢
HeHeWpomaTuiyeckumMu  ¢opMamMu  OOJIE3HM H Yy  TAIlMEeHTOB, IOABEPTIIUXCS
TpaHCILIAaHTAIIMA TeMomnodTudyeckux CcTBOJOBBIX KieTok (TI'CK), Tak kak paHHee

XUPYPIUUECKOE BMEMIATEILCTBO MOXKET MPEAOTBPATUTh CEPhE3HBIE OCIOXKHEHus [14,

19, 52, 104, 202, 246, 260, 284, 293, 374, 398, 440].

1.4.4. Tlopaxenue nepudepnyeckoii HePBHOH CUCTEMbI U OPraHOB YYBCTB

CunapoM 3amscTHOTO (KapnaJlbHOTO) KaHalla XapakTepeH s namueHToB ¢ MIIC
I, I m VI [165, 168, 181, 207, 215, 263, 293, 325, 376, 415, 440, 443], onucaHsl
€IVMHUYHBIE ClIy4au JAaHHOM TyHHeNIpHOM Hepomnatuu y nauuweHtoB ¢ MIIC Il u IV
[429, 456]. ITo mamubiM peructpa MIIC |, kapnadbHbBI TYHHEJIBHBIH CHHAPOM B
BO3pacTe, MeIuaHa KOToporo cootBeTcTBoBaia 13,1 roma, Obur otmeueH y 67%
narueHToB ¢ Jérkoi ¢dopmoii 6ose3nn [383]. B mccaemoBanun Kwon J.Y u coasT.
(2011) mokasaHo pa3BUTHE OHJIATEPAIILHOTO CHHAPOMA 3aISICTHOTO KaHana y 43 u3 45

(96%) mamumenToB ¢ cuHApoMoM XaHtepa B Bo3pacte oT 4 mo 408 mecsues [241].
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Bo3nukHoBeHue cuHapoMa 3amsictoro kaHaiga npu MIIC cBsa3aHo co caaBieHUEM
CPEIMHHOTO HEpPBA, MPOUCXOMIIIIMM Ha ()OHE HAKOIICHUs MPOJYKTOB HAPYIICHHOTO
Meraboimn3mMa B coequHuTenpbHOM TKaHum flexor retinaculum, cuHOBHANBHBIX
BJIarajIuIiax CyXOXuaui crudaresiei, SMMHEeBPpUH CPEAMHHOTO HEPBA, a TakKe Ha (PoHe
nedopMaruu KOCTHBIX CTpykTyp [207, 429, 436, 453]. /lnarHoctuka KapnaJibHOTO
TyHHENbHOTO cuHjpoma y aerei ¢ MIIC yacTto oTcpoyeHa, B CBSI3U C OTCYTCTBUEM [0
BO3HUMKHOBEHHUS BBIPAKCHHOM KOMIIPECCHU y OOJIBIIMHCTBA TAIUEHTOB TaKHX
TUITUYHBIX CyOBEKTHBHBIX CHMIITOMOB, Kak 00Jib, OHEMEHHE W Tapectesun [65, 104,
116, 181, 293, 306, 436]. OTcyTcTBHE KIMHUYECKUX KaAT00 MOKET ObITh 00YCIIOBICHO
MEJIJIEHHBIM TPOTPECCUPOBAaHUEM CJHIaBJICHUS HEpBa W HAJIWYUEM KOTHUTHBHBIX
HapylieHu# y psaa 00abHBIX. Kpome TOro, CHMIITOMBI CHHIPOMA 3aISICTHOTO KaHala y
nanueHToB ¢ MIIC MackupyroTcs TYromoaBHMI)KHOCTBIO B CyCTaBaX M CKEJICTHOM
nucruiasueit [52, 65, 241, 429]. OcHOBHBIMU 00BEKTUBHBIMH IPHU3HAKAMHU KapIalbHOTO
TYHHEJBHOTO CHHApOMa y manueHToB ¢ MIIC sSBISAIOTCS «KOTTHCTas» aehopmarus
KHCTH, aTpousl MBI KUCTH, TUNOTpo(dHsS TeHapa; MPpU BBIPAKEHHON KOMIIPECCHUU
CPEAMHHOTO HepBa oTMmedaeTcs Aehuuutr (QyHKUMM Oosblioro manbiia. Pomurenu
MalUCHTOB, YYUTEIS M HMHCTPYKTOPHI JIedeOHON (PU3KYIbTYpbl HHOTJA OTMEYAIOT
TPEMOp KUCTEH PYK, OOKyChIBaHWE KHCTEH U TaJIbIeB, HApACTaHUE HETIOBKOCTH MEITKON
MOTOPUKH, CMEHY HWIPOBBIX TMPEANOYTCHUA C H30€raHueM MaHUIYJISAIUNH pyKaMH,
n30eranue peOEHKOM TMPUKOCHOBEHUS K pyKamM. Y TIAIMEHTOB, CIIOCOOHBIX K
B3aMMOJICHCTBUIO BO BpeMsi OOCIICIOBaHMS, B PAJC CIy4acB MOTYT OBITH BBISBIICHBI
HapYIIEHUs YyBCTBUTEIHLHOCTH MPU OOBEKTHBHOM OCMOTpE. Perucrparus cHMIITOMOB
Tunens n danena onrcana B eIMHUYHBIX ciaydasx. MHorna orMedaroTes tpodudeckue
u3MeHenus [52, 65, 165, 181, 207, 293, 406, 436, 453]. Xupyprudeckasi JeKOMIIPECCHSI
CPEAMHHOr0 HEpBa ManueHTaMm ¢ HeHelpoHonatnyeckuMu tunamu MIIC u manuentam
nociae TI'CK mommkHa OBITH BBITIONIHEHA 0 BO3HUKHOBEHHUS TSHKEIOTO IOBPEKICHUS
Hepa [104, 181, 207, 293, 306, 406, 436, 440, 443]. Hekotopbie CIEIHATHCTHI
PEKOMEHYIOT MPOBOJUTH HEBPOJIM3 CPEAMHHOTO HEPBAa COBMECTHO C JIEKOMIIpECCUeH

[65, 207]. C yuérom mporpeccupyromieii npupoabl 3a00JeBaHis BO3MOKEH PELUIUB
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KapIajJbHOTO TYHHEJIBHOTO CHUHIPOMA, MO IMOBOJY KOTOPOTO MOTYT MHOTPEOOBAaThCS
IIOBTOPHBIE OllepaTHBHBIC BMelaTenscTBa [104, 207, 293, 306].

W3meHenust oprana 3peHusi yacto Berpevatrorcs y gnereid ¢ MIIC, Hocar
MPOTPECCUPYIOIIMN XapaKTep U MOTYT MOpa)kaTh POTOBUILY, CKIIEPY, TPaOEKYJISIPHYIO
CeTh, CETYaTKy, 3pUTEIbHBIA HEPB, a TakXKe 3PUTEIbHBbIC TMPOBOIAILINE IYTH.
[TopaxxeHue oprana 3peHus Bo3MoxkHO npu BCex Tunax MIIC u o0ycioBieHo UHTpa- U
OKCTpaKJIeTOUHbIM HakoruieHneM ['Al’ B TkaHsx r1iasHoro s0J0Ka, B TKaHsX,
OKpY>KaOIIHX TJIa3HOE SI0JIOKO, WIIM B TOJIOBHOM Mo3re [67, 68, 77, 145]. M30bITouHOE
Hakoricaue ['AI" B porouiie nposiBisieTcs e€ momytHeHueM [67, 145]. ITomyTHeHue
poroBulibl paszBuBaercs y Bcex mnamueHTtoB ¢ MIIC | u npu cunapome ['yprep
HaYMHACTCSA yXKe Ha mepBoM roay >ku3um [19, 104, 260, 306]. dis 0O0oux MOATHUIIOB
cuHApoMa MOpKHO XapakTEepHbl TOHKHE OTIIOKEHUS B poroBulle. Y marueHToB ¢ MIIC
VI nomytHeHue poroBuibl BcTpedaercs B 95% cmyuaeB [306, 398]. IlomyTHeHue
poroBuiel He xapaktepHo it MIIC Il u penko Bctpewaercs mpu MIIC 111 [260].
Enunuunbie  onucaHus JIETKOTO TOMYTHEHHS  POTOBUIIBI, BBIABISIEMOTO  IpHU
WCTIOJIb30BAaHUU IEJIEBOM JIAMITBI, y TAIIIEHTOB C CHHAPOMOM XaHTepa, TeM He MEHee,
BCcTpevaroTes B sutepatype [19, 199, 306, 354, 440]. BeipakeHHOE NOMYyTHEHHUE
POTOBUIIBI MOXKET MIPUBOAMTH K HapyIIeHHIO 3peHus u Gporododuu [77, 104, 260, 398].
['maykoma, pasBuBaromiascs wu3-3a HakoruieHuss ['AI' B mepegHeM cerMeHrte riasa,
orucana y 6onpHbix ¢ MIIC | u VI [67, 68, 77, 104, 145]. Oték aucka 3pHTEILHOTO
HEpBa M BTOpWYHAs aTpodusi 3pUTEIBHOTO HEpPBA MOTYT OBITH PE3yJIbTaTOM €ro
KOMIIPECCUHU YTOJIICHHON CKJICPOU, YTOMIEHHON TBEPION MO3TOBOM OOOJOYKON WIIH
KOCTHBIMH CTEHKaMH KaHajla 3pUTENbHOTO HEpBa, a TakKe BO3HUKATh WU3-3a
HakoruteHus: ['Al" B TaHTJIMO3HBIX KJIETKaX CETYATKH M 000JI0YKaX 3PUTEIHLHOTO HEpBa U
U3-32 XPOHMYECKOTO TMOBBIIICHUS BHyTpUYepernHoro maeineHus [68, 145, 398].
[Mopaxxenue 3puTeNbHOTO HepBa BeTpeuaeres y manuentoB ¢ MIIC I, I, Il u VI [77,
104, 231, 260, 293, 306, 398].

Tyroyxocts xapakrepHa st Bcex TuroB MIIC u 00BIYHO MMEET CMENIaHHBIH,

HEHPOCCHCOPHBIA M KOHIYKTHBHBIM, TeHE3 U Mporpeccupyroiiee teueHue [52, 81, 98,

170, 225, 260, 285, 306, 354, 363, 370, 398, 451]. Y KOrHUTUBHO COXPAHHBIX AETEH C
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MIIC Ha oHe CHIDKEHHS CyXa OmucaHa 3aJepXKKa PEedeBOrO Pa3BUTHS, BO3MOXKHBI
TPYIHOCTH B OOYYeHHMM W OIMMOOYHOE TIPEJACTABICHWE O HAIWYUN HAPYIICHUSI
ncuxudyeckoro pasputus [199, 293, 398]. KoHaykTHBHAs TYroyxocThb y OOJBHBIX C
MIIC pa3BuBaeTcs B pe3yibTaTe AW30CTO3a KOCTOYCK CPEAHETO yXa, YTOJIICHUS H
pyOrieBanusi  6apabaHHON  MEpPENOHKH, PEUUAMBHPYIONIMX M XPOHUYECKUX
PUHOCHHYCHUTOB U JKCCYJATUBHBIX OTHUTOB, CBSI3AHHBIX C JNUCQPYHKIIMEH €BCTaXUEBOU
TpyOsl Ha QoHe HakomueHuss ['A"’ B poTOrimoTke. DTHONOTHS HEHPOCCHCOPHOMN
tyroyxoctu nipu MIIC usydena B MeHbelt crenenn [52, 79, 81, 104, 225, 281, 293,
370, 398, 440, 451]. B kadecTBe BO3MOXKHBIX MPHUYHH PACCMATPUBAIOTCS PEAYKIIHS
KJIETOK  COMPAJbHOTO  TaHMJIMA M HUX  3aMelIeHHe  MaTOJIOTHYEeCKUMU
BaKyOJIM3MPOBAaHHBIMU  KJICTKaMH, WHQUIBTPALMsA KOXJICAPHOTO MpOTOKa |  Stria
vascularis, nereHeparusi KOpTHEeBa OpraHa, PeHCHEPOBOW W TMOKPOBHOM MeMOpaH, a

TAaK)KE€ KOMIIPECCHSI KOXJIEAPHOTO HEpBa THIEPIIA3UPOBAHHON apaxXHOUJAIBHON

obonoukoii [81, 191, 225, 343, 371].

1.5. HeiipoBu3yajamn3zanusi Npu MYKOIOJHCAXAPHI03aX

MPT sBnsieTrcss MeTomoM BbIOOpa JUIsl BU3yaldU3allMM TOJIOBHOTO U CIIMHHOTO
Mo3ra y nanueHtoB ¢ MIIC, B TOM yucie ¢ Henpo TMarHOCTUKA U MOHUTOPUPOBAHUSA
TaKUX OCJOXKHEHUU, Kak cooOIaromiascs ruaporedaiuss U CTEHO3 MO3BOHOYHOTO
kanama [60, 100, 133, 150, 160, 237, 242, 268, 324, 327, 338, 456]. OCHOBHbIMH |
TUNUYHBIMA  HEUPOPANUOJIOTUYECKUMU U3MEHEHUsIMH, omnucaHHbiMu 1pu  MIIC,
SBJISIIOTCS pacIInpeHue nepuBacKyspHbIx npoctpancts ([1BI1), usmeHeHne curHana ot
Oesioro BelIecTBa MOJIyIIApUN TOJOBHOTO MO3ra, YMEHBIICHHUE KOHTpAcTa MEXAY
cepbiIM U O€NbIM BEIIECTBOM, MCTOHYEHHE MO30JUCTOro Ttena, pacumpenue CAIL
pPaCIIMPEHUE JKEITYI0YKOB TOJIOBHOIO MO3ra, aHOMAJIMU TYPELKOr0 CEMJIa, TUIEPOCTO3
gyepena, KpaHUOCUHOCTO3, PACIIMPEHHUE OOJIBIION 3aThUIOYHOM ITUCTEPHBI, TUIOTLIA3US
3yOOBUJHOTO OTPOCTKA, YTOJIICHUE TKaHEH BOKPYT 3yOOBHJIHOTO OTPOCTKA, CTEHO3
MMO3BOHOYHOI'0 KaHAJIA, KOMIIPECCUS CIIMHHOIO MO3ra, IJIATUCHOHIAWIWSA, aHOMaJIUuu
MEXKIO3BOHKOBBIX auckoB [52, 100, 136, 160, 199, 212, 242, 251, 260, 268, 273, 300,
327, 338, 358, 364, 409, 410, 455, 456]. Bo3aM0OXXHO HajdHune apaxHOMIAIBHBIX KHUCT,
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IPE/IOJIOKUTEIBHO CBSI3aHHBIX ¢ MEHUHrea bHbIM oTiokeHrem ['AT [104, 251, 273,
306, 327, 338]. Ommucanbl ciy4ad OSKTOINMM MHHIAIMH MoO3kKeuka [268, 455],
YMCHBIIICHHUS B pa3Mepax 3aaHel uyepernHoi smku [60, 160, 268, 306].

Pacmmpenuss TIBII BupxoBa-PoOuna, Bu3yanusupyeMble Kak oOdYard ¢
MHTEHCUBHOCTBHIO curHaia, coorBeTcTBytomieil [{CXK, onucansl y nanuentos ¢ MIIC |,
I, Il u VI. Jlokaim3oBatecs pacmmpennsie [IBII mpu MIIC moryt B mepu- u
CYNPABEHTPUKYJISIPHOM O€J0M BEIECTBE, MO30JUCTOM Teje, Oa3alibHbIX TaHTIIMSAX,
Tajamycax M cTBoJie rojioBHoro mo3ra [60, 100, 128, 136, 147, 150, 160, 212, 237, 251,
268, 273, 300, 324, 338, 358, 367, 377, 385, 455, 456]. Algahtani E. u coasrt. (2014)
Takke coobumu o pacmmpenuu [IBI1 B Gerom BelecTBe U 3y0UaToM SiApe MO3KEUKA
y naruerToB ¢ MIIC | u |1 [60]. B GonbimHCTBE citydaeB nuamerp paciupeHHbix [1BI1
coctaBisgseT oT 2 g0 8 mm [212, 273], omHako ONMMCaHBl THTAHTCKHE IOJOCTH,
muametpoMm o 1,5 cm [339]. Ilpenmonaraercs, yro pacmmpenue [IBIT mpu MIIC
SBIIIETCSL pe3yibTaToM HakoruieHus ['ADT Bokpyr cocynoB [160, 268, 324, 338] wmu
OTpaXECHUEM HApPYIIEHHOTO OTTOKAa MHTEPCTUIMAIBHOM KUIAKOCTH W3 TMAPEHXUMBI
roJIOBHOTO Mo3ra Ha (oHe npensitctByronux peadcopounu LCXK otnoxennit Al B
JIEITOMEHUHTeaIbHBIX 00osoukax [273, 327, 455]. DBouolus JaHHOTO MPOSIBICHHS
pasnuYHa 1O JaHHBIM Pa3JIMYHBIX aBTOpoB. Tak, B mccienoBanuu Manara R. u coaBT.
(2011) 3naunmbix auHamuueckux udmenenuit [1BII u koppensiiuu Bo3pacTa naireHToB
¢ BeIpakeHHOCTBIO pacmupenus [1BIT He Obu10 oTMedeno [268]; B To Bpems kak, 1o
nanaeiM Lee C. u coaBt. (1993), ¢ yBennmueHuem BoO3pacTa MAIMEHTOB MMeENla MECTO
penykimst [IBIT [251], a mo manusiM Parsons V.J. u coaBt. (1996) — ux yBenuueHue B
obmactu TamamycoB [324]. Ilo MHEHHIO HEKOTOPBIX HCCIEAOBATEICH, CHTOBHIHBIC
WU3MCHEHHUS, IPUCYTCTBYIOMMKE ¥ 00JbHBIX ¢ MITC B MOI0/10M BO3pacTe M SBIISIFOIITUECS
paHHUM MIPOSIBJICHUEM MOPAKECHUS oemoro BEIIECTBRA, COXPaHSIOTCS
HEIPOJIOJDKUTEILHOE BPEMS, CMCHSSCh M3MCHCHHSIMHM CHUTHaJia OCJIOro BeEIIecTBa W
arpodueii [251, 456].

N3menenuss Oenoro BemecTBa TOJOBHOTO Mo3ra y marueHtoB ¢ MIIC
MPEACTaBIAIOT co00il nuddy3Hbie U (okadbHbIE OYaru TMOBBIIICHUS CUTHalIa B

pexumax T2 m FLAIR (fluid attenuation inversion recovery, pexume HHBEPCHU-
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BOCCTAHOBJICHHSI C PEAYKIUECH CHrHajJla OT CBOOOJHOM JKUAKOCTH), OOBIYHO
BOBJICKAIONINE TEPUBEHTPUKYJSAPHbIE O0OJACTH; BO3MOXKHO IOPAXKEHHE  BCErO
cylpaTeHTOpHaiabHOro Oeioro BemectBa [60, 150, 160, 237, 268, 273, 455].
N3menenus Gernoro BemecTBa rosoHoro mosra npu MIIC I, I, 11, IV, VI u VII, no
MHEHMIO HEKOTOPBIX MCCIEAOBaTENeH, CBs3aHbl ¢ HakomieHnem ['Al', mpoucxomsmei
Ha (OHE HAKOIUICHHWsSI CyOCTpara TIOTEpel aKCOHOB W MHEIWHA U TIHUO3HBIMHU
wamenenunsmu [100, 160, 237, 251, 273, 300, 324, 339, 358, 377, 385, 409, 410, 456];
HE WCKIIFOYACTCS M Pa3BHUTHE JIAKYHAPHBIX MH(GAPKTOB B MPOIIECCE MPOTPECCHPOBAHUS
3aboneanus [300, 327]. Hanuuwe mepuUBEHTPHUKYJISAPHOHN mpoJioHranuu T2 curHama
MOXET OBITh TaKK€ OTHECEHO K TPAHCAMEHIUMAIbHOMY MPONUTHIBAHUIO U
IICPUBCHTPUKYJIIPHOMY OTEKY Ha (poHe ape3opOTuBHOM ruaponedarun [212, 268, 300,
327]. laHHbIc 0 KOPPEIAIMHA CTEICHU W3MEHeHH Oenoro BemiectBa ¢ ThrnoM MIIC u
KOTHHTHBHBIM cTaTycoM maruentoB [160, 237, 251, 268, 273, 300, 324, 367, 410], a
TakkKe JaHHBIC O JWHAMHUKE JTHX HEHPOBH3yaIM3AIMOHHBIX W3MEHEHUU BeChMa
npoTtuBopeuuBsl [75, 160, 268, 409].

HelipoBusyanuzaunonHass auddepeHunanus mporpeccupympomeit  arpoduun
TOJIOBHOTO MO3ra U coobmaromerics ruaponedanuu y nmanuertoB ¢ MIIC nocratouno
ciokHa. [Ipu obomx cocTosHUIX HaHHBIE KommbioTepHOi Tomorpaduu (KT) m MPT
TOJIOBHOI'O MO3ra MOTYT AEMOHCTPUPOBATh pacliupeHne keirygoukoB mo3ra u CAIl
[242, 251, 268, 455]. Tak, nmpuUUMHOW BEHTPUKYJIOMETAJIMH, 1O MHEHHUIO MHOTHX
aBTOPOB, SBIICTCS COYETAHHWE IepeOpaIbHON aTpoduu B paMKaxX JeTeHEPaTHBHOTO
npouiecca [IHC, Beno3noil rumepreHsuu u Hapymenus peabcopoumu [[CXK B
MAaXUOHOBBIX TPAHYIANMSIX HAa (OHE OTIOKEHHM MPOAYKTOB HAPYHIEHHOTO
MeTaboM3Ma B MEHHMHICAIbHBIX oOosoukax [237, 273, 410, 455]. Lee C. u coasr.
(1993) ompenensitor  1epedOpaibHYI0  aTpodui0 KaK HAIMYME  PACHIUPEHHBIX
KOPTUKAJIBHBIX OOpO37 TOJIOBHOTO Mo3ra. B marorene3e arpoduu TOJIOBHOTO MO3ra
MpenoiaraeTcsi pojib HEMPOHAIBHON THOENN U TJIM03a, BRI3BAaHHBIX HakorieHuem ['AT
[251]. Bentpukynomeranus ommcana y manumento ¢ MIIC I, 11, 111, 1V, VI u VII,
pacmupenue CAIl u kopTuKanbHBIX 00p03/] ToJIOBHOTO Mo3ra — y nanueHToB ¢ MIIC I,

I, Il u VI [75, 100, 150, 160, 237, 251, 268, 273, 300, 324, 339, 358, 377, 409, 410,
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417, 455, 456]. Ilo naHHBIM HEKOTOPBIX HCCIIEAOBATECH, NUMEET MECTO KOPPEsAIus
KOTHUTUBHBIX HApYIIEHUW U CBUACTENIBCTBYIOIIETO O HAJIMYMU aTpO(UHU TOJIOBHOTO
MO3ra paclIMpeHHs KOPTUKAIbHBIX Ooposnm [199, 251, 358, 410]; B TOo Bpems kak
JIPyTHe HCCIEeI0BATeNIM TaKOH B3aMMOCBs3HM He oTMmeuaroT [74, 160, 268]. CoolOmenus
psiZla aBTOPOB TaK)Ke YKA3bIBAIOT HA KOPPEISIIUIO PACIIUPEHUS JKEITyT0YKOB TOJIOBHOTO
MO3ra M HapyIICHWH TNCUXHYECKOTO pa3BUTHsS marueHtoB [147, 199, 251, 268, 358,
410], mpu sTOM Apyrue HaHHBIC OMPOBEPraloT Takyio B3ammocBs3b [160]. Eaunoe
MHEHHE O JUHAMHUKE BEHTPUKYJIOMETATNH U aTpO(QUUECKUX U3MEHEHUN Y TIAIUEHTOB C
MIIC B HacTosiee BpeMs OTCYTCTBYeT [268, 273, 409].

AHomanmuu Typeukoro cemia |y mnamueHtoB ¢ MIIC  mpexacraBieHsl
nehopMaIUsAMU TI0 TUITY OYKBBI «]» WIIH «®», BO3MOXHO YMCHBIIICHUS WM YBEIHUCHUE
TYpELKOTO CeJjla, BCTPEUAETCsl TaKXKe IMyCTOoe Typeukoe cemo. lIpenmnonoxurenbHoOM
NPUYMHONW aHOMAJIMK TYPEIKOTO Cejia SBISACTCS HapyIIEHUE CO3PEBAaHMS KOCTHOMN
TKaHu [242, 268, 324, 455]. V3menenus kpanuoBepTeOpanpHoro nepexona u LIOIT y
naiueHToB ¢ MIIC MoryT ObITh CIEAYIOIIMMHU: TUCIIIA3US/TUIOIIIA3Us 3yOOBUIHOTO
OTPOCTKA, AaTJIAHTO-aKCHaJbHAs HECTaOWIBHOCTh, YTOJIIEHWE TKAHEH BOKPYT
3yOOBUHOTO OTPOCTKA, CTEHO3 CIMHAJILHOTO KaHalla U KOMIIPECCUOHHAS MUEJIONaTHUs
[100, 150, 268, 327, 455]. HauOomnee BBIpOKEHHOE W YaCcTOC IMOPaKECHUE
KPaHHUOILIEPBUKAJIIBHOTO Tiepexosia xapaktepHo st 6onpHbix ¢ MIIC |, IV u VI
OpnoHTOMHAS TUMOIUIA3Ms OMHCAaHa, OJIHAKO, U Y HeKoTopbix manueHtoB ¢ MIIC 1l
[260, 267, 268, 304, 306, 324, 338, 373, 378, 385, 417, 455]. Manara R. u coagr. (2014)
MPEJCTABJICH KIMHUYECKUN ClIydyall MaJlbuMKa C CHUHAPOMOM XaHTepa U HAIUYUEM
MHOTOKaMEPHOW CHPUHTOMUEIINU BCETO CITMHHOTO MO3Ta, cpopMUpOBaBIIeiics Ha (hoHE
COUCTaHUs JIBYX aHATOMHUYECKHX aHOMaJWi — CTeHO3a Mo3BoHOouHOTO KaHama LIIOIT u
anomanimu Kuapu | [267]. Mansdpopmanus Kuapu | B coderaHuu ¢ MpOTSHKEHHOM
CUpUHTOMHUEMeH onucaHa v y Mainpurka ¢ MIIC II" [264], cupunromuesnus Ha ¢doHe
CTEHO3a CINHHAJIBHOIO KaHaJla U KOMIIPECCHM CIIMHHOrO mo3ra Ha ypoBHe C1-C2 —y
nauerToB ¢ MIIC VI [196, 338]. M3meneHus Tl IO3BOHKOB B BHJIE IIJIATHCIIOH IHIINH,
MYJICBUIHOW W KITFOBOBUAHOW naedopMaiiui, a TakKe W3MEHEHHUS MEKITO3BOHKOBBIX

JTUCKOB Ha ¢oHe ux aeruaparainuu y nagueHToB ¢ MIIC MoryT mnpuBoauTh K
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OTPaHUYECHHUIO TOJBUKHOCTH TO3BOHOYHMKA, (POPMUPOBAHUIO THOyCa, YKOPOUECHHIO
IIeH, a TaKke K ymMeHbIinenuto pocta [100, 237, 268, 324, 455]. Barkovich A.J. u Patay
Z. (2012) yxa3pIBalOT Ha aHOMAJIbHOE YBEJIWYEHHUE MEKIO3BOHKOBBIX JUCKOB,
HauOoJIee YacTo BCTpeyarolieecs y MalleHToB ¢ 0osie3Hpio Mopkuo [327].

Hecmotrpss Ha Hammuue ['Ob, npenstcrByromiero npoHukHoBeHnto B I[HC
BBOJAMMBIX  BHYTPHUBEHHO  PEKOMOMHAHTHBIX  (EpPMEHTOB [52],  Bompoc
HelpoBu3yanu3amoHHo nuHamMuku y mamueHtoB ¢ MIIC na done ®3T axTtuBHO
W3y4aeTCcsl CHCeNHAIMCTaMH, a MyOJMKyeMble JaHHBIC JICMOHCTPUPYIOT BechMa
npotuBopeurBbie pe3yiabTarel [100, 136, 138, 140, 268, 270, 274, 369, 397, 409, 420].
HuTepec uccnenoBareseii Takke BbI3bIBAET BO3MOXKHOCTD TpenapatoB ajist O3T BiausTh

Ha TKaHW, HaxoJsmirecs 3a rpanumei [ 95 [268].

1.6. MyabTHANCHUILTHHAPHBIH MOAX0 K CAMITOMATHYECKOMY JIeYeHUI0
NMAIMEHTOB C MYKOIOJHUCAXAPUI03aMU

[Iporpeccupyroniasg npupoaa MOPAKEHUS PA3IMYHBIX CHCTEM M OPTaHOB MpPHU
MIIC nukTyeT HEOOXOAMMOCTH PETrYJISIPHOTO MYJIbTHUAUCIUILIMHAPHOTO HAOJIOACHUS
32 KJIMHUYECKMM CTaTyCOM IIal[MEHTOB C 1I€JIbI0 paHHEH JAMAarHOCTUKH |
NpeOTBpaIleHUsT OCJIOKHEHHUI. [0 BBEIEHUS B KIMHUYECKYIO TMPAKTHKYy TaKHUX
narorenetTuyeckux MetronoB Tepanuu, kKak ®3T u TI'CK, neuenne nauuento ¢ MIIC
ObLIO JUINL cUMOTOMAaTHYeCKUM. IlocuapomHass Tepamusi OO0 CHX IIOp SBIISETCS
BOKHBIMM aCMEKTOM BEACHUS MAalMEHTOB C pa3auyHbiMu Tunamu MIIC u moxer
CIIOCOOCTBOBATh YBEIWYEHUIO MPOIOJDKUTEIIBHOCTH KU3HU U YIYUIICHUIO ¢€ KauecTBa

Ha (poHe MMUHMMH3AIUU MPOSABIcHUN 3aboneBanus [14, 21, 55, 77, 98, 104, 164, 233,

272, 293, 306, 430].

1.7. TpaHcnIaHTaAIUsI TEMONOITHYECKUX CTBOJIOBBIX KJIETOK Y JIeTei ¢
MYKOIIOJIMCAXapUA03aMHU
[lepBbIM ycHemHbBIM METOAOM maroreHernueckor tepanuu MIIC  Obuta
TpaHCIUTaHTalus KocTHoro Mmo3ra [164, 306]. IlaTtoreHernveckoil OCHOBOW IaHHOM
TEpanuu SBJIAETCA 3aMEIIEHUE TKaHECHeIU(PUUHbIX MakpodaroB, B TOM YHCIE

MUKPOIJIMAJIBbHBIX KJIC€TOK TOJOBHOroO MoO3ra, IC€MOIIOTHYCCKUMHU CTBOJOBBIMHA
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KJIETKAMH KOCTHOTO MO3ra JOHOpa, CTAHOBSAIIMMHUCSA, B CJIy4dae YCIEIIHOIrO
NPWKUBJICHUS TpPaAHCIUIAaHTaTa, MCTOYHUKOM JACPUIUTHOrO (QepMeHTa s APYTHUx
KJIeTOK, B ToM yucie i kirerok LTHC [77, 278, 350]. B nactosmee Bpems TI'CK
ABJISIETCA €JUHCTBEHHBIM HCIOJIb3YEMBIM B KJIMHUYECKOM MPAKTUKE METOJIOM TEPAIuH,
CIIOCOOHBIM  BO3/CWCTBOBAaTh Ha TEUYEHHE HEWPOJEreHepaTHBHOTO Ipolecca Y
nanueHToB ¢ TsokénsiM Geroruniom MIIC | [56, 77, 84, 104, 122, 278]. CormacHo
KoHceHcycy — EBpomeiickori  rpymmbl - 9kcmeptoB  (2011), TI'CK  sBusercs
PEANOYTUTENBHBIM METOI0M Tepanuu il nanuentoB ¢ MIIC |, B Bo3pacte no 2,5
JIET, UMEIOIIUX KIMHUYECKUE MPU3HAKKM U CUMIITOMBI, COOTBETCTBYIOIIUE CUHIPOMY
['ypnep, w/unu juis maMeHTOB, TOMO3UTOTHBIX WM KOMIIAyHA-T€TEPO3UTOTHBIX I10
MyTallUsIM, aCCOIMUPOBAHHBIM UCKITIOYUTEIBHO C TSHKEIBIM (EeHOTUIIOM OoJie3Hu. s
nauueHToB ¢ cuHapoMoM ['ypnep-llleiie u nanmunem nopaxenus [THC TI'CK moxer
OBITh PAacCMOTPEHAa MPH HAJIUMYMK moaxonsmero mgoHopa [122]. HecmoTps Ha
BO3MOXXHOCTh TI'CK mnpemoTBpamiath KOTHUTHMBHBIM PErpecc y MNalUEHTOB C
cunapomom ['yprep, npumenenne TI'CK mpu nelipononaruyeckoit popme MIIC Il u
npu MIIC Ill He obnagaer ananmornyHbIM 3(h(PEKTOM, B CBA3M C UEM, a TAKKE C YUETOM
BBICOKOTO  puCKa 3a007€Ba€MOCTM W  CMEPTHOCTH, OOCYXIaeMbli  METO/

NAaTONCHETHYECKOM Tepaliy He peKOMEH0BaH JIJIS JaHHBIX HarnueHToB [52, 63, 77, 79,

163, 251, 272, 278, 350, 361, 389, 427, 440].

1.8. ®epmeHTO3aMecTUTEIBLHAS TEPANKs Y NAUMEHTOB ¢ MYKOMOJIUCAXaAPUI03aMH

ITepBbiM ycnenmHbIM MeTOJ0M martorenernueckoi tepanuu JIBH sensamace @3T
[64]. B 1970 romy ObutM IPOBECHBI TIEPBHIC KJIMHUYCCKUE UCIIBITAHUS BHYTPHBEHHOTO
BBEJICHHS YeJIOBEUECKOoro Oesika. Beckope mpUIIo MOHMMaHWE TOTO, YTO JOCTUKEHUE
BHYTPUBEHHO BBOJIUMBIM pepMeHTOM cTpYKTyp LIHC HEBO3MOXKHO B CBSI3U ¢ HAIMYHEM

I'Sb. B 1990 rony Obuid mosy4eHbl IEPBbIE KIMHUYECKUE PE3yJIbTaThl HOBOTO METOJIA

Tepanuu, MPOJIEMOHCTPHUPOBABIIIKE, 9TO eXXCHEIeTbHOE BBEJICHUE
MoauduIupoBaHHOTO (QepMeHTa mnpu Oone3nn lome | Tuma npuBOAUT K
3HAYNTEITLHOMY YMEHBITICHUIO OTJIOKCHHM cybcrpara, HOpMaJTH3aIAH

reMaTOJIOTMYECKUX IMOKAa3aTeacii M UCUE3HOBEHHIO KIIMHUYECKHX CHMIITOMOB [64, 77,



52

278]. Benen 3a ycnemiHoi pa3paOOTKON M BHEApPEHHWEM Tepanuu s Oose3nu Iore,
®3T BBOAMMBIMU BHYTPUBEHHO PEKOMOMHAHTHBIMU (pepMeHTamH Obuta pazpaboTaHa
i maruerToB ¢ MIIC [164].

[Ipenaparsl ana O®3T MIIC |, I, IVA, VI u VIl (maponunaza, unypcyindasa,
anocynbdasza anbda, rancyiabhaza M BECTOpHMHHUIA3a alb(a) MPEeACTaBIAIOT COOOMU
pexoMOuHaHTHBIE (opMbI hepMeHTOB denoBeka (anbha-L-uayporunmsasel, uaypoHar-2-
cynbdarasel,  N-amerwiaranakto3aMuH-6-cyibdarasel,  N-anerunramakrozamuH-4-
cynbaTtazbl U OeTa-TIIIOKYPOHHUIA3bl COOTBETCTBEHHO), CHUHTE3UPOBAHHBIC MyTEM
TeHHOW MH)KEHEPUHU Ha KYJbTYpe KJIETOK SIMYHMKA KHUTAMCKOTO XOMsuka (J1apoHua3a,
anocynbdaza anbda, raiacyibdaza U BECTOpPOHHIA3a aidb(a) M HA IMEPCBHUBACMOI
KJICTOYHOW JIMHUMW 4enoBeka (uaypceynbdaza) [57, 64, 142, 163, 184, 299, 301, 440].
O¢ddexTuBHOCTh BBOJMMBIX BHYTPUBEHHO mpemnapatoB s O3T cBs3ana co
CIIOCOOHOCTBIO PEKOMOMHAHTHBIX O€IKOB MPOHUKATH B KJIETKU IMyTEM CIIELIU(PUIECKOTO
CBSI3BIBaHUSI MaHHO030-6-(poc(haTHBIX 0CTATKOB, PACIOIOKCHHBIX HA OJIMTOCAXAPHUIHBIX
nensx GepMeHTOB, C MAaHH030-6-pochaTHBIM perenTOPOM Ha IOBEPXHOCTH KJICTOK [58,
77, 104, 278, 299, 440]. B Poccuiickoii ®enepanuu npemapat it G3T MIIC |
3apeructpupoBan B mae 2008 roga, npenapat mis ©3T MIIC Il — B mapte 2008 rona,
npenapar ais G3T MIIC IVA — B HosiOpe 2018 rona, npenapat jist @3T MIIC VI - B
utosie 2009 roxa. Ilpenapat aygs @3T MIIC VIl no nactosiero Bpemenu B Poccuiickoit
deneparun He 3apeructpupoBad [13]. IIpenapatsl mis BHyTpuBeHHOH D3T A0KHBI

BBOJIMTHCS PETYJISIPHO, B TeUCHHE Beel sku3HU manuenToB (Tadimna 3) [77, 164].

Ta6imua 3. Xapakrepucruka npenapartos aiasi ®3T MIIC |, 11 u VI [2, 29, 47, 57,
58, 142, 143, 163, 301, 302]

[TokazaTenu MIIC | MIIC Il MIIC VI
Mopma BbIyCKa ®diakons! o 2,9 mr/5 ®dmakonsl o 6 Mr/3 M | @aakoHEI 5 MI/5 M

M (0,58 mr/mi) (2 mr/mn) (1 mr/mn)
CrannmaptHas no3a | 0,58 mr/kr (100 E[l/kr), | 0,5 mr/kr, 1 mr/kr,
U METOJ] BBEJICHUsI | BHYTPUBEHHO BHYTPHUBEHHO BHYTPUBEHHO
Yacrora BBenenus | ExxenenenvHo (7£3 nus) | ExenenensHo (743 nus) | ExxenenensHo (743 anst)
Bpewmst ungysuu Oxouno 3-4 yacos Ot 1 no 3 gacos He menee 4 yacos

UccnenoBarenu mnpeanonararoT, 4YTo JOCTH)KEHUE HAWJIy4YIINX PE3yJIbTaTOB

JICUCHHUA BO3MOKHO IIpH PaAHHCM HA4aJIC JICUCHUA, 10 MOMCHTA Pa3BUTHUA H606paTI/IMBIX
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U3MEHEHUI B OpraHax M TKaHSX, B CBS3M C 4eM OCOOYIO0 aKTyaJlbHOCTh MPUOOpETaeT
paHHee ycTaHOBJIeHHe auarHosa [77, 121, 228, 278, 440]. Breaenrue peKOMOMHAHTHBIX
(dbepMEeHTOB  JOJDKHO TMPEAyCMaTpUBaTh PEIICHHWE BOMpPOca O MPEMETUKAINH
MPOTUBOBOCHIATIUTEIBHBIMA ~ W/WJM  AHTUTMCTAMUHHBIMU  TIpenapaTaMu  COTJIACHO
WHCTPYKIIUM 110 TPUMEHEHHUI0O W ¢ Y4YETOM WHIWBHUIYyATbHOW UYYBCTBHTEIHHOCTH
nauuenta k O3T [2, 29, 47, 57, 58, 142, 143, 163, 301, 302, 440]. IIpu Hanuyuu
peakuuii Ha MHQY3UU, COXPAHSIONIUXCS Jla)Ke MPU MCIOJIb30BAaHUU AHTUIHPETUKOB U
AHTUTHCTAMHUHHBIX TPEnapaToB, CIEIyeT pPacCMOTPETh BONPOC O TNPUMCHCHHUH
TIFOKOKOPTUKOCTEPOMI0B 3a 12 yacoB u 3a 1 yac 10 BBeneHus pepmenTta [163].

B noperucTpalidiOHHBIX W MPOJOJIKEHHBIX KIMHUYECKUX HCCIEIOBAHUAX ObLIa
MIPOJIEMOHCTPUPOBAHA BO3MOXKHOCTh BHYTPHBCHHO BBOAMMBIX PEKOMOMHAHTHBIX
oenkoB mia sedenus MIIC |, Il u VI ynydmare u cTaOUIM3UpOBaTh JbIXaTEIIbHbBIC
GYHKIMA ®  TOABMKHOCTH CYCTAaBOB, IIOBBIIATh (DU3WUECKYI0 BBIHOCIHUBOCTD,
yMeHbIIath dkckperuio ['Al" ¢ mouoii, pasmepsl neueHn u cene3énku [105, 183-185,
187, 188, 220, 292, 297, 299, 369, 438]. Kpome Toro, B l/ll dasze, orkpsirom
OJTHOIIEHTPOBOM  KJIMHMYECKOM  MCCJICIOBAHWM  JIAPOHHUJA3BI, y  MAIMEHTOB
npenyoepTaTHOro0 BO3pacTa OTMEUYEHO HapacTaHWE TEMIIOB YBEITUYEHHUSI POCTa U Beca B
cpenem Ha 85% u 131% cootBercTBenHo [220]. HapacTtanme mokasarencii TeMIIOB
pocta Bo Bpems P33T Takke ObUl0 xapakTepHo i nauueHtoB ¢ MIIC VI,
yuactBoBaBmux B I/Il, 1I, 11l da3zax u OTKPBITBIX MPOJOKEHHBIX HCCICAOBAHUIX
rancynbdasel  [126]. VYayumenwe ¢yHknum cepama Ha | wim 2 kimacca (1o
dyHKIMOHANbHOH K1accupukarmu Hpro-Mopkekoif accormamuy cepana) BO BpeMs
neueHus JapoHugaszoi B pamkax I/l ¢aser uccnenoBaHus OTMEUEHO y TMAIUEHTOB C
MIIC | [220]. Braulin E. u coaBt. (2013) moka3amu, yto mocie 96 neaenr O3T
runeptpodust MexokenyaoukoBoi neperopoaku (MXXII) perpeccupoBana y manueHToB
¢ MIIC VI, B Bo3pacte miammie 12 net [93]. Viyunienue uHnekca QyHKIIMOHAIBHON
HepoctaTtouHoctu o onpocuukam Childhood Health Assessment Questionnaire/Health
Assessment Questionnaire ObI0  OOHAPYXKEHO B OTKPBITHIX  MPOIOIHKEHHBIX
WCCJICIOBAHMSIX JIAPOHUJIA3Bl U HAypCyibdasbl, a yIydlIeHHe TMoKa3zareied 0ol u

CKOBaHHOCTH B cycTaBax — y nanueHToB ¢ MIIC VI ¢ nomoliiipio Te€X e OMPOCHUKOB, B
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dazy I/l u B ¢asy Il wumccnemoBanus raicyiwbdaszer [105, 185, 187, 292]. Bce
JIOPETUCTPAIIMOHHBIE M TPOAOKCHHBIC KIMHHUYCCKUE WCCIICIOBAHMS JIAPOHMIA3HI,
unaypcynbdasbl W Taicyidb(da3sl  JOKa3ald  yIOBIETBOPUTEIBHBIN  MPOGUIH
Oe3omacHocTH pekoMOMHAaHTHBIX (epmentoB [183, 185, 187, 220, 297, 299, 438].
3HAYMMOTO BIHMSHUS aHTUTE K BBOAUMBIM BHYTPUBEHHO PeKOMOWHAHTHBIM O€IKaM Ha
s dexTuBHOCTH Tepanuu He 3adukcuporano [71, 105, 183, 186, 219, 220, 292, 297,
299, 438].

Bo Bce (a3pl AOpEruCTpallMOHHBIX W B JIONTOCPOYHBIC KIMHUYECKUE
uccnenoBanust 3T nms MIIC I, 1l 1 VI Obutn BKIIFOYEHBI TOJIBKO MAIMEHTHI B BO3PACTE
5 ner W crapuie, B CBSI3M C HECIOCOOHOCTHIO TAIIMEHTOB MIJIAJIIETO BO3pacTa
BBITIOJIHATH TE€CTHI, HEOOXOAMMBIC JJISl TMOJTYUYEHHUS TMEPBUYHBIX KOHEYHBIX TOYCK (TECT
6-MuHYTHOM W 12-MUHYTHOM XOJBOBI, TECT 3-MHHYTHOTO MOJbEMa IO JICCTHUIIE,
uccienoBanre QyHKIMK BHenHero apixanus) [93, 105, 126, 183-185, 187, 188, 220,
290, 292, 297, 299, 369, 438]. Ilocie perucrpanmmu B ctpaHax Eppomnsr m CIHIA
JApOHUAA3bl, HUAYypCcylbda3sl U ralcyib(dasbl  OTKPHITHIE  MYJBTHIICHTPOBBIC
MIPOCTICKTUBHBIC MCCIICIOBAHNS IPUMEHEHHUS JaHHBIX MperapaToB OBLIN MPOBEICHBI Y
neteit muaamero Bo3pacta (20 marmentoB ¢ MIIC | B Bo3pacte muamme 5 ner, 28
manburkoB ¢ MIIC Il B Bo3pacte 1,4 roma - 7,5 ner u 4 nereit ¢ MIIC VI B Bo3pacte
3,3-12,7 mecsieB cooTBeTCTBeHHO). bblio mokasano, uto y aetreit ¢ MIIC I, Il u VI B
Bo3pacTte mutanme 5 ser Ha Qoue S52-uHenenbHoi P33T mMeer MeCTO CHUXKEHUE
nokasarens 3kckpeuun ['Al’ U yMeHblIeHUe/cTaOUIM3alMs pa3MEpPOB BHYTPEHHHUX
opranoB [166, 189, 437]. Kpome Ttoro, cpeau marueHToB ¢ MIIC | gons mereit ¢
runepTpodueit JeBOro kemymodka ymenbimuiack ¢ 53% mo 17%, a uHAEKC amHOd-
runionHod (MAT') camusmics Ha 5,8 coObituii 3a yac (—8,5%) y nmamuentoB ¢ MIIC I,
MMEBIIMX OTKJIOHCHHWE JIAaHHOTO IIOKa3aTelas OT HOpPMBI Ha MOMEHT Hadaia
uccienoanus [437]. IlepeHocumocth mnpemnaparoB miasi ®3T gerbMu yKa3zaHHOTO
BO3pDacTHOIO JMana3oHa Takxke Obuia xopormrei [166, 189, 437]. Opgnako
MPOHUKHOBEHUE (PEPMEHTOB B TaKHE aBACKYJISIPHBIE TKaHW, KaK POTOBUIIA, XPSIICBas
TKaHb M CepJCuUHble KiamaHbl, orpanmuycHo [93, 94, 189, 279, 369, 384, 391, 398].

Baustane ®3T Ha KOCTHYIO TKaHb Takke HemoctatowHo [77, 279, 391]. Kpome Toro,
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BBOJIMMbIII BHYTPUBEHHO PEKOMOMHAHTHBIA O€JIOK HE OKa3bIBA€T BO3JICHUCTBUS Ha
MaTOJIOTMYECKUII TpollecC B TOJOBHOM Mo3re B CBsi3u ¢ HaimuuueM [OBb,
npernsTCTByIonero npoHukHoBeHuto ¢pepmenta B LHIHC [64, 77, 104, 122, 260, 278].

Bomnpoc mokazanuit k HazHaueHuto ®3T y marmentoB ¢ MIIC I, Il u VI, B
3aBUCUMOCTH OT BO3pacTa, BapWaHTa TEUYCHUS, HAJIWYUSA W CTEMCHU TSKECTH
KIIMHAYECKOW CHMITTOMATHUKH, TUCKYTUPYETCS Ha MPOTSKEHUU HECKOJIBKHUX JIET TOCIe
perucTpanuu rnpenaparoB. bpaunbckumu crnenuanuctaMu B obnactu jedeHuss MIIC
ObutM  omyOsikoBaHbl pexkoMeHmanuu (2010), ykas3piBarompe Ha HEOOXOAUMOCTH
naunmarun 3T mammentam ¢ MIIC I, Il u VI mrobGoro Bo3pacra, mpu yCIOBHH
KJIMHAYECKON MaHU(decTaluy MOpakeHUs] OPTaHOB JbIXaHUSI U OTIOPHO-/IBUTATEILHOTO
ammapara [163]. Pexomenganmum mst neuenuss MIIC | u VI (2008), npencraBneHHbIe
OpUTaHCKOW MYJIbTUAUCIUIUIMHAPHON TPYIION Bpaudel, UMEIOIMUX OOJBIION OMBIT B
oonactu ®3T JIBH, B kauectBe moka3zaHui k HazHaueHuro P33T y nanueHTOB ¢
OTCYTCTBUEM WM HAJIWMYAEM JIETKUX KOTHUTHUBHBIX HApPYIICHUN pPaccMaTpUBAIOT
CUMIITOMBI MOPAKEHUS JBIXaTEIbHOW CHUCTEMbI, HAPYIICHUE CUCTOIUYECKON (DYHKIIMU
Cepilla U TMEPEHOCUMOCTH (HU3UIECKON HArpy3KH, a TakKKe MPHU3HAKH TIOBBIMICHHOTO
BHyTpuuepennoro naeinenus (s MIIC VI). [lanmeHTbl ¢ OTCYTCTBHEM YKa3aHHBIX
KPUTEPHUEB, 1O MHEHHUIO JKCIEPTOB, JOJDKHBI TPOXOIUTH PETYJIIPHOE €KETOTHOE
oOcyenoBaHNe, HAMPABICHHOE Ha BBIBIICHUE YXYAIICHHA B KITIMHUYCCKOM COCTOSTHUH H
COOTBETCTBEHHO TMOKA3aHWH K HMHHUIMAIIMK TaTOreHeTHuyeckoro jeucHus [441, 442].
VYkazannout rpymmoit crenmanuctoB (2007, 2010) pexomenaoBano HazHaueHue O3T
BCEM IalMeHTaM ¢ ycTaHoBieHHbIM quarHozoM MIIC Il B Bo3pacre mmanmie 5 jer, ¢
y4€TOM OBICTPOTrO MPOTPECCUPOBAHMS 0O0JIE3HU; BCEM MAIlMEHTaM B BO3pacTe cTapiie 5
JIeT JICYCHHE TaKXKe JOJDKHO OBITh mpeioxkeHo [411, 412].

C Tedennem BpeMeHH TOnx0.bl K HaszHaueHHI0 D3T HECKOIbKO M3MEHUIIUCH.
Tak, corimacuo Espomeiickomy koHcencycy mo jeuenuro MIIC | (2011) [122] wu
PEKOMEHIAIUSAM MEXIYHAPOIHONH MYJIbTHAUCIUIUIMHAPHON TPYIIIBI JKCIEPTOB I10
aeuennro MIIC VI (2019) [51], ¢ yuérom nyumrerr s¢dexktuBHoctn D3T,
WHUIIMAPOBAHHOM B paHHEM BO3pacTe, PETyJSIPHOE BBEICHUE JIAPOHHWAA3BI U

rajncynbdassl TOJDKHO OBITh HA4yaTo cpa3y IOCe YCTaHOBJEHHSI COOTBETCTBYIOLIETO
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nuarno3a. EBpoIelckuii 3KCHEpTHBIM coBeT mo cuHapoMy Xantepa (2011) rtaxke
yKa3bIBa€T Ha B3aMMOCBS3b IMporpeccuBHOro HakorieHuss Al U kiuHUYeckon
manudecrammert MIIC |l kak Ha Becombrii apryment s uaunmanuun O3T B
MaKCUMaJIbHO paHHWE CpPOKH Tocie ycraHoBieHus auarnosa [350]. Kananckwii
KOHCEHCYC TIO JIMarHOCTHKE W JiedeHWIo cuHipoma XaHrtepa (2022) pexomeHmyert
HAYMHATh JICYCHUE B MAaKCUMAJIbHO pAHHHE CPOKH TOJBKO Yy TMAIMEHTOB C
HeHelipoHonatuieckoit Gopmoit [334]. Omnako, coryiacHO mepecMoTpeHHoi B 2019
roay YmpaBlieHHEM IO CAaHUTAPHOMY HAJ30py 32 Ka4eCTBOM IHUIIEBHIX MPOAYKTOB U
menukamentoB (FDA — Food and Drug Administration, CIIIA) uHCTpYKIHMH 10
NPUMEHEHUIO, JTApOHHKa3a moka3zaHa B3pocibiM u aetsm ¢ MIIC IT°, MIIC T/, a
Takke ManueHTaMm ¢ cuHapomom llleiie, HO mpW yCIOBMM HaTWYUS CUMIITOMATHKA
cpenaHell WM BbIpaxkeHHOH crenenu [58]. ABcrpanmiickue pexomenmanuu (2018)
BooOIIe He mpeaycmaTpuBaioT npoBeaeHue 3T marmentam ¢ MIIC I, npu >TOoM
nanpentam ¢ MIIC I/, MIIC Il u MIIC VI B Bo3pacte crapmie 5 jer ais
YTBEP)KJICHUS TOKa3aHUN K JICYEHUIO HEOOXOJAMMO HMMETh XOTS Obl OJHO THUIUYHOE
comaTuyeckoe mnposiBiienure 3adosieBanud. s mamuento ¢ MIIC | I/, MIIC Il u
MIIC VI B Bo3pacte miajiie 5 JeT AOMYyCKAaeTCsS Hayalo BBEJACHHUS] PEKOMOWHAHTHOTO
dbepMeHTa TP HAJIWMYUHM YETKOTO TPOTHO3a IMPOTPECCHUPOBAaHMs OOJE3HU, Taxe B
OTCYTCTBHE OMNPEACIEHHBIX B PEKOMCHIALMAX KIMHHYECKUX Kputepue [178-180].
Cornacno [enbduiickomy koHceHcycy, npoenéunomy B CIIA (2020), ®3T momkHa
ObITh Ha3HAUYCHA MAIMEHTaM C CHUHAPOMOM XaHTepa, HEe3aBUCHMO OT BO3pacTa, MpHU
HAJIMYUM CHUMIITOMOB TsKENOW (opmbl 3a00J€BaHUs WM TMPU MPOTHOZUPOBAHUU
pa3BUTHS TsDKENONW (QopMbl 3a007€BaHUS HA OCHOBAaHUU TEHOTHMA OOJBHOTO;
MaIMeHTaM e C TCHOTHUIIOM, YKa3bIBAIOIIMM Ha pa3BUTHE JETKON (GOpMBI 3a00JIeBaHNH,
WIM C TEHOTUIIOM, Ha OCHOBaHMU KOTOPOTO HEBO3MOXKHO TpencKa3aTh (EeHOTHI
cuaapoma, ®3T moka3zaHa TOJNBKO B Ciydae HAJIMUYUSA KIMHUYCCKUX IPU3HAKOB U
CUMIITOMOB OoJie3HH [275].

Bonpoc naznauenunss ®3T, He nponukaromet uepe3 ['Db, mnaumentam c¢
HelipoHonaTuyeckuMu  BapuantamMu  MIIC  ocrtaéres HaumOonee  CIOKHBIM U

HCOOAHO3HAYHBIM 0 HACTOAIICTO BPCMCHH. CornacHo MHEHUIO 6pI/ITaHCKI/IX 9KCIICPTOB
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(2008), ogHUM U3 KpUTEpUEB UCKIIOUeHUs s mpoBefeHus D3T spisercs Haiuuue
MIIC IT" npu otcyrctBuu nepcrnektuBbl nposeacaus TI'CK [441]. Cunapom [yprep
TaK)Ke HE SBJSICTCS MOKa3aHWEM K JICUCHUIO JIapoHMa30i B ABcTpanuu [178]. Onnako
pe3yabTathl EBpomeiickoro koncencyca mo jedeHuro MIIC | (2011) yka3wiBatoT Ha
HeoOxoaumocTh npoBenaeHus O3T npemaparom JapoHHIa3a MAMEHTaM C CHHIPOMOM
I'ypnep, He sBmsrommmMces kanauaaramu uist TI'CK B cuity Bo3pacTta, cOMaTHu4ecKoro
craryca, OTCyTCTBHs Bo3MokHOCTH mpoBeneHus TI'CK wim otkaza poaurenen [122].
Pemenue o nedennn uaypcynibda3oil MaueHToB ¢ CHHAPOMOM XaHTepa W HaIHMIUEeM
3HauMMoro mnporpeccupyromiero nopaxenuss [HHC, nmo pexkoMmennmanuu OpUTaHCKUX
cnermanuctoB (2007, 2010), 10KHO TPUHUMATHCS JICYAIIMM BpauyoOM MHJIUBHUIYaIbHO
JUIS  KaXJIOTO TalMeHTa ¢ y4éroM MHeHus poaurtenedt [411, 412]. CornacHo
ABCTpaJIMiiCKUM PEKOMEHIAIMAM IO JieueHuio cuHapoma Xanrtepa (2018), mpaBo Ha
MOJy4YEeHUE HUIypCyibda3bl UMEIOT TOJBKO MAaIlMEHTHl C HEHEHPOHOMATHYECKUM
teuearneM MIIC Il [179]. Bpasuisckue cnernuanuctsl (2010), B cBOIO ouepenb, Takke
YKa3bIBalOT HA HEOOXOJIMMOCTh OTCYTCTBUS BBIPAXKCHHBIX KOTHUTHBHBIX HapyLICHUN B
kadectBe kputepusi HazHaueHus D3T mamumentam ¢ MIIC |1l [163]. Cornacho
Kananckomy koHceHcycy 1o auarHoctuke u jedenutro MIIC 11 (2022), nmanueHTs C
MIPOTHO3UPYEMBIM Ha OCHOBAHMHM T'€HETHUYECKOI'O WJIM CEMEUHOr0 aHamHe3a TsHKEIBIM
TUIIOM OOJIE3HM MOTYT OBITb paccMOTpeHbl Kak kKavauaarel st O3T 1o
WHJMBUAYAJIbHOMY pelieHuto. IIpu 3ToM Tepanuio cienyeT HWHULIMHUPOBATH [0
MOSIBJICHUS SIBHBIX HEBPOJIOTMUECKUX HAPYLICHUM, a TIepe/] HayajaoM JICYEHUs C CEMbE
nManueHTa JobkHa OBITH TpoBeAeHa Oecega o mpeanosaraeMoir ormeHe 3T mpwm
BO3HHKHOBeHHH 3Hauumoro nopaxkerus LIHC [334]. [To muenuto Wraith J.E. u coasr.
(2008), mnpeacTaBUBIIMX PEKOMEHJAIMM E€BPOIMEUCKUX OSKCIEPTOB MO JICUCHUIO
cuHgpoma Xanrtepa «B 3py DP3T», mamueHtam co 3HauuMbiM TnopaxkenueM [[HC
cnenyer npoBoauTh ®3T B Teuenue 12-18 mecsueB, ¢ NMOCIEAYIONIEH OLEHKOW W
O00CY)XJICHUEM C POAMUTENSIMH MalMEeHTa UEIeCO00pa3HOCTH MPOJOJKEHUS JICUECHUS
[440]. CoriacHO KOHCEHCYCYy MEXKIAYHAPOJHOW TPYIIBl SKCIEPTOB IO JICUCHHIO
cunapoma Xanrepa (2012), ¢ yuérom Bo3MOxKHOTO 3(dekTa Tepanuu B OTHOIIECHUU

COMATHYECKHUX TMPOSIBICHUH, MaMeHThl ¢ Tsokénoi popmoit MIIC Il, 3a uckimroueHnem
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NAlMEHTOB C TSKENOM CTENEHbI0 HEBPOJOTMYECKUX HAPYIICHUWH M TAlMEeHTOB B
BETE€TaTUBHOM COCTOSIHUH, SIBJISIIOTCS KaHIuAaTaMu Ui npoBeneHus: npooHoi O3T B
TEUEHHE TIepUojaa, COCTaBIAIONIEro He MeHee 6-12 wmecsueB. Ilpu sToM mepen
nHunmaruend 3T y manmenta ¢ Tsokénon Gopmoirt MIIC |l newanuii Bpad m0JpKeH
OOCYIIUTh C CEMbEH MalueHTa LM JICUEHHUsS, METO/Ibl OIICHKH OTBETa Ha TEparuio U
KpUTEPHUH sl OTMEHBI Tepanuu. IHTepecHo, 4To, COTJIACHO IKCIIEPTHOMY KOHCEHCYCY,
CyOBEKTUBHO BOCHPUHMMAEMOE CEMbEH HapacTaHHWE KadyecTBa KU3HU MalueHTa
JOJDKHO OBITh YYTEHO KakK apryMeHT B moJib3y npogoipkeHus ®3T, maxe B ciaydae
OTCYTCTBHUSI OOBEKTUBHBIX KIMHUYECKHUX yiyumeHuid [295]. CornacHo Jlenbduiickomy
KoHceHcycy, npoBenéHHomy B CIIA (2020), ®3T, HanpoTuB, moka3zaHa OOJBHBIM C
TsoKENOM (popmoil cuHApoMma XaHTepa W MPU NPOTHO3UPOBAHMM PA3BUTHS TSHKETON
(dbopMbI 3a0051€BaHNs HA OCHOBAaHUM I'CHOTHITA MarrenTa [275].

B nmopeructpaliMoHHBIX, a TakXe B MPOAOKEHHBIX U JOJTOCPOYHBIX
KJIIMHAYECKUX UCHBITAHUIX JTAPOHUIA3bl U UAYPCYb(}a3bl B CBSI3U ¢ HEOOXOAUMOCTHIO
BBITIOJIHEHUS ~ (PYHKIIMOHAJIBHBIX ~ TECTOB  Y4YacTBOBAJIM  TOJBKO  MAlUEHTHI C
HeHelipononatnyeckumu Gopmamu MIIC | u |1, 3a ucknroueHneM 0HOTO MalKeHTa C
cuaapomoM ['ypiep, Bkimouéunoro B /Il ¢a3y mccnemoBanus naponumasbl. JlaHHBIH
(GaKkT OrpaHMyui PACTIPOCTPAHEHHUE TMOTYUYEHHBIX pPE3yJbTaTOB HA MAIMEHTOB C
HEHpoereHepaTHBHBIM TeYeHHeM ykaszanHbix THroB MIIC [93, 105, 126, 183-185,
187, 188, 220, 292, 297, 299, 369, 438]. HecmoTpst Ha HEBO3MOXKHOCTH ITPOHUKHOBEHUS
@®3T B nocratouyHoMm kosnnuecTBe yepe3 I'Ob, cnennanuctel B o6nactu tepanuun MIIC
MOJIararoT, 4YTo Ha ()OHE MATOTEHETUYECKOTO JICYCHHS CIIEAYyeT OKHMIATh YIYUIICHUS
COMATUYECKUX MOKAa3aTeNel, a CIeI0BaTeIbHO U KaUue€CTBA KU3HU CaMHUX IMAI[UEHTOB C
Tsokénont popmoit cuHApoma XaHTepa W WiIeHOB MXx cemen [245, 294, 295, 440]. B
omyoimmkoBaHHOM B 2012 romy gokmane o KOHCeHcyce dKkenepToB 1o Bompocy D3T y
NAlMEHTOB € THKENOU (GopMoit cuHapoMa XaHTepa ObUI OMUCAaH ONBIT MPUMEHEHUS
uaypcynbdasbl y 66 60apHBIX ¢ HelipoHonaTuueckoil popmoit MIIC Il B Bo3pacte ot 2
no 24 ner. IlpeacraBieHHbIC NaHHBIE CBHIETEILCTBYIOT 00 YIYUYIICHUHM MHUHUMYM
OJIHOTO COMATHUYECKOro TOKa3aress (YacTOThl OCTPBIX PECHHUPATOPHBIX HHOEKIUN

(OPY) unm mokazartenst amHO?, Wi 00bEMa NIBIKCHHMM B CycTaBaxX, WM W3MEHEHUH
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yept auna) y 50 u3 66 nanueHToB Ha Gone P3T, nmpoaoKUTEIBHOCTRIO He MeHee |
roga [295]. B 2014 romy Lampe C. u coaBT. mpeacTaBiCH MYJIbTHHAIIMOHAIBHBIMI
PETPOCTIEKTUBHBIA aHANU3 MPUMEHEHUS UIypCylibdaspl y 22 MalUEHTOB C THKENON
dbopmoii cunapoma Xantepa B Bo3pacte ot 1,5 jer go 21 roma. Cpenssis
IPOAOKUTEIBLHOCTh JIedeHUs] cocTaBmia 4,7 roma. Y Bcex 00CieqyeMbIX OOJbHBIX
OTMEYAJIOCh YMEHBIIIEHWE Pa3MEPOB MEUCHU H/WIN CENe3EHKH, YMEHbIIEHHE YacTOTHI
pecnupaTopHbIX HH(EKUUH, yIydlIeHHe TEeKCTypbl BoJIoc M Koxku. Y 79%
oOcinenyeMblx Ha (¢OHE Tepanmuud YMEHBIIUIOCh KOJUYECTBO TOCIHTAIIA3AIINM,
CBSI3aHHBIX C OCHOBHBIM 3a0oJieBanneM. OOBEM ABMKEHUN B cycTraBax Hapoc y 33%
00nbHBIX. CTaOuIu3alus CEpACYHBIX MPOSBIECHNUN ObliIa JOCTUTHYTA Y 86% manueHToB.

Y 91% ob6cnmenyembix skckpenus ['AlT ymenpmmnace Ha 22-97% 0T HCXOIHOTO YPOBHS
[245].

1.9. HoBble MeTOAbI TEPANINH HEHPOHONMATHYECKUX MYKOIIOJIMCAXaAPHU/I030B

B cBA3M C HEBO3MOXHOCTBIO MPOHUKHOBEHHsS uepe3 ['Ob BBOOUMBIX
BHYTpUBEHHO mpenaparoB mid O3T u coOTBETCTBEHHO HE3(PPEKTHUBHOCTHIO JTAHHOMN
Tepanud B  OTHOLICHUWM  HEUPOJAETECHEPATUBHOIO  IIpolecca,  MCCIEI0BaHUsA
aJTbTEPHATUBHBIX METOJOB JICUCHUS MAlUEHTOB C HEUPOHOMATUYECKUMH BapHaHTAMH
MIIC mnpomomxkarorcs [52, 64, 77, 164, 278, 306]. B kadecTBe MOTEHIMAILHBIX
cTpaTteruil nmpeononenusa I'Sb paccMmaTtpuBaeTcs U U3y4aeTcss BHyTPUBEHHOE BBEIACHUE
BBICOKUX [103 (€pMEHTO3aMECTUTEIbHBIX NPEnapaToB, HHTPATEKAJIbHOE U MPAMOE
UHTpAIepeOpPOBEHTPUKYJIIIPHOE BBEJCHUE JIM30COMHBIX (PEPMEHTOB; MPUMEHEHHE IS
pELeNTOP-ONOCPEAOBAHHOIO  nepeceueHust [ Db  SHIOreHHBIX NENTHAOB WA
MOHOKJIOHAJBHBIX AHTHUTEN, CBS3aHHBIX C (EepMEHTaMU WM TeHamMu (MOJIeKYJI
«TposHCKMX  KOHEW»); TeHHas Tepamus IN VIVO ¢ HCIOJb30BaHUEM
aJICHOACCOLIMMPOBAHHBIX, PETPO-, JICHTUBUPYCHBIX M IUIA3MHUAHBIX BEKTOPOB, I'€HHAs
Tepamnus €X VIVO, pelakTHpPOBaHHE reHoMa IPH MOMOINK HyKJea3s, IarnepoHOTepaIus,

cyOcTparpeiylMpyomas Tepanusi, METOJI «YTCHHUS dYepe3 CTOI-KomoH» (Stop-codon

reading through) [64, 77, 121, 278, 349, 393]
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I''TABA 2. MATEPHUAJIBI U METO/bI HCCJIEJTOBAHUA

2.1. XapakTepucTHKa NalMeHTOB

B uccnenoanue BrimodeHo 122 peGéHka ¢ ycTaHOBICHHBIM auarHo3zom MIIC,
MPOXOJUBIINUX OOCICOBAHUE U MOJIYUYaBIIHUX JICUCHUE B OTJCICHUU TICUXOHEBPOJIOTUU
1 HelpopeaOunurtanuu (3aB. OTAeNIeHHEM — 1.M.H., npodeccop JI.M. Ky3enkoBa) u B
KOHCYJIbTAaTUBHO-TMAarHOCTUYECKOM ILIeHTpe (pykoBoauTenb — K.M.H. M.C. IlerpaukoBa)
OI'AY «HMMUI] 3n0poBes aereit»y Munzapaa Poccun (mupektop — 1.M.H., ipodeccop
A.Il. ®ucenko) B Teuenue 10-nmetHero mnepuona. MccinemoBanue ObUIO OA0OPEHO
JIOKJIBHBIM HE3aBUCUMBIM 3THYEeCKUM KomuTeToOM DI'AY «HMMUL] 310poBBS Aerein»
MunsnpaBa Poccun (mporokon Ne 11 coBmecTHOro 3acenaHuss Y4YE€HOrO COBETa U
JIOKaJIBHOTO HE3aBUCUMOI0 3TUYECKOTro koMutera oT 17 nekadbps 2013 rozga).

B Tabnune 4 npencraBieHo pacnpeicsieHUE MalUeHTOB MO TUMaM W MOATUIIAM
MIIC, a Takke 1o BapuaHTaM TEYECHUS B 3aBUCHUMOCTH OT HaJW4Us WU OTCYTCTBUS

MPOTrpeCCUpYIOLIEro nepBuyHoro nopaxenus LIHC.

Ta6imna 4. Pacnpenenenune nereii ¢ MIIC (n=122) mo THmaMm, MOATHIAM M
BAPHAHTAM Te4YeHMUsl

Tun
I I Il IVA VI
[ToaTumel 1 BapUaHTEI
Bcero 23 58 26 6 9
IMoatun A - - 20 6 -
IToatun B - - 6 - -
r 16
Helipononarnueckuit YPZEP > 42 26 - -
I'ypnep-Illeiie 1
r -1ei 5
Heneiiponomaruieckuit pr}ep cHe 16 - 6 9
[leiie 1

Bcero cpenu manuentoB O6buto 92 manpbunka u 30 aeBodek. Bcee marueHTHI ¢
MIIC Il Obum ManmpyukamMu. 85 TAMEHTOB OTHOCHJIMCh K HEUPOHONATUYECKOMY
BapuaHTy TeueHus, npu 3ToM S u3 16 manmentoB ¢ MIIC IT" 6suta nmpoeaena TI'CK,
pe3yJIbTaTOM KOTOPOMW SIBUJIMCH TOJIHBIA JOHOPCKUU XHMMEpPU3M Y BCEX MAI[UEHTOB U
HOpMaJIbHBI YPOBEHb MHTEIUIEKTA y 2 U3 5 aeredl. Y oxnoro manpuuka ¢ MIIC 1T/
UMEJT MECTO MHTEIUIEKTYaIbHBIA JACPUIIUT, C MEIJIEHHBIM PErpeccOM KOTHUTHBHBIX U

nBuratenbHbIX GyHKuui. Y 37 geteit nepsuunoe nopaxenue [THC orcyTcTBOBaNO.
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OTHeceHne MAMEHTOB C CHUHAPOMOM XaHTepa K HEWPOHONATHUYECKOMY U
HEHEHpPOHONIaTHYeCKOMY (EHOTUIy B OOJBIIMHCTBE CiIy4aeB OBLIO OCHOBAHO Ha
KJIIMHAYECKOM OLIEHKE IICUXOPEYEBOr0 Pa3BUTHS BO BpPEMs IOCIEIHErO0 OCMOTpa
HeBpoJsora. Ha MomeHT nocnennero HadmoaeHus u3 58 nanuentos 50 Obutn ctapuie 60
MecsIeB, U UX (DEHOTHN TMpPeACTaBsUICS OUYEBHUIHBIM, 8 aeTeil Obumm Mmiuaame 60
MecsIeB, U3 HUX 4 peOEHKa ObUTM OTHECEHBI K JIETKOMY, 4 — K TSKEIOMY TEUCHHIO
MIIC Il. JIBa Manpumka, BO3pacT KOTOPBIX Ha MOMEHT IIOCJIEIHEro HaOIIOCHMS
coctaBui 12 m 53 mecsma, ObUTM OTHECEHBI K JETKOMy (DEHOTHIy HAa OCHOBAaHUU
CeMeMHOro aHamHe3a: OpaThsi, HAOIIOAABIINECA B JAaHHOM HcCclieoBaHUU 10 124 u 79
MECSAILIEB COOTBETCTBEHHO, UMEJIM COXPAaHHBIN MHTEUIEKT. OMH NalUeHT, KOTOpOMY Ha
MOMEHT MOCJEIHET0 HAOMIoACHHs ObUTO 25 MecsleB, HECMOTPS Ha 3aJ€p’KKY TEMIIOB
pEUeBOro pa3BUTHUsA, B CBSI3U ¢ HanuuueM B reHe |DS panee onmcanHO B auTepaType u
aCCOLIMMPOBAHHOM C JIETKUM (DEHOTUIIOM MHUCCEHC-MYTaluH, OblI OTHECEH K JIETKOMY
tuny TedeHus [61]. OnuH manueHT, JOCTUTIINA Ha MOMEHT TOCJICTHETO HAOIIIOICHISI
53 mecsineB, OblT OTHECEH K JIETKOMY (PEHOTUIY Ha OCHOBAaHUHU COXPAHHOT'O MHTEIJUIEKTa
U COOTBETCTBYIOILIETO BO3PACTYy PEUEBOro pa3BUTHs. J[Ba marueHTa, JOCTUTIIME Ha
MOMEHT TOCJIEIHETO HAOMIOACHUS BO3pacTa 55 MecsIeB, HA OCHOBAHUM BBIPAKEHHOMN
3aJIep>)KKH  TICHXOPEUEBOTO Pa3BUTHS W BBIABICHUS MyTanmuii B reHe IDS,
3aTparvuBalOIIUX pPaMKy CUMTBHIBaHUS, ObUIM OTHECEHBbI K TSKEIOMY THUIY TEUEHUS
3a0osieBanms. J[Ba mamueHTa, HaOmogaBmmecs 10 24 U 36 MecsIeB COOTBETCTBEHHO,
OBLIIM OTHECEHBI K THKETOMY (PEHOTHUITY TOJIBKO Ha OCHOBAaHWHU KIIMHUYECKUX JTAHHBIX —
rpy0oii 3a1epKKU ICUXOPEYEBOr0 Pa3BUTHS U HAPYIIEHUH TTOBEICHUSI.

Cpenu omnuceiBaeéMbIX NAIlMEHTOB ObLIO CeMb Hap cHOCOB pa3HOro BO3pacTa
(omna — ¢ MIIC IT', pu — ¢ nérkoit hopmoit MIIC Il, nee — ¢ MIIC A, onna — ¢ MIIC
IVA) u nBe nusurotHeie nBoviHU (ogHa — ¢ TspkEmoit popmoit MIIC |1, oqna — ¢ MIIC
[HIA).

Huarno3 MIIC | 61 ycTaHOBJIEH HA OCHOBAaHMM Hainuus aeuiura anbga-L-
uaypoHuaassl B seikonutax kposu, MIIC Il — uxyponar-2-cynndarassl B TeHKOIUTAX
u/umn mnasme kpou, MIIC IlIA — renapancynsdar cynbpamugasbl B JIEHKOLUTAX

kpoBu, MIIC lIB — anbda-N-anerunrirokozamuamnmassl B wiazme kposu, MIIC IVA —
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N-anetunranakro3amMuH-6-cyabdarazel B jeiikouutrax kpou, MIIC VI — N-
alleTIIrajJakTro3aMuH-4-cynbdarassl B jeiikoruTax kposu. Becem manuentam ¢ MIIC I,
IHA, IVA u VI nuarao3 611 TOATBEPKAEH MOJEKYIISIPHO-TEHETHIECKH.

Bospact navana nabmiogenust nmauuentoB ¢ MIIC (n=122) 8 ®I'AY «HMUI]
310poBbs AeTeiy Munzapasa Poccun BapsupoBai ot 3 10 206 mecsineB, MeauaHa — 72
Mecsia,  WHTepKBapTwibHbIl  pasmax  (MKP):43;111  wmecsmeB.  Menuana
MPOJIOJDKATEILHOCTH HAOJIOICHUS] TAIMEHTOB B IEHTpe B yKazaHHbId 10-nmeTtHuit
BPEMEHHOW HMHTEpBal cocTaBuia 19 mecsileB, MUHUMAIbHBIA Tiepuod — 1 Mecdil,

MakcuMalibHbBIN nepuo — 105 mecsues; UKP:1;51 mecsu.

2.2. XapakTepuCcTUKA NATOTeHeTHYECKO# Tepanuun

TI'CK 6pbia npoBenena nsatu namuentam ¢ MIIC I (1BouM ManpurkaM U TpEM
neBoukam) B Bo3pacte oT 11 g0 25 mecsueB (Mmeauana Bo3pacta Ha MoMeHT TI'CK — 23
mecsna; MKP:11;23 mecsma). Tpu nanuenTa (1Ba MajdbuMKa U OJIHA JEBOYKA) BIIEPBbHIC
nocrymii B ®I'AY «HMMUL 3n0poBest aerein» yepe3 10 ner 10 mecsues, 10 ger 6
MecsueB U 4 rona 9 mecsueB nocie nposeaeHus TT'CK coorBeTrcTBeHHO. [[BE 1eBOUKH
¢ MIIC IT" mabmogamcs ®I'AY «HMMUL 3m0poBes gerei» kak 1o, Tak u nocie TT'CK.
®3T B Teuenue 6,5 mecsue a0 TI'CK npoBoaniack TOABKO OJHOM MAIMEHTKE U B
3HAYUTEIHLHOM CTEMEHN YMEHbIINJIA KapIuOJIOTHIECKUE MPOSBICHUS 3a00JIEBaHUSI, YTO
ONPENENUII0 YIyYUIEHUE MPEATPAHCIUIAHTAIIMOHHOIO COMAaTHUYECKOTO COCTOSTHUA.
OtcyrcrBue korHutTuBHOTO Aedunmra nocne TI'CK oTrmeuanocs y ABOMX MAl[UEHTOB: y
manpurka ¢ MIIC IT, momyuusmero TI'CK B Bo3pacte 11 mecsues, y neBouku ¢ MIIC
IT", monyuuseit TI'CK B Bo3pacte 23 mecsaieB. Y Tpoux NaMEHTOB, JBOE U3 KOTOPBIX
SBJISUTUCH CUOCaMM, COXPaHSJICS HEMPOTPECCUPYIONTUN NHTEIICKTYalbHbIN Je()UIIUT.

64 13 90 (71%) nanumentos ¢ MIIC I, Il, VI nonyuanu ®3T: 9 neteii ¢ MIIC IT', 4
pe6énka ¢ MIIC IT/I, 1 — ¢ MIIC 11, 37 — ¢ tsxénoit popmoit MIIC Il, 8 — ¢ nérkoit
dbopmoit MIIC I, 5 — ¢ MIIC VI. Onna neBouka u3 nestu mamueHToB ¢ MIIC IT°
nonyyana O3T Tonpko B Teuenue 6,5 mecsues nepen TI'CK. 22 nanuenra (3 — ¢ MIIC
IT", 2 — ¢ MIIC IT/I, 13 — ¢ MIIC Il, 4 — ¢ MIIC VI) Obutn 06ciie10BaHbI IEPBUYHO U

He HaumHaimu noydarh O3T B mepuon HabmoneHus. YeTbpéM U3 MATH MAIUEHTOB C
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MIIC IT', nonyuuBmux TT'CK, ®3T #u no, ou nocine TT'CK He npoBoaunack. Hukro u3
mectu narueHtoB ¢ MIIC IVA B nHacrosmieM wucciaegoBanud He mnoiydan O3T
npernapaToM 3Jocyibdaza anbda.

o mepBoro noctymieauss B GPI'AY «HMMUIL] 3nopoBes aereit» O3T nHauvanu
nonyuyats 18 manuentoB (6 — ¢ MIIC IT', 2 — ¢ MIIC I/, 9 — ¢ taxénoit hopmoit
MIIC Il, 1 — ¢ nérkoit popmoit MIIC II), octanpable 46 marmenToB (3 — ¢ MIIC IT', 2 —
¢ MIIC IT/IL, 1 — ¢ MIIC I, 28 — ¢ Tsxénoit popmoit MIIC I, 7 — ¢ nérkoit popmoit
MIIC I, 5 — ¢ MIIC VI) nauanu nonydats @3T nocie nepBUYHOrO0 0OCIETOBAHUS B
OI'AY «<HMMUI] 310poBbs ACTEN.

[Matiuentsr ¢ MIIC | monyvanu BHyTpuBeHHyt0 @3T nmpenaparom JapoHHaasa, B
no3e 0,58 MI/KT exxeHeleNIbHO (MHTEpBall MEXIy BBEACHUSIMU — 7+3 JHS), MAIlUEHTHI C
MIIC Il — mpenaparom wuuaypcyibdasza, B go3e 0,5 MI/Kr exeHenenbHO (MHTEepBal
Mexay BBeAaeHUsIMU — 7+3 nHd), nauumentsl ¢ MIIC VI — npenapatom rancyinedasa, B
n03e 1 MI/KT exeHeenbHo (MHTepBal MEXY BBEJCHUSIMU — 743 NHSI). Y MaIlUEeHTOB C
MIIC | u VI Hauano Tepanuu CONMPOBOXKIAIOCH MPEMEIUKAIUEd aHTUTMCTAMUHHBIMU
npenapaTaMmu, peleHue O MpoJAOJDKEHUH U COCTaBe MPENnaparoB JJis MPEeMEIUKALUU Y
naimenToB ¢ MIIC | u VI, a takxke pemienue o npemenukaiuu y nanueatos ¢ MIIC 11
MPUHUMAJIOCh MHIMBUAYAJIbHO sl Kaxaoro maruenta. [IpepeiBanuem ®3T ycioBHO
CUMTAJICSl TMPOIYCK YETHIPEX U Oosiee MHPy3ui moapsa. J[aHHbIE MHCTPYMEHTAJIbHBIX,
7a00paTOpHBIX M KIMHUYECKUX oO0cienoBanuii mocne mnpepbiBanuss DO3T Obutn
WCKJIFOUEHBI U3 aHaIn3a JUHAMUKH noka3ateneil Ha pone O3T.

Menuana Bo3pacta Hayana @3T y 64 nanueHToB ¢ paznuyHbiMu Tunamu MIIC
otHocuinack k 66 mecsiam (MKP:36;102 mecsama; munumym — 4, makcumym — 210
mecsitieB). Menuana Bo3pacta Hadaina ®3T y mammentoB ¢ MIIC | (n=14)
coorBeTcTBOBana 54 mecsiam (MKP:21;86 mecsues; muaumyM — 4, Mmakcumym — 143
Mmecsa). Meauana Bo3pacta Hayana 3T y manmenToB ¢ MIIC Il (n=45) — 67 mecsies
(MKP:38;96 wecsieB; munumyM — 6, makcumym — 207 wmecsues). IIpu stom 20
maapurkoB ¢ MIIC Il (15 — ¢ msoxénoit, 5 — ¢ nérkoit (opmoil) Havamu MOTy4yaTh
jedyeHue B Bo3pacte muaame 60 mecsues, 25 maruentoB ¢ MIIC 1l (22 — ¢ Tspxénoit

dopmoii, 3 — ¢ nérkoit Gopmoii) — B Bo3pacte crapiie 60 mecsies (5 ner). Meauana
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Bo3pacta Havana P3T y naruentoB ¢ Tsokénoit opmoit MIIC 1l (n=37) — 70 mecsiies
(MKP:40;103 mecsma; muaumyM — 14, makcumym — 207 mecsieB). Meauana Bo3pacrta
Havana ®3T y nammenToB ¢ nérkoit popmoiit MIIC Il (n=8) — 48 mecsmer (MKP:19;82
MecsIa; MUHUMYM — 6, MakcuMyM — 96 mecsitieB). Menuana Bo3pacra Hadana O3T y
narerToB ¢ MIIC VI (n=5) — 103 mecsna (MKP:91;193 mecsma; muaumyMm — 86,
MakcuMyM — 210 MecsmeB). Memuana Bo3pacta Hadanma ®3T y Bcex MalMEHTOB ¢
Heiiponomarndeckum enotunom (N=47) — 62 mecsia (MKP:35;103 Mecsia; MEHIMYM
— 4, makcumyM — 207 MecsneB). Menuana Bo3pacta Hadana @3T y Bcex MalueHTOB ¢
HeHeipoHonatuueckum penotunom (N=17) — 86 wmecsaueB (MKP:50;96 wmecsues;
MUHUMYM — 6, MakcumyM — 210 mecsieB). Meauana npogonkureabHoctd 3T ms
BceX manueHToB (N=64) Ha MoOMeEHT mocieaHero HaOmoaeHus B OPI'AY «HMUIL
310poBbs jaereit» coctaBisiia 31 mecsn (MKP:17;60 mecsiies; MuaumMyM — 2 uH(DY3UH,

MakCcUMyM — 94 Mecsa).

2.3. JIlu3aiiH uccie10BaHUsA

Jln3aiiH HacTOSIETO UCCIIEIOBAHMS IOCTPOEH B COOTBETCTBUM C 0003HAYEHHBIMH
3aJlayaMy ¥ OCHOBHOM 11e/1bI0 uccienoBanus (Pucynok 1).

Ha nepéom ’mane mipoBeA€H NOMNEPEYHBI aHaIu3 JAaHHBIX O BO3pacTe M
OCOOCHHOCTSIX YCTaHOBJIEHUSI TMArHo3a, Bo3pacTe U xapakrtepe Manudpecranun MIIC.
Kpome Toro, monpoOHOE M3ydyeHHE KIMHUYECKUX M JTAOOPATOPHBIX JaHHBIX Ka)KJOTO
YYaCTHMKA MCCJEJIOBAHMS TO3BOJIMJIO BBIJEIUTh MalO ONUCAaHHBIE B JIUTEPAType
IPOSIBJICHUS], @ UMEHHO OTKJIOHEHUS J1abOpaTOPHBIX MOKa3aTeeH.

Ha emopom 3mane wuccnenoBanus Oblla MpOaHAIU3MpPOBaHA JIMHAMHKA
COMaTHYECKUX U JJabopaTopHbIX Mokazareneil y nereid ¢ MIIC, Ha ¢oHe nocTymHOM B
Hactosmee Bpems A1 namueHTtoB ¢ MIIC I, 1l u VI ®3T. Psag napameTpoB OTIEIBHO
paccMOTpeH B rpynnax 0osbHbIX ¢ TshkEnon dpopmoit MIIC Il u B rpynmnax manueHTosB ¢
MIIC |l, navaBmmx mnoaydarb ®3T B Bo3pacte g0 u mnocie 60 Mecsues.

[Ipoananusuposana 6e3onacuocts 3T y nereit ¢ MIIC I, 1l u VI.
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Jetu ¢ moaTBep:kAéHHBIM guarunozom MIIC

AHaJau3 Bo3pacTa U KJInHH4YecKkoil kapTunsl 1edota MIIC y nereii

—>| ¢ AHaju3 cpoKoB BepuuKAUN U 0COOEHHOCTEeH YCTAHOBJIEHUs1 Auarno3a y aereii ¢ MIIC

e AHaiu3 J1abopaTOpHBIX MoKa3aTteeii y nereii ¢ MIIC

Ananu3 3¢ dextuBHocTu u 6e3onacHocta 3T y gereii ¢ MIIC I, 11 u VI

e JluHamuyeckMii aHaIM3 coMaTH4YecKMX (KJIMHUYECKHUX M MHCTPYMEHTAJIbHbIX) H JAa0OpaTOPHBIX
nokasareJjeii Ha ¢pone ®3T

» JluHamuka creneHd runeptpodun HEOHBIX MuHmanud (et ¢ MIIC I, Il u VI, n=30) u axeHoumor (metu ¢
MIIC I, Il u VI, n=28)

» Jlunamuka xapaktepa u ctenenu tyroyxoctu (aetu ¢ MIIC |, 11 u VI, n=20)

» Junamuka nokaszareneit KPM (metu ¢ MIIC | u 11, n=15)

| » Hunamuka nokasateneit OxoKI' (netn ¢ MIIC I, Il u VI, n=45; netu ¢ MIIC |l, n=35; netu ¢ Tsxénoii hopmoit
- MIIC I, n=28; netu ¢ MIIC Il, mauamme ®3T mo (n=18) u mocie 60 mec (N=17))

» JluHaMHKa HaIW4Hs/OTCYTCTBHUS TemaTto- u cruienoMeranuu (aetu ¢ MIIC I, 1l u VI, n=40; netu ¢ MIIC I,
n=35; neru ¢ Tsokénoii popmoit MIIC 11, n=28)

» Junamuka skckpenuu I'AT' ¢ mouoit (netu ¢ MIIC I, Il u VI, n=33; netu ¢ MIIC Il, n=19; netu ¢ TsHxénon
dopmoii MIIC 11, n=15; netu ¢ MIIC I, nauaBmme ®3T no (n=11) u nocne 60 mec (N=8))

» Jlunamuika Hamu4us/oTCyTCTBHs runeprpancamuHazemun (netu ¢ MIIC | u Il, n=50) u TpomOOIHMTONICHUH
(metu ¢ MIIC | u 1l, n=46)

o AHaJuU3 HeXeJaTeJbHbIX sIBJIeHUH, cBsi3aHHBIX ¢ HHY3uamu D3T (aetu ¢ MIIC I, I, VI, n=64; netu c
HelpoHonatnueckuMm (N=47) u HeneWpoHomatndeckuMm (N=17) Teuenuem MIIC; netn ¢ Tsoxémoit (n=37) u
nérkoit (N=8) popmamu MIIC II; getu ¢ MIIC Il, nauasurine 3T mo (n=20) u nocae 60 mec (N=25))

AHauu3 HeBpoJorudeckux nposisiaenuii MIIC y nereii

e AHaJU3 eCTeCTBEHHOr0 TeueHHUsl HeiipoaereHepaTuBHOro mpouecca y paereii ¢ MIIC (getm c
HeliporomaTuyeckuM teueaneM MIIC, n=85: 17 — ¢ MIIC I, 42 — ¢ MIIC I, 26 — ¢ MIIC 1lI)

e [IporHosupoBanue HeBposoruyeckoro ¢enoruna y aereii ¢ MIIC Il (netu ¢ MIIC Il, n=42: 29 — ¢
TOKENOH, 13 — ¢ nérkoii popmoii)

e Mzyuenue snmiencum y aereid ¢ MIIC

» IlomepeuHblii aHANN3 YaCTOTHI, Bo3pacTa JeOrTa SMMICTICHA W/HIM OCTPHIX CUMIITOMATHYECKHX MPUCTYIIOB,
CEMHOJIOTUH TUICITHYECKUX MPUCTYIOB y aerei ¢ MIIC (n=122)

» Anamu3 smwienTuGopMHONH aKTHBHOCTH MO JaHHBIM BHJe0-O3I MOHMUTOpPHMHTAa OOAPCTBOBAHMS W/WIU
JTHEBHOT'O CHA U € OTHOIICHHS K SMUICTITHYSCKUM mpuctynam y aereit ¢ MIIC (n=118)

» V3yueHne AMHAMUKH JIaOOpPaTOPHBIX TMoKasareneil Ha (one BBeneHus u npumeHenus ADT y nmereir ¢ MIIC

> (n=21 — nmns mokasateneit AJIT/ACT, n=15 — mis mokaszaresis TPOMOOIMUTOB, N=7 — I MOKa3aTeJss
anp0yMuHa)

e H3yyeHue HelpPOBU3YATU3ANMOHHBIX U3MeHEHMI U UX TMHAMUKHM Y aeTeii ¢ MIIC

» Tlonepeunsriii ananu3 MPT ronosroro mosra (N=97) u MPT IIOII u cnimaHOTrO Mo3ra (n=97) y neteii ¢ MIIC I,
I, 11, IVA u VI, ve nonyuuBmmx TT'CK

» Amnanu3 quHamuku nokasateneii MPT romoBHoro mosra 6e3 yuéra 3T (metu ¢ Helipononarnyeckumu MIIC,
n=28; netu ¢ HeHelpononarmaeckumu MIIC, n=14; netu ¢ pazmuuasivu turmamu MIIC: ¢ Tsoxénont popmoii
MIIC Il (n=14), ¢ nérkoii popmoit MIIC Il (n=5), ¢ MIIC Il (n=12), ¢ MIIC IVA (n=5)) u Ha ¢pone ®3T (netn
¢ Tsokénoit popmoii MIIC 11, n=12)

» Amnanu3 nuHamuku nokaszareneit MPT IIOIT u ciuaHoro mo3ra 6e3 yuéra @3T (netu MIIC |, 11, 111, IVA u VI,

n=42) u Ha pone ®3T (met ¢ MIIC I, 11, VI, n=23)
AHaMu3 JTUHAMHMKH YJIeKTPO(HU3NOIOTHYECKHX M KIHHMYECKHX TMPOSIBJIECHHIl CHHApPOMA 3amsiCTHOTO
kanaia Ha ¢pone ®3T y nereii ¢ MIIC (zetu ¢ MIIC |, Il u VI, n=18)

- =

XapaKkTepHCTHKA eCTeCTBEHHOr0 TedeHus! 3200/1eBaHNus y AeTell ¢ HelipoHonatnyecknumu MIIC
OueHka TMHAMUKH cOMaTHYecKHX U HeBpoaorndeckux nposisiaenuii MIIC y nereii Ha ¢pone ®@3T

Pucynok 1. Jlu3aiin ucciae10BaHUA
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Ha mpemvem 3mane paboThl OBLJIO M3YyUYEHO MOPAXKEHUE HEPBHOU CHCTEMBI y
nered ¢ MIIC. B pamkax ananu3a nepBuuHoro mnopaxenus LIHC wuccrnenoano
IIOATAIlHOE  IPOTPECCUPOBAHME CHUMIOTOMOB  HEUpOJEreHepauumM y JeTed ¢
Helpononatnyeckumu MIIC, npencraBiieH cnoco0 KIMHUYECKOTO MPOTHO3WPOBAHUS
TSKECTH TeueHus cuHapoMa XaHTtepa. C  HCHOJb30BaHHUEM aHAMHECTHYECKHX,
KIUHUYECKHUX, DJIEKTPO(PU3UOIOTHUECKMX W  HEHPOBU3YAIM3AIlMOHHBIX JaHHBIX
MIPOAHATU3UPOBAHO TEUYEHUE DSMWICHCUU M OCTPBIX CUMIITOMAaTHYECKUX IPUCTYIIOB,
paccmotpena nepenocumocth ADT y nererr ¢ MIIC. IlpencraBneH mnomnepeyHbIl U
JVHAMUYECKUM aHalu3 BHU3yaJIU3alMOHHBIX M3MEHEHUN ronoBHoro mosra, LIOIT u
cnuHHOro  mosra.  OtamenpHO — uccnenoBaH  Bompoc  BiuusHuA — P3T  Ha
HEUPOPAAUOJIIOTUYECKAE W3MEHEHUsA. AHaNU3 JIWHAMUKH TNPOSBICHUNA CHHAPOMA
3aIICTHOTO KaHaJIa TaK)Ke pacCMOTpEH B cBeTe Bo3MOxHOCTH P3T Bo3melicTBOBATH Ha
KIIMHUYECKHUE U 3IEKTPOPUZNO0TOTHUECKUE U3MEHEHMUS.

B 3akimioueHMM CONEpPKHTCS aHAIM3 pPE3yJbTaTOB HCCIECIOBAHUS H HX
COIIOCTaBJIEHUE C paHee onyOaukoBaHHOU MH(popManuei. ChopmMyarpoBaHbl BHIBOJIBI,
OTPaKAIOUIUE UTOTOBBIE CYKJICHHUS IO PACCMOTPEHHBIM BOIPOCAM, M IPAKTHYECKHE
pPEKOMEHIallMy N0 ONTHUMM3AlMK O00bEMa M CPOKOB JMAarHOCTUYECKUX U JIeUeOHBIX

BMeIaTenbCTB y aeteit ¢ MIIC.

2.4. MeToabl HCCIEI0BAHUS

JlaHHble aHaMHEe3a, CBEICHHSI O CEMHUOJIOTUU AMWICNTUYECKUX MPUCTYIIOB, YaCTh
uH(GOpPMaIlMU O HEBPOJIOTHUECKHUX MPOSBICHUSX, a TAK)KE CBEACHUS O HEKEeIaTeIbHbIX
SBJICHUSIX, CBSI3aHHBIX C MHQY3USIMH (DE€PMEHTO3aMECTUTENbHBIX MPENapaToB, y JAETEU C
MIIC OpuM MONy4YeHbl M3 MEAMIMHCKON JOKyMEHTaluu, OPOPMIIEHHON MO MECTy
KHUTEJIBCTBA M MPEJOCTABICHHOW MalMeHTaMu (MEIUIIMHCKUX KapT MallMeHTOB,
NOJIyJaroUMX IOMOIb B amOyJaTOpHbIX ycinoBusX, ¢opm 025/y; BBINHCOK U3
MEIUIMHCKUX KapT CTallMOHAPHBIX OO0JbHBIX, (Gopm 027/y), MEAUIUHCKUX KapT
cTalmoHapHbIX 00JbHBIX (opm 003/y), odpopmieHubix B PI'AY «HMUIL] 310poBbs
JeTeiy, U B nponecce cOopa aHaMHe3a U kKajno0 B paMKax HACTOSIIEr0 MCCIIEI0BAHUS.

Jns onucaHus KIIMHUYECKUX MPOSBICHUM MOPAKCHUS HEPBHOM CHCTEMBI y IETEU C


http://base.garant.ru/70877304/1b93c134b90c6071b4dc3f495464b753/#block_4
http://base.garant.ru/4172765/
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MIIC Oputd, B TOM 4YHCIE, HCIOJIb30BaHbl JJAHHBIE HEBPOJIOTHYECKUX OCMOTPOB,
MPOBOJIMMBIX B paMKaX HAaCTOSIIETO UCCIIeI0BAHUS.

B kadecTtBe MEOIOTHBIX CHMIITOMOB YYUTBHIBAIMCH MPU3HAKHU, PACIICHCHHBIE KaK
nposisienust MIIC u 3apeructpupoBaHHble B TEUEHHUE MEPBOr0 Mecsila MaHU(pECTaIuU
0O0JIE3HH.

CszanHble ¢ WHQPY3USIMH HEXelaTelbHbIE SBICHUS (peakiuu) ObuH
OTpeJIeNieHbl KaK HeXKellaTeJbHbIe SBJICHUS Ha (OHE JeUEeHMs, KOTOpPble BO3HHUKAIH B
nenb nHQy3un (Ha GoHe MHOY3UN WK MOcie €€ OKOHYAHWS) WU Ha CICTYIONTUI JeHb
U OBLIM PACIICHEHBI KaK BO3MOYKHO WJIM BEPOSITHO CBSI3AHHBIC C BBEJICHHUEM Iperapara
s O3T [320].

OmnpeneneHre HaTWYHUs WM OTCYTCTBHUS 3aJE€PKKH MOTOPHOTO DPAa3BUTHUS Y
nanmeHToB ¢ MIIC mpoBoauiIoCch Ha OCHOBAaHUM OIMUCAHUS HOPMAJIBHOTO Pa3BUTHS
IBUTATENBHBIX QyHKIUI y pedénka [17]. C yuérom TOro, 4To Ha MOMEHT HACTOSIIIETO
UCCJIEIOBAHMSI HE BCE NAUMEHTHl JOCTUIJM BO3pacTa MOSABICHHS TOrO WJIH HWHOTO
HABbIKA WJIM HEBPOJIOTMYECKOTO CUMIITOMA, a TAKXKE B CBA3U C HEJOCTATKOM HEKOTOPBIX
JAHHBIX aHaMHE3a, B TEKCT€ KaXJIoro paszzaena [naBel 5 yKa3aHO KOJIMYECTBO
MAIMEeHTOB, JJIsi KOTOPBIX MPOU3BENEH pacu€T BO3pacTa IMOSBICHUS OMUCHIBAEMBIX
HABBIKOB WJIM CHUMNTOMOB. [IpM HEBO3MOXXHOCTH YTOYHHUTH TO JaHHBIM BBIITHCOK U
MEIUIMHCKUX KapT M Ipu cOope aHaMHe3a Yy pOAUTeNeil Bo3pacT AeOrTa WU
UCYE3HOBEHHUS TOTO WJIM HMHOTO HEBPOJOTMYECKOTO MPOSBICHUS, (UKCUPOBAJICS
BO3pacT MEPBUYHOTO YINOMHHAHHMS O HABBIKE WM CHMIITOME WU MPEKpaICHUS
dbuKcalMi  COOTBETCTBYIOIIMX  HABBIKOB WJIM CHUMIOTOMOB B  MEIMIIMHCKOMN
nokyMmeHTaruu. Cpemnu manuernToB ¢ MIIC [IIB He Obimo gerelt ¢ NErkum THUIIOM
TeYeHus1 3a00JIeBaHMs, MOATOMY aHAJIM3 BO3pacTa MPUOOPETEHUs U YTpaThl HABBIKOB,
ne0r0Ta HEBPOJOTUYECKUX CUMIITOMOB ObUT MPOBEAEH NJisl Tpynmbl narueHToB ¢ MITC
I1l, Bxmrouaromeit A u B moaTumsl.

O6mmii 1 OUOXMMHUYECKMH aHaJIU3bl KPOBU M OOIIMKA aHaIM3 MOYM ObUIH
BBITIOJIHEHBI B KJIIMHUKO-JIMarHOCTHYECKOW JTabopaTopuu C TPYIIOH DKCIPEecc
nuarHoctukn PI'AY «HMMIL 3popoBest nereii» (3aB. otaenom — a.M.H. EJL

CemukuHa). 711 HEKOTOPBIX MAIMEHTOB ObUIM YYTEHBI PE3yJbTaThl JIAOOPATOPHBIX


http://portal.nczd.net/company/structure.php?set_filter_structure=Y&structure_UF_DEPARTMENT=393&filter=Y&set_filter=Y
http://portal.nczd.net/company/structure.php?set_filter_structure=Y&structure_UF_DEPARTMENT=393&filter=Y&set_filter=Y
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aHaJM30B, MPOBEIEHHBIX IO MECTY MKUTEIbCTBA, IPU YCJIOBUU NPEIAOCTABICHUS
YKa3aHHBIX JAaHHBIX B CTPYKTYpPE BBINMCOK W3 MEAUIMHCKUX KapT CTallMOHAPHBIX
OOJIbHBIX WM Ha 3alOJHEHHBIX OJIAaHKaX, 3aBEPEHHBIX MEYATAMH MEIUIMHCKOIO
yupexzaeHus (popmax 224/y u 228/y). 3a BepxHIO0O rpaHuily peepeHCHOTO 3HaYeHus
alannHamMuHOTpaHcdepassl  (AJIT)  Obur mpuHsaT  mokasatens 40  En/n,
acmapratamuaoTpancdepassl (ACT) — 42 Ex/n. TpomOoruTonieHueit cantancst ypoBeHb
Tpom6GonuToB MeHee 150x10%/.

g xkaxaoro peOEHka, BKIIOYEHHOTO B MOIMEPEUHBI aHAIU3 OMOXUMHUYECKOTO
UCCJIEIOBaHUSI KPOBH, ObUIO JOCTYITHO HE MEHEE OJHOTO pe3yJibTara JabopaTOpHOTO
oOcnenoBanus 10 uinu BHe maroreHeTudeckoit tepanuu (O3T, TI'CK). YVuurtsiBamucek
TOJIBKO pE€3yJIbTaThl aHAJIU30B, IPOBEAEHHBIX 10 WM BHE Tepanuu. B ciyuyae Hanuuus
HECKOJBKUX PE3YJIbTaTOB OMOXMMHUYECKOTO aHaju3a KPOBH Y OAHOrO OOJBHOTO, JJIS
pacuéra onucarenbHbIX cratucTHyecknx xapakrepuctuk AJIT, ACT, Beixomdammx 3a
npenesbl peepeHCHBIX 3HAYEHU, NCII0JIb30BAIUCh MAaKCUMAJIbHbIE 3a()UKCUPOBAHHbIE
3HAQUYEHUsl TOKas3aTened. Y BCEX MAalMEHTOB, BKIIOYEHHBIX B aHAJINA3 JIUHAMUKH
nokasareneid TpaHcamuHaz Ha ¢oHe O3T, ObUIO AOCTYIHO MHUHUMYM IO OJHOMY
OonoxuMuyeckoMy aHanausy kpoBu A0 U Ha ¢one D3T. [Ipu Hanmuyuu XoTs ObI B OJTHOM
u3 a”Hanu3oB A0 win Ha ¢pore P3T nmokazateneit AJIT/ACT, BoIxoadmux 3a Npeaenbl
pedepeHCHBIX 3HA4YEeHHM, (PUKCHPOBAJIOCh HAJIMYME MOBBILIEHUS COOTBETCTBYIOLIETO
MOKa3aTelsi B COOTBETCTBYIOMINM MO oTHOIIEHUIO K 3T nepuo1 BpeMeHu.

Jlns  kaxjaoro peOEHKa, BKIIOYEHHOTO B TOMEPEYHBIM aHamu3  oOIIero
UCCJIEIOBaHMsI KPOBH, OBLIO JOCTYITHO HE MEHEE OJIHOTO pe3yibTaTa JabopaTOpHBIX
JaHHBIX 10 wWix BHe mnartoreHernuyeckoit tepamuu (D3T, TI'CK). VYuutsiBamucek
pe3yJIbTaThl aHAIM30B, MPOBEAEHHBIX Kak 10, Tak U Ha (hone 3T, u mocne TI'CK. dns
pacuéra ONMMcaTeNIbHbIX CTATUCTUYECKUX IMOKa3aTesield UCIO0JIb30BAIMCh MUHUMAJIbHBIC
3HAYEHUS YPOBHSI TPOMOOLMTOB, 3a()MKCUPOBAHHBIE y KaXXIOT0 MAlMEHTa B MPOLECCE
JTMHAMUYECKOr0 HaOJI0ICHUS. Y BCEX MAIMEHTOB, BKJIIOUCHHBIX B aHAIW3 JTUHAMUKH
nokazareneid TpomOonuToB Ha ¢one ®3T, ObulO JOCTYMHO MHUHHMYM MO OJHOMY
oOmemy aHanuzy kpoBu 10 ¥ Ha (pone ®3T. Ilpu Haymuuu x0T ObI B OJHOM W3

aHanau3oB 70 ik Ha GoHe P33T mokazareneld TPOMOOIIMTOB, BBIXOIAIINX 32 TPEACITBI
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pedepeHCHbIX ~ 3HAa4YeHHWH, (UKCUPOBAIIOCh  HAJWM4We  TPOMOOIIUTONIEHWH B
COOTBETCTBYIOMMUH 110 oTHOIIeHNIO K D3T mepuos BpeMeHH.

N3 ananm3a mabopaTtopHBIX JaHHBIX ObutH McKITtoueHbl mokazatenu AJIT, ACT u
TPOMOOLIUTOB Ha (pOoHE OCTPHIX MH(PEKIMOHHBIX 3a0oaeBanuii [234, 321], obocTpenuii
XpPOHMYECKOTO  aCMHUpPAlMOHHOTO  OpOHXWTa,  ACHUPALMOHHBIX  I[THEBMOHHIA,
SMHUJICTITUYECKOTO0  CcTaTyca © MNpPU  HAJIMYMKM  BO3MOXKHOM  CBS3M  MEXIY
THIepTpaHCaMUHA3eMUEH WM TPOMOOIIMTOTICHHEH M MPUMEHEHHUEM JIEKapCTBEHHOTO
cpenctBa cormacHo B.I'. Kykec u coaBr. (2006) [18]. Iloka3aTenmn TpoMOOITMTOB B
MOCJICONEPAIIMIOHHOM ~ TIEPHOJIe¢ TakXKe He yYUThIBaIMCh B aHanu3e. Cnyuau
B3aMMOCBSI3H JIaOOpaTOpHBIX U3MeHeHu 1 ADT paccMOTpeHbI OTNIETBHO.

[Ipu cpaBHEeHMH ToKa3aTenel anbOyMruHa B I1a3Me KPOBH JI0 U Ha (JOHE Tepanuu
BaJILIIPOCBOM KHUCIOTOM YUWUTHIBAJIUCH TMOCICAHME TIOKa3aTelid albOyMHUHA TIepen
Ha3HAuYCHUEM aHTHIMWiIenTuaeckoro mpemapara (ADII) y Bcex OombHBIX. Ha done
TEepanuu BaJILIIPOCBOM KHCJIOTON yYHMTHIBAIUCh MUHUMAIbHBIC YPOBHH anbOyMUHA Y
NAIMEHTOB, Pa3BUBIIMX TUMOATLOYMHUHEMHIO mocie HaszHaueHuss ADT, u mnepsbie
3aperUCTPUPOBAHHBIC MTOKA3aTeNIU allbOyMUHa nociie Ha3HaueHust ADT — y malueHToB ¢
HOPMAJIbHBIMU TIOKA3aTeNsIMU alibOyMuHa Ha (pOHE Tepanuu BAJIBIIPOEBON KHUCIOTOM.
['unoansOyMuHEMHUEH cunTalicss ypoBeHb anbOymuHa MeHee 35 r/a [328]. U3 ananmza
OBUTM WCKJIIOYEHBI 3HAYCHMS albOyMHHA B TOCJICONEPAIIMOHHOM Mepuojie, Ha (oHe
TeueHUs: MHQPEKIMOHHBIX 3a00JieBaHUN W Ha (DOHE MPOTrPECCHUPYIONIUX HaPYIIECHUN
MTUTaHU.

B ananmu3 puHamukd mokaszaTened TpoMOOIMTOB 10 M Ha (OHE Tepanuu
BaJILIIPOCBOM KHUCIOTOM y MAallUEHTOB C OTCYTCTBHEM TPOMOOIIMTONECHUHU 10 Haydaja
ADT BkimoueHBl TOCTHEAHME 3aQUKCUPOBAHHBIE [0 Hadajga Tepanuu YpOBHU
TPpOMOOITMTOB, y TAIMEHTOB C HAJIWYUEM TpoMmOonuToneHuu g0 Havyama ADT
YYHTHIBAJINCh MUHUMAJIBHBIC 3HAYCHHS TPOMOOIIMTOB J0 Hadajaa TePaliy BaJIbIIPOCBON
kucnotoil. Ha ¢oHe Tepanuu BambmpoeBoil KUCIOTON ydTeHb MUHUMAIIbHBIC 3HAYCHHSI
TPpOMOOITMUTOB Yy TAIMEHTOB ¢ TpomboruroneHuein Ha ¢oue ADT u mepBbie
3a(pUKCUpOBAaHHBIE YPOBHH TPOMOOILIMTOB TIIOCJIE Havajla JICYCHHS BaJbIPOEBOM

KHUCIIOTOM — Yy MAIlMeHTOB C HOPMAJILHBIMU TIOKa3aTesiMu TpoMOoIuToB Ha ¢ore ADT.
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Omnpenenenue ['Al' B Moue mpoBOAMIIOCH B JaOOpPATOPUU SKCIEPUMEHTATBHON
uMMmyHoJiorur U Bupycosioruu ®I'AY «HMMUIL] 3nopoBbs gereii» (3aB. oTAeIOM —
am.H. E.JI. Cemukuna). Comepxxanue ['Al" ompenensiock B pa3oBOW MOPIUU MOYH
KOJIMYECTBEHHBIM METOJOM C HCIIOJb30BAaHUEM JUMETWIMETHIEHOBOTO CHHETO,
pacCUUTHIBAIOCH HOpManu3oBaHHOe cojepxkaHue ['AlT (cooTHouieHue abCOMOTHOM
KoHUeHTpauuu ['Al’ B MI' 1 KOHLIEHTpaIMi KpeaTUHUHA B MMOJIb B 00pasie). Tak Kak B
HOpME ¢ Bo3pacToM sKckpeuuss ['Al' ¢ Mo4oil yMmeHbIIaeTcs, I CTaTUCTUYECKHUX
pacy€ToB MCIOJIB30BAIKCH IMOKA3aTENH, BbIpAXKEHHbIE B MpoueHTax (%) MpeBbILICHUS
HOPMaJIN30BaHHBIMU 3HaueHUsIMU ['Al’ BepxHEH TpaHHIbI HOPMAaJlbHBIX BO3PACTHBIX
ypOBHEH, ycTaHOBJICHHBIX MastHckuM H.A. u coat. (2013) [23].

Crenenp runeptpoduu aAeHOUJIOB M HEOHBIX MHMHJAJIUH YCTAHABJIMBAIM Ha
OCHOBaHMHM  3aKIIOYCHH  OTOpUHONApHUHTOJIOTAa  (OTOPWHOJIAPHHIOJIOTUYECKOE
OT/ICJICHUE C XUPYPrUYECKOW Tpymrmon 3a00JeBaHUIl TOJOBHI W IIEUM U OTJEJICHUE
BOCCTAHOBUTEIBHOTO JieueHust Aetelt ¢ 6ose3nsamu JIOP-opraHoB U 4eat0CTHO-TUIIEBOM
oomactu DAY «HMMUIL] 3m0poBbst  JeTeit»), YYHUTBHIBAIONIUX  PE3YJIbTATHI
JWAarHOCTUYECKOW JHJIOCKONMM HOCOTJIOTKHU. [[1ns pacd€TOB HMCIONB30BAIUCH TOJBKO
pe3ynbTaThl OCMOTPAa OTOPUHOJIAPUHIOJIOra, MpoBeAEHHble BHe TeueHns OPU. 3a
NepuoJl  HAOMIOAGHUS  MEXAYy  TMEepBbIM M TOCIEOIHUM  00CIIeqOBaHUEM
OTOPUHOJIAPUHTOJIOTA W TEPBOM M TOCIEAHEW JTUATHOCTUYECKOM HSHAOCKONHUEN
HOCOTJIOTKM HUKOMY M3 JIET€ HE MPOBOJIUIACH TOH3WIUIOTOMUS Uin afgeHoTomus. [lpu
JMAarHOCTUPOBAHUU MPOMEKYTOYHOM CTENEHH THNEepTPOPHUU aJCHOUJOB WIM HEOHBIX
MUHJAIUH JIJIs1 Pacu€TOB UCIOJIB30BAIKNCH CPEIHUE apU(PMETUIECKUE 3HAUCHHUS.

Meronpl uccneAoBaHUS — CIYyXOBOM  (YHKIMM  BBIOUPATHCH  CYpPJO0JIOTOM
(oTmeneHne BOCCTAHOBHUTEIBHOTO JiedeHUs JnetTeir ¢ OosiesHsmu JIOP-opraHoB u
YEIIFOCTHO-JINIEBOM 001aCTH) MHIMBUAYAIBHO TS KaKI0r0 naruenta. Cpeau MeTo10B
UCCJIeIOBAHMS cilyXa ObUIM TOHAJIbHAS MOPOTOBask ayAMOMETPHs, peuyeBasi ay AMOMETPUs
B UrpoBoil ¢dopme («TeCT NUI0Ta»), TUMIIAHOMETPHUS, 3aJep)KaHHAs BbI3BaHHAS
otoakyctudeckas smuccusi (3BOAD), oToakycTuyeckasi SMUCCUS HA YAaCTOTE MPOIYKTa
uckaxkenuss ([IMOAD), KOpOTKONATEHTHbIE CIIyXOBbI€ BbI3BAHHBIE MOTEHIMAIBI

(KCBII), TecT peructpauuu ciiyXOBOTrO OTBETa Ha MOCTOSIHHBIA MOJYJIMPOBAHHBIN TOH


http://www.kdcenter.ru/rbt/content/otdelenie-vosstanovitelnogo-lecheniya-detej-s-boleznyami-lor-organov-i-chelyustno-litsevoj-o
http://www.kdcenter.ru/rbt/content/otdelenie-vosstanovitelnogo-lecheniya-detej-s-boleznyami-lor-organov-i-chelyustno-litsevoj-o
http://www.kdcenter.ru/rbt/content/otdelenie-vosstanovitelnogo-lecheniya-detej-s-boleznyami-lor-organov-i-chelyustno-litsevoj-o
http://www.kdcenter.ru/rbt/content/otdelenie-vosstanovitelnogo-lecheniya-detej-s-boleznyami-lor-organov-i-chelyustno-litsevoj-o
http://www.kdcenter.ru/rbt/content/otdelenie-vosstanovitelnogo-lecheniya-detej-s-boleznyami-lor-organov-i-chelyustno-litsevoj-o
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(Auditory Steady State Response — ASSR). CremeHH TYyroyXoCTH OIPEIE/IsIINCH
corjgacHo MexyHapoHOU KiaccupuKalu TYroyxocTH, yreepxaéHHon BO3 B 1997
roay (Tabmuma 5) [41]. [Ipu AHarHOCTHPOBAHUYU MPOMEKYTOYHOM CTEIIEHH TYTOYyXOCTH

JJI1 paC‘{éTOB HCITIOJIB30BAJIUCh CPCOAHUC apI/I(l)MeTI/ILIGCKI/IG 3HA4YCHHMI.

Taomuma S. CremeHu Tyroyxoctu mno MeKIyHApPOAHOH Kiaaccuukanuu
TYroyxocTu, yreep:kaéanoi BO3 B 1997 roay

Crenenu norepu Cpennue noporu
ciyxa CJIBIIIUMOCTH
I 26-40 nb
I 41-55 nb
i 56-70 nb
v 71-90 nb
I'myxora >90 nb

Houno#i kapanopecnuparopasii Monutopur (KPM) npoBoausiics B oTAeeHUM
MHCTpYMEHTaNIbHOU nuarHocTuku @I'AY «HMMUL] 310poBba AeTeil» (3aB. OTAeIEHUEM
— aM.H. O.B. KoxeuukoBa). HMcnomab3oBancs momucomuorpadg Embla N7000 ¢
nporpaMMHbBIM obOecrieuenneM Somnologica Studio 3.3.2. HamoxxeHue 3J€KTPOIOB H
JATYMKOB, MOHT&X M (U3HOJOTHYECKas KaluOpOBKA, YCTpaHEHHUE BO3MOMXHBIX
apTeakToB MPOBOJUIMCH B COOTBETCTBHUH C MEXKIYHAPOJAHBIMU PEKOMEHIALUSIMHU U
kputepusimu Rechtschaffen A. u Kales A. (1968) [340]. HccrnenoBanre npoBOIUIOCH B
NOMEILEHUH, TI/I€ NPEeIyCMOTPEHO JiBa CHAJbHBIX MecTa — i pebOeHKa W
COIIPOBOXKIAIOIIET0 €ro  B3pocioro. Mcmonp30Banoch S5 KaHAJIOB pErucTpaluu
nokazarened KPM: perucrpanuss JObIXaTeNbHBIX JABWKECHHU TPYJHOM KIETKH H
OpIOIIHON CTEHKH METOJI0OM MHAYKIIMOHHOMW TUIeTU3MOTrpaduu; peructpaius JaBicHUs
HA3aJIbHOTO MOTOKAa (TTHEBMOTAaXOMETpUYECKas HOCOBAas KaHIOJS) WIM TEMIEepaTypbl
OpOHA3aJILHOTO MOTOKA (TEPMOKAHIOJIA); PETUCTPALMsl HACBIIIEHUS] KPOBH KUCIOPOJIOM
M YacTOTBl  CEpPAEYHBIX  COKpPAIEHUH  METOAOM  IYJbCOBOM  OKCHUMETPUH
(poromnernzmorpaduueckuii gatuuk Ha nansue pyku); IKI' (moaudunmpoBannoe |
uwiu |l oTBemenue); mnapamienbHOE BHACO-MOHUTOPUPOBAHHWE B TEUEHHE BCETO
UCCIeIOBaHus. AHaNM3UPOBAINCH clienytomue nokazarenun KPM: cpennsisi carypanus
KHCJIOPOJIOM apTepuaibHoi KpoBu (SPO2), MUHUMAaNbHAs caTypaius KHCIOPOIOM

aptepuanbHoit kpoBu (SPO2), MPOAOIKUTENBLHOCTL (B % OT BPEMEHH CHA) SMH300B
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SpO2 menee 90%, UAI' (KoNMYeCTBO 3MHM300B allHOd M THMIIOMHOY 3a 1 yac cHa),
WHJICKC JecaTypanuu (CpemHee YHCIO SIMU30/0B JIecaTypalldd, ONpenesieMoi Kak
nageane SPO2 Ha 3% wm Oonee or Oa3oBoro ypoBHs, 3a 1 vac cHa) [80]. s
JIMAarHOCTUPOBAHUSL PECIHUPATOPHBIX COOBITUN (OOCTPYKTHBHOTO, UEHTPAIBHOTO U
CMENIAaHHOTO alfHO? CHA, TMIOIHO3) UCHOJIb30BAIMCH KPUTEPUU ISl IETEH B BO3pPACTE
no 18 ner [80, 205]. UAT <1 cuurancs HopmanbHbiM, 1<UAT'<S yka3piBan Ha HaJIHM4due
COAC nérkon crenenu, S<MAI'<IO — na COAC cpenneit crenenn, MAI™>10 — Ha
COAC tsoxénoii crenienn [127].

Vibrpa3BykoBbie  ucciaenoBanus — (Y3M)  BBINOAHSUIMCE B OTJACJICHUHU
yIbTpa3BykoBoi auarHoctuku @OI'AY «HMMUL] 3n0poBbs gereid» (4.0. 3aB.
orneneaneM — JI.B. XaswikoBa). M3 maHHbIX DOX0KI dukcHpoBaiu IMoOKa3aTeau
tommuHabl MOKIT u 3amueit crenku seBoro xenymouka (3CJIXK) B muactony, cTerneHH
perypruTanym Ha kianaHax cepama (ot 0-i go 4-it crenenn) [16, 40]. Ha ocHoBaHumn
IIOJTyYEHHBIX JAaHHBIX OMNpeneisnu nokaszarens z-score rtommmasl MIKIT m 3CJDK
OTHOCHTEJILHO IUIOMIAN MOBEPXHOCTH TENa, paccuuTanHou mo ¢opmyne Du Bois D.,
Du Bois E.F. HopmanbHo# BapnaOeIbHOCTBIO IMOKa3aTells Z-SCOre SBJISIOTCS 3HAYCHUS
or —2 go + 2 [223]. Hajguuue wiu OTCYTCTBUE YBEJIMUCHHUS pPa3MEpPOB IMEYCHU M
Cele3¢HKM OIEHUBAIOCH TOCJIE€ W3MEpPEHUs] TEPeAHe-3aJHUX W BEPXHE-HIKHUX
pa3MepoB IPaBOMl U JIEBOW JOJIEN MEYEHU, JJIMHBI U IIUPUHBI CEIE3EHKU C MTOMOIIBIO
VY3U, npoBoaMMOro 1o CTaHAapTHON MeTtoauke [16, 44].

Buneo-anekrposnnedanorpadudeckuii (Buaco-291) MOHUTOPHHT TPOBOIMIICS B
OTZEJICHNH UHCTpyMEHTanbHOU nuarHocTuku OI'AY «HMMULL 3nopoBbs gerei» (3aB.
ornenenneM — I.M.H. O.B. KoxkeBHHKOBAa) M B OTACJICHUM IICUXOHEBPOJIOTUU U
Helipopeadbmwmutaiuun OI'AY «HMULL 3m0poBest aeTei» (3aB. OTAEIEHHEM — JA.M.H.,
npodeccop JI.M Kysenkoa). [lns peructpanuu Bumeo-23I° MOHUTOpUHTA
OOQpCTBOBaHUSI W  JIHEBHOTO CHAa  HKCIOJB30BAJIUCh  AJIEKTposHIEdamorpadsbl
«Ouuegpanan-00I'/P-19/26» (OO0 HIIK® "Meaukom MT/I", 1. Taranpor) wu
«NicoletOne»  (CareFusion Ltd.,, CIIIA). Dnekrpoasl pacmojarajiuch IO

MexayHapoaHou cucteme 10-20.


https://all-pribors.ru/companies/ooo-npkf-medikom-mtd-g-taganrog-1290
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MPT ronoBaoro mosra, HIOIl u cnuHHOro mo3ra MpPOBOAWJIACH B OTIACICHUHN
MPT wu nencuromerpum (3aB. oTneneHueM — K.M.H. M.3. Kapkamanse), Ha amnmaparax
GE Signa HDxt 1,5T (General Electric, GE Healthcare), GE Optima MR450w 1,5T
(General Electric, GE Healthcare) u GE MR Discovery 750W 3,0T (General Electric, GE
Healthcare), B pexumax TI-B3BemeHHOTO W300pa)keHHs, 12-B3BEIICHHOTO
uzobpaxenuss u B pexume FLAIR, B carurranbHOM, akcuManbHOH W KOPOHApHOM
npoekiusax. Bee m3o0pakeHuss ObUTM PETPOCHEKTHBHO MepecMOTpeHbl. B mporecce
PETPOCHEKTUBHOTO  aHaldu3a  u300pakeHUW  OBLI  BBIYMCIEH  MOKa3aTellb
BEHTPUKYJIApHOTO wuHAekca [193], omeHeHbl mnpusHaku ruaponedaIrMu COrIacHO
Raybaund A. u Barkovich A.J. (2012) [327]; a Takxe W3MEHCHHS, XapaKTCPHbIC IS
MIIC, no mikanam, npemioxkeHasiM Lee C. m coast. (1993) [251], Matheus M.G. u
coanT. (2004) [273], Manara R. u coast. (2011) [268], Algahtani E. u coast. (2014)
[60]. Kpome Toro, Ha OCHOBaHWU COOCTBCHHBIX HAOJIOACHUA B OICHHBAcMbIC
XapakTepUCTUKU ObUT JO0OABJIEH MapaMeTp HalW4us WM OTCYTCTBHUSI PACIIUPEHHBIX
[1BII Ha rpanuliie KOpbl TOJIOBHOT'O MO3Ta U MOJKOPKOBOTO OEJIOr0 BEIIeCTBa, MapaMeTp
HaJW4yus WM OTCYTCTBHS  apaXxHOMJAIbHBIX KUCT. K mepeuHio aHomaiuii
MEKITO3BOHKOBBIX JHCKOB, mpeacTaBicHHoMy Manara R. u coart. (2011) [268], ObL1
n00aBJIeH BapuaHT yBEJIUYEHUS pa3Mepa MEKIO3BOHKOBBIX JUCKOB, OMUCAHHBIN paHee
Barkovich A.J. u Patay Z. (2012) [327].

OrneHnBaemMble B HACTOSIIIEM MCCIEIOBAHUN XapaKTEPUCTUKU Tuapouedanuu

cornmacio Raybaund A. u Barkovich A.J. (2012) [327] npeacrasiiensl B Tabuure 6.

Ta6auna 6. HeiipoBu3yajan3annoHHbIe XapaKTePUCTUKH ruaponedanuu [327]
Pacmmpenue nepenHero uian 3aaHero kapmasa |l sxenygouxa

Boirnbanue axa |1 )xenyiouka BHU3 C yMEHBIIEHHEM MaMUJIJIONIOHTHHHON AMCTaHLUU
Co0TBETCTBEHHOE PACHIMPEHUI0 OOKOBBIX KETYAO0UKOB PACHIMPEHUE BUCOYHBIX POTOB
[Tokazarenab BEHTPUKYJISIPHOTO yIuia (Cy»KeH NMPU HAIMYUK TUApoledaliun)

IToka3zarens tuamerpa GpPOHTAILHOrO pora (paciiupeH Ipy HAJTMYUH ruapouedatnn)
CrinakeHHOCTh KOPTHKAIBHBIX 00p03/1

[Toxa3zarenp BEHTPUKYJISIPHOTO UHJEKCA, SABJISTFOLLIUMCS MEpOoM
aTpodun/ruaponedanu, pacCUUTHIBAICS KaK OTHOIICHUE BEHTPUKYJISIPHOTO JUaMeTpa
Ha YpOBHE (DPOHTAIBHBIX POTOB OOKOBBIX JKEIYJAOYKOB K KOPOHAPHOMY JHAMETPY

TOJIOBHOTO MO3Ta Ha YPOBHE IMOJIOCOB (DPOHTAIBHBIX POTOB OOKOBBIX JKETYIOYKOB Ha


http://www.mpamed.ru/brands/ge-healthcare/
http://www.mpamed.ru/brands/ge-healthcare/
http://www.mpamed.ru/brands/ge-healthcare/
http://www.mpamed.ru/brands/ge-healthcare/
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cooTBeTCTBYIOIIEM cpese [193, 327]. Meroa u ypoBEeHb U3MEPEHHUS TPE/ICTABICHBI Ha

Pucynke 2. Bentpukynspubiit uaaexc 33% u Oosiee cuutancs yBeandeHHbIM [193].

Pucynok 2. MeToa u ypoBeHb H3MepeHHsI BEHTPUKYJIAPHOTo nHaekca [4, 193, 327]

BeHTpUKyYJISpHBIA yroa U3MEPsUICS KaK yrojl pacXoKJIeHUs (PPOHTAIBHBIX POTOB
OOKOBBIX JKEITyJOUKOB. /lnameTp QppoHTaIbHOTO pora GOKOBOIO JKEIyJ0UKa U3MEPSUICS
KaK HauOOJbIIMI 1uaMeTp (PPOHTAIBHOIO POra, NepreHIUKYISPHBIA MTPOIOTBHOU OCH

dbpontansHoro pora [193, 327]. Metog u ypoBHM HU3MEpEHHUS MNPEICTABICHBI Ha

Pucynke 3.
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Pucynok 3. Meroabl U yPOBeHb H3MEPEHUS BEHTPHUKYJISAPHOrO yrja, AuaMerpa
¢pontanbHoro pora [4, 193, 327]

B Tabnuiie 7 npeacTaBieHbl HCTIOIb3YEMbIE B HACTOSIIEM MCCICIOBAHUH IITKAJIBI
OIICHKH HEHWPOBU3YAJIU3AIMOHHBIX MPU3HAKOB 1O OWMHAPHOMY WM KadeCTBEHHOMY

MOPAAKOBOMY ITPpUHIIUIIAM.
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Tadauna 7. OueHka BU3yaJIM3alMOHHBIX U3MeHeHMH roioBHOr0 mosra, HIOII u
cnuHHOTro Mo3ra y namuentoB ¢ MIIC [60, 251, 268, 273]

MP-n3meHeHus [IIxana
0 —orcyrcTBYET
1 — nérkoe (pacuMpeHue CUIIbBUEBOM IIETU
Y MEXKIOJyIIapHOM 1Iesn, <3 MM, HO HE
Bce OOPO3/IbI PACIIHPEHBI)
2 — yMepeHHOe (paciMpeHue Bcex 60po3
Pacmmpenue CAII ymep (p per . pOSA,
3-5 MM, ¢ BU3yanHu3aIuei Bcei
CPEAHEMO3IOBOM LIUCTEPHBDI)
3 — BeIpaXCHHOE (pacIIMpeHue Bcex O0po3,
>5 MM, C OTYETIUBON KOPKOBOU U
MIOJIKOPKOBOM aTpodueii)
0 — oTcyTCTBYIOT
ApaxHOUAAIbHbBIE KHCTHI
1 — npucyrtcTBYIOT
0 —orcyrctByer (<3 MM)
1 —nérkoe (<5 MM, 6€3 pacuIpeHus
BUCOYHBIX POTOB)
Pacmmmpenue 111 xxemynouxa
2 —ymeperHoe (<10 Mm, ¢ pacmupeHuemM
BUCOYHBIX POTOB
3 —BoIpaxenHoe (>10 mm)
0 —orcyrctByeT
W3menenne curnana ot 6enoro Bemectsa B T2 1 —nérkoe
u FLAIR pexumax 2 — yMepeHHOe
3 — BBIPAXCHHOE
0 —orcyrcTByeT
1 —<10 IIBII, gnamerpoM <3 MM
Pacmmpenue I1BII BHyTpH Mo3011CTOrO TEna ’
P yIp 2 —>10TIIBII, qmamerpoM <3 MM
3 —IIBII, auamerpom >3 MM
0 - orcyrcTByeT
1 —<10TIIBII, nuamerpom <3 MM
Pacmmpenue I1BII B cynpareHTOpHabHOM 2 —>10IIBII, mnamerpom <3 MM
0eJIoM BellecTBe 3 —IIBII, auamerpom >3 MM
4 — W3MEHEHHE CyNpaTeHTOPHUAITEHOTO
0eJI0ro BelllecTBa B BUJIE peleTa
Pacmmpenue I1BII Ha rpanuie xops! u 0 —orcyrcTByeT
MIOJIKOPKOBOT'0 OEJIoro BellecTBa 1 —npucyrcTByeT
Pacmmpenue I1BII B o0nactu Tanamycos 0 —orcyrcTByeT
u/unu 6a3aJbHBIX FAHIJIMEB 1 —nopucyrcTByeT
0 —orcyrcTByeT
Pacummpenue I1BII B mo3xkeuke Y Y
1 —nopucyrcTByeT
0 - orcyrcTByeT
Pacmmpenue I1BII B o0nactu cTBona yTeTey
1 —nopucyrcTByeT
AHomanus Typenkoro cenia (B Gpopme j, ®
ypen ana (s bopme J, o, 0 - orcyrcTByeT
yBEIUYEHHUE UM YMEHBIICHUE TYPELKOTO
1 —npucyrcTByer
ceia)
0 - orcyrctByer (<10 mm)
I'mnepocros cBoja yepena
1 —nopucyrcerByer (>10 Mm)
. 0 - orcyrcTByeT
Mega cisterna magna yrersy
1 —nopucyrcTByeT
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Iponosxenune Tabdiauubl 7. OueHKka BHU3YAJIM3ANMOHHBLIX W3MEHEHUH T'0JIOBHOTIO
mo3ra, II1IOII u cnimanoro mo3ra y nanueaToB ¢ MIIC [60, 251, 268, 273]

MP-u3meHeHust [IIxana

0 —orcyrcTBYET

Manbdopmarus Kuapu [ 1 — mpucyrtctByeT (nponadbupoBanue
MHHJIQJIMH MO3KEYKa >5 MM)

0 —orcyrcTByeT

1 — nérkas (IUCIUIACTUYHBIN OTPOCTOK

Jucmnasust 3y0OBHIHOTO OTPOCTKA JIOCTUTaeT MEePEAHEH IyTH aTjiaHTa)

2 — BBIp@KEHHAas (JUCIIACTUYHBIN OTPOCTOK
HE JIOCTUTAeT MepeIHEH IyTH aT/IaHTa)

0 —Hopma (<4 Mm)

1 —nérkoe (<10 mm)

2 — BeIpaxkeHHoe (>10 Mm)

0 —mnopma (SAC 10,4-2,5 mm)

1

2

3

YTomnuienue TkaHel BOKPYT 3yOOBUAHOTO
OTpPOCTKA

— nérkwuii cteno3 (SAC 2,5-1 mm)

— BIpaxkeHHbIH cTeHo3 (SAC <1 MMm)

— JIErKasl KOMIIPECCUsi CIMHHOTO MO3ra

CreHo3 N03BOHOYHOI'O KaHajla (InamMeTp CIIMHHOTO MO3ra >5 MM)

4 — BhIpa)KE€HHAs KOMIPECCHsI CHUHHOTO
MO3ra (IuaMeTp CIUHHOTO MO3ra <5 MM)

S5 — IpenuIecTBYONIAs ONepaTUBHAs

JEKOMIIPECCHs]

— OTCYTCTBYET

— Hecnenu@uueckoe ycuienue curuana T2

— TUIIEPUHTEHCUBHBIN oyar B T2

— CUpDUHTOMHUEIIHS

— OTCYTCTBYET

— IIPUCYTCTBYET

Muenonarus

R OWNPEFk O

IInaTucnongunus

AHOMaMu MEXIO3BOHKOBBIX JUCKOB
(YMeHbIIEHHE BBICOTBI, YACTUYHOE UJIH MOJIHOE 0 —otcyrcTByeT

OTCYTCTBHE UCKa, YBEJIMUECHHUE pa3Mepa — IPUCYTCTBYET
MEXKIO3BOHKOBBIX TUCKOB)

[EEN

N3menenue curnama ot Oenoro BemectBa B 12 u FLAIR pexumax ObLio
ornereHo coriacHo Lee C. u coaBt. (1993): 0 — orcyrcTBHE M3MeHeHHUH; 1 — nmérkoe
M3MEHECHHE CHTHaJIa OT Oenoro BemiecTBa (TOHKHH «00070K», <3 MM TOJIIUHOM,
dbparmenTapHoe i GOKaTbHOE MOBBIINICHUE CUTHANA B MEPUBEHTPUKYIISIPHOM OEIoM
BEIIIECTBE); 2 — YMEPEHHOE U3MEHEHNE CUTHaA (CIIMBHBIE 30HBI, TOJIUHON 4-10 MM, C
MOJIOCHBIMU «KOJIMTAYKaMu»); 3 — BBIPAXKEHHOE U3MEHEHHUE CUTHaja (30HbI TONIIMHON
>1 cm) [251]. Cormacuo Barkovich A.J. u Mukherjee P. (2012), o6actu mpoJIOHTaIiu
T2 curnana B 0eJOM BEIIECTBE B HOPME MOTYT OTMeuatbcs 10 30 MecsIeB >KU3HU
pe6énka [327], B cBsi3u ¢ yeM pe3yabTatel MPT manuenToB B Bo3pacte 10 30 MecsIieB

OBUIM UCKIIOYEHBI U3 aHain3a n3MeHeHui Oenoro BerrectBa. CoriracHo Manara R. u
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coaBt. (2011) [268], aucrmiasust 3yOOBHAHOIO OTPOCTKA OICHHBAIACH TOJIBKO Y
MalUEHTOB cTapuie 2 JET, a HAJIMYHUE WM OTCYTCTBHUE IIATUCIIOHNINU — Y TTAllUEHTOB
15 mecsneB u crapuie. M300paxkeHus, MOTyYeHHbIE y MAMEHTOB MIIAIIE YKAa3aHHOTO
BO3pacTa, ObUIM MCKJIIOYEHBI M3 aHaln3a COOTBETCTBYIOIIEro Nokasarens. M3mepenue
YTOJUIEHHBIX MATKUX TKaHEH BOKPYT 3yOOBHIHOIO OTPOCTKA MPOBOAMIIOCH OT 33HETO
KOPTUKAIBHOTO Kpas 3yba mo membrana tectoria [268]. Crenenr creHo3a
MMO3BOHOYHOI'O0 KaHaja YCTaHABJIMBAJIACh HAa OCHOBAHUHU IIOKA3aTessl MPOCTPAHCTBA,
nocrymHoro s cnuaHoro mosra (SAC — space available for the cord). Jlns
BblunciaeHus noka3atenss SAC oCylecTBIsUIOCh BBIYMTAHUE CarUTTAJILHOTO AMAMETpa
CIIMHHOIO MO3ra W3 CaruTTajJbHOIO JuaMeTpa II03BOHOYHOIO KaHaja Ha
COOTBETCTBYIOIIEM YPOBHE. "3 aHanusa CpPaBHEHHS TPyl o
HEHPOBU3yaIM3alMOHHBIM IIOKA3aTEJSIM M U3 aHalIW3a JUHAMUKA MP-xapakTepucTuk
Obu uckitoueHsl nanHble MPT, nomydennsie nociie TI'CK. Ilpu cpaBHeHuu rpynn
IMAaMEHTOB €  pasIM4YHbIMM TUMamMud ©  Bapuantamu Tedenns MIIC  mo
HEHPOBU3yaIU3aIllMOHHBIM NTOKa3aTeNsIM (MIONEPEYHbI aHaNIW3) IS KayKJ0ro MalueHTa
YUYUTBIBAJICSA PE3YIbTAaT MOCIEAHENM WIM €IWHCTBEHHOM HOCTynmHOM MPT ronmoBHOTO
mosra u IIOII u cnuaHoro Mosra. Ilpu aHanu3e TMHAMUKA HEHPOBU3YaIU3alMOHHBIX
MOKA3aTeNied MCIOJIb30BAJIMCh JaHHbIE IEepBOM M mocieaHed npoctynHot MPT.
Jnnamuka nokazareneir MPT rosoBHoro mosra y maupeHTOB ¢ HEMPOHOIIATHYECKON U
HeHelpononartuyeckoir popmamu MIIC | u y mammentoB ¢ MIIC VI He Obina
MPOAHAIM3UPOBAHA B CBSI3U C HEAOCTATOYHBIM KOJIMYECTBOM HAOJIOICHUH.
OnexkTpo(U3HOIOTHUECKHE  XapaKTEepPUCTUKU  CPEIMHHBIX  HEpPBOB  ObuIH
MOJYYCHBI C TOMOIIbI0 3yiekTpoHeipomuorpadun (DHMI'), BeImoNHAEMON 11O
CTaHIapTHOW MeToauke Ha 3jekrpomuorpade «Viking Bravo» dupmer «Nikolet»
(CIIA) amuH. AJL  KypeHKOBBIM B  OTHACICHHM  IICUXOHEBPOJIOTUHM U
HelpopeabmiuTaluu. AHAIM3UPOBAINUCH TMOKA3aTENN JAUCTAIIBHOM JaTeHTHOCTH M-
OTBETa, CKOPOCTU pacrpocTpaneHuss Bo30yxueHuss (CPB) mo MOTOpPHBIM BOJIOKHAM,
aMILTUTYAbl  M-O0TBeTa, AMCTAJIBHOW JIAaTEHTHOCTH TnoTeHImana naedcteus (I11)
YyBCTBHUTENIBHBIX BOJOKOH, CPB 1o 4yBCTBHTENBHBIM BOJOKHaM, aMIumuTyAsl I[1]1

YYBCTBUTCJIbBHBIX BOJIOKOH (OT IIMKa A0 HI/IKa) Ipru CTUMYJSIOUH CPCAMHHBIX HCPBOB B
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obnmactu 3armsactuii. DHMI -nipu3HakaMu CUHIpOMa 3aISICTHOTO KaHajda CYHUTAJIKCH:
YBEJIMYEHUE NMCTaJbHOW JIaTeHTHOCTH M-oTBeta > 4,0 mc; 3amemienue CPB mo
CCHCOPHBIM BoJIOKHaM < 50 m/c; cHmkenne amiumatyabl [1/] Hepsa < 20 mxB [22]. [o
nepBoii DHMI' u Mexy nmepBbIM U BTOPBIM 0OCJIEOBaHUEM HUKOMY M3 MAIlUEHTOB HE
OBLIO MPOBEICHO OMEPATUBHOIO JICYEHHUS CHUHJPOMA 3aISICTHOTO KaHama. /[nHamuka
OOBEKTHBHBIX KIMHHYECKUX TPOSBICHUN CHHApPOMA 3alsICTHOTO KaHajla OIEHEHA BO
BpEMSI  HEBPOJIOTMYECKOTO  OCMOTpPA, IMPOBOJUMOTO B  paMKax  HACTOSIIETO
WCCIICIOBAHUS, TAaKXKE€ HCIIOJIb30BaHbl PETPOCIEKTUBHBIE JAHHBIC HEBPOJOTHYECKOTO
cTaryca, OTPaXEHHOTO B MEIUIMHCKOM JOKyMEHTaluh. AJEKBAaTHO OIICHUTH
MBIIIICYHYI0 CHUJIy B JUCTAJIbHBIX OTJAEIaX BEPXHUX KOHEYHOCTEH B Oamiax y
ONMCHIBAEMBIX NMALMEHTOB HE MPEACTABIBUIOCH BO3MOXXHBIM B CBSI3U C HapyLICHHUEM
MICUXWYECKOTO Pa3BUTUS W/WIM HaJIMYHMEM MHOXXECTBEHHBIX KOHTPAKTyp CYCTaBOB.
OOBeKkTUBHAS OIICHKAa YYBCTBUTEIBHOCTH, a TAKXKE HCCIIEIOBAHHE CUMITOMOB TuHENs
n @aneHa, ¢ yd4€TOM BO3pacTa M KOTHUTHUBHOIO CTaTryca MNAlUEHTOB, TAKXKE HE
BBITIOTHSINCh. JluHaMKa CYOBEKTUBHBIX KIMHHYECKMX CHUMIITOMOB OIMCaHa Ha
OCHOBAaHHWM AaHAMHECTUYECKUX JaHHBIX W kanob. B caydae orcyrctBusi M-oTBera
MoKasaTesb €ro aMIUIUTybl npuHuMalics paBHbIM 0, CPB mo MOTOpHBIM BOJIOKHAM —
paBHoO# 0; B cimydae oTcyTcTBus [IJ] CEHCOPHBIX BOJIOKOH IMOKa3aTElb €r0 aMIUIUTYIbI
npuHumaics paBHbiM 0, CPB no ceHcopHbiM BoiokHaM — paBHoi 0. B o6oux ciydasx,
oTcyTcTBUsI M-0TBeTa U 11/] CEHCOPHBIX BOJIOKOH, IMHAMUKA AUCTAJILHOW JJATEHTHOCTHU
HE yUYUTHIBAJaCh B aHAJIM3€E. Y psJa MAIMEHTOB B CBSI3U CO CIOXHOCTSAMH MPOBEICHUS
uccienoBaHus. Ha (POHE HApyHIEHWH TIOBEICHHS OTCYTCTBOBAIM  HEKOTOPBIC

IIOKAa3aTCIIN.

2.5. CtatucTnyeckasi 00padoTKa JaHHBIX
Jlist cratucTUyeckux pacu€ToB Oblna ucnoisibzoBaHa nporpamma STATISTICA
10 (StatSoft, Inc. 1984-2011). OmnucaTenbHass CTaTUCTHKA IS KOJMYSCTBEHHBIX M
KaYE€CTBCHHBIX TMOPSAKOBBIX JAaHHBIX IpeacTaBieHa B Bujge wMeauana u  HKP,
MUHUMAJIbHBIX U MAaKCUMaJIbHBIX 3HA4YCHUN Tpu3Haka. s Bo3pacra yCTaHOBJICHUS

JMarHo3a BblUKCIEH Takxke 95% nposepurensHblid uHTEpBan (95% [AW). us
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XapaKTepUCTUKU OWMHApHBIX [OKAa3aTelned  BBIYMCIAIUCH  aOCOJIIOTHBIE  W/WMIU
OTHOCHUTEJIbHBIE YaCTOThl MpHU3HAKA. AHaJINU3 CBSA3U (KOPPEISALUHM) KOJINYECTBEHHBIX
MPU3HAKOB W/WJIM KaYECTBEHHBIX MOPSAIKOBBIX MPU3HAKOB MPOU3BOAUICS C IMOMOIIBIO
HelapaMeTpUIecKoro Meroja paHroBoil koppemsiunn Cnupmena. Cuna KOppensuun
Obuta KnaccuuIMpoBaHa Kak ciadas npu kodddunmente koppemsuuu [[<0,25, kak
ymeperHas — npu 0,25<|r|<0,75, kak cunbpHas — mpu |[[[>0,75. UccneqoBanue cBs3u
OMHAapHOTO MpHU3HAKAa C KA4E€CTBEHHBIM IOPSIKOBBIM IPU3HAKOM IPOBOJWIOCH C
MOMOILBI0 METOJAA JOTUCTUYECKON perpeccun. CpaBHEHHE BYX 3aBUCHMBIX BBIOOPOK
10 KOJIMYECTBEHHOMY WJIM Ka4eCTBEHHOMY MOPSAAKOBOMY IPHU3HAKY IPOU3BOJMIIOCH C
IIOMOILBIO KpUTEPHsI BUIKOKCOHA UIsl MapHBIX CpaBHEHM. /[ BBIABIEHUS pa3iuduii
IpU CpaBHEHUU TpEX U 0Ooyiee HE3aBUCHUMBIX TPYyNI IO KOJIMYECTBEHHOMY WIIU
KaueCTBEHHOMY IOPSAJIKOBOMY IIpU3HAKY HcHoJib3oBasics meton Kpackena-Yomnca.
[Ipy BBISBICHUM PA3NHUMANA [0 KAKOMY-JIMOO IOKa3aTeNl0 MPOBOAWIOCH MOMapHOE
CpaBHEHUE TPYIII MO COOTBETCTBYIOLIEMY MTOKa3aTenn0. CpaBHEHHE ABYX HE3aBUCHMBIX
TPy MO KOJIMYECTBEHHOMY MJIM Ka4eCTBEHHOMY IOPSIKOBOMY IIPU3HAKY BBIIIOJIHEHO
¢ noMmouibto U-kputepuss Manna-Yuruu. Jljig cpaBHEHUS 4acTOT OMHApHOIO MpU3HAKa
B JIByX CBSI3aHHBIX TIpynmnax wucnoias3oBaics kputepuii MakHemapa. CpaBHeHue
HECBSI3aHHBIX TPyNN MO YacToTe HaOJIOJIEHHUS NPHU3HAKOB MPOBOJWIOCH METOJIOM
TTupcoHa XH-KBAApaT, METOAOM XM-KBajpaT ¢ mompaBkoii Merca (B ciydae Hammuus
aOCOJIOTHBIX YacTOT cO 3HaueHussMU MeHee 10), MmeTogoM TouHoro kputepus duinepa
(npy HanuuuMM B TaOJIUIE OXHUAAEMBIX YACTOT 3HAUECHUW MeHee 5). s cpaBHEHMS
4acTOT BHYTPH OJHOW T'PYIIIBl BBIYHUCISIIUCH PA3IUYMS MEXKIY IBYMs IPOMOPLMAMU
(IBYCTOPOHHUH KpHUTEpPHUIl) C HCIOJIb30BAHUEM «BEPOSITHOCTHOIO KaJIbKYJISATOPa».
CpaBHeHHE BBIOOPOYHOW OTHOCHTENIBHOW YacTOThl € MOMYJALMOHHON MPOBOIUIOCH
METOJIOM IMPOBEPKHU THIOTE3bl O COBMAJCHUM HAOIIOAAEMBIX U OKUIAEMBIX YacCTOT C
MOMOILBIO KPUTEpUs XHU-KBaJApaT. 3HAYEHUE P YKa3bIBAIOCh 1O TPEX MECATUYHBIX
3HAKOB, B ciiy4ae, eciu p Obuio meHsblne 0,001, To B popmare — «p<0,001». 3nauenue

p<0,05 OBLTO MPHHSTO 3a CTATUCTUYECCKH 3HAYMMBIH ypoBeHb [39, 43].
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MYKOIIOJIUCAXAPUIO3AMHU

3.1. IlmarHocTHKa MyKOIOJIMCAXAPHUI030B Yy JeTei

3.1.1. Bo3pacT 1MarHoCTHPOBAHUSI MYKOIIOJIMCAXAaPH/1030B Y JeTel

B Tabnuie 8 npeacraBieHbl JaHHBIE O BO3pAcTe yCTAaHOBJIEHUS IUAarHo3a y aeTei
C pa3au4yHbIMH TUNaMu U BapuaHTamMu TedeHuss MIIC. Bospact guarHocTupoBaHUs

MIIC y 122 nereit BappupoBan ot 3 no 150 mecsueB, menuana cocrasuia 46 [29;72]

MCCAILICB.

Taoauna 8. Bospact ycraHoBJienusi nuartosa y aerei ¢ MIIC (n=122) [35, 36]

['pyniel nanuesToB

Bo3zpacT yctaHOBIIE€HUSs AUarHo3a B MecC

Meaunana 95% JI1 HUKP MuH-Makc
MIIC LILILIVA,VI (n=122) 46 45-57 29;72 3-150
Hetiponomaruaeckue ¢hopmbl " ) . i
MIIC L1 u MIIC 11l (n=85) 39 39-51 24,61 4-125
Heneiipononaruaeckue GopmMbl # ) . i
MIIC L1 u MIIC IVA,VI (n=37) > S2-11 4084 3-150
MIIC | (n=23) 18 19-44 11;53 4-121
Heiipononaruueckas popma ) ) i
MIIC | (n=17) 13 11-30 9;21 4-72
Henelipononarnueckas ) ) )
(bopma MIIC | (n=6) 58 19-76 38;63 36-121
MIIC Il (n=58) 46" 43-60 30;72 3-150
Heiipononaruueckas popma _ ) i
MIIC I (n=42) 45 40-57 30;70 4-125
Heneilipononaruueckas popma ) ) )
MIIC I (n=16) 47 36-82 27,85 3-150
MIIC 111 (n=26) 46™ 44-68 34,72 21-124
MIIC IVA (n=6) 68" 36-109 46,73 40-138
MIIC VI (n=9) 60" 43-99 48;90 21-143
Hanuuue cemeitHoro anamuesa )
MIIC (n=26) 36 29-63 19;50 3-150
OtcyTCcTBHE CEMEHHOTO _ )
anammesa MIIC (n=96) 47 46-58 30;72 4-138
[Ipumeuanue. #p=0,005; cpaBuenue ¢ MIIC I: *p=0,003; **p:0,00Z; ***p:0,007; ****p:0,004.
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CpaBHeHHE TpyII MAlMEHTOB C MAThIO pasHbiMu Tunamu MIIC mo Bo3pacty
YCTaHOBJICHMSI JIMAarHO3a MOKAa3aJl0 CTAaTUCTUYECKH 3Hauumble paziauuus (p=0,001). ¥
nanuenToB ¢ MIIC | mo cpaBHeHuto ¢ mauueHTamu ¢ Apyrumu tunamu MIIC otmeueHo
3HaYMMO OoJiee paHHee yCcTaHOBJeHHe auarno3a (Tabmuna 8).

[TokazaHo, 4TO BO3pacT AUArHOCTUKH HeHelpoHonaTtuueckux MIIC (mennana —
55 [40;84] mecsmeB) Obutl cratuctudecku 3Haunmo (P=0,005) OGombiie Bo3pacTa
nuarHoctuku HeripoHnomnatudeckux MIIC (memunana — 39 [24;61] mecsieB), 4yTo, C
OJTHOM CTOPOHBI, OOYCIIOBJICHO OBICTPHIM YCTAHOBIICHHEM JHArHO3a BXOJSIIUM B
coctaB BTopo rpynmnbl mamueHtaM ¢ MIIC II', uMmerommm paHHHE U TSHKENBIC
COMATUYECKHME M  HEBPOJOTMYECKHE TMPOSBICHHUS, a C JAPYrod — MOXKET
CBUJIETEIILCTBOBATh 00 OTCYTCTBUM JOJDKHOTO BHUMAHMS Bpadyei K SKCTPaHEBPAIbHBIM
cumrnromam ~ MIIC  [36]. CpaBHeHue rpynn  MalMEHTOB  C  Pa3HBIMHU
Helipononatuyeckumu tunamu MIIC (tsoxé€nbiMmu popmamu MIIC |, 11 u MIIC I11) no
BO3pacTy YCTAHOBJICHHS JMArHO3a TaKKe BBIABHIO 3HaumMble pazmmuus (P<0,001).
bonee panHee ycTaHOBIEHHWE [WarHo3a OBLUIO XapaKTepHO JJiA MAIlMEeHTOB C
HelipoHonatuyeckoid  ¢opmoit MIIC | mno cpaBHeHMI0O C MalMEHTaMH C
Heipononarndeckoit dopmoiri MIIC Il (p<0,001) u Mo cpaBHEHHUIO C MAUEHTAMU C
MIIC Il (p<0,001), 4tO, OUYEBHIHO, TAK)KE CBSI3aHO C OBICTPHIM paclO3HABaAHHEM
Bpauamu Tspkénoro knaccuueckoro penoruna MIIC IT'. CpaBHeHUE TpyIIN MAIUEHTOB C
pazaeiMu Tunamu MIIC, He compoBokIarmMUMUCA NepBUYHBIM TopakeHueM [HC
(mérkumu popmamu MIIC |, 1l u MIIC IVA u VI), no Bo3pacty yCTaHOBJIEHHS
JIMarHO3a HE BBIABUJIO CTATUCTHYCCKHU 3HAYUMBIX pasnnyuii (p=0,679).

[IpumeuarenbHO, YTO MEAUAHBI BO3pACTa YCTAHOBJICHUSI JUArHO3a MPU THKEION
u nérkoit popmax MIIC |l npaktruecku coBnaganu (45 u 47 mecsilieB COOTBETCTBEHHO,
p=0,520), B oTiinuve OT MeAWaH BO3pacTa JUArHOCTUPOBAHUS HEUPOHOMATUYECKOU U
HeHelpononatuyeckoi popm MIIC | (13 u 58 mecsueB coorBeTcTBeHHO, P=0,004), 4TO
MO>XHO OTHECTH K MEHBUIEH CKOPOCTH HEBPOJIOTMYECKOTO perpecca y MalUeHTOB C
CUHIPOMOM XaHTepa, IO CPABHEHUIO C TAKOBOMW y MAMEHTOB ¢ cCUHApPOMOM ['ypiiep, u

K MCHBIIMM Pa3JIM4YuiAM B TSAKCCTHU COMATHUYECKOM CHUMIITOMATUKHU MCXKAY IHMallUuCHTaAaMH
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c Tsoxénoit u né€rxkor hopmamu MIIC |l mo cpaBHEHMIO C MAIMEHTaMHU C TSHKENOW U
nérkxoit popmamu MIIC .

Onun nnm 6os1ee CTapuIuX pOACTBEHHUKOB B CEMBE CTPAJAIA COOTBETCTBYIOIIUM
tuniom MIIC y 26 nanuentoB. O1HaKO, 3HAYMMOW Pa3HUIIBI B BO3PACTE YCTAHOBJIEHUS
JIMarHo3a y MalMeHTOB C U3BECTHBIM OTATOIIEHHBIM CEMEUHbIM aHamMHe30M (N=26) u y
MalueHToB 0e3 ceMmeitHoro anamHesa (N=96) He BwIABIeHO (P=0,095), yTO, Ha HaIl
B35, 0OYCIIOBJICHO OTCYTCTBHUEM JOCTATOYHOTO BHHUMAaHUSI K CEMEHHOMY aHaMHE3y
CO CTOPOHBI NEAUATPOB U Y3KUX CHEHUAIUCTOB (HEBPOJIOTOB, OPTOIEIOB, XUPYPIOB,

KapJIM0JIOTOB, OTOPUHOJAPUHTOJIOTOR) [36].

3.1.2. Oco6eHHOCTH MeTUIIHHCKOT0 HAOII0JeHH eTell ¢ MyKONoJIucaXapua03aMu
A0 YCTAHOBJICHUS] NPABUJILHOIO IMATHO3A

KonuuectBo Bpauel pa3iuyHBIX CHEHHAIBHOCTEH, HAOMIOAABIIUX KaXXI0TO

nauperTa ¢ MIIC go ycraHoBieHMs AuarHosa, BapbupoBaio oT 1 mo 9. Ilo moBoxy

CUMNTOMOB, cBsa3aHHBIX ¢ MIIC, 26% neteit 10 ycTaHOBJIEHUS TMarHO3a HAOIIOJAIKUCh

u/unu o0cnenoBanuch y 1-2 crnernuaiuctoB neaunatpudeckoro npodus, 46% —y 3-4

cneruanucTtos, 21% — y 5-6 cneumanuctoB, 7% — y 7 u Ooiiee NETCKUX Bpayei

pasIMYHBIX crieruanbHocTel (PucyHok 5) [37].

7 n 6onee Bpayien; 7%

1-2 Bpava; 26%
5-6 Bpauven; 21%

3-4 Bpaua; 46%

Pucynoxk 5. HaoOmwonenue pgerer ¢ MIIC (n=122) BpayamMu Ppa3jIUYHbIX
CIEUUAJIBHOCTEN 10 YCTAHOBJICHUS JUATHO3A

brutn npoananu3upoBaHbl CrICIUAILHOCTH Bpadel, HaOmoaaBmux aetei ¢ MITC
(n=122), BHe npopHIaKTHIECKHX OCMOTPOB, 0 YCTAHOBJICHHUS MPAaBUIBHOTO THArHo3a

(Pucynok 6).
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M Ko/1n4yecTBO NaumeHToB

Pucynok 6. Crnemuanucrbl, Ha0momaBmme jaereiir ¢ MIIC (n=122) no
YCTAHOBJICHUS JUATHO3A

81 marueHT (66%) Habmrogacs y nmeauarpa, 81 (66%) — y HeBposora, 69 (57%)
—y oproniena, 60 (49%) — y xupypra, 51 (42%) — y oropunonapunrosora, 30 (25%) —y
kapauosora, 20 (16%) — y odranemornora, 11 (9%) — y ractposuteposora, 9 (7%) —y
ncuxuarpa, 8 (7%) — y cypmoiora, 5 (4%) — y peBmarosora, 5 (4%) — y Helipoxupypra,
1 (1%) — y mynemonosora. Yerbipe manuenta (3%, 1 — ¢ MIIC IT', 1 — ¢ Tsokénoi
dopmoit MIIC I, 1 — ¢ MIIC A, 1 — ¢ MIIC I11B) HaGnrogaauch y reHeTHKA B CBA3H
C HEBO3MOXXHOCTBIO  NPEINOJIOKUTh  MPaBWIbHBIA  JUAr€Ho3 Iocje  MepBOu
KoHCcyJbTanmu. HHTEpecHo, 4yTo B mporecce obcnenoBanus naereit ¢ MIIC no
YTOYHEHHs] OCHOBHOTO [MAarHo3a NpPUHAMAJIM ydYacTHE M TaKue CIEHUAINCThI, Kak
SHIOKPHUHOJIOT, (TU3MATP, T€MATOJIOT, UMMYHOJOr. Y 3HAOKPUHOJIOra Ha0JII0NaINCh
necsath nanueHToB (8%). Cpenu NpUYMH HAOJIOAECHMS Yy SHIOKPUHOJOTA YETBIPEX
nareHToB (2 — ¢ MIIC I, 1 — ¢ maxénoni popmoit MIIC II, 1 — ¢ MIIC IlHA) ¢
PEINONIOKUTEIbHBIM ~ TUATHO30M THIOTUPEO3 ObUIM  33/epKKa MOTOPHOTO H
NICUXOPEUYEBOTO PA3BUTHUS, MBIIMICYHAs] TUIIOTOHHWS, IMyNOYHBIE W TIAXOBBIE TPBDKH,
MakKporjioccusi, yBeanuenue nederu. Y oanoro namuenta ¢ MIIC Il B Bospacte 3 ner 8
MECSIIIEB TPAaH3UTOPHBI TUIOTHPEO3 OBbUI 3amof03peH B CBSI3M C BBISIBICHHUEM
NPU3HAKOB KapauomMuonatuu no JaHHeiM - Y3W. Ilpuuunoit HaOmopeHus y

SHIOKpUHOJOra ABYX Apyrux maimueHToB (1 — ¢ MIIC I, 1 — ¢ MIIC IlIA) Obuia
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BbIcOKOpociocTh. Oany neBouky ¢ MIIC HHIA ¢ 5 ner sHaokpuHOIOr HAOIIOAAT TIO
MOBOJIY 33JIeP>KKU (PU3MUECKOT0 pa3BuTHs, runeprpuxosa. Jsa namuenta ¢ MIIC IVA
HaXOJMJINCh HA y4€Te Y SHIOKPHHOJIOTA B CBSI3HM C 33JEePKKOW pOCTa, OJTHOMY U3 HHX
ObLJI YCTAaHOBJIEH JIMarHO3 HW30JUPOBAHHOW COMATOTPOIHOM HEJOCTATOYHOCTU U
Ha3HAUCHA 3aMECTUTENbHAS Tepamus TOPMOHOM pocTa. Y Temarojora HabJtoIaauch
Tpu mnauueHTa (3%): wmampuuk ¢ MIIC II' — B CBA3W C pa3BUTUEM
TPOMOOIIMTOTICHUYECKON MyPITyPhI B BO3pacTe 2,5 MECSAIEB, MATbYUK TSKETON hopMoit
¢ MIIC Il — B cBsI3u C pa3BUTUEM KOXHBIX I'€MOpparuid, reMaToxe3ue B pPaHHEM
HEOHATAIBHOM Tiepuojie; Manbuuk ¢ J€rko dopmoit MIIC Il — B cBs3u co
cruieHoMeranueit. K ¢rusuarpy Obin HampasieH ojauH mnanueHT (1%) c Tsokénoit
dbopmoit MIIC Il u xkudo3om MOSCHUYHOrO OTHENIa MO3BOHOYHUKA ISl MCKITIOUYCHUS
TyOepKyJIE3HOTO CHOHMWINTA. Y HMMYHOJOra HaOmromanuch naBa mamnueHta (2%) B
CBSI3U C YaCTBIMH pecriupaTopHbIMu nHpekmusmu [37].

J1o yCTaHOBJIEHHUS MPABUIIBHOTO TMArHo3a TuinuHbie cuMnToMbl MIIC y MHOTHX
MAIMEHTOB OBLIM OTHECEHBI K IPYTUM HO30J0TuYecKuM (popmam. Tak, msITh NaMEHTOB
(2 —c MIIC IT, 2 — ¢ Taxénoii popmoit MIIC Il, 1 — ¢ MIIC IlIA) nabmroganuce wim
o0cIe1oBaliCh 10 TOBOY cunomupeosa, oqna aesouka ¢ MIIC A — yepebpanvrozco
eueanmuszma (Cunopoma Comoca), onun manpuuik ¢ MIIC IVA — comamomponnoii
Hedocmamounocmu, 9etbipe manuenTa (2 — ¢ MIIC IT, 1 — ¢ Toxénoit popmoit MIIC 1,
1 — ¢ MIIC HIB) — 6poorcoénnou cuopoyeganuu, Tpu namuerta (1 — ¢ Tsokénoi dpopmoit
MIIC Il, 2 — ¢ MIIC HIA) — aymusma, tpu nammenta (1 — ¢ MIIC IT/I1I, 1 — ¢ MIIC
1A, 1 — ¢ MIIC IVA) — demckoeo yepebpanvroeo napanuya, onud Mansuuk ¢ MIIC
1A — cunopoma degpuyuma eHumarnusa u eunepakmueHocmu, OUH MATBUUK C TSKEITON
dbopmoit MIIC Il — uzonuposannozo kpanuocunocmosa, mecthb namueHtoB (1 — ¢ MIIC
I, 3 — ¢ MIIC Il, 2 — ¢ MIIC llIA) — kpunmoeennoco cenamuma, 1Ba MajbuuKa C
tsokénon  dopmort  MIIC Il —  cenamonuenanvnoco cunopoma Ha  ¢hone
yumomezanosupycuou ungexyuu, omaHa neBouka ¢ MIIC HIB — jaxmasuou
HeoocmamoyHocmu u manbabcopoyuu @pykmo3sst, onua mampuuk ¢ MIIC IVA —
yeauaxuu, nea nammenta (1 — ¢ MIIC IT/I, 1 — ¢ Tsokénoir dopmoit MIIC 1) —

OpoHXUANbHOU acmmbl, OUH Mansduk ¢ TsxéEnon dhopmoit MIIC Il — myxosucyuoosa,
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nse nanuentku (1 — ¢ MIIC IT/I, 1 — ¢ MIIC VI) — pesmamouonozo apmpuma, oguu
Manbunk ¢ Tsokénoi dopmoit MIIC Il — peakmusnozo apmpuma, detpipe nmanuenta (1 —
¢ Tsokénoi popmoit MIIC 1, 2 — ¢ MIIC IVA, 1 — MIIC VI) — cnonounosnuguszaprou
oucnaazuu, oauH Manpuuk ¢ MIIC IVA — 2unoxonmoponnasuu, OIUH MaJb4uK C
soxénoit popmoit MIIC Il — xondpooucnrazuu, onun mansuuk ¢ MIIC IVA — 6onesnu
Ilepmeca, nBa mamuwenta (1 — ¢ MIIC I, 1 — ¢ nérkoit dopmorr MIIC II) —
apmpoepunosa, oaud Manpuuk ¢ MIIC IVA — e@poowcoénnou koconanocmu, Tpu
naruenTa (2 — ¢ Tsokénoit popmoit MIIC I, 1 — ¢ MIIC IVA) — paxuma, onuH Maabauk
¢ MIIC VI — paxumonooobnozo 3abonesanus, nsa mauumenta (1 — ¢ MIIC IT', 1 — ¢
Tsoxénort popmoit ¢ MIIC ) — cunopoma Knunnensi-®etins, onna nesouka ¢ MIIC 111
— cunopoma Cmuknepa, onuH Manbuuk c Tsokénmon dopmoit MIIC Il — cunopoma
bexeuma-Budemana, onua Manpuuk C Tsokénon Gopmoit MIIC Il — mybepkynéznozo
cnonounuma [37].

Taxum obpazom, 8 kiunuyeckou npakmuxe ouacno3 MIIC evi3vi6an mpyoHocmu u
v 74% Oemell ycmanagiugancs nocie pazeumusi MyabMUCUCEMHO20 HOPA*CEHUS.
Onucan noaumop@usm KIUHUYECKUX HO30J02Ull, C KOMOPbLIMU HAOII00AIUCL OemuU 00

YCMAHOBIEHUsL NPABUIbHO20 Juachosa [37].

3.2. 1e0H0T MYKOIOJIHCAXAPHU/I030B Y AeTei

Bo3spact manudectanuu KIMHAYECKUX MPOSIBICHUN U UHTEPBAI MEX]Ty TIEPBBIMH
KIMHUYECKUMH TPOSIBICHUSIMU UM  YCTAaHOBJICHMEM JIMarHo3a Yy TAlUEHTOB C
paznuuabsiMu Tuniamu MIIC npencrasnenst B Tabnuie 10. Kak mokazano B Tabnure 10,
MeJIMaHbl Bo3pacta MaHudecTanuu 3a00ieBaHusl y MaueHToB co Bcemu tunamu MIIC,
3a uckimouenneM MIIC VI, oTHOcATCA K mepBOMY IOy *KM3HH, B TO BpeMs Kak JUJIst
Bcex tumoB MIIC, kpome Tsmkénoit dopmer MIIC |, xapakTepeH IIUTENbHBIN
JIMarHOCTUYECKUI MTOUCK (AUarHocTU4ecKoe npomesieHue). Tak, Meuanbl BpeMEHHBIX
WHTEPBAJIOB MEXy AEOIOTOM 3a00JIEBaHMSI M YCTAHOBIICHUEM JTMArHO3a MPH TsHKETON 1
nérkxoit popmax MIIC I, mpu MIIC Il u mpu MIIC VI mpessimator 2,5 roga, a npu
aérkoit popme MIIC | u mpu MIIC IVA — 4 rona.
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Taoamuna 10. Bo3pact manudecTtanmy M HHTEPBAJ MexXAy MaHudectauuei u
craHoBJienneM auarunoza MIIC y aereii (n=122)

Konunuectso Bospact Hnreppa Mexy
Tun MIIC . p - MaHu(ecTaueit u
neTei MaHU(ECTAIH B MEC *
JMarHO30M B MeC
MIIC | 17 1[0;2] 12 [8;18]
HEHPOHOMATUYECKUI 0-8 1-72
MIIC I 5 4,5 [0;12] 49 [38;60]"
HEHENPOHONATUYECKU I 0-18 18-120
MIIC IT 42 1,5[0;12] 35,5 [18;56]**
HEHPOHOMATUYECKUI 0-30 4-110
MIIC IT 16 5[2;11,5] 38,5 [11,5;60]°
HEHENPOHONATUYECKUI 0-68 0-144
6 [3;18] 40,5 [24;57]***
MIIC III 26 0-60 2-100
7[6;12] 49,5 [34;63]%
MIIC IVA 6 0-66 7:132
14 [12;36] 34 [30;36]*
MIC VI ¥ 6-136 7-72
Bce tuner MIIC 122 5[0;12] 36 [17;55]
0-136 0-144

[Mpumeuanue. *meauana [MKP], MuH-Makc; 10 cpaBHEHUIO ¢ HelipoHonaruueckon ¢opmoit MIIC I:
#n=0,008; **p=0,002; 5p=0,048; ***p<0,001; &p=0,036; Hp=0,033.

B Tabnuue 11 npencraBiieHsl IepBbIe CUMITOMBI 3a00seBanus y aeteit ¢ MIIC.
CampiM  paHHUM KIMHWYecKMM mposiienneM MIIC y  gereir B HacTosmeM
HcclieIOBaHUK Oblla Makpoliedains, TMarHoCTUPOBAHHAS BHYTPUYTPOOHO MO JaHHBIM
V3U y mansuuka ¢ MIIC IT/11I.

V omuoro manpunka ¢ MIIC I1IB ne0ror 3a0oneBanus Obu1 oTMeUeEH JUib B 60
MECSLIEB M IMPEICTABIECH PETPECCOM pEUEBOIO pPa3BUTHUS, YTPATOM YACTUYHO
c(hOpPMUPOBAHHBIX HABBIKOB KOHTPOJIA HajJ (YHKIUSMH Ta30BbIX OpPraHoOB U
HAPYIIEHUEM MOXOJKH. J[aHHBIM TpUMEpP, BEPOSITHEE, YKa3bIBAET HAa HEIOCTATOYHOE
BHUMAaHHE POJIUTEIICH U Bpau€l K pAaHHUM MPU3HAKAM B BUJIC 3aMEIJICHUS U CTarHallMu
pa3Butus (Tabmuna 11).

JlaHHBIE O pacUIMPEHUHU JIMKBOPHBIX MpocTpaHCTB mo pesynbratam HCI Ha 1-m
roJly *KU3HHU ObLIM MPEACTABJICHBI Y CEMH MAIlMEHTOB, MATh U3 KOTOPHIX OTHOCUJIOCH K

HelpoHonatndeckoMy Bapuanty teuenus (1 —c MIIC IT", 4 — ¢ MIIC II1).



Ta6auna 11. IlepBrie cumnToMbI 3a60J1eBanus y aereit ¢ MIIC (n=122)

Tun MIIC
I I I ] i IVA VI
Bce Tumnst N N N N
Kinandeckue nposiBieHust TSDKENAsT nérkast TSDKENAst nérkast
n=122 dbopma dhopma dbopma dhopma n=26 n=6 n=9
- n=17 n=6 n=42 n=16
gg;‘;‘*a" H/HIH 1AXOBbIE 37/122 (30%) | 6/17 (35%) | 1/6 (17%) | 17/42 (41%) | 6/16 (38%) | 7/26 (27%) - :
TyronoJBHKHOCTH CYCTaBOB 19/122 (16%) | 3/17 (18%) 1/6 (17%) 9/42 (21%) | 2/16 (13%) 1/26 (4%) 1/6 (17%) 2/9 (22%)
[IymMHOe JIbIXaHue 20/122 (16%) | 4/17 (24%) - 10/42 (24%) - 5/26 (19%) - 1/9 (11%)
Orpy0OeHue uepr Jimna 11/122 (9%) 1/17 (6%) - 7142 (17%) - 2/26 (8%) - 1/9 (11%)
Msweriertie KIAmanon CepA | 0/195 (gog) | 1/17 (6%) - 2142 (5%) | 3/16 (19%) | 1/26 (4%) - 3/9 (33%)
W/WJIM KapIMOMHOTIATHS ¥
3aoepoicka peuesozo pazeumus | 91122 (71%) - - 4/42 (10%) 1/16 (6%) 4/26 (15%) - -
Makporedas 7/122 (6%) | 2/17 (12%) | 1/6 (17%) 1/42 (2%) 1/16 (6%) 1/26 (4%) - 1/9 (11%)
Pacwupenue nuxeopmnvix 0 0 0 i ] 0 i 0
npocmpancms no HCTS 71122 (6%) 1/17 (6%) 1/6 (17%) 4/26 (15%) 1/9 (11%)
fylgﬁf;“" Ta300CApCHIbIX 7122 (6%) | 3/17 (18%) - 2142 (5%) | 2/16 (13%) - - -
Jledopmanust rpyanoi kietkn | 6/122 (5%) 1/17 (6%) 1/6 (17%) 1/42 (2%) - - 1/6 (17%) 2/9 (22%)
CHmxeHue cimyxa
(nonoxwurensHeIil Tecr OAD*B | 6/122 (5%) 1/17 (6%) - 4/42 (10%) - - - 1/9 (11%)
poasiome)
Koportkas mest 5/122 (4%) | 2/17 (12%) - - - 2/26 (8%) 1/6 (17%) -
Kugos/nepopmaniis 5/122 (4%) | 3/17 (18%) : : : : 2/6 (33%) :
MI03BOHOYHHKA
Tosvlennas 60306youmocms 5/122 (4%) - - 2142 (5%) - 3/26 (12%) - -
Makpormoccust 3/122 (3%) - - 2/42 (5%) - 1/26 (4%) - -
ApTPOrCHHAA IOXOAKA (BTOM | /499 (304 - 16 (17%) | 1/42 (2%) - - - 219 (22%)

9ucie X0/1p0a Ha HOCKaXx)
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Iponoskenue Taduupl 11. IlepBbie cumMnToMbl 3a601eBanus y aereii ¢ MIIC (n=122)

Tun MIIC
B I I I I i IVA VI
KM e CKHE TDOSBICHIS CC THIIRT TsHKETast nérkas TsHKEIast nérkas
p N=122 dhopma dbopma dhopma dhopma n=26 n=6 n=9
B n=17 n=6 n=42 n=16
I'emaromeranus 4/122 (3%) - - 1/42 (2%) 2/16 (13%) 1/26 (4%) - -
CruieHOMeranus 4/122 (3%) - - 1/42 (2%) 3/16 (19%) - - -
Yacteie OPU 4/122 (3%) - - 1/42 (2%) - 2/26 (8%) - 1/9 (11%)
XpoHHYECKas auapes 4/122 (3%) - - - - 3/26 (12%) 1/6 (17%) -
[ToMyTHEHHE POTOBHIIBI 3/122 (3%) | 2/17 (12%) 1/6 (17%) - - - - -
Jadepoicka neuxriecko2o 41122 (3%) - - 2142 (5%) - 2126 (8%) - -
pazeumus
Genu valgum 2/122 (2%) - - - - 1/26 (4%) - 1/9 (11%)
YToMIIsIeMOCTh TpH X0Ab0e 2/122 (2%) - - 1/42 (2%) - - 1/6 (17%) -
YBenuueHue aJIcHOMIOB 2/122 (2%) - - - 1/16 (6%) - - 1/9 (11%)
Heucamentiian 21122 (2%) : : 1/42 (2%) : 1/26 (4%) : :
PACMOPMONCEHHOCb
Bosu B HOTax 1/122 (1%) - - - - - 1/6 (17%) -
YBenuyeHue cycTaBoB B 1/122 (1%) ) i ) i i 1/6 (17%) i
pasmepe
Pes valgus 1/122 (1%) - - - - -

Huskuii poct

1/122 (1%)

1/6 (17%)

1/9 (11%)

VYBenuueHue )KUBOTa B
pasmepe

1/122 (1%)

1/6 (17%)

FI/IHeprchaMI/IHa?»eMI/ISI

1/122 (1%)

XPpOHUYECKUN OTUT

1/122 (1%)

1/16 (6%)

1/9 (11%)

Ckadonedanus

1/122 (1%)

1/42 (2%)

Cmpabusm

1/122 (1%)

1/9 (11%)
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Oxonuanue Ta6uubl 11. IlepBble cumMnToMbI 3a001eBanus y aereid ¢ MIIC (n=122)

Tun MIIC
I I I I i IVA VI
Bce tunst N " N N

KnuHuueckue nposiBiacHUs TsKEIas nérkas TsKEmas nérkas

N=122 dbopma dhopma dhopma dbopma n=26 n=6 n=9

B n=17 n=6 n=42 n=16

3aoepocka npedpeuesoeo 1/122 (1%) ) i i ) 1/26 (4%) i i
pazeumus
becnoxotinwiil con 1/122 (1%) - - 1/42 (2%) - - - -
Ympama peuu 1/122 (1%) - - - - 1/26 (4%) - -
Tapanapemuueckas noxooka 1/122 (1%) - - - - 1/26 (4%) - -
Ilomepsi konmpoas Hao 1/122 (1%) i i i i 1/26 (4%) i i

DYHKYUAMU MA308bIX OP2AHO8

[Tpumeuanue. *no nanueiM Y3U w/uim aycKyJnbTaTHBHBIM JaHHBIM; SHCI" — HelipocoHorpadus;

BBIJICJICHBI CUMIITOMBI, OTHOCsIIHECs K mopakenuto [{THC.

89

*OAD — oroakycTHYecKas SMHUCCHUS; KypCUBOM
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CoBOKyMHAasi 4acTOTa BCTPEYAEMOCTH B JeOrOTEe 3a00JeBaHUS HEBPOJIOTHIESCKHIX
CUMITOMOB (M30JUPOBAaHHO WJIM B COYETaHWH), KOTOPBIE MOXXHO OTHECTH K
nepsuuHoMy mnopaxeHuro [HHC (3adepowcku npedpeuesoco, peuesoco, ncuxuuecko2o
passumus, NOGLIUEHHOU  8030YOUMOCMU,  08USAMENbHOU — PACTNOPMONCEHHOCMU,
0ecnokolHo20 CHA, ympamsl pedu, napanapemuyeckol NnoxooKu, nomepu KOHMpPOJs
HAa0 QYHKYUAMU MA308bIX OP2AHO8, pACUIUpeHUsl TUKEOpHbIX npocmpancme no HCI),
cocraBuiaa 6% (1/17) y mamumenToB ¢ Tsokénon dopmort MIIC I, 14% (6/42) — y
narueHToB ¢ Tsokénmoit ¢opmoit MIIC |1, 42% (11/26) — y mamuenToB ¢ MIIC 1.
3aiepxKKa pedueBoro pa3BUTHSL OblJla OTMEUYEHA Y €JMHCTBEHHOTO MAaIlMEHTa C JIETKON
dbopmoii MIIC Il u Obuta 00yciioBiIeHA HE BBISIBICHHBIM J0 YCTAaHOBJICHHUS OCHOBHOIO
JMarHo3a cHuwxkeHueM ciyxa. CtpabusMm, nosBuBIIMIiCS B Bo3pacte 30 MecdAleB U
SBUBIIUICS OJHUM M3 JEOIOTHBIX cUMITOMOB, y nanueHtku ¢ MIIC VI moxet ObITH
pacCMOTPEH B KadecTBE IIEPBOTO KIMHUYECKOTO TIPOSBIICHUS TIPOTPECCUPYIOMIEH
ruapouedanuu, notpeOOBaBIIeld B AaIbHEHUIIEM ONEPAaTUBHOIO JIEUYECHHs. Y JIBOUX
MaaburkoB (1 — ¢ nérkoii popmoit MIIC |, 1 — ¢ MIIC VI) B Bo3pacte 8 u 6 mecsiiieB
cootBeTcTBeHHO Ha HCI' ObUIO BBISBIEHO pacIIMpPEHUE JIMKBOPHBIX MPOCTPAHCTB.
Manudecranus 3aboneBanuss y octraipHbix 100 (82%) nereit ¢ MIIC Obiia
MIPE/ICTAaBIICHA COMAaTUYECKUMH TPOSBIICHUSAMH. TakuM 00pa3oM, ¢ IKCTpaHEBPATbHBIX
CUMIITOMOB 3a0o0jieBaHHE JeO0ITUPOBAIO HE TOJbKO Yy OonbiiuHCcTBa (89%, 33/37)
nanueHToB ¢ HeHelpoHomatuyeckumu MIIC, Ho u y OGombmmHCcTBa (79%, 67/85)
00abHBIX ¢ HelipoHonaTuyeckumu MIIC.

Taxum obpaszom, necmomps na panuutl oeorom MIIC y Oemeii, ouacnocmuka
3ab0ne6anus 3anumaem 3HayumenvHoe epems (bonee 2,5 nem) npu ecex munax, Kpome
mswicénoti popmor MIIC 1. Haubonvuiue mpyonocmu npeocmasisiem pacno3HaA8aHue
néexou gopmor MIIC | u MIIC IVA, ouacnocmuueckoe npomeonenue npu KOmMopvix
npegviuiaem 4 2oda. Jlebrom 3abonesanus 6 OONbWUHCMEE ClIyUae8 NpeoCcCmasiieH
COMAMUYECKUMU CUMNINOMAMU KAK Y NAYUEHMO8 C HEeHEeUPOHONAMU4eCKuMU, max u y
nayuenmos ¢  Heupononamuueckumu — MIIC.  Jlebiomuvivu — cumnmomamu
npoepeccupyiougezo nopasxcenusi LIHC sasnsaromes 3a0epiicka peuesoco U NCuxuiecko2o

paseumusl, nOBbIUEHHAA 6035)/(31/{]‘/!007}’11), osuzamenbHas paACmoOpPMOINHCEHHOCMb, pecpecc
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peuesbix, 08UAMENbHbIX HABLIKO8 U HABLIKO8 KOHMPOJSL HAO (DYHKYUAMU MA308bIX
0peaHos; pacuiupenue IUK8opHvix npocmparncms no oawHvim HCI'. Ilepeuucnennvle
Hecneyuguueckue CUMNMOMbL HEBPOJIO2UHECK020 3a00Ne8aHUSL OOANCHbL NOCLYIHCUMD
OCHOBaHUeM Ol  paccmMompenus 6  psady  oughgepeHyuanvbHoco  0uacHo3a
neupononamudeckux MIIC, ocobenno MIIC I, ona komopoco xapaxmepmuvr menee

ApKUe comamudecKue npoAae6ierus.

3.3. JIaGopaTopHble MOKA3aTeJH JAeTeil ¢ MYKOIOJIUCAXAPHT03aMHU

ITo manHBIM OO0IIEr0 W OMOXUMHYECKOTO aHaln30B KpoBHu aereil ¢ MIIC Obuin
BBIBJICHBI ~ Majl0  OCBCIICHHBIE B  JIMTEpAType OCOOEHHOCTH, a HMEHHO
TUIepTpaHCaMUHA3EMHUS u TPOMOOLIMTOTICHUSI. Yactorta BCTPEUAEMOCTH
runepTpaHcaMuHazeMu u 3HadeHus nokazarened AJIT m ACT y nanueHTOB €
paznmuunbiMu Tuniamu MIIC npuBenenst B Tabnune 12. PaccmoTpeHue pe3ysibTaTtoB
onoxumuyeckoro anainusa kposu 113 gereit ¢ MIIC (11 — ¢ MIIC IT', 5 — ¢ MIIC IT/I,
1 — ¢ MIIC 1, 55 — ¢ MIIC Il, 26 — ¢ MIIC Ill, 6 — ¢ MIIC IVA, 9 — ¢ MIIC VI), ue
MOJy4YaBIIMX JO TPOBEACHUS JaOOPATOPHOTO HCCIEIOBAHUSI MATOT€HETHYECKOTO
nedyenus (O3T, TI'CK), mokazano, yto 6eccumMnTOMHOE TOBBIIeHNE MToka3arens AJIT
umeeT mecto y 47 u3 113 (42%), a 6eccumnromuoe nosbiiienne ACT —y 42 u3 113 (37
%) manueHToB ¢ paznuuHbiMA Tuniamu MIIC mpu oTpunaTenbHBIX CKPUHUHTAX Ha
BUpycHbIe TenaTuThl B u C ¥ B OTCYTCTBHE KUPOBOM OOJIE3HU MEUEHHU, UCKITIOUEHHON
M0 JAaHHBIM YJIbTPa3BYKOBOM JuarHoCTUKHU. COrylacHO MPEeACTaBICHHBIM JaHHBIM,
runeprpancamuHazemusi xapakrepna s namuentoB ¢ MIIC |, 1l u Ill. Cpenu mectu
nanueHToB ¢ MIIC IVA noseimenne mnokazatenss ACT go 63 En/n omHokpatHO
3aUKCUPOBaAHO y o/iHOM marueHTku. Y nanueHToB ¢ MIIC VI noBeiieHus: mokazaresns
ACT otmeueno He Obut0. Hu y onHoro u3 mectu u aesstu namuertoB ¢ MIIC IVA u
V| CcOOTBETCTBEHHO HE BBISBIICHO TOBbIIeHUs Tmokasarens AJIT B mpouecce
nuHaMu4yeckoro — HaOmogeHus.  CpaBHenwe  rpynn  mamueHtoB ¢ MIIC,
COMPOBOXKJIAIOIIMMICS ~ HakKoIUleHWeM  remapancyibara, u ¢ MIIC, He
COTIPOBOKIAIOIIIMMHUCS HAKOIUJIEHWEM rernapaHncyibdara, mo yactore nosbieHus AJIT

1 ACT BBISIBUIO CTATUCTUYECKU 3HAYMMOE IIPEBBIIIIEHUE MTOKAa3aTeleld B IEPBOI TpyIIe
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(p=0,001 u p=0,019 nmua AJT u ACT coorBercTBerHHo) [316]. JlanHyio

OMOXMMHUYECKYI0 OCOOEHHOCTh MOXHO OOBSICHUTH IIOBCEMECTHBIM PaCIpOCTPAHEHUEM
remapaHcyiibdara Kak KOMIOHEHTa SKCTPAKJIETOUHOTO MaTPHUKCa, B OTIUYHUE OT APYTUX

['AT’, nas KOTOphIX OoJiee XapakTepHa TKaHE- U OpraHOCHEIM(UYHOCTD JOKAIU3AIUU

[94].

Ta6auna 12. 'uneprpancamunaszemus y nereii ¢ MIIC (n=113) [316]

Yacrora Yacrora
Ty MIIC KomnnuectBo HOBLILCHIS. | HOBBILEHMS 3HaueHue 3HaueHue
7 * *
nereu ATIT ACT AJIT, En/n ACT, En/n
120 64
MIIC | 17 L7 6/17 [72:193] [47:75]
(24%) (35%)
66-224 43-125
65 55
MIIC 11 55 (247535) (333’05/5) [48:82] [46:68]
’ ’ 43-131 44-131
66 57
MIIC 111 26 (1662/02/6) (13(29/02/6) [51:82] [47:74]
° ° 42-270 43-140
0/6 1/6
MIIC IVA 6 (0%) (179%) - 63
0/9 0/9
MIIC VI 9 (0%) (0%) - -
67 57
MIIC 111111 08 47/98 41/98 [49:86] [47:74]
(48%)8 (42%)88
42-270 43-140
0/15 1/15
MIIC IV, VI 15 (0%): (T08)°8 - 63
66 57
MIIC LILILIVA,VI 113 ‘g’zf,/lf ‘g’#f [49:86] [47:74]
° ° 42-270 43-130

[Tpumeuanue. *mennana [MKP], mun-makc 3nauenust AJIT, ACT y nanuveHTOB C BBIXOASILIMM 3a
npenensl pedepeHCHBIX 3HaueHHil mokasatenem; °p=0,001 (meron Merca xm-kBampar); ¥5p=0,019
(meton Merca xu-kBajpar).

VY tpoux maruentoB (1 — ¢ MIIC IT, 1 — ¢ MIIC IT/UI, 1 — ¢ MIIC 1l) ¢

HaJIMYUCM THUIICPTPAaHCAMHUHA3CMHUU 110 JAaHHBIM V3 BBISABICHO PaCiupCHUC BCH

MEYEHU, KOTOpOEe, BEPOSTHO, OBLJIO CBSI3aHO C pa3BUBIIUMHCS Ha (oHE

HEOJOCTAaTOYHOCTH I(pOBOO6paHleHI/I$I 3aCTOMHBIMU HN3MCHCHHAIMU B Opranc,

CIIOCOOHBIMM TaK)X€ BHOCHUTH BKJIaJl B HM3MEHEHHE JIa0OpaTOpHBIX MoKaszaTeneil. Y

OCTAJIbHBIX IMAIMUCHTOB THUIICPTPAHCAMHWHA3CMHUA HE COIIPOBOXKAAIACH 3aCTOMHBIMU
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SBJICHUSIMU 1O JaHHBIM Y3U neueHu. Y manueHTOB C MOBBIIEHWEM TpaHCaMUHA3 U
HaJIM4YMEeM JBYX U Oojiee pe3yJbTaTOB OMOXMMHUYECKOIO aHajldu3a KpOBU
TUTIEPTPAHCAMUHA3EMUs WMeJa Kak (IIOKTYHPYIONUH, TaK W TMEPCUCTUPYIOIINN
xapakTep. Y onHoro manueHta ¢ Jjérkoir Qopmoit MIIC |l neGroTHbIMU U
CAMHCTBEHHBIMU  TIPOSBICHUSIMH  OCHOBHOTO 3a0o0jieBaHUS ObUIM  TIOBBIIICHUE
(GhepMEHTOB TICUCHH U YBEITUYCHHE MICUCHU U CEJIE3EHKH 10 JaHHBIM Y 3.

Taxum obpazom, noeviwenue noxkazameneu AJIT u ACT, xkax ompadiceHue
namoao2uyecKo20 npoyecca 68 MKaAHu nedyeHu, Npoucxooiauje2o 3a Cuém HAKONJEeHUs
I'Al', xapaxmepno 6 ocHosnom 0na nayuenmos c¢ MIIC, conpogosxcoarowumucs
naxonnenuem eenapancyiv@ama (MIIC 1, 11, ). MIIC credyem paccmampusamo 6
pAoy oupgepenyuanbHoco OuacHO3a Memadoaudeckux 0OoNe3Hel NnedeHu npu
OecCUuMNmMOMHOU 2unepmpanHcamurazemuu. B nian ounamuueckoeo 00cned08anus
nayuenmog ¢ MIIC Oondicen Obimb GKIOUEH OUOXUMUYECKUN AHANU3 KDPOBU C
onpeoeneHuem NeYéHOYHbIX (hepMeHmos.

Amnanu3 nokaszatenst TpombonuToB kpoBu 108 neteit ¢ MIIC (9 —c MIICIT, 4 —¢
MIIC 1T/, 1 — ¢ MIIC I, 53 — ¢ MIIC I, 26 — ¢ MIIC Ill, 6 — ¢ MIIC IVA, 9 —¢
MIIC VI) nokazan, uro y 20 u3 108 (19%) manueHTOB 3a)UKCHPOBAHO HATMYHEC
GIIOKTYyHMpyIOIeH WM nepcuctupyomeid  TpomooruTonennun  [314].  Yacrora
BCTPEUAEMOCTH TPOMOOIIMTONICHUU M 3HAYEHUS IOKa3aTesield TPOMOOIIMTOB KPOBHU Y
naieHToB ¢ pazauunbiMu THnamMu MIIC npusenenst B Tabmume 13. CormacHo
npeacTaBieHHbIM B TaOmwuie 13 naHHBIM, HAJIMYKUE TPOMOOIIMTONIEHWH OTMEUYaiOCh
tonbko y mamueHToB ¢ MIIC I, Il u I, To ectb mpu MIIC, comnpoBoxgaromumxcs
HakoryieHueM remnapancyibdara. Hu y omnoro pe6énka ¢ MIIC IVA u ¢ MIIC VI
TpoMOOIUMTONEHUH 3aUKCUPOBAHO HEe ObLI0. CpaBHeHue rpynn namueHtoB ¢ MIIC,
COMPOBOXKJIAIOIIMMICS ~ HakoIUleHWeM  remapancyibara, u ¢ MIIC, He
COMPOBOXKIAIOIIMMHUCS HAKOIUIEHUEM TerapaHcyibdara, o 4acToTe TPOMOOIUTOTIEHUN
(22% u 0% COOTBETCTBEHHO) BBISBHJIO HE JOCTUTAIOIIEE CTATUCTUYECKON 3HAUMMOCTH

(p=0,068) npeob1agaHre YaCTOTHI TPOMOOIIUTOIICHUH B TIEPBOM IPyIIIIE.
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Taoauna 13. TpomGouuTonenus y nereii ¢ MIIC (n=108) [314]

KomanuectBo Yacrora 3HayeHNe NoKa3aTeisa
Tuo MIIC . 9
nereit TPOMOOIIUTOTICHUH TpoMOOIHTOB, X10°/1*
MIIC | 14 2/14 (14%) 77:0
135[116;139]
0
MIIC I 53 10/53 (19%) 98-145
107 [89;134]
0
MIIC 11 26 8/26 (31%) 82-147
MIIC IVA 6 0/6 (0%) -
MIIC VI 9 0/9 (0%) -
121 [95;139]
0/4)8
MIIC 1, 11,111 93 20/93 (22%) 0-147
MIIC IV, VI 15 0/15 (0%)? -
MIIC LI LIV, VI 108 20/108 (19%) 1210[_9154;;L39]

[Ipumeuanue. *meauana [MKP], MuH-Makc ypoBHM TPOMOOLMTOB y HAIMEHTOB C BBIXOJAIIUM 32
npenensl  pedepeHCHBIX 3HAueHWil mokasateneM; Sp=0,068 (TouHmi KpuTepmii Dwuepa,
JIBYCTOPOHHUM TecCT).

Jlvmib y 4 u3 20 manueHToB C¢ 3aUKCUPOBAHHON TPOMOOIMTONEHUEH HMENn
MECTO YKa3aHusi Ha KJIMHUYECKHE IMPOSBICHUS TOBBIILICHHOW KPOBOTOYUBOCTU. Y
neBouku ¢ MIIC IlIA oTMeuanochk AIUTENIbHOE KPOBOTEUCHHE MOCIIE yaajieHus 3y0a B
Bo3pacte 8,5 ser, y manpunka ¢ MIIC [lIB — nmepuonuyueckoe mosiBICHUE YKXHUMO30B
P MUHUMAJIbHOW TpaBMAaTU3ALMH U CyOypalibHOE KPOBOMU3IMUSIHUE B BO3pacTe § JieT
11 mecsues, y naruenta ¢ MIIC |l B HeoHaTanbHOM MEpUOJIE UMEJIU MECTO MPOSBICHUS
KOXHBIX reMopparuii u remaroxesusi. ¥ ogHoro manpurka ¢ MIIC IT" B Bo3pacte 2,5
MecsilieB Ha (OHE BBIPAKEHHOTO MaJCHUST YPOBHS TPOMOOIIMTOB pa3BUIIACH
NeTeXualibHasl ChIllb HA KOXKE, Tepanus BHYTPUBEHHBIM WMMYHOTJIOOYJIMHOM HMena
NoJOXHUTEIbHBIN Y dekT [314].

Taxum obpaszom, nayuenmol ¢ MIIC naxoosamcs 6 epynne pucka no pazeumuio
MpoMOOYUMONneHuUu, U UM NOKA3AHO NPOBEOeHUEe pe2YNAPHO20 KOHMPONA YPOBHS
MpoMOOYUmMo8 6 Kpo8U, OCOOEHHO HA (QOHe CONnYymcmeyrwux HedIa2oNPUIIMHbLIX

(axmopos, maxux kax onepamuervle emewamenbcmea u npuém AST [314].



95

I''TABA 4. TMHAMUKA 3KCTPAHEBPAJIBHBIX KNIMHUYECKUX,
MHCTPYMEHTAJIbHBIX U JIABOPATOPHBIX IOKA3ATEJIEN ¥V IETEN
C MYKOITIOJIMCAXAPUTIO3AMU HA ®OHE
®EPMEHTO3AMECTUTEJBHON TEPAIIUU

4.1. luHAMHKA COCTOSIHNSI BEPXHMX JIbIXaTeJbHBIX MyTeH U cJIyxa y JaeTei ¢
MYKOIIOJIMCAXapUA03aMH HA poHe hepMEeHTO3aMeCTUTEIbHON Tepanuu
4.1.1. lunamuka cTeneHy runeprpodpuu HEOHLIX MUHAAJIHH U aJeHOUI0B

Cnocoonocte ®3T mnpuBOaUTH, K OOpaTHOMY pa3BUTHUIO U MPEAOTBpPaLIATh
otnoxenue ['Al’ B mumdouHOM TKaHU HOCOTJIOTKY OblIa onieHeHa y aeteit ¢ MIIC mo
JTUHAMUKE cTereHu runeprpodun HEOHBIX MuHAamuH (N=30: 2 — ¢ MIIC IT, 2 — ¢ MIIC
IT/IL, 1 — ¢ MIIC I, 17 — ¢ tsoxénoit popmoit MIIC 11, 6 — ¢ nérkoit hopmoit MIIC 1,
2 — ¢ MIIC VI) u anenonyioB (N=28: 3 — ¢ MIIC IT", 2 — ¢ MIIC II'/111, 1 — ¢ MIIC 11,
16 — ¢ Toxénon popmoit MIIC Il, 4 — ¢ nérkoit popmoit MIIC |1, 2 — ¢ MIIC VI) Ha
done O3T (Tabmuupst 14 u 15 cooTBeTcTBeHHO). Meaunana npogomxutenbHocTd 3T
MEXIy MEpBOM M TMOCIEIHEW OLIEHKOW CTeneHW runepTpoduu HEOHBIX MUHIAIUH U
aneHounoB cocraBwia 34 [14;45] (munumym — 4, makcumym — 88) m 27 [15;40]

(MEUHUMYM — 4, MaKCUMYM — 85) MecsIIeB COOTBETCTBEHHO.

Tabdumna 14. luHamuka creneHu runeprpoguu HEOHBIX MMHAAJIUH y JAeTeH C
MIIC (n=30) Ha ¢one ®3T

Bropoe
ITepBoe
* o0cliegoBaHue
[MTokazarenu oOcrienoBaHue p
n=30" Ha pone O3T
n=30
[TpopomKUTETHHOCTD 1[0;11] 42 [21;54] <0.001
®D3T, mec 0-55 4-90 ’
66 [43;97] 105 [69;136]
Bo3spacr, mec 4177 13-200 <0,001
Crenenp rtuneprpohuu 2[1;2,5] 2[2;2] 0112
HEOHBIX MUHIAINH 0-3 1-3 '

[Tpumeuanue. *meanana [UKP], Mun-makc; #11 u3 30 marMeHTOB Ha MOMEHT MepBOTO OOCIIeTOBAHMS
O3T He monyyanu, Menuana uHTepBana 1o Hayana O3T Ha MOMEHT o0cCieIoBaHuUS Y HUX COCTaBHIIA 3
[1;6] mecsa.



96

Ta6smua 15. JInnamuka crenenn runeprpodun ageHonaos y aereii ¢ MIIC (n=28)
Ha pone P3T

Bropoe
ITepBoe
" o0cenoBanue p
IToka3zarenu o0caemoBaHue
=08 Ha ¢pone O3T
n=28
[TpoaoKUTETLHOCTD 0 [0;8] 28 [23;48] <0001
D3T, mec 0-28 4-85 ’
58 [36;99] 99 [68;131]
Bospact, mec 11-136 25.182 <0,001
Crenenp runeptTpoduu 2[1,5;2,5] 2,5[1;3] 0.573
TIIOTOYHOM MUHIAIAHBI 0-3 0-3 '

[Ipumeuanue. *meaunana [UKP], Mun-makc; #17 u3 28 manMeHToB HA MOMEHT MEepBOTO 00CIIeI0BaHUS
@O3T He noxyyanu, Meauana uaTepsana a0 Hadaina O3T Ha MoMeHT 00cnieloBaHUs y HUX cOCTaBuiIa 6
[2;9] mecsities.

B ngumHamMuke CTATUCTHYECKH 3HAYMMBIX Pa3IMYUil B CTENEHSAX TUIEPTpOohUr
HEOHBIX MuHmanuH (P=0,112) u agenounos (p=0,573) y mereit ¢ MIIC na dpone ®3T
orMmeueHo He Obuto. IIpu atom y 16 (2 —c MIIC I, 1 — ¢ MIIC I, 10 — ¢ Tspxénoit
dopmori MIIC I, 2 — ¢ nérkoii dopmoii MIIC I, 1 — ¢ MIIC VI) u3 30 (53%)
MAIMeHTOB OTMEYaJOCh HAPAaCTaHHWE CTENEHW TunepTpodur HEOHBIX MHUHIANWH, y 7
narueHToB (23%; 3 — ¢ Tokénoit popmoit MIIC I, 4 — ¢ nérkoii popmori MIIC II) —
cTabunuzanus uX pazMepa, u Juiib y 7 mamueHtoB (23%; 2 — ¢ MIIC ITV/I, 4 — ¢
Tsokénonr popmoit MIIC 1l, 1 — ¢ MIIC VI) — yMmeHbIlIeHHe CTENEHN TUNEPTPOPUH
HEOHBIX MUHAAIMH. HapacTanue creneHu runepTpoPuu aiecHOMI0B UMeNo MecTo y 13
(2 — ¢ MIIC IT", 2 — ¢ MIIC T/, 6 — ¢ tsoxénoit dpopmoii MIIC I, 3 — ¢ nérkoii
dbopmoit MIIC 1) u3 28 (46%) marmeHToB, cTadUIMU3anuUs UX pazMepa — y 9 nmarueHToB
(32%; 1 — ¢ MIIC IT", 1 — ¢ MIIC |1, 6 — ¢ Tspxénoit popmoit MIIC 11, 1 — ¢ MIIC VI),
yYMEHBUIEHUE CTENEHU runepTpoduu afeHoua0B —y 6 nmauueHtoB (21%; 4 — C Tsoxénon
dopmoii MIIC 11, 1 — ¢ nérkoit popmoit MIIC |1, 1 — ¢ MIIC VI).

Taxum oopazom, nposeoenue D3T npedomepauiaem/3ameonsiem
npozpeccuposanue cunepmpoguu Héouwvix u 2nomourou murnoarun (P=0,112 u p=0,573
coomseemcmeenno), oonako D3T ne cnocobna obecneuumsv obpamuoe pazsumue ux
eunepmpopuu U COOMEEMCMBEEHHO He MONCem pacCMampu8amovcs KaKk eOUHCMBEeHHbll

Memoo mepanuu ygerudeHus: TUMPOUOHOU MKAHU HOCO2IOMKU HA (DOHe HAKONieHUs
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I'AI' y oemeii ¢ MIIC. Ilpu nanuuuu noxazanuti ®3T Oondicna couemamuvcs ¢

ONepamuHbIM JiedeHuem 2unepmpoguu Héonvix munoarun u adenoudos [31].

4.1.2. JlunaMuKa XapaKTepa M CTeleHHd TYT0yX0CTH
Bmusane ®3T nHa opran ciyxa OBUIO OIICHEHO IO JWHAMHUKE CTCTICHH W
xapaktepa tyroyxoctu Ha ¢pone @3T y 20 gereit ¢ MIIC (1 — ¢ MIIC IT/IL, 1 — ¢ MIIC
I11, 10 — ¢ Toxénoit popmoit MIIC 11, 5 — ¢ nérkoit popmoii MIIC |1, 3 — ¢ MIIC VI)
(Tabmuma 16). Mennana mnpomomxurenbHocTn D3T Mexay TEepBBIM U BTOPBIM
obOcnetoBaHreM cyppaosiora cocraBuia 23 [13;27] mecsma, MUHUMYM — 2 HHOY3UH,

MaKCUMYM — 59 mec1eB.

Ta6auna 16. JunaMuka xapakrepa u creneHu tyroyxoctu y aereii ¢ MIIC (n=20)
Ha ¢one P3T

IlepBoe Bropoe
[Tokazarenu oOcieoBaHue oOcieoBaHue
n=20" n=20

SpE |
[IponomxurensHocts 3T, mec* 0’70!3’410] 27’3’ Eéfl]
CreneHb TYroyxocTH (IpaBoe yXxo0)™ 2 [0;2,5] (0-4)® 2 [0;3] (0-4)8
CreneHb TYroyXocTH (JIeBoe yxo0)* 2 [0;3] (0-4)%8 2 [0;3] (0-4)%8
HopmainbHbiii ciryx** 6/20 (30%)™* 7/20 (35%)
HelipoceHCOpHAs TYTOYXOCTh ** 7/20 (35%)* 8/20 (40%)
KoHnayKTHBHAsI TYyTOyXOCTh ** 5/20 (25%)* 3/20 (15%)
CMernanHasi Tyroyxoctp ** 1/20 (5%)* 2/20 (10%)

[pumeuanne. *meauana [MKP], mun-makc; **yactora; *6 m3 20 manmeHTOB HA MOMEHT IIEpPBOTO
obcnenoanuss O@3T He monyyanu, Meauana uaTepBaia 10 Hadana O3T Ha MomeHT oOcnegoBaHUsS y
HUX coctaBuna 7 [6;8] mecsaues; *run tyroyxoctu y 1 u3 20 manueHToB pH HepBOM 00CIeI0BAHUN
He 6611 onpeenéw; 5p=0,307; ¥p=0,919.

Kak noxazano B Tabnuue 16, 3HAaUMMBIX WU3MEHEHUN CTENEHEH TYroyXxOoCTH Ha
¢done O3T He ormeuanock. CienyeT OTMETUTb, YTO 3a BPEMS aHATU3UPYEMOTO Mepruoaa
nsouM mnanuentam ¢ MIIC |l 6p1ma mpoBeieHa TUMITAHOCTOMUSL C IBYX CTOPOH, OJHOMY
U3 HUX TakXe ObUIM BBIMOJHEHBI a€HOTOMHUS M TOH3WUIOTOMMS. JlOMONMHUTEIbHBIN
aHaJln3 JUHAMUKH Pa3IMYHBIX KOMIIOHEHTOB Tyroyxoctu Ha (one ®3T mokasan, 4To
YIy4IIEHHE 10 KOHIYKTUBHOMY KOMIIOHEHTY TYTOYXOCTM OTMEYaJIOCh Y ISTH
NAlMEHTOB (OJHOMY W3 HUX 3a MEepUoj HAaOIIOJAEHUS NMPOBOAMIACH TUMIIAHOCTOMHMS),

YXYILIEHHE MO KOHAYKTHUBHOMY KOMIIOHEHTY TYIOYXOCTM — Yy JBOHX IIallMEHTOB,
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yIIy4IlIEHUE M0 HEWPOCEHCOPHOMY KOMIIOHEHTY TYTrOYXOCTH — y JBOHX TAIlMEeHTOB,
YXyAIICHUE 0 HEHPOCEHCOPHOMY KOMITOHEHTY TYTrOYXOCTH — Yy TISITH TAIleHTOB.
Takum oOpa3zom, MOXXHO mpeamnonarath, uro ®3T ¢ Oosbmielr moyel BEPOATHOCTH
CrlocoOHa BO3JEHCTBOBaTh HAa KOHIYKTHBHBIH KOMIIOHEHT TYrOyXOCTH, 4YeM Ha
HEUPOCEHCOPHBIM.

Taxum obpazom, yuumwvieas omcymcmeue 3Hauumoix (P=0,307 u p=0,919 onn
npagoeo U 1e6020 yxa cOOMBENCMEEeHHO) USMEHEeHULl CIMeneHell my20yXocmu Ha Qore
namozeHemu4eckou mepanuu, MoOXCHo coenams 6bl800 o mom, umo D3T okazvieaem
6IUAHUE Ha cmabunuzayuro nokazameneti ciyxa y oemeu ¢ MIIC, 6 6onvuieti cmenenu

3a cuém KOHayKWlMGHOZO KOMNOHeHmMdA mycoyxocmu.

4.1.3. lnnamMuka nokasaresjeil KapaAuoOpeCIUPATOPHOr0 MOHUTOPHUHTA

Bnuguaue nmutensHo npoBoauMor @3T Ha 0OCTPYKLMIO BEPXHUX JIBIXATEJIbHBIX
nyTeil ObUTIO OIlEHEHO Mo auHamuke mnokaszareneir KPM (Tabmuua 17) y 15 nereii ¢
MIIC (1 — ¢ MIIC IT/1, 12 — ¢ Tsxénoit hopmoit MIIC 1, 2 — ¢ nérkoit hpopmoit MIIC
1) [31]. Memmana mnpomomxurensHocTn @®3T Mexmy mnepBeiM U BTOphiM KPM
coctaBuiia 37 [23;48] mecsiieB, MUHUMYM — 4, MakcuMyM — 62 Mmecsita. /[Ba nmaiueHTa ¢
Tsokénoir popmoit MIIC Il ma moment nepsoro KPM ®3T He nosydanu: y 0JHOTO U3
Hux O3T Oblna HayaTta yepe3 7, y APYroro — depe3 8 MecAleB MOCIE MPOBEICHUS
neporo KPM; omnomy manuenty c tsokénoit gopmoit MIIC | mepseiit KPM 6bin
MPOBEJEH Mociie nepBoi uHGY3UM, JBOUM NanueHTam ¢ Tskéno popmoit MIIC Il —
nocie BTOpOH U TpeThel uHQY3unm uaypcyib@asbl COOTBETCTBEHHO. (OcCTalbHBIM
nanreHTaM nepsoiii KPM npoBoauics He MeHee yeM uepes 6 mecsueB ot Hayana P3T.
Kak mokazano B Tabmune 17, B nunamuke Ha ¢done D3T y 15 gereit ¢ MIIC
CTAaTUCTUYECKU 3HAYMMbIC W3MEHEHHMs TOKas3aTesle CpemHeit, mMuHuManbHOM SpO2,
AT, uHaekca paecaTypalid W MPOAOKUTETbHOCTH dmu30a0B SPO2 menee 90%
orcyrcTtBoBanu. Ha MmomeHT nepBoro KPM y Tpoux nmaumentoB MAIT cooTBeTCTBOBAN
HOpMaJbHbIM 3HaueHusM (<1), y mectu nanueHtoB umen mecto COAC nérkoi
crenenu (1<MAI'<S), y nBoux — COAC cpenneii crenenn (S<UAI'<10), y nBoux —

COAC Taxénoit crenienn (>10). Ha momenT BToporo KPM AT y 4eThIp€X maeHToB
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crernend, y 4eThIpEéX — COAC TsKENOU CTETEeHMU.

Taoauna 17. lunamuka noka3zareneit KPM y nereii ¢ MIIC (n=15) Ha ¢one ®3T

[Tokazarenn™ ITepseiit KPM Bropoii KPM® p
_ 70 [42;106] 114 [85;138]
Bospacr, mec (n=15) 30-177 59-196 <0,001
[MponomxurensHocTh 3T, Mec 8 [0;13] 44 [26;63] <0.001
(n=15) 0-21 4-70 ’
[TpogomKUTETHHOCTH CHA BO BPEeMs 412 [204;500] 406 [227;493] 0.865
KPM, mus (n=15) 32-522 91-533 ’
97,8 [96,5;98,5] 97,2 [95;98]
0, =
Cpenusisn SpO2, % (n=14) 92.3-99.1 90,1-99 0,1
90 [77;92] 90 [83;92]
0, =
Munumanstas SPO2, % (n=15) 56-07 60-96 1,0
[TpomomKuTeTsHOCTS 3130108 SPO2 01[0;2,7] 01[0;1,5] 0.879
<90%, % ot Bpemenu cHa (N=15) 0-24 0-24 ’
_ 31[1,3;7,7] 2,6 [0,9;13,5]
#
HAT (n=13) 0-54 0-54 0,507
_ 2[1,3;7,6] 2[1;13]
Wunekc necaryparuu (N=13) 0-105,7 0,3.58 0,675

[Ipumeuanne. *Mennana [MKP], MUH-Makc, *MHIeKC IIEHTpaTbHOTO alHO® HU y KOTO M3 MAIMEHTOB
e npesbiman 0,5 cobbiThii B yac; ¥1 manuenty ¢ nérkoit gopmoit MIIC |l B MHTepBae MEXTy JIBYMS
KPM O0bu1a mpoBeieHa aIcHOTOMHS.

Taxum obpazom, ONIUMENbHO npPoBOOUMAsL @3T  obecneuusaem
npedomepaujeHue/3amediieHue npospeccupyrouieit. 00CmMpyKyuu 8epXHUX OblXamelbHbiX
nymet u cmadbunuzayuio Gynxyuu ovixanus 8o cre y demeu ¢ MIIC (p=0,1 ons cpeoneti
Sp02, p=1,0 ora munumansroti SPO2, p=0,879 ora npoodorxcumenvHocmu 3NU30008
Sp02<90% 6 % om epemenu cHa, P=0,507 ona HAI, p=0,675 oOna unoexca

oecamypayuu) [31].

4.2. JInHAMHUKA COCTOSIHUSI BHYTPEHHUX OPraHoB Yy JieTel ¢
MYKONOJIMcAXapua03amMu Ha poHe pepMeHTO3aMeCTUTEIbHON Tepanuu
4.2.1. lmHaMuka nokasareJeii 3xoxkapauorpagumn
JInst yTOUHEeHMS BIUSHUS JUTENbHO TipoBoaumort M3T Ha cocTosiHME cepana y
neteit ¢ MIIC 6butn paccMmoTpensl nokaszarenu OxoKI' B nuHamuke Ha GoHE Tepanuu
(Tabmura 19). Ananus mokasain, uyro y aereir ¢ MIIC (n=45: 1 — ¢ MIIC IT', 2 — ¢ MIIC
[T/, 1 — ¢ MIIC I, 30 — ¢ tsxénoit popmoit MIIC 11, 8 — ¢ nérkoit hopmoit MIIC 1,

3 — ¢ MIIC VI) oTCyTCTBYIOT CTATUCTUYCCKH 3HAYMMbIC M3MEHEHUS PErypruTaiiy Ha
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KJIA, MK u TK, a takxe n3menenus Tonauabl MKIT u 3CJDK na dpone @3T, menuana
MPOIOIKUTEILHOCTH KOTOPOM MEXTY MEPBBIM U BTOPHIM 00CII€IOBAaHHEM COCTaBHIIA
32 [17;61] mecsma, MuaumMyM — 4, mMakcumym — 91 mecsan. OgHaKO TPOUCXOIMT

CTaTHCTUYECCKHU 3HAUMMOE HapacTaHue peryprutamuu Ha AoK (p=0,004) [33].

Ta6auma 19. Iunamuka nokasarteseit IXoKI' y nereii ¢ MIIC (n=45) na done

®3T

TMokasarem™ ITepBoe (r)]iZJISiHOBaHHe Bropoe (;]631156;:1013%1/16 0
Bospacr, mec 543[_31(33 1 1221 Eg 1252] <0,001
[Mpomomxurensaocth 3T, Mec 0 ([)(_)éo] 32 4[1%3 :;L61] <0,001
Perypruranus Ha AoK 0 ([)(.)4’1,1] . ([)(1’12] 0,004
Perypruranus na KJIA 0 ([)(_)il] 0 ([)(?:’LO] 0,339
Perypruranus nHa MK 1 ([):}42] 2 (5%42] 0,898
Perypruranus na TK 1 ([)(_)31] 0 (g(_)zl] 0,231
Z-score Tomuasl MOKIT® 1 E(i’1§52”3533] 0’7_80%’3312;;’856] 0,085
Z-score TommuHb 3CJIDK O’Og][:z%_si ;A?7’94] 0’222{,_008,-225, ;802’94] 0,453

[Tpumeuanue. *menuana [UIKP], Mun-makc; $n=41; 5 nanueHToB Ha MOMEHT NEPBOro 00CIIeIOBaHUS
nonydanu 3T, Mmennana npoAoKUTENbHOCTH — 2 [2;4] Mecsila, Menrana uateppaia g0 Havaina O3T
y 40 maruenTtoB — 3 [1;9] mecsina.

[Tokazatenu DxoKI' mo u Ha ¢pone ®3T y mampunukoB ¢ MIIC Il (n=35: 28 — ¢
Tsok&nol, 7 — ¢ nérkoi ¢popmoit MIIC 1), a Takke y MajdbuuKoB ¢ TOKENOH (hopmoi
MIIC Il (n=28) mnpencraBnensl B Tabmumax 20 m 21 coorBercTBeHHO. B rpymme
nanueHToB ¢ MIIC |1, Bkmrouaromeit gereit ¢ NErkod U TsHKEION hopMaMu, BBISBICHO
sHaunmoe (P=0,028) napactanue peryprutanuud Ha AoK, B TO Bpems Kak B TIpyIIe
ManbuukoB ¢ Tsokénon (opmoit MIIC Il usmenenuss peryprutammum Ha AoK He
JOCTUTAIN CTaTUCTUYECKOW 3HAUMMOCTH. B o00eux rpynmax OTMEYEHO 3HAuYMMOe
ymenbiienue tommmasl MOXKIT (p=0,028 u p=0,037 cooTBeTcTBEHHO). 3HAYMMBbIE
n3meHenus peryprurauuu Ha KJIA, MK u TK orcyTrcTBOBanu, mokasareib TOJIIMHBI

3CJIDK ocraBaics cTaOMIbHBIM.
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Ta6imma 20. /lmnamuka noka3areneit IxoKI' y nereid ¢ MIIC Il (n=35) na done

O3T
[NToka3zarenu* ﬂr?:?s#T Ha q)r?:;SCDBT Y
Bospacr, mec 49 4[_:?[57;58 3 11615?2 (;)%351] <0,001
[TponomxurensHocTh 3T, Mec 0 ([)(_)(;)O] 32 ‘[5;;164] <0,001
Peryprurtanus na AoK 0 ([)(_)211] . (g?f] 0,028
Peryprutanus na KJIA 0 ([)(_):’Ll] 0 g_)io] 0,287
Peryprutauus na MK 1 ([):_Lf] 2 E'f] 0,587
Perypruranus na TK 1 (g(_)gl] 0 ([)(_)21] 0,619
Z-score Tomunsl MOKITS 1_[3’54_55;’23'2] 0’5—60%32-2;,:;’856] 0,028
Z-score roauunel 3CJDK 0’0_91[;812,32(7)’8] 0’031[1)%_326, ;802’62] 0,896

[Tpumeuanue. *menuana [UKP], MmuH-makc; 8n=32; *menuana HWHTEpBaJia OT IEPBOr0 00CIICIOBAHUS 10

navaima ®3T — 3 [1;10] mecsa.

Tadumuuna 21. Iunamuka nokasaresed IxoKI' y gereit ¢ tskénoi popmoir ¢ MIIC

Il (n=28) na ¢pone ®3T

[Moxazatenn™ Iﬁ]O:(Z%ZT Ha q)nof;8®3T P
Bospact, mec 531[13_81;;' g 2] 1202:[L(?20}85 1] <0,001
IIponomxurensHocts P3T, mec 0 (g(_)(;)O] 32 4[1?3;163] <0,001
Perypruranus na AoK 0.5 8?211’5] ! ([)(_)42] 0,055
Peryprurtanus na KJIA 0 (g(_)ll] 0 ([)(_)11] 0,638
Perypruranus na MK 2 (5%42] 2 ([):}42] 0,472
Peryprurannsa na TK . [8:%,’5] . [8:;5] 0,861
Z-score Tommasr MOKITS 1’3_31%’_223’0] 0’7_80%532_?’%’856] 0,037
Z-score tommuasl 3CJIDK _0’981’[2;(225’2;71’0] 0’22:%_802’-227 ;802’78] 0,927

[pumeuanne. *menuana [MIKP], mun-maxc; 3n=25; “Menuana naTepBana ot mepBoro 06CieI0BaHMS 10

Hayana 3T — 3 [1;10] mecsa.

CpaBHUTENbHBIA aHAIW3 JUHAMUKK Tokazatened OxoKI y mnanueHToB ¢

cHHIpOMOM XaHTepa, HayaBIIMX IOJydaTh JieueHHe B Bo3pacte mo (n=18: 13 — ¢
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TskEnoi, 5 — ¢ nérkoit hopmoit MIIC 1) u mocne 60 mecsues (N=17: 15 — ¢ Tsoxénoii, 2

— ¢ nérkoit popmoit MIIC I1), npeacrasinen B Tabnwuie 22.

Tadoauna 22. Jlunamuka nokazarteseil IxoKI' y mauuento ¢ MIIC |1, nayaBmmx
noaydath @3T B Bozpacte 10 (N=18) u mocae (N=17) 60 mecsineB

Hauano ®3T Hauano ®3T
[Tokazarenu™ 1o 60 mec nociie 60 mec p
n=18** n=17***
Bospact mauama ®3T, mec 37 ([5?22149] 966[59_2:[% g 8] <0,001
[MponomxurensHocth 3T, Mec 34 4[:3’564] 32 A[fg Z’L44] 0,895
Perypruranus na AoK:
10 Hauana ®3T 0[0;0]& 11[0;2] 0,016
Ha pone 3T 0[0;1]* 1[1;2] 0,023
W3MCHCHHE 0[0;1] 0[0;1] 0,692
Peryprurtanus na KJIA:
1o Havaa ®3T 0 [0;1] 0[0;1] 0,704
Ha pone 3T 01[0;0] 01[0;1] 0,075
W3MEHECHHUE 0[-1;0] 0[-1;1] 0,33
Peryprurtanusa na MK:
1o Hagana ©3T 1[1;1] 2 [1;2] 0,075
Ha pone 3T 1,5[1;2] 2[1;2] 0,204
W3MEHECHHUE 0[0;1] 0[-1;1] 0,68
Perypruranus na TK:
no Hagana ©3T 0[0;1] 1 [0;1] 0,241
Ha poue 3T 0[0;1] 1[0;2] 0,007
W3MEHEHHUE 0[-1;0] 0[-1;1] 0,269
Z-score tommuabl MOKIT
no Hauajga ®3T 0,81 [0,27;1,29] 2,28 [0,84;4,0]" 0,02
Ha poue D3T 0,67 [0,33;1,37] 0,56 [-0,18;1,56]" 0,632
M3MEHEHHE —0,14 [-0,73;0,51]° —1,56 [-3,33;0,37]% 0,068
Z-score tommuael 3CJIDK
no Havana ®3T —-0,32 [-0,53;0,27] 0,09 [-0,24;2,12] 0,161
Ha ¢pone O3T —0,14 [-0,45,0,55] 0,31 [—0,25;0,62] 0,166
HU3MCHEHHUE 0,47 [—0,8;0,91] 0,08 [—1,29;0,55] 0,181

[Mpumeuanne. *menuana [MUKP] (MuH-Makc); **Menuana WHTepBajia OT MEPBOrO 0OCIECIOBaHHS 0
navana ®3T — 2 [0;3] mecsra; ***Mennana uHTEpBaIa OT epBOro oocnenoBanus 10 Hayaaa O3T — 9
[3;13] mecsnes; 4p=0,05; 1p=0,017; 5n=17; $¥n=16.

Cornacao manHeiM Tabmunel 22, no Havama U Ha ¢oHe DI3T crenenb
peryprutaunu Ha AoK y nereid ¢ MIIC |1, nauaBmmx nonyuyates ®@3T B Bo3pacTe mociie
60 wmecsueB, cratuctuyecku 3HauuMo (P=0,016 u p=0,023 COOTBETCTBEHHO)
IIPEBBIIIATIA TAKOBYIO y JAeTel, HadyaBmux nonyyats 3T B Bo3pacte 10 60 Mmecsies.
Crenens peryprutaiuu Ha TK Ha pone @3T y nereit ¢ MIIC I, nauaBmux nomyvarsb

®3T B BO3pacte mocie 60 MecsieB, Takke craructudecku 3Haunmo (P=0,007)
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MpeBbIlIaia TAKOBYIO y nieTel, HayaBmux noixydars @3T B Bo3pacte 1o 60 Mecsiues. Y
nanuenToB, HayaBmmx ®3T B Bo3pacte 10 60 MecsiieB, MPOU3OIIIO CTATUCTUYECKU
3HaunMoe yBenmdeHue peryprutanmmu Ha AoK (p=0,05). 3HaumMoro HapacTaHHS
peryprutaunu Ha KJIA, MK, TK B rpynne aereit, Hauapmux noixydatb 3T B Bo3pacte
10 60 mecdieB, a TakKe 3HAYMMOI'O HApACTaHUS PETyprUTAIlMM HA BCEX KIIamaHax
cepana y naereil, HauaBmmx noiaydatb ®P3T B Bo3pacte mocie 60 mecsieB, He
3aukcuposano [33]. ¥V mereit ¢ cuHapoMoM XaHTepa, HAYaBIIKMX JICUCHUE B BO3PACTE
nociie 60 mecsres, Ha Gone 3T MPoOU30NUIO CTATUCTUICCKUA 3HAYMMOE YMEHBIICHUE
tommuael MXKIT (p=0,017) [33]. [lauHblii hakT 0OYCIIOBICH HATMYUEM THIEPTPODUH
MXII no Hauvama sedeHus B JaHHou rpynmne jgered ¢ MIIC um yka3piBaeT Ha
cnocobHocTh @3T MpuBOAUTH K 00paTHOMY pa3BuTHIO oTioxeHui ['Al' B muokape. B
JVHAMHUKE OTCYTCTBOBAJIM 3HAUYMMbIE W3MEHEHUs mokazarens TtonmuHel 3CJDK B
IpyIIe IeTeN ¢ CHHAPOMOM XaHTepa, HadaBmux nonydats 3T B Bospacte nocie 60
MecsueB, a Takxe Toamuasl MOKIT u 3CJDK — B rpynne nereit ¢ cuaapomMom XaHTepa,
HayaBimx noixyyats 3T B BozpacTe 10 60 MecsIeB, YTO YKa3bIBAET HA CTAOMIIN3AINIO
TOJIIMHBI MHOKApJIa W COOTBETCTBEHHO Ha BO3MOXHOCTh D3T mnpenorBpamarh
OTJIOKEHHE MATOJIOTHYECKOTO CyOCcTpaTa B CEPACUHOMN MBIIIIIIE.

Taxum obpazom, Hecmompsi Ha npogooumyio D3T, npoucxooum Hapacmauue
peeypeumayuu na AoK 6 epynne nayuenmos ¢ pazuvimu munamu MIIC (p=0,004) [33],
6 0buell epynne nayueHmos ¢ pasiuuHoimu popmamu cunopoma Xaumepa (p=0,028), a
makoce y nayueHmos ¢ CUHOpomom Xanmepa, Hauasuiux namo2eHemuyecKoe leyeHue 8
sozpacme 00 60 mecayes (p=0,05), npu smom na KJ/IA, MK u TK 6 ykazannvix cpynnax
npoucxooum cmadunuzayus pecypeumayuu (p>0,05) [33]. V nayuenmos ¢ msocénoii
dopmou MIIC Il na pone DP3T ommeuena cmaburuzayus pecypeumayuu HA 6cCex
knananax cepoya (p>0,05). Ilpumenenue ®3T npeoomepawaem wnaxonnenue Al u
passeumue eunepmpoduu 6 muoxkapoe y nayuenmog c¢ MIIC. B obweii epynne
nayueHmos ¢ CUHOpoMom Xaumepa, a makdyice 6 cpynne oemei ¢ mANCENOU Popmou
cunopoma Xanmepa u y Maib4yuKog ¢ cuHOpomom Xawmepa, Hadasuux noaydams O3T

6 6o3pacme nocne 60 mecayes, npooemMoHCmpuposana 603moxcHocmos P3T npusooums
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K obpamnomy pazeumuio eunepmpoguu MIKII (p=0,028, p=0,037 u p=0,017

COOI’I’Z@QI’I’ZCWZ@@HHO).

4.2.2. JluHaMHuKa pa3MepoB MeYeHU U CeJIe3EHKU
Brmusane ®3T na nHakomienue ['Al' B medenn u cenesénke y aereit MIIC 6wuto0
OILICHEHO MO HAJIMYUIO WJIK OTCYTCTBHUIO T€MaTO- U CIUICHOMETalluu 1o AaHHbIM Y3U 1o
u Ha ¢oHe mmrenbHoil @3T. AHanu3 TUHAMUKHU pa3MEPOB MEUYEHU U CEIE3EHKH /10 U
Ha ¢ore D3T y 40 nereii ¢ MIIC (1 — ¢ MIIC IT', 1 — ¢ MIIC IT/11, 1 — ¢ MIIC I11I, 28
— ¢ 1okénoit popmoit MIIC I, 7 — ¢ nérkoir popmort MIIC Il, 2 — ¢ MIIC VI)

npezacTasiieH B Tabnuie 23.

Taboauna 23. AGCOIOTHbIE YACTOTHI MAPHBIX HAOIIOJEHUI HAJIUYNS/OTCYTCTBUS
renaro- u cisieHomerayun y aereii ¢ MIIC (n=40) no n Ha ¢pone ®3T
Ha done neyenus”

o neyenus OtcyTtcTBUHE TEnaTo-;
I'emaTo-; crieHOMETraTus
CIIJIEHOMET AU
I'enarto-; cruieHoMeraaus 22; 17 15*; 16**
OTCyTCTBHE TeAaTO-; CIUICHOMETAJTUU 3*; 0** 0;7

[pumeuanne. *memuana npopomxurensnocty ®3T — 32 [22;62] mecsaua, mun — 4, makc — 85

mecsiteB; *p=0,01 (kpurepuit MakHemapa xu-kBaapar B/C); **p<0,001 (kpurepuit MakHemapa xu-
kBazpar B/C).

W3 npencrabneHHbix qannabix (Tadnuna 23) cnenyert, uto y 15 u3 37 (41%) nereii
¢ MIIC, umeBmmx no0 Hadama @O3T remaromeranuio, oTMedanacbh HOPMAIM3ALUS
pa3MepoB MeueHu Ha (PoHe JieueHus, y 3 MalueHTOB ¢ OTCYTCTBUEM TenaToMerajiuu Ha
MOMEHT Hayajia TeparnuH ycTaHoBJeHO e mossiacHue Ha ¢one O3T (p=0,01). V 16 u3
33 (49%) nereit ¢ MIIC, umeBmux no0 Hadanma ®3T crreHoMeranuio, OTMedaaach
HOpMAaJIU3AIs Pa3MEpPOB CENE3EHKH, BO BPEMSs JICUCHHS] HU y KOTO U3 / TAIMEHTOB C
OTCYTCTBHEM CIUICHOMETAJIMM Ha MOMEHT Haudaja Tepalmuud HE HapoCId pa3Mepbl
cene3éHKH BbIlle HOpMaIbHBIX 3HadeHui (p<0,001).

Pe3ynbrarhl aHaim3a MMHAMHKA Pa3MEpPOB MEUYCHU W CEIC3EHKH 10 M Ha (oHE
®3T y 35 nereii ¢ MIIC Il (28 — ¢ Tsmxénoit hopmoit, 7 — ¢ nérkoit popmoit MIIC 1), a
Takke B rpynne 28 manbuukoB ¢ Tsokénoit popmoit MIIC Il mpencraBnens: B Tabmmirax

24 u 25 COOTBETCTBEHHO.
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Tabauna 24. AOCOIIOTHBIE YACTOTHI MAPHBIX HAOIIOAEHU HAJIMYMA/OTCYTCTBUS
renato- u ciiienomerajaun y aereid ¢ MIIC 11 (n=35) 1o u na ¢pone ®3T
Ha ¢one neyenns”

Jo neuenus OtcyTcTBHE Tenaro-,
I'emato-; cryteHOMeraaus
CIUICHOMET AJINU
Temmaro-; cruieHOMeraus 20; 16 12*; 15**
OTCyTCTBHE TeIAaTO-; CIUICHOMETATNU 3*: 0** 0:4

[Ipumeuanue. fMemmana npogomkutrensHoctn O3T — 32 [21;63] mecsma, mun — 4, makc — 85
mecsies; *p=0,039 (kpurepuiit MakHemapa xu-kBaapar B/C); **p<0,001 (kputepuit MakHemapa xu-
kBaapar B/C).

B cootBercTBHM ¢ maHHBIMA Tabmurer 24, v 12 u3 32 (38%) nereit ¢ MIIC I,
JEMOHCTpHpOBaBIIKX MO naHHBIM Y3UW 1o Havyama 3T remaromeranuio, pa3Mepbl
MEYCHN HOPMAJM30BAINCH, ¥ 3 MAIMEHTOB C OTCYTCTBHEM TeMaTOMETaINd Ha MOMEHT
Havaja Tepanuu otMmedeHo e€ mossieHue (P=0,039). V 15 u3 31 (48%) manuenrta c
MIIC Il, umeBmiero no Hadana ®3T cruieHOMeranuio, 3apUKCUPOBaHA HOPMaIU3aLUs
pa3MepoB CeNe3EHKH, HU Y KOTO M3 4 TMAIMeHTOB C OTCYTCTBHEM CIUICHOMETAIUU Ha

MOMEHT HaJaJia Teparuy He OTMeUalioch e€ pa3Butus Bo Bpems jeueHus (p<0,001).

Tadamnnma 25. AOCONITHBIE YACTOTHI MAPHBIX HAOJIIOAEHNH HAJUYHUA/OTCYTCTBUA
renaro- M CijieHoMerajuu y aereii ¢ Tsokénoi ¢opmoii MIIC Il (n=28) no u Ha
¢one O3T

Ha done neyenns”

Jlo nedyeHnus OtcyTcTBUE TENaTo-,
I'emaTo-; crieHOMETraTus
CIUICHOMET AJINU
I'emaTo-; crieHOMeTaInsg 17; 13 9*: 12**
OTCyTCTBUE TEAaTO-; CIUICHOMETAJTUU 2% 0** 0:3

[Ipumeuanue. Mennana npogomkutrensHocty O3T — 32 [23;62] mecsua, muH — 4, makc — 85
mecsiiie; *p=0,07 (xkputepuit MakHemapa xu-kBaapar B/C); **p=0,002 (xpurepuit MakHemapa xu-
kBazpar B/C).

Y 9 u3 26 (35%) nereii ¢ Tsokénol dopmoii cunapoMa Xantepa (Tabmura 25),
uMeBIIMX g0 Havaiga 3T remaToMeranunio, OTMEYalach HOpMaJM3allMs pPa3MepOB
IICYEHH, y 2 MalMEeHTOB C OTCYTCTBHEM TI€laTOMErajnM Ha MOMEHT Haydaja TepaIuu
pa3Mmepsl meyeHn Hapociu Ha (one snedenus (P=0,07). V 12 u3 25 (48%) nmereit ¢
HaJIMureM cruieHoMeranuu 10 Hadana @3T pa3mepsl celle3€HKH HOPMaIU30BalMCh Ha
¢doHe TeUeHns1, HA Yy KOro U3 3 MalMEeHTOB C OTCYTCTBHEM CIUICHOMETaIHH Ha MOMEHT

HayaJla TEpaluy pPa3Mepbl CEIE3EHKM HE HApOCIW BbBINIE HOPMAIBHBIX 3HAYCHUU

(p=0,002).
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Takum obpasom, moducHo coenamsv 81600 0 nonoxcumenvrHom erusnuu P33T na
HOPMAIU3AYUI0 pasmepos neyeHu u cene3énku y demei ¢ pasiuunvimu munamu MIIC
(p=0,010 u p<0,001 coomeemcmeenno)|[33] u y oemei ¢ MIIC 11 (p=0,039 u p<0,001
coomeemcmeenno). Y demeti ¢ maxcénou gopmou MIIC || nokaszano 3nauumoe enrusinue
@D3T na nopmanuzayuio pasmepos cenesénxku (p=0,002), oomaxo nonosxxcumenvnas

OUHAMUKA pazmMepos nevenu He oocmuena cmamucmudeckou snauumocmu (P=0,07).

4.3. JlunaMuKa J1abopaTOPHBIX NMOKa3aTesiei y JeTeil ¢ MyKONoJIucaxapuao3amMmu
Ha (poHe hepMeHTO3aMeCTUTEILHON Tepanuu
4.3.1. luHaMHuKAa IKCKPeNHH INTHK03aMHUHOTJIMKAHOB ¢ MOY0ii

Cnocobnocte @3T yMmensmaTh KoaudecTBO ['Al' B TKaHSX M OpraHax JeTeu ¢
MIIC Obl1a KOCBEHHO OIICHEHA MO M3MEHEHUIO KOJIMYeCTBEHHOW 3Kckperuu ['Al ¢
MOYOU Ha (JOHE PEryJISIPHOTO BBEJACHUS PEKOMOMHAHTHBIX pepMeHTOB. CTaTUCTUYECKU
snaunmMoe (p<0,001) ymenbIeHne mokasatens skckperu Al BeisgBIIeHO B rpymme 33
nereit ¢ MIIC (2 — ¢ MIIC IT°, 1 — ¢ MIIC IT/II, 1 — ¢ MIIC 11, 20 — ¢ Tsokénoi
dopmoit MIIC I, 6 — ¢ nérkoit popmoii MIIC I, 3 — ¢ MIIC VI) na ¢one P3T,
MEJIMaHa NPOJOJLKUTENBHOCTH KOTOPOM MEXAY TMEPBbIM M BTOPHIM aHAJIU30M
cocraBuiaa 27 [12;44] mecsueB (Tabmuma 26 m PucyHok 7). Menuana mokaszaTens
camkeHust ['Al" Mmoun (pa3uuiibl mokazatens Al Mmexxy IepBbIM B BTOPBIM aHAJIM30M)
coorBeTcTBOBasIa 345 [146;522] % mnpeBbIlIeHUs BEpXHEW TpaHUIbl BO3PACTHOMU
HopMbl. Hopmanuzauus nokazarens I'Al" ormeuena mumib y 12 u3 33 (36%) nanueHToB:

1 — ¢ MIIC I, 6 — ¢ Tsxénoit popmoii MIIC 11, 5 — ¢ nérkoit popmoit MIIC 1 [33].

Ta6auna 26. /lunamuxa sxckpennn I'AT y nereii ¢ MIIC (n=33) na ¢one ®3T

[Tokazarenn™ HepBHI;I Bropoit p
aHaIu3 aHaJIM3
57 [30;95] 119 [63;136]
Bo3spacr, mec 6-192 13-208 <0,001
0 [0;0] 27 [14;44]
[Mpomomxurensaocth 3T, Mec 0-6 1-90 <0,001
[MTokazarens I'AT” moun, % npessiienns | 376 [172;791] 54 [0;133]
. . <0,001
BEPXHE I'PaHUIBl BO3PACTHON HOPMBI 21-1989 0-440
[Tpumeuanne. *memuana [MIKP], mua-Makc; y 8 malmeHTOB TepBBIi aHANM3 MOYH OBIT B3AT MOCIHE
Hauvana O3T: y 4 nereit ¢ MIIC Il — mocne 1 undysun uaypcynsdaspl, y Apyrux 4 naueHToB Mocie

1, 3, 5 u 6 mecsueB @3T cOOTBETCTBEHHO.
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cuaapomoM Xantepa (N=19: 15 — ¢ Tsokénont dopmori, 4 — ¢ nérkori dopmoii) u

U30JIMPOBAaHHO B rpymme jaereit ¢ Tsokénoit ¢popmoit MIIC Il (n=15) npexncrasieHa B

© Bbibpochkl
* KpaiHue Toukn

Pucynok 7. lnnamuka 3xckpenun I'AT' y nereii ¢ MIIC (n=33) na ¢pone ®3T

Tabnunax 27 u 28 u Ha Pucynkax 8 1 9 COOTBETCTBEHHO.

Ta6auna 27. {unamuka sxckpennu FAT y nereii ¢ MIIC 11 (n=19) na ¢pone ®@3T

Iokazarenu* Jlo ®3T Ha done ®3T* p
42 [30;70] 94 [60;138]

Bospact, mec 10-139 99-208 <0,001

IMTokazarens I'Al" Mmouwn, % npeBbimenns | 425 [253;791] 38 [0;150] <0.001

BEPXHEH IpaHUIIBl BO3PACTHON HOPMBI 109-1989 0-440 ’

[pumeuanve. *memuana [MKP], mun-makc; *Menmana mpomomkurtensHoctn ®3T — 27 [14;61]

Mecs1eB, MUH — 4, Makc — 75 MecsIIeB.
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Pucynok 8. JlInnamuka 3xckpeuun I'AT' y nereii ¢ MIIC 11 (n=19) na done ®3T




Taoaunma 28. Jlunamuka sxckpenuu I'AI' y nereii ¢ Tsekénoi ¢popmoii MIIC |1

(n=15) na ¢one ®@3T
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[TokazaTenu* o ®3T Ha ¢one ®3T* p
48 [30;76] 94 [63;166]

Bospact, mec 10-139 99-208 0,001

[Mokazatens I'Al" mouwn, % npeBbimenns | 470 [272;791] 100 [0;159] 0.002

BEPXHEH IrpaHUIIbl BO3PACTHON HOPMBI 109-1989 0-440 ’

[pumeuanue. *mequana [MKP], mun-makc; “menuana nponomxkutensuoctu ®3T — 27 [21;61]
Mecs1eB, MUH — 4, Makc — 65 MecsIeB.
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Pucynok 9. Jlunamuka sxckpenun I'AL y nereii ¢ Ttsaxénoi ¢opmoit MIIC Il
(n=15) na pone ®@3T
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ITokazaHo, 4TO y A€TEN ¢ CHHAPOMOM XaHTEpPaA, a TAKKE U30JMPOBAHHO B TPYIIIIE

nereit ¢ Tokénoi  Qopmoit cunmpoma Xantepa Ha Qoue D3T, wmenuana
MPOAOJKUTENBHOCTH  KOTOpol coctaBwia 27 [14;61] w27 [21;61] wmecdes
COOTBETCTBCHHO, TMPOUCXOAUT CcTaTUCTHYeckn 3Haummoe (P<0,001 wu p=0,002

COOTBETCTBEHHO) CHIDKCHHE YpoBHs dKcKperuu ['Al'. Mennana cHMKEHUS TTOKa3aTes
['AT" moum (pa3uuiisl mokazatesst I'Al” mepBoro u Broporo ananuza) y nereit ¢ MIIC I
coctaBuia 345 [220;786] %, y nereii ¢ tsoxénoit hopmoit MIIC Il — 357 [266;786] %
BEPXHEH rpaHUIlbl BO3pACTHOM HOpMBIL. [Ipy 3TOM HOpManm3aius mokasarens Ha (hoHe
®3T ormeuena y 7 uz 19 (37%) nanuentos B oomieit rpynmne MIIC |l uy 4 u3 15 (27%)
naueHToB ¢ Tsokénoit popmoit MIIC 1.

CpaBHUTENBHBIA aHANW3 JUHAMUKW BblaeneHus ['Al' ¢ MOYOH y MajJbUUKOB C
MIIC I, nagapmux ®3T B Bo3pacte a0 (N=11: 8 — ¢ TswKENOI Popmoit, 3 — ¢ JErkoit
dopmoii MIIC 1) u mocne 60 mecsteB (N=8: 7 — ¢ Tswxénoit dopmoii, 1 — ¢ nérkoit

dbopmoit MIIC Il), mpencrasnen B Tabnuie 29 u Ha Pucynke 10.
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Taoauna 29. lunamuka 3xckpeunu I'AIL' y geteii ¢ MIIC |1, HauaBmux nmoayyarb
@3T B Bo3pacte A0 (N=11) n mocae (N=8) 60 mecsien

Hauano ®3T
[TokazaTenu* Ho 60 mec [Tocne 60 mec p
n=11 n=8
Bo3spact nauana ®3T, mec 3615?_85;30] 996[573;;'3 9 0,001
[TponomxurensHocTs 3T, Mec 21 4[_87’56 4] 29 Egé41] 1,0
ITokazarens I'AI" Mmoun no Hayana 3T, % . .
MIPEBBIICHUS BEPXHEH rpaHUIIbI B03paCTH(())I7[ 39?£S?fg’ggl]§ 44815269?_5_99533]% 0,934
HOPMBI
o

EOK&S&TGJ‘IB I'Ar MOYH Ha ¢done O3T, % § 94 [0;146]¢ 22 [0;203]¢ 0837

PEBBIIICHUS] BEPXHEH TPaHUIIBI BO3PACTHOM 0-163 0-440 ,
HOpMEI ¥
Cumxenue mokasarens Al moun (pa3Huia 345 [220;760] 352 [206;827] 0.967
nokasarens ['Al” iepBoro u BTOPOro aHajimsa) 90-1858 —304-1193 ’

[pumeuanue. *memuana [UKP], Mun-makc; *gepes ykasaHHBIH 11 MOKA3aTeNs «IPOAOIIKUTENBHOCT
®3T» nepuo; §p:0,003, §§p=0,05.
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% npeBbileHUA 3HauyeHuem AT BepxHei rpaHULblI BO3pacTHON
HOpMBbI

Pucynok 10. Inunamuka s3xckpeunu IAI' y nereii ¢ MIIC |1, HayaBmux nmosy4arb
®3T B Bo3pacte 10 (N=11) u mocse (N=8) 60 mecsiuen

VY CTaHOBIEHO, YTO Y J€Tel ¢ CUHIPOMOM XaHTepa, HauaBmux noiaydats O3T B
BO3pacte 10 60 MecsueB, U y IeTel ¢ CUHAPOMOM XaHTepa, HauaBmux nojyyat O3T
B Bo3pacTe mociie 60 mecsieB, Ha Gpore 3T MPOMCXOAUT CTATUCTHUCCKH 3HAYMMOE
(p=0,003 u p=0,05 COOTBETCTBEHHO) CHHXXCHHE OSKCKPELIHH IaTOJOTHYECKOIrO
cyoctpara [33]. Hopmanu3zanus nokasareneit Boifesienns ['AlT ¢ Mouoii, ogHako, nmena
Mecto Juib y 4 u3 11 (36%) nanmenrtos, HayaBmmx @3T B Bo3pacte 10 60 Mecs1es, u

y 3 u3 8 (38%) nauuenTon, HayaBmux O3T B Bo3pacte nociie 60 MecsAieB KU3HHU.
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Takum obpasom, @3T oxaszvieaem 3HAUUMOE GIUSAHUE HA CHUNCEHUE IKCKpeyuu
T'AI’ y oemeti ¢ paznuunvimu munamu MIIC (p<0,001), 6 mom uucne y nayuenmos c
MIIC 1l (p<0,001), ¢ msocénoit popmoii cunopoma Xanmepa (p=0,002) u y nayuenmos
¢ cunopomom Xammepa, nauasuux DP3T ¢ 6ospacme 0o u nocie 5 aem (P=0,003 u

pP=0,05 coomeemcmeaenno).

4.3.2. JlunaMuKa APyrux jJJabopaTopHbIX nMoKka3areJiei
C yu€roM pe3ynabTaTOB  aHANW3a, MPOJEMOHCTPUPOBABIIEIO  HAJIUYWE
rUnepTpaHCaMUHA3eMHUHM Y TIallMEHTOB C HAKOIUICHHWEM TremnapaHcyibdara, ObLIO
npoBesieHo uccieaoBanue auHamuku nokazareneid AJIT, ACT no u Ha done ®3T y
nanueHaToB ¢ MIIC (n=50: 7 — ¢ MIIC II', 3 — ¢ MIIC II'/III, 1 — ¢ MIIC I, 39 — ¢

MIIC Il). Pe3ynbrate! anau3a npeacTasiensl B Taomume 30.

Taoauna 30. AGCOIIOTHBIE YACTOTHI MAPHBIX HAOIIOEHUI HAJTUYUSA/OTCYTCTBUS
runeprpancamurazemun y aereii ¢ MIIC (n=50) no n Ha ¢pone ®3T
Ha ¢one neuenns

Jlo neyeHus ) HopmanwHoe 3HaueHue
Ilosemmenue AJIT; ACT AJIT; ACT
IToseiienue AJIT; ACT 4: 4 20%; 22**
Hopwmanbnoe 3nauenne AJIT; ACT 0*; 2** 26; 22

[MTpumeuanne.*p<0,001 (kputepuit MakHemapa xu-kBagpat B/C); **p<0,001 (kputepuit MakHemapa
xu-kBajpar B/C).

Kak Bumno u3 mpexacrtasieHHbix B Tabmuie 30 ganubix, 3T cratucTudecku
3HauUMMO Biusiaa Ha HopManu3anuio nokasarenedt AJIT u ACT y pereit ¢ MIIC | u |l
tunoB (p<0,001 ams oboux mokasareseit). Y Tpoux mamueHToB (1 — ¢ MIIC IT°, 1 —
MIIC II'/11, 1 — ¢ MIIC 1l), nemonctpupoBaBmux A0 Hauyasa O3T noBbilIeHUE
TpaHCaMWHAa3 U paclIMpeHue BeH neudeHu, Ha ¢oHe D3T oTMmedanach HOpMaIM3aIUs
pa3Mmepa Neuy€HOYHBIX BEH M MoKa3aTelneit Tpancamunas [33].

C yuéroM paHee TIPEACTABICHHBIX JaHHBIX, CBHUICTEILCTBYIOIIUX O
BCTpeyaeMocT TpomoOomurtoniennn y gereit ¢ MIIC, compoBoxmarommmucs
HAKOIUICHUEM TenapaHcyibdara, aHallu3 JUHAMUKHI MOoKa3aTessi TPOMOOIIMTOB 0 U Ha
¢done O3T Obu1 ipoBené y narpentoB ¢ MIIC 1 u 1l (n=46: 5 — ¢ MIIC IT", 1 — ¢ MIIC
IT/I, 1 — ¢ MIIC I, 39 — ¢ MIIC Il). Cratuctuuecku 3Haunmoro Biusaus O3T Ha

YPOBEHb TPOMOOIIMTOB B KPOBU HE ObUIO OTMEUEHO. TpoMOOLUTONEHUS 10 U Ha (PoHe
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®3T umena Mecto y 2 nereid, HOpMajbHbIE MOKa3aTed TPOMOOIIMTOB O U Ha (hoHE
®3T — y 37 nanueHToB, HOpMalu3alus ypoBHA TpomOouutoB Ha (Goue O3T — y 4
netel, BriepBbie BeisiBIeHHAS Ha (oHe D3T TpombormroneHus — y 3 marmenTos (p=1,0,

kputepuii MakHemapa xu-kBaapat B/C).

4.4. CsizaHHble ¢ UHPY3usiMU pepMEeHTO3aMeCTUTEIbHOM Tepanuu
HesKeJlaTeJIbHbIE SIBJICHUSI Y JIeTell ¢ MyKONOJIHCAXapUa03aMH

YacTtoTa pa3BUTHS U XapaKTCPUCTUKH HEXKEIIATEITbHBIX SIBJICHUH, CBSI3aHHBIX C
uHpysusmu O3T, y mereir ¢ MIIC I, Il uw VI (n=64: 9 — ¢ MIIC IT', 1 — ¢
Helipononatnyeckum tedeHuem MIIC IT7/IL, 3 — ¢ HeHeHpOHONATUYECKUM TE€YEHUEM
MIIC ITY/I, 1 — ¢ MIIC I, 37 — ¢ uetiporomatuueckoir popmoit MIIC II, 8 — ¢
HeHelpononartuyeckon dopmoit MIIC Il, 5 — ¢ MIIC VI) u y nanuentoB ¢ MIIC Il B
3aBUCUMOCTH OT BO3pacTa Hadaja Tepalmud W TUNA TeUeHUs 3a00JeBaHUS
npeacTaBiieHbl B Tadaumax 31 u 32 COOTBETCTBEHHO.

CasizanHble ¢ MH(DY3UsIMU HEXKeNaTeNbHbIE SBIEHUS OTMedaiuch y 37 u3z 64
(58%) nanumentoB, mnoaydaBmmx P33T naponmpazol, wuaypcyibdazoil  wiu
rancyinbdazoni. Cpenu mnanueHToB ¢ MIIC | wactora HexenaTeabHBIX SBIICHHM,
CBs3aHHBIX ¢ WHQY3mssmMu, coctaBmia 21% (3/14), cpenn manumerToB ¢ MIIC 1l — 69%
(31/45), cpenn mamumentoB ¢ MIIC VI — 60% (3/5). Hecmotpsi Ha mpeBblllieHUE
YaCTOTOM HEXKEJIATENbHBIX SIBJICHUM Yy JETEH C Pa3JIUYHBIMU HEMPOHONATUYECKUMU
MIIC (62%) u y nereii ¢ Tsxé€noit popmoit MIIC Il (73%) aHanornyHbeIX mokazarenein
y nered ¢ pasnuuHbiMu HeHelpoHonatuueckumu MIIC (47%) u y nereit ¢ nérkou
dbopmoit MIIC Il (50%) COOTBETCTBEHHO, pa3auyusi HE JOCTUTAIM CTATUCTUYECKOU
3HAYMMOCTH. 3HAYMMOW Pa3HUIBI B YacCTOTE HEXKEJIATEIbHBIX SBICHHA HE OBLIO U
Mexay naupeHtamu ¢ MIIC |l, HauaBmmmu Tepamnuio B Bo3pacte 10 W mocie 60

MCECAIICB.



Ta6auna 31. HexenartesibHbIe siBJIeHUs], cBsi3aHHbIe ¢ nHPYy3usavmu 3T, y nereii ¢ MIIC |, 11 u VI (n=64

HesxenaTenbHble IBJICHUS, CBA3aHHEIC C MIIC LILVI MIIC | MIIC 1l MIIC VI Hetiponomarnueckue | HenelipoHomaruueckue
uHDY3UIMU (n=64) (n=14) (n=45) (n=5) MIIC (n=47) MIIC (n=17)
Bce HexenaTenbHbIe SIBICHUS 37/64 (58%) | 3/14 (21%)* | 31/45 (69%)* | 3/5 (60%) 29/47 (62%)* 8/17 (47%)*
Cynoporu 5/64 (8%) 1/14 (7%) 4/45 (9%) - 5/47 (11%) -
Tpemop 3/64 (5%) - 3/45 (71%) - 3/47 (6%) -
Bo30yxienue, 6ecroKoiHOe MOBEICHHE 6/64 (9%) - 6/45 (13%) - 5/47 (11%) 1/17 (6%)
I[ToBbiienue AJl 5/64 (8%) 1/14 (7%) 4/45 (9%) - 4/47 (9%) 1/17 (6%)
Taxukapaust 2/64 (3%) - 2/45 (4%) - 2147 (4%) -
IToBEIIIEHHE TEMIIEPATYPHI TEIA 19/64(30%) 1/14 (7%) 15/45 (33%) 3/5 (60%) 13/47 (28%) 6/17 (35%)
O3H00 4164 (6%) - 4/45 (9%) - 4/47 (9%) -
Bponxocnasm 4/64 (6%) 1/14 (7%) 3/45 (7%) - 4/47 (9%) -
Karrenn 2/64 (3%) - 2145 (4%) - 2147 (4%) -
OipimKa 5/64 (8%) - 5/45 (11%) - 5/47 (11%) -
Taxumuon 1/64 (2%) - 1/45 (2%) - 1/47 (2%) -
Oték smna 6/64 (9%) 1/14 (7%) 5/45 (11%) - 4/47 (9%) 2/17 (12%)
I'unepemMus nuia 8/64 (13%) - 8/45 (18%) - 7147 (15%) 1/17 (6%)
OnHeMeHue sI3bIKa 1/64 (2%) - 1/45 (2%) - - 1/17 (6%)
KOHBIOHKTUBUT 3/64 (5%) 1/14 (7%) 2145 (4%) - 2147 (4%) 1/17 (6%)
KpanuBuuiia 6/64 (9%) - 6/45 (13%) - 6/47 (13%) -
Chllb 15/64 (23%) - 15/45 (33%) - 14/47 (30%) 1/17 (6%)
KosxHblii 3y11 4/64 (6%) - 4/45 (9%) - 3/47 (6%) 1/17 (6%)
Boitb B )kHBOTE 1/64 (2%) - 1/45 (2%) - 1/47 (2%) -
PBota 1/64 (2%) - 1/45 (2%) - 1/47 (2%) -
Jnapest 2/64 (3%) - 2145 (4%) - 2147 (4%) -

[pumeuanue. “p=0,005 (metox Merca xu-kBaapar); *p=0,447 (metox Merca xu-kBaapar).
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Tab6auna 32. HexesaTeJbHble siBJeHNs, CBsI3aHHbIe ¢ HHY3usiMu uaypcyabdassl, y aereii ¢ MIIC 11 (n=45)

Helipononaruueckas

Henelipononaruyeckas

E;g(;;‘[;;;];thle SIBIICHMS, CBSI3aHHEBIC C (bopma MIIC |1 (bopma MIIC || Haugamo ?1?13:"1; 530 60 mec Haqanhi)ezbgr;l“:lzig)cne 60
(n=37) (n=8)
Bce HexenaTenbHbIe SIBICHUS 27137 (73%)* 4/8 (50%)* 16/20 (80%)* 15/25 (60%)*
Cynoporu 4/37 (11%) - 2/20 (10%) 2/25 (8%)
Tpemop 3/37 (8%) - 2/20 (10%) 1/25 (4%)
Bo30yskieHue, 0ECIOKOMHOE MOBEICHHE 5/37 (14%) 1/8 (13%) 4/20 (20%) 2/25 (8%)
IToBeimenue AJl, 4/37 (11%) - 2/20 (10%) 2/25 (8%)
Taxukapaus 2/37 (5%) - 2/20 (10%) -
[ToBbIlIeHHE TEMIIEPATYPHI TeIa 12/37 (32%) 3/8 (38%) 6/20 (30%) 9/25 (36%)
O3H00 4/37 (11%) - 3/20 (15%) 1/25 (4%)
Bponxocnasm 3/37 (8%) - 2/20 (10%) 1/25 (4%)
Karuenn 2/37 (5%) - 2/20 (10%) -
Oipiiika 5/37 (14%) - 3/20 (15%) 2/25 (8%)
Taxumnuon 1/37 (3%) - 1/20 (5%) -
Oték nuia 4/37 (11%) 1/8 (13%) 4/20 (20%) 1/25 (4%)
I'unepemus uia 7/37 (19%) 1/8 (13%) 6/20 (30%) 2125 (8%)
OneMeHue si3bIKa - 1/8 (13%) 1/20 (5%) -
KOHBIOHKTHBUT 2/37 (5%) - 2/20 (10%) -
KpanuBuuiia 6/37 (16%) - 3/20 (15%) 3/25 (12%)
Chlltb 14/37 (38%) 1/8 (13%) 9/20 (45%) 6/25 (24%)
KosxHblit 3y1 3/37 (8%) 1/8 (13%) 2/20 (10%) 2/25 (8%)
Boub B xkuBOTE 1/37 (3%) - -

1/25 (4%)

PBota

1/37 (3%)

1/20 (5%)

Huapes

2/37 (5%)

2/20 (10%)

[Mpumeuanne. *p=0,232 (Tounblit KpuTepuit Oumepa, IBYCTOPOHHHIA TECT);
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#p=0,264 (meton Merca xu-kBazmpar).
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Kak ykazano B Tabmumax 31 u 32, peakuuu co ctoponsl [IHC (Bo3OyxaeHue,
CYJIOpPOTH, TPEMOP), CEPACUHO-COCYTUCTON cucTeMbl (moBbiienue AJl, Taxukapaus),
IbIXaTeNbHOM  cuctembl  (OpoHXOocma3M,  Kallelb,  OJBIINIKA,  TaXWITHOD),
MUIIEBAPUTENBHON CUCTEMBI (PBOTA, Uapesi, 00JIb B )KMBOTE) BCTPEUATIUCH B OCHOBHOM
y mnamueHtoB ¢ Helpononatuueckumu (popmamu MIIC. CoBokymHas wyacToTa
BCcTpeuaeMocTu peakuuii co ctoponsl IHC w/unm BHYTpEHHUX OpraHOB B TpyIIax
JeTeld ¢ HeupoHomarndyeckuMu U HeHelpoHonatmyeckumu MIIC cocrtaBuna 40%
(19/47) u 12% (2/17) cootBerctBernno (p=0,064, Meton Merca xu-kBaapar), B IpyImax
JeTell ¢ HellpoHomaTH4eckoW W HeHeponomatuueckoit dopmamu MIIC 11 — 46%
(17/37) m 13% (1/8) coorBerctBenHo (P=0,119, TtouHbli KpuTepuii dwuiiepa,
NBYCTOpOHHUI TecT). [loBbIIeHHEe TemMmepaTypsl Telda U aIEPrUYECKUe PEaklnh CO
CTOPOHBI KOXH, HOJKOXHO-XUPOBOM KIETYAaTKH, CIHU3UCTBIX 000J0ueK (OTEK,
TUIIEPEMHUS JIMLA, OHEMEHHE S3bIKa, KOHBIOHKTUBHUT, ChIllb, KOXKHBINA 3yJ) UMEIU MECTO
KaKk y TamueHTtoB ¢ HeillpoHomatmyeckumu MIIC, Tak w y TalHMEeHTOB C
HeHelpoHonatnueckumu MIIC.

Cnenyer oTMETHTh, 4TO mpoaokurenbHocTs @O3T, Ha QoHe KoTOpOH
aHATM3UPOBAIUCH HEXENaTeIbHbIC SIBJICHUS, CBSI3aHHBIC ¢ MH(Y3UaAMH, Obl1a MeHee 1
Mecana y yetblpéx nanueHToB (1 — ¢ MIIC IT', 1 — ¢ MIIC ITV/I, 2 — ¢ Taxénoi
dbopmoit MIIC Il), 4T0 BO3MOXKHO MPUBEIIO K HETOOIIEHKE UX YaCTOTHI.

VY 37 nanuentoB, 35 u3 kortopeix nonydanu O3T Gonee 3 MecsieB K MOMEHTY
3aBEpILICHUSA HCCIEAOBaHUs, OBUIM OLEHEHbl CpPOKH MEPBUYHOTO BO3HUKHOBEHUS
HEXEJIaTeNbHbIX SBICHUM, CB3aHHBIX ¢ WHOYy3usamu (Pucynok 11). ¥V 26 (19 — ¢
Tsokénoit popmoit MIIC 1l, 4 — ¢ n€rkoit gopmoit MIIC Il, 3 — ¢ MIIC VI) u3z 37
(70,3%) manuMeHTOB HEKeNaTeldbHbIE SIBJIICHUS BIIEPBbIE BO3HUKAIM BO BpeMs [-To
Mmecsia tepanuu, y 3 (C tsoxénoit ¢popmoit MIIC 1) u3 37 (8,1%) — Bo Bpemst 2-To
Mmecsaua Tepanuu, y 2 (1 — ¢ MIIC IT, 1 — ¢ msoxénoit popmoit MIIC 1) uz 37 (5,4%) —
BO Bpemsa 3-ro mecsiua Tepanuu. Y 6 uz 37 (16,2%) manueHTOB HeXelaTelbHbIe
SIBJICHUS, CBSI3aHHbIE ¢ NH(Y3UsIMHU, BIIEPBbIE BOZHUKAIIN MOCIIE 3-TO Mecslla Teparnuu: y
1 marmenta ¢ MIIC IT" — Bo Bpems 24-ro mecsitia gedyenust, y 1 gesouku ¢ MIIC IT'/II —

BO Bpemsi 14-ro mecsna tepanuu, y 4 manbuukoB ¢ Tsokénon dopmort MIIC Il — Bo
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Bpemsi 4-ro, 7-ro, 13-ro m 20-ro MecsueB JIEUEHUS COOTBETCTBEHHO. Y 1 u3z 26
MAIMEHTOB, UCTIBITHIBAIOIINX HEXKEIaTEIbHbIC sIBJICHUA B NepBbii Mecal 3T, peakuus

OoTMeYajach Ha MIEPBYIO mociie 17-MecsqyHoro nepepriBa HHPY3HUIO.

nocne 3 mecsies ®3T; 16,2%

3-71 mecsiy O3T; 5,4%

2-it mecsiy 3T, 8,1%

1-i1 mecsy @3T; 70,3%

Pucynok 11. Cpoxu pa3BuTHSl BIiepBble BOSHMKIIMX HeXKeJIaTeJIbHbIX SIBJICHUM,
cBsi3aHHbIX ¢ HHPY3usavu O3T, y gereii ¢ pazanynbivu Tunavmu MIIC (n=37)

HexenarenbHble sIBIEHUS, CBSI3aHHBIEC C BBEJICHUEM Mpenapara, BOSHUKAIIN JIUIIIb
OJTHOKpPATHO M HE OBTOPSUIMCH 3a nepuo HadmoaeHus y 13 u3 37 (35%) nauuentos (1
— ¢ MIIC IT', 10 — ¢ mspxénoit hopmoiit MIIC I, 2 — ¢ MIIC V1), y 24 (65%) nanueHToB
(1 —c MIIC IT', 1 — ¢ MIIC IT/I, 17 — ¢ Taxénoii popmoit MIIC Il, 4 — ¢ nérkoii
dopmoii MIIC 11, 1 — ¢ MIIC VI) HexenarenbHbIe SBJICHNS BOZHUKAIN BO BPeMs JIBYX
u 6osee undy3uit. Y 31 (2 — ¢ MIIC IT', 1 — ¢ MIIC I/, 21 — ¢ Tsxénoit popmoit
MIIC Il, 4 — ¢ nérkoii popmoit MHC IlI, 3 — ¢ MIIC VI) u3 35 (89%) manmeHToB,
nonyyaBmmx ®O3T B Teuenue 3 u OoJjiee MECANEB U HUCIBITHIBABIINX PEAKIIUU,
CBA3aHHbIE C MHQPY3USIMH, K MOMEHTY TMOCJEAHEro HaOJIOJAEHUs MEPHOL
HEOCJI0)KHEHHOTO BBEICHUS MpEnapaToB MPEeBhIIIAN 3 Mecsila, MeIraHa cocTasisuia 29
[17;57] mecsiueB, MUHUMYM — D, MakcUMyM — 79 mecaieB. Tpu nanueHTta ¢ TxENOn
dbopmoit MIIC I, monyuapmmx ®3T B Teuenue 5, 32 u 46 Mecs1eB COOTBETCTBEHHO,
MPOJIOJDKATM UCTIBITBIBATh PEAKIHMH, CBA3aHHbIE ¢ HHOYy3usMu. OAWH TAlMEHT C
Tsokénoit popmoit MIIC |l Ob11 BRIHYXAEH IBaXKbl IPEPBATH JICUEHUE U3-3a PEAKIIHA,
CBSI3aHHBIX C BBEJICHUEM UYyPCYJIb(asbl.

Takum o6pazom, nepsoiit Mecsir 3T sBisieTcss Hanboaee HeOE30NMaCHBIM B TUTAHE

INCPBUYHOI0 BO3HHUKHOBCHHUS HCKCIATCIIbHBIX HBH@HI/Iﬁ, n B )IaHHBIﬁ Inepuona
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HEOOX0aUMO O0O0ecleunTh TUIAaTebHOE HAOJIOIEHUE 3a MalUeHTaMu U CTpPOrui
KOHTPOJIb 3a MEIMKAMEHTaMU U 00OpyAOBaHUEM, TPEOYIOIIMMHUCA ISl KyNHPOBAHUS
peakiuii, cBs3aHHbIX ¢ UHDy3usmMu. OIHAKO MAIMEHTHI, IEPEHOCIINE B TeUeHUEe 3 U
Oonee MecdAueB MH(y3un 0€3 OCIOKHEHUH, TEM HE MEHEEe, UMEIOT PUCK Pa3BUTHUSA
HEXENATeNbHbIX SIBJICHUH, YTO JOJDKHO YYUThIBaThCA Ipu opranuzauuun O3T
NalMeHTaM, MOJIyYarolIuM TEpalHui B T€YEHUE 0oJiee JUIMTEIBbHOTO NEPUOJA, U MPHU
rianupoBanuy O3T B fOMaIHUX yCIOBUSX.

B uenom, yaOBIETBOPUTENbHBIM Npo@uiib O€30MacCHOCTU JICUEHUS ObLI
xapakTepeH s 54 u3 56 (96%) mauuentos, noayyaromux O3T Gonee 3 mecsier. Bee
HE)KENaTeNIbHbIE  SIBJIGHUS, CBS3aHHble C UHQY3UsAMH, ObUIM  KyINUPOBaHBI
NPUOCTAHOBIIEHUEM WM NpEeKpalleHueM HHQPY3uid, BBEACHUEM aHTUTHMCTAMUHHBIX
IpenapaToB U/UIU KOPTUKOCTEPOUIOB, & TAKXKE MPOBEACHUEM JIPYTOol MOCHUHIPOMHOMN
Tepanuu Mo Moka3aHusM. JIumb y ogHoro manueHta ¢ Tspkénod ¢opmorn MIIC I
HEXeJaTeNbHbIE SBJICHUS, CBA3aHHbIE C MH(DY3HsIMH, Oojiee MOAPOOHO OMHCAHHBIE B
pasznene,  nocBiamEHHOM — npepeiBanuio  ®3T, nmorpeboBamM  JBYKpPaTHOTO
NPUOCTaHOBIICHHI Tepanuu Ha cpok 10 u 16 Hexensb coorBercTBeHHO [33]. Kpome Toro,
BO BpeMs JseueHuss P3T, moMHMO HeXenaTeabHBIX SBJICHUM, KOTOpPble MOTJU OBITH
OTHECEHbl K TEUEHHIO OCHOBHOI'O 3a00JIEBaHMs, Y OMMCAHHOTO BbIIIE U €HI€ OJIHOTO
Manpurka ¢ Tsok€nod Qgopmoit MIIC I, navaBmmx neyenue B Bo3pacte 40 m 28
MECAIIEB COOTBETCTBEHHO, dYepe3 14 u 15 wMecsmeB Tepanuu peKOMOWHAHTHOMN
YeJIOBEUECKOW MAypOHAT-2-Cyb(})aTa3oi BOZHUKIH J1a00OpaTOPHbIC U3MECHECHHS B BUIE
MakKpo- U MUKpPOreMaTypHuH, IPOTEUHYPHUH, TUIIOAIbOYMUHEMHUH, TUIIONIPOTENHEMUU. Y
NEPBOrO MalMeHTa TaKXe MMEJI0 MECTO MOBBILIEHHE apTepuaibHOro aasieHus. Oba
peOEHKa UCTIBITHIBANIM TIOBTOPHBIE HEXKENATENbHbIE SBJICHUS, CBSI3aHHbIE ¢ UHDY3UIMH,
TpeOyloIe Ha3HaYeHUs] KOPTUKOCTEPOMJIOB Yy OOOMX JeTell M JBYKPaTHOIO
npepbiBanus 3T Ha 10 u 16 Henenb COOTBETCTBEHHO — Yy nepBoro narueHta. Odoum
NalMeHTaM B CBS3M C BO3ZHUKIIMMH TPOSBICHUSMU HEPPOTHUUECKOTO CHUHIPOMA U
remMarypuen ObUIM Ha3HaUYEHbl MHTMOUTOPHI AHTMOTEH3UHIIPEBpaIlaonero GepMenHTa; y
NEpPBOT0 MaleHTa B CBS3U C COIYTCTBYIOIIMMHU HEXENATeIbHBIMU SIBICHUSMH,

cBsi3aHHbIMU ¢ uHOQy3usamu, O3T Obuia mpUOCTaHOBIEHA, BTOPOMY MALUEHTY ObLI
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HasHaueH npeann3osoH [33]. YuuThiBas onvcaHHbIC U3MEHEHUS, CIEAYET 3aKIIOUUTh,
yro nanueHtam ¢ MIIC, nonydaronmm @P3T, mnokazaH peryisipHbli KOHTPOJIb
OMOXMMHUYECKOIO aHalh3a KpPOBM C BKIIOUYEHHEM IIOKa3aTesnel ooOmero Oenka,
anbOyMHUHA, MOYEBHUHBI, KpEaTHMHHHA, OOIIEr0 XOJECTEpUHA, TPUTIULEPUIOB H
AJEKTPOJIUTOB, a TAKXKE PETYJSIPHBIM KOHTPOJIb AHAIM3a MOYM C KOJIMYECTBEHHBIM

OTPaKEHUEM IKCKPETUPYEMOTO Oerka.

4.5. IlpepbiBaHue (pepMEHTO3aMECTHTEIbHON Tepanuu y aeTei ¢
MYKOIIOJIMCAXaPUA03aMH

VY cemu namuenToB ¢ MIIC (1 — ¢ MIIC IT" u 6 — ¢ tsoxénoit hopmoit MIIC 1)
®3T npepwiBasiack Ha niepro ot 10 1o 76 Henenb (17 mecsieB). MeauaHna nepepbiBa B
®3T — 16 [12;30] Henmenb. MenuaHa Bo3pacTa MAalMEHTOB HA MOMEHT MPEKPAILICHHUS
®3T — 102 [70;146] mecsana, muaumyMm — 65, makcumym — 158 mecsmeB. Meaunana
nponokutenbHoctTd ®3T no mpekpamienust Tepanuu coctaBistia 7 [3;17] mecses,
MuHUMYM — 1, makcumyM — 31 mecsn. J[Ba nmammenta (1 — ¢ MIIC IT, 1 — ¢ Tsokénoit
dopmoii MIIC Il) Buepseie moctynmmu B PI'AY «HMUL] 3mopoBbst aereit» uepes 15 u
8 mecsneB nocie Bo3oOHOBIeHUsT ®3T coorBeTrcTBeHHO. [[Ba mamuieHTa C TsHKENOH
dbopmoit MIIC Il Bmepseie mocrymuiu B OI'AY «HMMUL] 3m0poBbs nereit» mis
Bo3oOHOBieHUss D3T. JIa manuenta ¢ Tsokénoit ¢popmoirt MIIC Il obcnenoBanucey B
OI'AY «HMUII 3popoBesa nerei» 110 otrmMeHsl P3T (nmpuuéM OJIMH W3 HUX [0
nepBuyHoro Havyana @3T, npyroil — nocne), a MOBTOPHOE MOCTYIJIEHUE B OT/AEJICHUE
TICUXOHEBPOJIOTUU U HeWpopeabuiuTauu coctosuiock uepe3 10 u 14 mecsnes nocine
B0o300HOBJIeHUsT DP3T 1Mo MecTy KUTEIbCTBA COOTBETCTBEHHO. Y OJIHOTO MAIlMEHTA C
Tsokénoin popmoit MIIC I, nabmronaBumierocst B ®I'AY «HMUL 310poBest nerei» 10
Hayana O3T u nauasmero nonyyat @3T B Bo3pacte 40 mecsieB (3 et 4 mecsiieB) B
YCIOBUSIX OTJIEJEHUS TICUXOHEBpOJOrMM U Heupopeadbmwiurauuu, O3T B cBA3M ¢
HEXEJIATeIbHBIMU SIBIICHUSIMH, CBSI3aHHBIMH C HWHQY3USIMH, MPEPHIBAIACH JBAXKIIbI:
NIEPBBIN pa3 — mocie 5-if uHQy3uu, BTOpoi pa3 — depe3 2 roaa 3 Mecsia HempepbIBHOTO
neuenusi. B nepseiil pa3 @3T y nanHoro namueHTa Obllla OTMEHEHA B Bo3pacte 3 JieT 5

MCCALICB Ha IICPHO/, paBHbIﬁ 10 HCACIAM, B CBA3HM C HCXKCIIATCIbHBIMU ABJICHUAMH,
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BO3HUKAIOIIMMU BO BpeMs HH(Y3Hil, B BUJEC IMOBBIILICHUS TEMIIEpaTypbl Tella U
apTepUaIbHOIO AABJICHUS, ITOSBICHUS TACTPOUHTECTUHAIIBHON CUMIITOMATUKH, KOKHON
ceiii, oT€ka numa. B Bospacte 5 mer 10 wmecsaueB BBeaenue D3T  Obuio
IPUOCTAaHOBJIEHO Ha 16 Hezdenb B CBSI3U C BO3HUKAIOIIMMU Ha (OHE KaXI0M MHPy3uu
NPOSIBIICHUSIMU B BUJE MMOBBIILICHHUS TEMIEpaTyphl Tella U apTepUaJIbHOTO JaBJIIEHUS,
MOXOJIOAaHUsl U aKpOlIMaHO3a KOHEUYHOCTEU, O€CIOKOICTBA, MJ1aya, TOIHOTHI. J[aHHBIE
oOcnenoBaHuil mociie mocienHero Bo3oOHoBieHusa @O3T Ha »dTanme JaHHOTO
UCCIICIOBAHUSI TIOJTYUYEHbl HE ObUIM. Y OCTANIbHBIX IIeCTH NainueHToB oTtMeHa D3T He
ObUIa CBSI3aHAa C HEXKENATEIbHBIMHU SABJICHUSAMU. [laHHBIE O KIMHUYECKOM H(deKTe
orMeHbl @3T ObUIM AOCTYNHBI y YETHIPEX MALMEHTOB C TKENON GopMol CHHApOMA
Xantepa, npepaBmnx O3T B Bozpacte 97, 142, 146 u 158 mecsaues Ha cpok 12, 30, 15
u 76 Hexenb COOTBETCTBEHHO. HecmoTps Ha TO, 4YTO BBOJAMMBINA BHYTPUBEHHO
pekoMOMHaHTHBIN QepmeHT He AgocturaeT cTpyktyp LIHC, nmMeHHo B mepuoj oTMEHbI
®3T y Bcex 4YeThIpEX MALMEHTOB C HEHUPOHONATUYECKUM (PEHOTHUIIOM OTMEYaICs
JIOCTaTOYHO OBICTPBIN perpecc psanaa HeBposiornyeckux GpyHkuuid. Cpenu KIMHUYECKUX
NpOSIBJIIEHHH perpecca Bo Bpems nepepsiBa B @3T Obuir OTMEUEHBI CIIEAYIOUIUE: yTpaTa
HaBBIKA CaMOCTOATENIbHOM X0ab0BI (N=3), yTpaTa camocTosTeNbHOM mocamaku (N=1),
HapacTaHWE MBIIICYHOTO TOHYCa W MBIIICYHBIX atpoduii (N=1), mosBiaeHue aucdaruu
(n=1), momHas yTpata peuu (N=2), yrpaTa HaBbIKa KOHTPOJSI HaJ (HYHKIMSIMHA Ta30BbIX
opraHoB (N=2), HapacTaHHE IOBEACHYCCKHX HapyieHud (N=1), BO300OHOBIICHHUE
HapylieHuid cHa (N=1), MosBICHHE COHJIMBOCTH B AHEeBHoe BpeMmsa (N=1). Cpemu
IKCTPAHEBPAJBHBIX MPOSBICHUN POJUTEIN OTMEYaIM HapacTaHHe KOHTpakTyp (N=2),
HapacTaHWe YacTOThl amHod cHa (N=1), ycuieHwe BbIpaxKeHHOCTH cumiToMoB OPU
(n=1). JluHamMuKa WHCTPYMCHTAJBbHBIX U JIA0OPATOPHBIX TIOKa3aTejei Ha (OoHE
nepepbiBa B @3T He ObuTa 1OCTYIIHA.

Takum obpazom, Ha npumepe uemvlpeéX NAYUEHMO8 C MANCENOU Popmot
cunopoma Xauwmepa npooemMoHCMPUPOBAHO ObICMpPOe HAPACMAHUEe HeBPOI02UEeCKO20
peepecca Ha  (one  NpepuleaHUs  PeSYNAPHO20  GHYMPUBEHHO20  B8E0EHUs.

PEKOMOUHAHMHOU UOYPOHAM-2-CYNbhama3zwi.
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TJIABA 5. HEBPOJIOTMUECKHUE MPOSIBJIEHUS
MYKOIOJUCAXAPUJI030B Y JETEM

5.1. OcobGeHHOCTH paHHEro Pa3BUTHS U JUHAMHUKA HEBPOJIOTrHYeCKUX NMPOsiBJIEHHI
y AeTeil ¢ HeliPpOHONMATHYECKUMH MYKOIIOJINCAXAPHI03aMH

B Tabmuue 33 mnpeacTaBieHbl YacToTa U BO3pAcTHBIE XapaKTEPUCTUKU
CUMIITOMOB HEWpoJIereHepalii U OCOOCHHOCTEM paHHEro pa3BUTHUS HaOJI0/1aeMbIX
HaMu mnaiueHToB ¢ HeilpoHonatuueckumu MIIC. CormacHo mnpeAcTaBiICHHbIM B
Tabnuie 33 MaHHBIM, 3a0epircKa MOMOPHO20 pa3eumus XapakTepHa Jisi OOJIBIITHHCTBA
MalueHToB ¢ HelpoHonatuuecko (opmoit MIIC |, mpu 3ToM yacTtoTa 3aIepiKKU
MOTOPHOT'O Pa3BUTHUA Y MAIMEHTOB ¢ HelipoHonaTuyeckuM Bapuantom MIIC | 3Haunmo
MPEBBINIAET TAKOBYIO y MAMEHTOB ¢ TspkENoi popmoit MIIC Il u y manuento ¢ MIIC
[l (p<0,001 u p<0,001 cooTBEeTCTBEHHO, TOYHKIA KpuTepuid Duniepa, TBYCTOPOHHHUN
tect). IlpumedarensHo, uto y 75% mnanueHToB ¢ cuHApoMoM ['ypiep 3adeporcka
ACUXUYECKO20 U peyeso20 pa3eumusi NUATHOCTHPYETCS K OKOHYAHUIO BTOPOTO Toja
KU3HH, Y 75% nanuenTtoB ¢ TspkEnon gpopmoit MIIC Il — k 3 ronam 7 mecsuam, y 75%
mamuedToB ¢ MIIC Il — x 3 romam 9 wmecsuam. boabme 50% manueHToB C
Helipononatuyeckoit popmoit MIIC Il u ¢ MIIC |1l B mpouiecce pazBuTust npuodpeTaiun
HABbIK UCNONb308aHUA (Ppa306ou peuu, KOTOpas y OONBIIMHCTBA W3 HHUX OblIa
OrpaHUYeHa MCIT0JIb30BAHUEM npocmulx npednoxcenuii [34].

VY nereit ¢ Helipononatnyeckumu MIIC peructpupoBanuch ciaeayromue GopMel
HapyweHutl — nogedeHus:  O08U2AMENbHASL  PACMOPMOINCEHHOCMb,  NOBbIUEHHAS.
8030y0uUMOCmb, azpeccus, aymoazpeccus, 0eCmpyKmugHoe nogeoeHue, Cmepeomuntoe
noseoeHue, nepcesepamuHoe Hcesanue, INU300bl HeMOMUBUPOBAHHO20 CMeXa U Niayda,
nomewjeHue 6 pom u Kycamue kucmu u nanvyeg kucmu. Kpome TOro, mist HEKOTOPBIX
NAlMEHTOB OBbUIO  XapaKTEpHO HOMeujeHue pasiuyHvlX NnpeomMemos 6 pom,
obo3naueHHoe panee Potegal M. u coasrt. (2013) kak ‘orality’ [332]. B Ta6mume 33
IpEICTaBICHbl YacTOTa U BO3PACTHbBIE MOKa3aTesn Ae0l0Ta BCEX JaHHBIX MPOSBICHUI.
[Ipu stoM B rpady Hapywenuu nogedenuss ObUIM OOBEIUHEHBI CUMITOMBI, YaCTO

COUCTAIOIIUECS MEXIy CO00M M TPYIHO pa3rpaHUYMBaeMble TIpH cOOpe Kajaold u
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aHaMHe3a: 8030YO0uUMOCmb, azpeccus, O0ecmpykmueHoe nosedenue. llpu HaIUuuM
MUHUMYM OJHOTO W3 YKa3aHHBIX MPOSIBICHUN CUYUTAIOCHh, YTO y TAIIMEHTa WUMEIOT
MECTO HapyuieHus nosedenus. OOpamaer Ha ceOsS BHHUMaHHE TOCTATOYHO OOJBIION
JMara3oH Bo3pacTa Ae0rTa U perpecca cunepakmu8HoCmu i HapyueHutl no8eoeHusl, a
TakKe Bo3pacTta yTpaThl HaBbIKOB (Tabmmma 33), orpaxkaromuii BapraOEIHHOCTH
¢deHoTHUIa B pamMKax HEMPEpPHIBHOIO KIMHHUYECKOTO KOHTHHYYMa, OMUCAHHOTO TMpHU
JIBH. Kpome Toro, mo omucanHbM B Tabsmiie 33 maHHBIM MOXKHO CJENIaTh BBIBOJ O
perpecce THUIEPAKTUBHOCTH W HApyIIEHWH TMOBEACHUS B JUHAMHKE, IO Mepe
Hapactatoriero mnopaxkenus [[HC, y mnanuMeHTOB ¢ €CTECTBEHHBIM TEYCHHEM
Heipononarndeckux MIIC (MIIC IT", tsokénoit popmoit MIIC I u MIIC 1) [34]. V
YacTH MalueHToB ¢ HeipoHonatnueckuMu MIIC nmenn Mmecto MomopHbvie u 6okanbHvle
cmepeomunuu [34]. Momopuvie cmepeomunuu ObLTH TIPEICTABICHBI pACKAYMBAHUEM,
MPBDKKaMH, KPY)KCHHEM BOKpPYT CBOEH OCH, O€roM MO KpYry, BpaliaTteIbHBIMU
JBIDKEHUSIMHA TYJIOBHUINA M TOJOBBI, OAHOOOpPA3HBIMHU ABMKCHUSMU PYK, XJIOMKAMH B
JaJ0IIM, JHEBHBIM OpYKCU3MOM; GBOKAIbHble — OXOJAJUEH, TMOBTOPSIOUUMUCS
HEMHTOHUPOBAHHBIMU 3BYKaMU. [lepcegepamuenoe dcesanue, onucannoe panee Holt
J.B. u coast. (2011) [198, 199], ormeuanocs y 14% (6/42) mauueHTOB ¢ TSOKENOM
dopmoiri MIIC Il. Hu y mnamumeHToB ¢ cuHapomoM ['ypiep, HU y MalKUEHTOB C
cuaapoMoM CaHWIMNIO NaHHOTO MpOsiBIieHUS He HaOmonanoch (Tabmuma 33). V
TPOUX U3 IIECTH JACTEH C HATMYUEM TIEPCEBEPATUBHOTO KEBAHUS JAHHOMY CUMIITOMY 32
HECKOJIbKO ~ MECSIeB  MPEAIISCTBOBAIO  MOSBICHHE APYTUX  OpodaruaibHbBIX
CTEPEOTUITHBIX JBW)KCHHUH B BUJE MNPUUYMOKMBAHMUMA, IICJOBAHHS IPEAMETOB,
BBICOBBIBaHUS si3bIKa. OJIMH U3 TPOUX IMALUEHTOB C OpodaIuaibHbIMA CTEPEOTUITHSIMHU
710 Hayaya JaHHBIX MPOSBICHUH MOMydan THOPHIA3UH B TeueHue 23 mecsieB B 03¢ 20
MT' B CyTKH, APYTOd MaJbUMK HAyaj MOJTy4YaTh XJOMPOTHUKCEH B J03€ 15 Mr B CyTKH
nocie Havajia opodalfalbHbIX CTEPEOTUNUN W A0 Je0roTa TepCceBepaTUBHOTO
KEBAHUS, OCTAJIbHBIC YETHIPE TMAallMEHTa C MEePCEBEPATUBHBIM JKEBAaHHEM HE TMOTydaiH
IpernapaToB HEHPOJENTUYECKOTO psga. TakuMm 00pa3oM, HECMOTpPS Ha CXOXKECTb
KJIMHUYECKUX TPOSIBJICHUH C THIEpPKUHE3aMH Tpu To3aHed nuckuHesuw (tardive

dyskinesia), omucanHbie opodaluaibHbie CTEPEOTHIIMH HE MOTYT OBITh OTHECCHBI K
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CUMIITOMaM HMHAYUHMPOBAHHOTO TNPUEMOM HEUPOJICNITUKOB TUIEPKUHETUYECKOTO
JIBUTATEIILHOTO paccTpoiictBa [34]. CremyeT HONOIHUTEIBHO OTMETHUTb, YTO Y TISITH W3
cemu manueHToB ¢ Tsoxénoi popmoit MIIC Il u y Tpoux u3 uetsipéx nanuenton ¢ MIIC
1l snu301bI HEMOTHMBHUPOBAHHOTO CMEXa WJIM IJlaya MOSBWIMCH TOCHE SIBHBIX
MPOSIBJICHUM TUC(aAruu, B CBSI3U C UEM ONKUCHIBAEMBIE CUMIITOMBI MOTYT OBITh OTHECEHBI
HE CTOJIbKO K HApYIICHUSAM IOBEIEHHUS, CKOJBKO K ICeBIOOyInOapHOMYy addexty y
MAaIMEHTOB C MpOrpeccupyromleil nerenepaiueii KoptukoOynboapHbix myTeit (Tabmuna
33) [34]. 3naunTenpHO OOJice MO3AHMIA JCOFOT SIM3070B HEMOTHBHPOBAHHOTO CMEXa
WIM TJIaya MO0 CPAaBHEHUIO C JAPYTUMHU MPOSBICHUSMHU TMOBEICHUECKUX HAPYIICHUNH Y
HalMX OOJIbHBIX TaKXK€ YyKa3blBACT HA PaA3JIMYHBIC IMATOTCHETUYECKHUE MEXaHU3MBbI
paccMaTpUBaEMbIX CUMIITOMOB.

YV 13 u3 25 nmanueHToB, JEMOHCTPUPOBABIIMX IMOMEIICHHE B POT U KyCaHUE
KUCTH W TajbleB, ObUIM AOCTynmHBI JaHHble DHMI' (uccnenoBaHusi ABUTATEIbHBIX U
YyBCTBUTEIBHBIX BOJIOKOH CPEUHHBIX HEPBOB), YKA3BIBAIOIINE HA HAJIUYKHE CHHIpPOMA
samsictHoro kaHaia y 9 mereit (1 — ¢ MIIC IT', mepenecmiero TI'CK, 8 — ¢ Tsxénoit
dopmoit MIIC Il) u Ha ero orcyrcTBUe — y 4 nanueHToB (1 — ¢ Tsokénoit hopmoii MIIC
1, 3 — ¢ MIIC Ill). JIBoum u3 4eThIp€X MAIMEHTOB C OTCYTCTBHEM KapIajbHOTO
TyHHENbHOro cuHapomMa DHMI' Oblna BbINOIHEHA B MEPUOJ BOZHUKHOBEHHUS JAaHHBIX
NPOSIBIICHUI M IBOUM — Mociie ux Hadajia. Onucannas Potegal M. u coast. (2013) [332]
MEeHOCHYUSL K NOMEWEHUIO PA3TUYHBIX npedmenos ¢ pom, ‘Orality’, peructpupoBanach ¢
pa3IMYHOM YacTOTOW cpeam Bcex HerpoHomatuueckux TunoB MIIC (Tabmuma 33).
Panee mnoBeneHHe, 3aKIIOYAIONICECS B IMOMEUIEHWH MPEIMETOB B POT, KOTOPOE B
JaMTepaType Takke obo3HauyaeTcs kak ‘mouthing behaviour’ [428], onmucano y neteii ¢
aytuamom [161, 261] wu cuHapomoM Amnrenbmana [428] W HEKOTOPBIMH
UCCIICIOBATEIIMU OTHOCUTCS K cTepeotunusam [161, 261].

CuMIITOMBI MOpaXEHUsI KOPTUKOCTUHAIBHBIX (ympama MomopHblX HABLIKOG HA
@oHe B03HUKHOGEHUsI nape306/napanuyel, NO8bIUUEHUE CYXONHCUTIbHLIX peqhieKcos, 8
MOM YUCle NosAGIeHUE KIIOHYCO8 CHON U pacuiupenue pepieKco2eHHblX 30H, NO8bIULEHUE
MbIUEYHO020 MOHYCA 6 KOHEYHOCMSX, MNOsAGNeHUue NamoloSUdecKux CHmONHbIX

cCUMnNMOMO8) M KOPTHUKOOYIBOApHBIX  TPaKTOB  (Oducghaeus) 'y  nered C
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Helipononatnyeckumu MIIC nosiBisuincs U nporpeccupoBanu ¢ Bo3pactoM (Tabmuna
33) [34]. [IlepBbiMH  MpOSIBICHHIMH  peepeccd  O8UCAMENbHbIX  (DYHKYULL,
O0OyCJIOBJICHHOTO B OCHOBHOM IICHTPAJbHBIMH I1ape3aMu/IuIeTHEeH KOHEYHOCTEH, Y
nanueHToB ¢ HepoHonatnueckumu MIIC (y mamuento ¢ MIIC I, He momyuuBIIMX
TI'CK, y mamuenta ¢ MIIC IT/III w mporpeccupyrommm mnopaxkennem [[HC, y
narueHToB ¢ Tsoxénoi popmoit MIIC I, y mattmentos ¢ MIIC I11) 6p1m11 yTOMIIZEMOCTB
npu XoAp0e, U3MEHEHUE MaTTepHa MEPE/IBKEHUS C MOSBJICHUEM MaparnapeTudecKon
MOXOJIKH, HapyIlICeHHEe PaBHOBECHS W MaJICHHUS NPHU XOJb0e (IuHAMHYECKasl aTakCusi),
MOCTypajibHas HECTaOWIBLHOCTh. HapyllieHus MNOXOJIKH YCYTyOJSJUCh TMOpaKEeHUEM
CyCTaBOB, IMPHUBOJSAIIMM K CTHOATEIbHBIM YCTAHOBKAM B Ta300€APEHHBIX, KOJCHHBIX
cycraBax M K 3KBHHYCHOH jaedopmarmu cron [34]. Habmomaemoe HaMH y HEKOTOPBIX
nerer ¢ HerpoaereHepatuBHBIMU MIIC OTCYTCTBUE 0orcusIeHUss CAMUX CYXOHCUTHBIX
peghrexcos, NIpU HATUYUU PACUUPEHHBIX PEDIEeKCO2eHHbIX 30H, MOXKET OBITh O0OBSICHEHO
YIIOMHUHAEMBIM paHee B utepatype [226, 260] v BRIIBICHHBIM ITpH 00CICIOBAHUY Psia
HAIIUX MalMeHTOB CHUKEHUEM CYyXOKHIIbHBIX pe(IeKCOB Ha paHHUX 3Talax pa3BUTHUA.

CornacHo nanubiM Tabmuusl 33, napywenus cua y nanuentoB ¢ MIIC II' B
OCHOBHOM  HOCWJIM  TPAH3UTOPHBIM  XapakTep W ObUIM  TIPEJICTABIICHBI
HecneupUIeCKUMHU KaltodaMu Ha 6ecnoKou bt coH. Y TIAIIMEHTOB C TSKETOUN dhopmoit
MIIC Il u y maunentroB ¢ MIIC I napywenus cua BcTpedanuch 4acTo W BKIIOYAIU
pa3HOOOpa3HbIe KITMHUYCCKUE TIPOSIBIICHUS (OECnOKOUHbBIU COH, NPOOYIHCOCHUS 80 BPEMSL
HOYHO20 CHA, HAPYUWEHUe 3AaCblNaHus, NepuooudecKkoe OmcCymcmeue CHA 6 medeHue
CYMOK, UHGepCuio yukia cHa u 600pcmeosanus). C BO3pacTOM y JETeH ¢ THKEIOM
dopmoii MIIC Il u y nereii ¢ MIIC Il mpoucxoauno HapacTaHue TsHKECTH HapylIEHUN
cHa. Tak, k Hecnenuduueckum xkajgobaMm poauTesie Ha OECHOKOWHBIN COH,
BO3ZHMKAIONIMKA B MEIMAHHOM Bo3pacte 66 MecsIeB y MabYUKOB C TSKEIOU (opMoit
CHHJpoMa XaHTepa MU B MEIAMAaHHOM Bo3pacTe 47 MecsleB y JAeTed ¢ CUHAPOMOM
Candunumnmno, B JUHAMHKE I[IOCIEAOBATEILHO NPUCOCAMHSIMCH KajdoObl Ha
npoOyXJIeHUsT BO BpeMsS HOYHOTO CHA, TPYIHOCTH 3aCBIMaHUs, MPOJIOKUTEIIbHBIE
nepuoabl OOAPCTBOBAHUS TMOCTE MPOOYKIESHUM, SMU30AMUYECKOE OTCYTCTBHE CHA B

TE€YEHUE CYTOK U MHBEPCHUIO IMKJIa CHA U 0OIPCTBOBAHUS.



Taoauna 33. CumnToMsbl HelipojiereHepanuu y nanueHToB ¢ Helipononaruueckumu MIIC (n=85) [34]

KonmdecTBo MarueHToB, NPOAEMOHCTPUPOBABIIHX MOSBICHNE/IE0I0T, YTpaTy/perpecc” nim coxpaHeHne/IepCHCTHPOBAHNE HABBIKA HIIH CHMIITOMA
1 BO3PACT COOTBETCTBYIONIETO NposBieHus (Menuana [MIKP], muH-makc)

MIIC | (n=17:5 — ¢ MIIC IT'rrexf; 12 — ¢
ecTecTBeHHBIM TeuenneM: 11 — ¢ MIIC ITEE, 1 —
¢ MIIC IT/II)

MIIC 1I (n=42)

MIIC III (n=26)

3aziep:kKa MOTOPHOTO Pa3BUTHS

13/17 (77%):
12 — MIIC IT, 1 — MIIC IT/II

7 (17%)

4 (15%)

HaBeIK BCIIONBb30BaHus (Hpa3oBoii peun®

2/5 — MIIC IT'(>36 mec Ha MOMEHT TIOCJIC/THETO
HaOIrOICHU):
1 — mpocteie ¢pa3ssl,
1 — npemnoxxenus u3 3-5 cios,

0/6 — MIIC IT'(<36 Mec Ha MOMEHT ITOCIICAHETO
HaOJIIOICHUS )

1/1 — MIIC IT/IL: dppa3oBast peup u
pacmpocTpanénubie® npeaToxeHus,
ne6rT ((hpa3oBoii peun) B 24 mec,
coxpaHeHue (pacmpocTpaHEHHBIX
npennoxeHuit) B 203 mec

27 (64%) (ot 18 mo 209 mec Ha MOMEHT
MocJieJHero HaomoaeHus, 2 U3 42 netei —
miajamie 36 Mec):

19 (45%) — mpocTeie ppa3sbi,

8 (19%) — pactpocTpaHEHHBIE MTPEATIOKEHNUS,
neoror (n=8): 59 [49;70], 48-78 mec

15 (58%) (ot 28 no 214 mec Ha MOMEHT
rmocaeaHero Haomoaenus, 1 u3 26 gereu —
Mmiaaie 36 Mec):

13 (50%) — mpocTeie ¢passl,

2 (8%) — pacnpocTpaHEHHBIE IPEIOKCHUSI

3a/iepKa peyeBoro pa3BUTHs (IHarLo3)®

10/12 (83%):
9 —-MIIC IT', 1 — MIIC IT/I,
nuarno3 (=9 MIIC IT"): 21 [16;24], 14-48 mec,
auarno3 (n=1 MIIC IT/II): 111 mec

39 (93%),
nuarto3 (n=39): 30 [24;40], 10-72 mec

25 (96%),
nuarnos (n=25): 32 [24;43], 12-66 mec
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Iponoskenue Tadauupl 33. CHMNTOMBI HelipoaereHepannu y nanueHToB ¢ Heiipononatudeckumu MIIC (n=85) [34]

KoJIM4eCTBO MalMeHTOB, MPOIEMOHCTPHPOBABIIMX HOSBJICHUE/IEOKOT, yTpaTy/perpecc” uim coxpaHeHue/IepCUCTUPOBAHNE HABBIKA I CUMIITOMA
Y BO3PACT COOTBETCTBYIOIIErO nposiBjieHus (meauana [MKP], Mun-makc)

MIIC I (n=17: 5 — ¢ MIIC IT'rrexf; 12 — ¢
ecTecTBeHHBIM TeuenueM: 11 — ¢ MIIC ITEE, MIIC II (n=42) MIIC I (n=26)
1 — ¢ MIIC II/II)

3a/iepKKa ICHXMYECKOTO Pa3BUTHs (1uarxos)®

10/12 (83%):

9 MIIC —1T", 1 ¢ MIIC II'/11l, 39 (93%), 25 (96%),
muarto3 (n=9 MIIC II): 14 [12;20], 848 mec, nuarto3 (n=39): 32 [24;43], 7-72 mec nuarto3 (n=25): 36 [24;45], 12—66 mec
muaraos (n=1 MIIC IT/I): 111 mec

JIBurarenpHasi paCTOPMOKEHHOCTh (Havajio/perpecc

3/5 (60%) — MIIC II'rrck:

2 cubca ¢ HapyIICHUSMH PEYH U WHTEIIICKTA,
| maMeHT ¢ COXpaHHBIM HHTEJLICKTOM,
nepcuctupoBanue (n=3): 142 u 157 mec —y
CUOCOB C KOTHUTUBHBIMH HAPYIICHHUSIMH,

0 9
93 Mec — y nanueHTa ¢ COXpaHHbIM _ _34 (81 @’ _ _25 (96 /(.))’
ne6rot (N=34): 38 [19;63], 10-108 wmec, ne6rot (N=25): 43 [24;52], 12-76 mec,
UHTEJUIEKTOM
22/34 — perpecc 15/25 — perpecc
04) — H )
5/12 (42%) 5 MIIC T, perpecc (n=22): 93 [68;120], 49-175 mec perpecc (n=15): 100 [72;108], 46135 mec

ne6roT (n=5): 18 [16;45], 3—-59 mec,
4/5 (80%) — perpecc,
perpecc (Bo3pacT Ha MOMEHT TOCJIETHETO
HaOmonenus, n=4): 45, 96, 102 u 135 wmec,
nepcuctupoBanue (n=1): 20 mec
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IMponoskenne Tadauubl 33. CHMNTOMBI HelipoaereHepanuu y nanueHToB ¢ Helipononaruaeckuvu MIIC (n=85) [34]

KomnudecTBO MarMeHToB, NPOAeMOHCTPUPOBABIIHX MOSABICHNE/1E0I0T, yTpaTy/perpecc” nim coxpaHeHne/IepcuCTHPOBAHNE HABBIKA MITH CHMITOMA
1 BO3PACT COOTBETCTBYIOIIECTO nposiieHus (Menuana [MUKP], mun-makc)

MIIC | (n=17:5 — ¢ MIIC IT'rrexf; 12 — ¢

ecTecTBeHHBIM TeuenneM: 11 — ¢ MIIC IT5E, 1 —

¢ MIIC II/110)

MIIC 1I (n=42)

MIIC III (n=26)

Hapymenus noseaenus (Hagano/perpecc)®

4/5 (80%) — MIIC IT'trck:
3 — ¢ HapyIICHHEM MHTEJUICKTA,
1 — ¢ coXpaHHBIM UHTEIUICKTOM,
neorT (N=4): 6,47, 49 u 62 Mmec,
nepcuctupoBanue (N=4): 157,47, 142 u 93 mec

4/12 (33%) — 4 MIIC IT,
ne6rot (n=4): 10, 20, 30 u 48 mec,
1/4 (25%) — perpecc B 84 mec
nepcuctupoBanue (N=3): 102, 23 u 45 mec

38 (91%),
neo6ror (n=38): 36 [23;54], 6-108 mec,

15/38 — perpecc,
perpecc (n=15): 109 [93;128], 66—175 mec

26 (100%),
neoror (n=26): 34 [18;52], 9-121 mec,

7/26 — perpecc,
perpecc (n=7): 113 [106;126], 90—135 mec

MOTOpHBIe CTepeOTI/IHI/II/I§§

1/5 (20%) — MIIC II'trck, nedrot B 137 Mec

3/12 (25%) — 3 MIIC IT,
ne6rot (N=3): 82, 102 u 122 mec

24 (57%),
ne6rot (n=24): 95 [67;117], 39-168 mec

12 (46%),
neoroT (n=12): 73 [47;102], 46—135 mec

BOKallbHBIE CTEPEOTHITHH >

2/5 (40%) — MIIC IT'rrck,
ne6rot (N=2): 137 u 152 mec

0/12 (0%) — MIIC IT u IT/11I

9 (21%),
ne6rT (n=9): 53 [53;89], 39-164 mec

4 (15%),
ne6T (n=4): 61, 63, 64 u 76 mec

TepceBepaTuBHOE KeBaHue™

0/5 (0%) — MIIC IT'trck
0/12 (0%) — MIIC IT" u MIIC IT/1I

6 (14%),
ne6roT (n=6): 124 [109;133], 57-207 mec

0 (0%)
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Iponoskenune Tadauubl 33. CHMNTOMBI HelipoaereHepanuu y nanueHToB ¢ Helipononarudeckumu MIIC (n=85) [34]

KonmdecTBo MarueHToB, NPOAEMOHCTPUPOBABIIHX MOSBICHNE/IE0I0T, yTpaTy/perpecc” nim coxpaHeHne/IepcuCTHPOBAHNE HABBIKA MITH CHMITOMA
1 BO3PACT COOTBETCTBYIONIECTO nposiBieHus (Menuana [MIKP], muH-makc)

MIIC | (n=17:5 — ¢ MIIC II'rrexf; 12 — ¢

ecTecTBeHHBIM TeyenueM: 11 — ¢ MIIC ITEE, 1 —

¢ MIIC IT/11I)

MIIC 1I (n=42)

MIIC III (n=26)

BHI/ISO,I[BI HCMOTHUBHPOBAHHOI'O HACUJIBCTBCHHOI'O CMCXa WJIM IlJIadya

0/5 (0%) — MIIC II'rrck
0/12 (0%) — MIIC IT" u MIIC IT/11I

7 (17%) — snu30/161 CMEXa,
ne6rot (N=7): 122 [72;151], 48-165 mec,
1/7 — Taxxke 3nU304bI TJ1a4Ya

4 (15%) — stiu3o0b1 cMeXa,
neb6rot (N=4): 68, 102, 157 u 170 mec,
1/4 — raxxe >nM30/5I IJ1a4a

ITomemenue B POT M KYCAHHC KHCTH U NNAJIBLHCB KHCTU

2117 (12%):
1 — ¢ MIIC II'trck, ne6rot B 137 mec,
1—c¢ MIIC IT', neb6roT B 122 Mec

12 (29%),
ne6rot (n=12): 115 [80;137], 42-207 mec

11 (42%),
ne6rot (n=11): 71 [68;121], 63—136 mec

[TomeneHre pa3InuHBIX MIPEAMETOB B poT, ‘Orality’

0/5 (0%) — MIIC IT"trck

2/12 (17%) — 2 MIIC IT,
ne6rot (N=2): 83 u 122 mec

14 (33%),
neoror (n=14): 90 [81;133], 50-175 mec

19 (73%),
ne6rotT (n=19): 70 [52;108], 27-148 mec

VYrpara peun’

3/12 (25%) — 3 MIIC IT,
ytparta peun (N=3): 38, 82 u 134 mec

24 (57%),
yTpata peur (n=24): 89 [72;114], 24-159 mec

18 (69%),
yrpara peun (n=18): 72 [60;81], 36—126 mec

YTpaTa HaBBIKA CAMOCTOSTENEHON XOIBObI!

3/12 (25%):

2~ MIIC IT, 1 — MIIC IT/I1I 15 (36%), 11 (42%),
yTpata X0ms66I (nzi MIIC IT): 90 1 94 Mec yrpata xoas0st (n=15): 136 [100;155], yrpata xoap0s1 (n=11): 112 [103;138],
yrpara xoap061 (Nn=1 MIIC IT/III): 173 mec 78-160 mec 96-139 mec
Jucharus’
4/12 (33%):
3 - MIIC IT, 1 — MIIC IT/1LI, 27 (64%), 19 (73%),

neo6rot (N=3 MIIC IT"): 72, 102 u 135 mec,
ne6rot (n=1 MIIC IT/II): 111 mec

ne6rot (n=27): 108 [89;133], 64—189 mec

ne6rot (n=19): 76 [54;102], 43—152 mec
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Iponoskenune Tadauubl 33. CHMNTOMBI HelipoaereHepanuu y nanueHToB ¢ Heiipononarudeckumu MIIC (n=85) [34]

KonndecTBO MaIrMeHToB, POAeMOHCTPUPOBABIIHX MOSBICHNE/IE0I0T, YTpaTy/perpecc” nim coxpaHeHne/IepCHCTHPOBAHNE HABBIKA MITH CHMITOMA
1 BO3PACT COOTBETCTBYIONIECTO nposiBieHus (Menuana [MIKP], muH-makc)

MIIC | (n=17:5 — ¢ MIIC IT'rrexf; 12 — ¢
ecTecTBeHHBIM TeuenreM: 11 — ¢ MIIC 1T, 1
— ¢ MIIC IT/II)

MIIC 1I (n=42)

MIIC 1II (n=26)

IloBpIIICHNE MBIIIICYHOTO TOHYCAa B KOHCUHOCTAX

§

3/12 (25%):
2—-MIIC I, 1 — MIIC IT/I,
ne6rot (N=2 MIIC IT"): 96 u 134 wmec,
ne6rot (n=1 MIIC IT/ILI): 200 mec

15 (36%),
ne6rot (n=15): 121 [110;159], 102-171 mec

10 (39%),
ne6ror (n=10): 124 [113;148], 102170 mec

HpI/I3HaKI/I HHpaMHI[HOﬁ HCAOCTATOYHOCTH IIPHU UCCIICAOBAHNHN CYXOKHNJIbHBIX pe(bJICKCOB

§

3/12 (25%):
2—-MIIC I, 1 — MIIC IT/I,
ne6rot (n=2 MIIC IT"): 72 mec,
ne6rot (n=1 MIIC IT/II): 191 mec

21 (50%),
ne6rot (n=21): 113 [80;138], 51-204 mec

16 (62%),
ne6rot (n=16): 104 [75;123], 43—170 mec

[Tatonornyeckue pedaeKchl, BHI3BIBAEMBIE CO CTOII

wn

1/12 (8%) — 1 MIIC IT", ne6rot B 135 mec

14 (33%),
ne6rT (n=14): 116 [108;161], 51-207 mec

11 (42%),
ne6rot (n=11): 107 [79;134], 43—179 mec

Hapymenus cHa (Bce nposiBnens) ST

4/12 (33%) — 4 MIIC IT",
2/4 (50%) — perpecc HapylIeHHUil cHa

37 (88%)
27/37 — nepcucTUpoBaH#e HAPYIICHUI CHA

18 (69%)
13/18 — nepcucTupoBaHKe HApYLICHHUH CHA

becriokoiinblii coH

3/12 (25%) — 3 MIIC IT,
ne6rot (N=3): 8, 16 u 30 mec,
2/3 (67%) — perpecc 6€CITOKOWHOTO CHA

25 (60%),
neb6rT (n=25): 66 [17;85], 2—129 mec

11 (42%),
ne6roT (n=11): 47 [36;90], 6148 mec

Hounoii 6pykcusm

1/12 (8%) — 1 MIIC IT", nebrot B 122 mec,
nepcuctuposanue B 134 mec

3 (7%),
ne6rot (n=3): 50, 56 u 102 mec

1 (4%),
1e0rT B 26 Mec

[TpoOy>xaeHus

BO BpECMA HOYHOI'O CHA (663 HApYHICHUSA ITIOBTOPHOI'O 3aCBIl'IaHI/ISI)

1/12 (8%) — 1 MIIC IT, nebrot B 48 mec,
perpecc B 64 mec

16 (38%),
neorot (n=16): 69 [41;111], 10-199 mec

7 (27%),
ne6rot (n=7): 66 [46;82], 43—102 mec
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Oxonuanne Tadanubl 33. CHMNTOMBI HelipoiereHepanuy y nanueHToB ¢ HeiipoHonarnyeckumu MIIC (n=85) [34]

KomnudecTBO MarMeHToB, NPOAeMOHCTPUPOBABIIHX MOSABICHNE/1E0I0T, yTpaTy/perpecc” nim coxpaHeHne/IepcuCTHPOBAHNE HABBIKA MITH CHMITOMA
1 BO3PACT COOTBETCTBYIONIECTO nposBieHus (Menuana [MIKP], muH-makc)

MIIC | (n=17:5 — ¢ MIIC IT'rrexf; 12 — ¢
ecTecTBeHHBIM TeyenueM: 11 — ¢ MIIC ITEE, 1 —
¢ MIIC IT/I)

MIIC II (n=42)

MIIC 1II (n=26)

Hapymenue 3acpinanus

0/12 (0%)

16 (38%),
ne6rot (n=16): 86 [40;140], 10207 mec

10 (39%),
ne6rot (n=10): 71 [59;90], 52—159 mec

HpO6y>KI[eHI/I$I C HAPYHICHUCM NaJbHEUIIEro 3achblIaHus u IMPOAOJIDKUTCIIbHBIM IICPUOJIOM 60,HpCTBOBaHI/I$I ITIOCJIC HpO6y>KI[eHI/IH

0/12 (0%)

11 (26%),
ne6rot (n=11): 115 [87;166], 61-175 mec

6 (23%),
ne61oT (n=6): 69 [66;83], 60—157 mec

HepI/IOI[I/I‘leCKOG OTCYTCTBUC CHA B TCYCHHNC CYTOK

0/12 (0%)

4 (10%),
ne6rot (n=4): 102, 124, 131 u 170 mec

2 (8%),
neb6roT (n=2): 75 u 78 mec

WNuBepcus nukia cHa 1 00ApCTBOBAHMS

0/12 (0%)

6 (14%),

ne61oT (n=6): 172 [140;204], 135-207 mec

4 (15%),
ne610T (n=4): 130, 146, 148 1 214 mec

[pumeuanue. “perpecc — ymensmenue/kynuposanue cumntoma, MIIC ITtrck — mamuentst ¢ MIIC 1T, koTopeiM 6bima nposenena TI'CK; £Bospact
Ha MOMEHT ToclenHero HabmoneHns — 34 [20;96] mecsaua, mus — 16, Makc — 135 mecsues; f£Bo3pacT Ha MomenT mocnennero Habmonenus — 93
[65;142] mecsnia, MuH — 47, Mmakc — 157 Mecses; SHe ormcansl marmentst ¢ MIIC 1T, nepenecume TI'CK; §§y naruenTa ¢ MIIC IT/I1 nposiBnenus
OTCYTCTBOBANH, “TIpe/okenus u3 Tpéx u 6omee cnos; 'HukTo u3 naruentos ¢ MIIC IT, nepenecmx TI'CK, He yTpaTHiI IOMHOCTBIO pedb, HABBIK
X0AbOBI, HE IEMOHCTPUPOBAJI CUMIITOMOB ucdaruu u nociue nposegaeHus TI'CK He ucnbIThIBan HapylLIeHNH CHA.
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5.2. 'unepkuHe3bl y J1eTeil ¢ HeHPOHONATUYECKUMHU MYKONOJIHCAXaPHI03aMU

3a UCKIIFOUEHUEM ONMCAHHBIX PAHEE CTEPEOTUIIUI U NTEPCEBEPATUBHOIO KEBAHUS,
TUMEPKUHE3bl ObUIM HEXapaKTepHbl s neredl ¢ Helpononmatumueckumu MIIC,
BKJIIOUYEHHBIX B HACTOSIIEE HCCIeNoBaHHE. TemM HeE MeHee, U3 &85 NalUeHTOB C
Heiipononatndecknmu MIIC ykazaHust Ha Apyrue THIEPKUHE3bl uMenn Mecto 'y 6 (7%)
neteit: 1 mammenta ¢ Tsokénoit hopmoit MIIC 11, 5 neBouek ¢ MIIC IIIA. Hu y koro u3
NalMeHTOB C HeWpoHomarnueckuMm TeueHneM MIIC | He ObUIO OTMEUEHO
AKCTpAMPaMUAHON CUMIITOMATUKH .

['MnepkrHETHYECKU CHHIPOM Yy YKa3aHHBIX NAaIlMEeHTOB ObUI IpeICTaBJIeH
CJIIEYIOIIMMHU IPOSIBICHUSAMU: TAaKTWJIBHO IPOBOLMPYEMBIMU KPYITHOAMIUIUTYIHBIMHU
TUIIEPKUHE3aMH 110 TUIy reMubamm3ma — y nauuenta ¢ Tsbkénoit popmoit MIIC |,
XOpeoaTeTONIHBIMU TUnepkuHe3amMu — y oaHol neBouku ¢ MIIC A, xopenueckumu
runiepkuHe3amu — y 1Byx aeBouek ¢ MIIC IHA. V asyx mamuentok ¢ MIIC IHA tun
TUIIEPKUHE30B HE ObUT yTOYHEH. BriepBble sKcTpanmupamMuiHble HapylIeHUs ObUIN
OTMEUEHbl B Bo3pacte 116 MecsneB y manpuuka ¢ Tsokénod ¢gopmort MIIC Il u
remubaum3mMoM [34], B Bo3pacte 148 wmecsneB — y gesoukun ¢ MIIC 1A u
xopeoareto3oMm, B Bo3pacte 104 m 170 mecsueB — y mamueHTok ¢ MIIC A n
XOpEHYECKNMH TMIIEPKUHE3aMU, B Bo3pacTe 123 n 162 mecsues — y nauueHTok ¢ MIIC
I11A u HeyTouHEHHON Qopmolt runepkuHe30B. Y nByx namueHTok ¢ MIIC IA nmena
MECTO BO3MOXXHAsl CBSI3b OSKCTPAllMPAMUJHBIX HApyLIEHWH C MEAUKAMEHTO3HON
tepanueit. Onna nesouka ¢ MIIC IHIA Ha MOMEHT BO3HUKHOBEHHUS THUIEPKUHE30B (B
BO3pacTe 162 MecsieB) mojiydasia BajblIPOEBYIO KHCIOTY B 703¢ 28 MI/KI B CYTKH,
KOHIIEHTpAlUsi BaJIbIIPOEBOM KHCIOTHI B KPOBM NpU 3TOM OblJa B Mpezaenax
TepaneBTUYECKUX 3HAUCHUI U cocTaBisuia 58,79 mkxr/miu. ¥V apyroi nauuentku ¢ MIIC
1A mosiBieHHe XOpenuecKux THUIEPKHMHE30B OTMEYeHO B Bo3pacte 104 mecsieB BO
BpEMsl TEpaNMK BaJILIIPOCBOM KHUCIOTOW B 03¢ 42 MI/KI B CYTKH, C JOCTHKEHUEM
KOHLIEHTpanuu npenapara B kpoBu 81,51 wmxr/mn.  [pyrue  manueHTbl
MEAMKAMEHTO3HBIX MpernapaToB, KOTOpPblE MOIJIM OBl CHPOBOLIMPOBATH MOSBICHHE
TUIEPKUHE30B, HE TMojdydyaind. M3 1iectd mnpeicTaBiIeHHBIX HaMH OOJBHBIX C

runepkuHe3amu  MPT ronmoBHOro ™osra B mepuoj, W/WIM TIOCIE TOSIBICHUS
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CUMIITOMATUKA OblJa MpOBEAEHA MATH JIeTAM, JBO€ M3 KOTOpPHIX HMEHU
HEHPOBU3yaIM3alMOHHBIE H3MEHEHUsT B 00JACTH CTPYKTYp OSKCTpamvpaMuIHON
cuctembl. Tak, y Manbpunka ¢ Tspkénoit opmoit MIIC |l Obuto BBIIBIEHO paculIivpeHue
[1BII B obnactu mo3zxeuka, y aeBouku ¢ MIIC IlIA — pacmmpenue I1BII B obnactu
CTBOJIa TOJIOBHOTO MO3ra. Y TPOMX JIeTeH, TBOE U3 KOTOPHIX Pa3BUIIM THIICPKUHE3BI Ha
done mpuéma BaJbNPOEBOM  KHUCIOTHl, HW3MEHEHHS B 00JacTU  CTPYKTYp
OKCTpANIUPaAMUJHOM  CHUCTEMBbl  OTCYTCTBOBajdW. [ MNepkuHE3bl  3HAYMTEIILHO
YMEHBIIWINCH Ha OHE Tepanuu KiaoHazenaMoM y Tpéx aeBouek ¢ MIIC A, y ognoi
U3 KOTOpBIX AEOI0T SKCTpanvpaMUAHbIX HapylleHU ObUl OTMEueH Ha QoHe nmpuéma
BaJIbIPOEBOM KHCIIOTHI.

Taxum obpazom, nayueumot ¢ MIIC 1l u lll naxoosmcs 6 epynne pucka pazsumus
2UNEPKUHEe3068, UMO OO0JIHCHO YUUMbIBAMbCS KAK NPU  HA3HAYEHUU Npenapamos,
CNOCOOHBIX CNPOBOYUPOBAMb pA3BUMUE IKCMPANUPAMUOHLIX HAPYUWIEHUL, MAaK U 8

nepuoo HabawOeHUsl NAYUeHMOo8 Ha (hoHe cOOmBemcmayroujell mepanuu.

5.3. Dnuiencus v dMUJIeNTHYECKUE MPUCTYNBI Y JeTeil ¢ MyKONOJIMcaXapuI03aMu
5.3.1. YacToTa BCTpeuaeMOCTH M BO3PACT Ae010Ta SMUWJIENCHH Y eTell ¢
MYKOIOJMCAXAPUA03aMHU

N3 122 mnamuentoB ¢ MIIC, BKIOUYEHHBIX B HCCIECHOBAHHUE, SIWICIICHS Ha
OCHOBAaHWM  HAJIWYMUSl  TMOBTOPHBIX  HECHPOBOLIMPOBAHHBIX  MPUCTYHOB  WIIU
€UHCTBEHHOTO MPUCTYyNa, KIMHUYECKH PACLEHEHHOTO KakK SMWICHTHYECKUM, Mpu
HAJIMYMHA MEXIPUCTYITHON STHIenTH(GOPMHOM aKTUBHOCTH 10 JaHHbIM D3I (coriacHo
onpeneneuuto International League Against Epilepsy (ILAE), 2014) [146, 151], 6bi1a
nuarHoctupoBaHa y 21  pe6éuka (17%) [38]. Cpemu gereit ¢ MIIC wu
nuarHoctupoBaHHoM smrutericueii (N=21) 6puto 3 manuenta ¢ MIIC IT7, 11 manueHToB ¢
Tsokénoit popmoii MIIC |1, 7 marmentos ¢ MIIC 111 (6 — ¢ MIIC HHIA, 1 — ¢ MIIC I1IB).
N3 natu naunuentoB, nepenHecux TI'CK, snunmentudeckre OpUCTYNbI UMEIU MECTO
UL y oAHOro Manbuuka. ¥ gaHHoro namuenta ¢ MIIC IT', moaseprayroro TI'CK B
Bozpacte 11 wmMecsueB, B Bo3pacte 42 MecsieB Ha (OHE TEYEHHUS] OCTPOro

nH(pEKIMOHHOTO 3a0oneBanus ¢ (PeOpUIbHBIM TOBBINICHUEM TEMIEpPaTyphl Teia, a
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Takke Ha (pOHEe MMMYHOCYNPECCUBHOW TEpamnHM MO MOBOAY PEAKIUU «TpPAHCILJIAaHTAT
NPOTUB XO3SIMHA» Pa3BWICS HMIIEMHYECKUN WHCYJIBT B OacceiiHaXx o0eux NepeHux
MO3TOBBIX apTEpPUM, JIEBOM CpeaHEeW W JIEBOM 3aJHEM MO3TOBBIX apTEpUH,
COMPOBOXK/IABIIMICS OUJIaTepabHBIM TOHUKO-KIIOHUYECKUM TMPHUCTYIIOM, YTHETCHHUEM
CO3HAHUS 10 YpOBHS KOMBI. HeBpomornueckmii gedurut B ucxoge OHMK 3axmrogaincs
B npaBocTopoHHeM remunapese. C Bo3pacta 114 mecsueB y ManbuyvKa MOSBUIUCH
dboKanpHble TOHWYECKHUE MPUCTYNbl 0O€3 HaApYIICHUS CO3HAHUS M OujaTepalibHbIe
TOHUKO-KJIOHHYECKUE TPHUCTYNBl C HEYyTOUYHEHHBIM nebrotoM [38]. Hu y koro u3
NnanueHToB ¢ HeHeilpoHonarndyeckumu MIIC 3a mepuoa mpo- U peTpOCHEKTUBHOTO
HaOMIOZICHUST HE ObUIO YKa3aHWM Ha SMWICNITUYECKUE NPUCTYIbl. YacToTa pa3BUTHS
SMUJICTICUM Y TAIlMeHTOB CO BceMH HeWpoHomatudeckumu tumamu MIIC (n=85)
coctamia 25%  (21/85). Yactora  pa3BUTHA  OSNOWICNICHH y  JeTedl ¢
Helipononatuyeckumu MIIC Ha ¢oHEe ecTeCTBEHHOr0 TeUeHUs 3a00JieBaHUs (UCKITI0Uast
ath nanueHToB ¢ MIIC IT" mocie TI'CK) cocraBmma 25% (20/80) [38]. CpaBuenue
YacTOTHI AMUJICTICUU B TpyNax nanueHToB ¢ HeHelpononatuueckumu MIIC (0/37) u ¢
HelipononatuyeckumMu MIIC u ectecTBeHHBIM TeueHueM 3a0oieBanus (20/80) BISIBUIIO
CTATUCTUYECKU 3HAYMMOE Mpeo0IialaHie pacrpOoCTPaHEHHOCTH SIUJIECTICUU BO BTOPOM
rpymne (p=0,002, meron Merca xu-kBajgpar). YacToTa pa3sBUTHS SIMICNICHH Y
nanueHToB ¢ HedpoHomatuueckum MIIC | Ha ¢oHE ecTeCTBEHHOTO TeUYeHUs
3aboseBanus coctaBwia 17% (2/12), y nmanuenToB ¢ Heipononarndeckum MIIC 1l —
26% (11/42) [34], y mammenToB ¢ MIIC Il — 27% (7/26) [38] (3HaunMbIX pa3muduii
MeX Iy rpymnnaMmu He otMedeHo — P=0,768, meton [Tupcona xu-kBaapar).

Menuana Bo3pacTa Je00Ta OSOWICNICMM Y TMAaIllMEHTOB C  Pa3IUYHBIMU
Helipononatnyeckumu thunamu MIIC Ha (oHe ecTecTBEHHOro TeueHusl 3a00JIeBaHUS
(n=20) otHocumack k 129 [107;145] mecsanam, muaumyMm — K 80, makcumyMm — k 188
mecsiam [38]. Jeorot snwmierncuu y apoux MaiabuukoB ¢ MIIC II" otmeuen B Bo3pacte
94 u 99 wmecdieB COOTBETCTBEHHO. MeanaHa BO3pacTa MEPBOTO SMUIIECNTHYECKOTO
npuctyna y 11 manueHToB ¢ HeipoHonarndeckoi gopmoit MIIC Il — 132 [115;145]
Mmecsia, MuaumMyM — 80, makcumyM — 188 mecsies [34]. Meauana Bo3pacra aeOroTa

smuiencud y cemu narentoB ¢ MIIC 11 — 137 [120;150] mecsie, muaumym — 92,
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MakcuMyM — 150 Mecsues. J[o Hadana 3nuIenTUYeCKUX MPUCTYIOB HenpepbiBHAs ADT
B TEpaNeBTUYECKON JO3UPOBKE MPOBOAMIACH TPOUM MAIMEHTaM C TKEIOU (popMoi
MIIC Il u ognoit mauuentke ¢ MIIC IH1A. UuaTepBan mexay Hadanom npuéma ADT u
nepBeiM npuctynom y mnarueHtoB ¢ MIIC |l cocraBun 4, 7 u 45 wmecsieB
cooTBeTcTBeHHO [34], y maruentku ¢ MIIC 1A — 48 mecsmeB. Y 0HOTO MamyeHTa ¢
Tsoxénoit  ¢opmoit  MIIC Il, momywaBmero ADT B Teuenue 78 MecsleB B
TEepaneBTUYECKON JO3UPOBKE B CBS3M C HAIMYMEM JMIICNTUPOPMHON aKTUBHOCTU TIO
maHaeiM OO0 m HaOmomaBIIerocss B HACTOAIIEM HCCIenoBaHUU 10 151 wmecsia,
MPUCTYIIOB Ha ATare HabOJ0IeHNS HE ObLIO.

VYuuThiBas, 4TO JUana3oH BO3pacTa HAOMIOJEHUS IS KaKJIOTO MalueHTa Obul
pa3IMYeH, U MHOTME NalUEHThl ¢ HerpoHonatnueckumMu MIIC He mocturanu craguu
HEBpOJIOTHYECKOro perpecca, B Tabmume 34 mpeactaBieHbl aOCONIOTHBIE U
OTHOCHUTEJIbHBIE YaCTOTHI SIMIJICTICUM B OINPEICICHHBIX BO3pAcCTHBIX rpynmax y 32
nerer. YacTtora BCTPEYAEMOCTH OSIWICICUHA Y MNAlUUEHTOB C HEWPOHONMATHYECKUMU
MIIC B omnpenenéHHOM BO3pPacTHOM JMAla30HE PACCUUTHIBAIACH HA KOJHWYECTBO
OOJBHBIX, HAOMIOIEHHE KOTOPBIX MIPOJOJDKAJIOCh MHHMMYM JO  BO3pacTa,
COOTBETCTBYIOIIETO BEPXHEW I'PAHUIE PACCMATPUBAEMOTO BO3PACTHOrO MHTEpBaia. B
ciydae Ae0roTa SNUICNCUA B KAaKOM-JIMOO BO3PACTHOM OTpe3Ke Yy TMalUeHTa, He
JIOCTUTIIIETO BO3PAcTa BEPXHEW I'PAHULIBI COOTBETCTBYIOIIETO BO3PACTHOTO MHTEPBAIIA,

JIAHHBIA MAIMEHT TaKKe YYUThIBAJICS B pacuérax [315].

Tadanmua 34. Yacrora snmiencum y naereit ¢ HeiipoHonaruyeckumu MIIC B

azam4uHoM Bo3pacre (N=32) [315]
YacToTa 3MuIIeNCHU B COOTBETCTBYIOIIEM BO3PACTHOM
Tunsr MIIC UHTEpBaJe
6-10 et 10-14 net 14-17 met*

Bce neiipononarnueckue MIIC 6/32 (19%) 16/21(76%) 8/8 (100%)
MIIC | 2/3 (67%) 1/2 (50%) HET JaHHBIX
MIIC Il 3/19 (16%) 8/11 (73%) 7/7 (100%)
MIIC I1I 1/10 (10%) 7/8 (88%) 1/1 (100%)

[Ipumeuanue. *Bo3pacTHOM HMHTEpPBaj YMEHbLIEH N0 17 JIeT, B CBSI3U C OTCYTCTBHEM JaHHBIX O
HaOJI0ICHNY 3a manueHTamu 1o 216 mecsies (18 ner).
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CormacHo  nmanHeiM ~ Tabmumsr 34, 1pH  JOCTHKEHWHM  JIE€TBMH  C
HelipoHomatndeckumu  MIIC crapmiero Bo3pacTa A0JS MAIMEHTOB, CTPAJAAIOIINAX
smwtericueit, Hapacraer [315].

Taxum obpasom, y demeii ¢ Hetipononamuyeckumu MIIC snunencust ocnoxcusem
npozpeccuposanue Hetipooe2eHepamusHo20 3abonesanus U oebromupyem 6 8o3pacme,
meouana komopozo cocmasasiem 129 [107;145] wmecayes. C eospacmom 0ons

nayuenmos ¢ netipononamuyeckumu MIIC, cmpadarowux snunencuetl, y8eiudusaemcs,

oocmueas 100%.

5.3.2. CemuoJI0THS YTTHJIENTHYECKUX MPUCTYIOB Yy JeTeil ¢ HelipOHONMATHYECKHUMHU
MYKOMOJMCAXAPUI03aMU

XapakTepucTUKa THUIIOB TPHUCTYNMOB (COTJIACHO  pacHIMpEeHHOW pabodeit

kinaccudukanuu tunoB npuctynoB ILAE 2017 [146, 152]) u gacToTa BCTpe4yaeMOCTH

pasIMYHBIX  mpUCTynmoB y 20  MalMeHTOB C  €CTECTBEHHBIM  TCUCHUEM

Hetipononatuyeckux MIIC npencrasnens B Tabnwuie 35.

Tadamma 35. CemMHO0IOTHSI J3NWJIENTHYECKUX MPHUCTYNOB Yy MNANUEHTOB C
HelipoHonaruueckumu MIIC (n=20)

KonnyecTBo nanueHTos ¢
Tum npucTymnos COOTBETCTBYIOIIIUM THUIIOM
npucryna (%)

doxkasibHbIe MOTOPHBIC (0€3 YTOYHEHUSI THIIA) 3 (15%)
doxkasibHbIC KIIOHUYECKHE 5 (25%)
doxabHbIC TOHUYECKHUE 3 (15%)
dokabHbIC MUOKJIOHHYECKHE 2 (10%)
doxasbHBIE TOHUKO-KIOHHYECKUE 1 (5%)
dokaabHbIC THIIEPKUHETUICCKHE 1 (5%)
doxkanbHbIC BereTaTHBHbBIE 3 (15%)*
dDOKanLVHHe MPUCTYIIBI C 3aTOPMOKEHHOCTBIO TIOBEACHYECKHIX 2 (10%)
peakuui

bunarepanbHble TOHUKO-KJIOHHYECKHE C (DOKATBHBIM MOTOPHBIM 3 (15%)
1e0ITOM

bunarepanbHble TOHMYECKHE ¢ (POKATbHBIM MOTOPHBIM J1€0I0TOM 1 (5%)
bunatepanbHble TOHUYECKHE C (POKATBHBIM aBTOHOMHBIM J1€0I0TOM 1 (5%)
bunarepanabHble TOHUKO-KJIOHHYECKUE C HEYTOYHEHHBIM JIe0I0TOM 11 (55%)
bunaTtepanbHble KIOHUYECKHE C HEYTOYHEHHBIM 1€0I0TOM 2 (10%)
bunarepanabHble TOHMYECKHE ¢ HEYTOYHEHHBIM 1€0I0TOM 6 (30%)
I'enepa30BaHHbIE MUOKJIOHMUYECKHE 1 (5%)

HpI/IMe'-IaHI/Ie. *y BCcex 3 IIaITMEHTOB UMCEJIN MECTO UKTAaJIBHBIC CUHKOIIEI.
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KonuyecTBO TUMOB MPUCTYIIOB Y OJHOTO MallMEHTa BapbUpPOBAIO OT OJHOTO A0
mectd. B o0mieil crnokHOCTH OuilaTepalibHble TOHMKO-KJIOHMYECKHE TMPHUCTYIBI C
(oKaTbHBIM MOTOPHBIM W HEYTOYHEHHBIM jeOroToM uMmenmn mecto y 13 (65%)
NalMeHTOB: y 12 netelt — OIMH U3 TUIIOB MPUCTYIIOB, Y OJHOTO Majb4yhKa — 00a THIIa.
CrarycHoe TeueHHe  OWJaTepalibHBIX  TOHUKO-KJIOHUYECKUX  SMHJICHTUYECKUX
IPUCTYIOB OTMEYAJIOCh y TPOUX MameHtoB (2 — ¢ Tsokénoit popmoit MIIC Il, 1 — ¢
MIIC [HA) [34]. ¥V roit e aeBouku ¢ MIIC IHIA umen mMecTto 3MM304 XaOTHYHOM
JBUTATEIbHOM  AaKTUBHOCTH,  CONPOBOKJABIIMIICS  HApYIICHHWEM  CO3HAHWS,
MPOJIOJDKUTEILHOCTHIO O0Jiee 1 yaca, KOTOpbIN ObUT KIIMHUYECKH PACIEHEH KaK CTaTycC
(b OKaTbHBIX TUIIEPKUHETUYECKUX TPUCTYIIOB.

M3 manueHTOB C JMArHOCTUPOBaHHOW smwmiencuer (N=21) mpoBoKarus
npUCTYIoB GeOpuiibHON U cyOheOpHIIbHON TeMIepaTypoi Tejla UMesia MECTO Y TISITH
(24%): onmnoro maruenta ¢ MIIC II' 1 umieMUYecKMM HHCYJIBTOM Ha (poHE OCTpOro
MH(PEKIMOHHOTO 3a00JIeBaHUs U UMMYHOCYIIPECCUBHON Tepamuu MO MOBOJY PEAKIIUU
«TpaHCIUIAaHTAT MPOTUB XO35MHA» B aHAMHE3E, JBOMX MAIMEHTOB C TSKENON (GopMoit
MIIC I, neoux mammentoB ¢ MIIC HHIA. [{e6rot snunencuu ¢ heOpuabpHOro NpucTyIa,
BO3HHUKILIETO B Bo3pacTte 122 MecsiueB, OTMEYEH Yy OJHOrO IMAalMeHTa C
Heliponomarndeckoir (opmori MIIC |1l [34]. YV ocranbHBIX OOJBHBIX JITHJICIICHUS
nedrotupoBaa ¢ aheOpUIIbHBIX MPUCTYTIOB.

®ebpunbHBIE CyIOPOTH B BO3PACTE /IO 5 JIET UMEJIU MECTO Y JBOMX MAIUEHTOB C
Tsokénoit dhopmoit MIIC |l. HaGmrogenue B JaHHOM HMCCIEAOBAaHUU OJHOTO U3 JBOUX
MAIMEHTOB, Pa3BUBIIETO €IMHCTBEHHBIN (DEOPMITHHBIN MPUCTYT B BO3pacTe 24 MecCsIEB,
MPOJIOJDKATIOCHh 10 55 MeECSIIEB; MOBTOPHBIE MPUCTYMBI OTCyTcTBOBasU. HalmroneHue
BTOPOTO TMalMeHTa Tpojaoxkanock a0 175 wmecsnes. [locne pazButus GheOpuIbHBIX
cynopor B Bo3pacte 12 MecsieB MpUCTynbl y OOJBHOTO OTCYTCTBOBaiM 10 135
MecCI1IEeB, KOT/la MaHU(PECTUpOBAJIa SMUJIENICUsl ¢ aPpeOpUNIbHBIMU TIPUCTyNaMu. Takum
o0paszoM, y MaIMeHTOB C €CTECTBEHHBIM TeueHHeM HelpoHomarndeckux MIIC gactora
pa3BuTHs (eOPHIBLHBIX CYJI0POT B Bo3pacte 10 5 jet coctaBmia 2,5% (2/80) [34]. Ilpu
WCKJIIOUEHUU TMAIMEeHTOB C HeWpoHonarndeckumMu MIIC, koTtopele HE IOCTUTIU

BO3pacTa S5 JIeT Ha MOMEHT OKOHYaHUS MCCIIEIOBAHUS, YaCTOTa pa3BUTHS (HeOPIITHHBIX
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CyJIOpOT B BO3pacTe M0 5 JIeT y manueHToB ¢ HeipoHomatnyeckumMu MIIC cocraBumna
1,6% (1/64). [anHple MoOKa3aTeld COOTBETCTBYIOT 4YacTOTE BCTPEYACMOCTH
(beOpHIIBHBIX CyI0pOT B 00IIel momysisiiun aetei (2-5%) [28, 309].

Takum obpazom, y Oemei ¢ Helpononamuveckumu MIIC  snunrencus
NPOABNAEMCA  KIUHUYECKUM NOAUMOPPUIMOM NPUCMYNO8, Haubolee HacmviMu U3
KOMOPbIX AGIAIMCA Oulamepaivbhbie MOHUKO-KIOHUYECKUe NPUCMYNbl ¢ (OKATbHbIM
MOMOPHbIM U HEYMOUHEHHLIM Oebromom, pesucmpupyrouuecs y 65% nayuenmos.
Bosmooicno pazeumue cmamycno2o meuenus npucmynos, a makaice cyogeopuivtas u

Gebpunvras nposokayus NPUCMynos.

5.3.3. YacToTa pa3BUTHS U BO3PACT Ae010TA INUJIeNTH(POPMHBIX U3MEHEHHIT HA
3JIEKTpo3HLedaorpaMMe y IeTeld ¢ MyKOIIOJIHCAXapUI03aMu

Hanueie Buaeo-O3I° MOHUTOPUHIOB B COCTOSSHHMM OOApPCTBOBAHUS W/WIH
JTHEBHOTO CHa ObuIM AOCTynHBI s 118 mamuentos, mpu 3TtoMm 3amucu D3I kak B
COCTOSIHUU OOJPCTBOBAHMS, TaK U B COCTOSHUM CHA MMEJNH MeCTO y 84 MalMeHTOB,
nanHpie 901 TOMBKO B COCTOSIHMUA CHA — y 11 mamumeHTtoB, manHbie D3I TOIBKO B
coctosiHuu O60oapcTBoBaHus — y 23 manueHtoB. M3 118 mamuentoB ¢ MIIC, koTophim
Obl1 moBeA€H BUAC0-OOI" MOHMTOPUHT OOAPCTBOBaHUS W/WIM JHEBHOTO CHA,
SMHUAKTUBHOCTH perucTpupoBanach y 41 pedénka (35%): 3 mauuentos ¢ MIIC IT", y 1
u3 koTopbix B anamuesze umenu mecto TI'CK u OHMK, 22 — ¢ tsxénoit hopmoit MIIC
I, 15 — ¢ MIIC Ill, 1 — ¢ MIIC VI. DnuaktuBHOCTh oTCyTcTBOBaja y 77 u3 118 (65%)
naiuenToB ¢ MIIC: 4 — ¢ MIIC I, nonsepruyteix TI'CK, 8 — ¢ MIIC IT", koTopsiM HE
nposoauiack TI'CK, 5 — ¢ MIIC IT/IL, 1 — ¢ MIIC I, 18 — ¢ tsxénoit popmoit MITC
I, 16 — ¢ nérkoit popmoit MIIC Il, 11 — ¢ MIIC 111, 6 — ¢ MIIC IVA, 8 — ¢ MIIC VI.
CornacHO TMpEeACTaBICHHBIM JIaHHBIM, JIHUAKTUBHOCTb, 3@ WCKIIOUYEHUEM OJIHOU
nanueHTku ¢ MIIC VI, xoropoit mo mnoBoay ruuporedanrun ObUIO MNPOBEACHO
BEHTPHUKYJIONepUTOoHeaibHOEe myHTUpoBanue (BIIII), orMedanach TOJIBKO y MAIlMEHTOB
¢ Hetipononatuueckumu Turnamu MIIC [34]. Takum oOpa3om, 4acToTa perucTpariiu
SMUAKTUBHOCTH Yy TMAalMEeHTOB ¢ HeWpoHonatudeckumMu MIIC u  ecTecTBEHHBIM

TedyeHueM  3aboneBaHus  coctaBmia  51%  (39/77), 'y  manMeHToB  C
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HeHeiipononartuueckumu MIIC — 3% (1/36) (p<0,001, merom Herca xu-kBaapar).
Onunencus, Kak ObUIO YKa3aHO BBINIE, TaKXke Obla XapaKTepHa JUIsl MaIlMEHTOB C
Helpononatnyeckumu MIIC.

N3 97 mamuentoB ¢ MIIC, He cTpagaBIIUX >MOHICTICHEd M OOCIEJOBAaHHBIX C
nomonipio Metona D3I, sMuMakTUBHOCTH mMena Mecto y 24 (25%) nereit: 12 — ¢
soxénoit popmoit MIIC I, 11 — ¢ MIIC 1ll, 1 — ¢ MIIC VI; orcyrcTBoBana — y 73
(75%) manmentoB: 4 — ¢ MIIC IT', monsepruyteix TI'CK, 8 — ¢ MIIC IT', koTOpbIM HE
npoBoaunack TI'CK, 5 — ¢ MIIC IT/11, 1 — ¢ MIIC I, 17 — ¢ Tsoxénoit popmoiit MIIC
I1, 16 — ¢ nérkoii popmoit MIIC I, 8 — ¢ MIIC Ill, 6 — ¢ MIIC IVA, 8 —c MIIC VI.

Hanusie Buaeo-O31° MOHMTOpPUHTA JHEBHOTO CHA OBLIM JOCTYIIHBI JJIS BCEX
MAIMEeHTOB C TuarHoctupoBanHoM smmiencueit (n=21: 3 — ¢ MIIC IT', y 1 u3 KoTopsIx
snmnerncus paspwiack nociie OHMK, 11 — ¢ Tsokénoit popmoit MIIC II, 6 — ¢ MIIC
1A, 1 — ¢ MIIC llIB), nanubie Buaeo-231" MOHUTOpUHTA OOAPCTBOBAHUS HE YIAIOCh
HOJyuuTh y 1BoMX M3 HUX (1 — ¢ Tsokémoit popmoit MIIC Il u 1 — ¢ MIIC 11IB). 13 21
nanmenta ¢ MIIC, ctpanaBiiero snuiencueil, MeKIPUCTYIHAS SMUAKTUBHOCTH Oblia
3adukcupoBana y 17 (81%) nereit: 3 — ¢ MIIC IT', y 1 U3 kOTOpbIX B aHAMHE3€ UMEJIH
mecto TI'CK u OHMK, 10 — ¢ tsoxénoit popmoit MIIC Il, 4 — ¢ MIIC Ill. ¥V gerbipéx
(19%) nereit ¢ MIIC, cTpagaBmnX SHUJICTICUEH, MEXIPUCTYITHAS SMUAKTUBHOCTh HE
OblIa BBISIBJICHA. TPOUM W3 JAHHBIX YETHIPEX MAIMEHTOB (2 MajabyuKaM — C TSHKEIOU
dopmoii MIIC Il u ¢ MIIC A, 1 neBouke ¢ MIIC I11A) Bce Buneo-231" MOHUTOPUHTH
nocJje Ae0rTa NpucTynoB ObUIH TpoBeaeHbl Ha poHe ADT B TepaneBTHUECKUX 033X
(BanbmpoeBoi kuciaotod u geHodapobutamom — y manbunka ¢ MIIC |l, BanbnpoeBoit
KHUCIIOTOM U KioHazenamoM — y aeBouku ¢ MIIC A, naMoTpuKuHOM — y Majb4yuKa ¢
MIIC HIA) [34]. Jlume y omuou aeBouku ¢ MIIC A He ymanock 3admkcHpoBaTh
AMUAKTUBHOCTh TOCiie JebroTa mpuctynoB u g0 Hadana ADT. Omgnako ciemyet
3aMETHUTh, YTO B JIAHHBIA MEPHUO]T MAITUEHTKE OBLI MPOBEAEH €IMHCTBEHHBIN BU10-D3I
MOHUTOPHUHT OOJIPCTBOBAHUS U JHEBHOT'O CHA.

OmunentudopMHas aKTUBHOCTh 1O JaHHBIM BHI€0-OOI MOHHUTOPHHIOB
OOQpCTBOBaHUS W/WIM JHEBHOTO CHA pPErHCTpUpOBaiach y 23 TAlUEHTOB C

neipononarnyeckumu MIIC (12 — ¢ Tokénoii popmoir MIIC I, 11 — ¢ MIIC Il1),
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yKa3aHHWs Ha HaJu4yue TMPUCTYNOB Y KOTOPBIX OTCYTCTBOBAJIIA 10 OKOHYAHHS
HaOmonennss B OI'AY «HMMUIL[ 3nmopoBbs aereit». Y 8 wu3 23 manueHToOB
AMHUAKTUBHOCTh BIEpBBIE OblIa 3aUKCHpPOBaHAa BO BpeMs MOCIEAHEH 3a Mepuon
NPOBEICHUS] HACTOSIIIETO HCCIEAOBaHUS TOCHUTAIMU3AIMU, YTO OOYyCIIaBIMBAET
HEJOCTAaTOYHO JUIMTENbHOE HabmoaeHue mnanueHToB. Ilepwon OecnpuCTYIHOTO
HAONIOACHUS TIOCNIC TIEPBUYHOW PETUCTPAMH DSMIICNITA(GOPMHON aKTUBHOCTH Yy
ocTallbHBIX 15 nmeteit coctaBisii ot 10 g0 78 MmecsneB, meauana — 28 [13;55] mecsues.
ADT B TepaneBTUYECKON TO3UPOBKE MOCIE MOABICHUS SMUICNTU(HOPMHON aKTUBHOCTH
MoJIy4dajaud TOJIbKO 2 W3 15 manueHToB. Y OJHOTO TalmMeHTa ¢ TshkEno (opmoit
cuHApoMa XaHTepa MpUEM MpenapaToB ObLT OOYCIIOBIEH 3MU30/1aMH IICUXOMOTOPHOTO
BO30YKJEHUSI, THTEPIIPETUPYEMBIMHU MEPBOHAYATIBLHO KaK SMHJICNITUYECKUE MPUCTYIIbI,
U TPOJOJDKAJCS B TeyeHue 16 MecsdieB ¢ MOMEHTa MOSBJICHHS STHICHTH(POPMHON
aKTUBHOCTH; 1ocie otMeHbl ADT B TeueHue 17 MecsieB mociaeayronero HabaoaeHus
IPUCTYIOB y MalMeHTa He Obuio. Y Apyroro mManpuuka c Tsokénoi dopmoit MIIC I
ADT B TepaneBTHUECKOW JO3UPOBKE, HECMOTpPS HA OTCYTCTBUE IMPHUCTYIOB, ObLIa
Ha3Ha4Y€Ha Cpasy IOCJe MOSBJICHUS AMUAKTUBHOCTU U MPOJOJDKEHA B TEUEHUE BCETO
nepuojia HaOMIOACHHS, COCTaBUBIIEro 78 wMecsmeB. Meauana OeCpUCTYITHOTO
HaOmoaeHus 14 mauueHToB (¢ MCKIOYEeHUEM 1 ManueHTa, MoTy4yaBIIEro aJeKBaTHYIO
ADT B TeueHue Bcero cpoka HabmoaeHus) coctapmwia 27 [13;46] mecsiieB, MUHUMYM —
10, makcumym — 61 mecs.

N3 17 npanMeHTOB ¢ HAIMYKAEM DIWICICHM MW 3aPETUCTPUPOBAHHOMN
srunentudopmuoit aktuBHocTH y 10 neteit (1 — ¢ MIIC IT" u ecTecTBEHHBIM TECUEHUEM
3aboneBanus, 6 — ¢ Tspkénoit popmoit MIIC |1, 3 — ¢ MIIC Il1A) umenu mecTo naHHbIE
BU1€0-O0I" MOHMTOPUHIOB OOJPCTBOBAaHWS W JHEBHOTO CHa JO MaHuUdecTalnuu
SMUICNTUYECKMX TpuctynmoB. Y 6 wu3 10 (60%) mnamueHTOB MOSIBICHHUE
AMUIENTUPOPMHON aKTUBHOCTH MPEIIECTBOBATIO Hayally MNPUCTYNOB. BpeMeHHO
WHTEpPBAJI MEXIy NEpPBON perucTpanuel 3MUaKTUBHOCTU U JE0IOTOM JIUJICIICUU Y
JaHHBIX MMALMEHTOB BapbupoBal oT 12 g0 69 mecsues, meauana — 22 [20;49] mecsma.
Crenyer OTMETHTD, UTO TPOUM M3 IIECTH AeTel HenpepbiBHAst ADT B TepaneBTHUECKON

JO3HUPOBKEC ObUla Ha3HAYCHA IIOCJIE IOSBJICHMS BHHHGHTH(I)OPMHOﬁ AKTUBHOCTH IIO
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naHHbIM D00 U 10 BOZHUKHOBEHUS MPUCTYIIOB, YTO, BEPOSITHO, OTCPOYHIIO, OJHAKO HE
NPEeIOTBPATUIIO ACOIOT SIMUJIENTUYECKUX MPUCTYNoB. VMHTepBanm Mexy NepBUYHON
perucTpainmell SMMaKTUBHOCTHA U MaHU(ecTannel IPUCTYIIOB Y TPOUX MAUEHTOB (2 — ¢
Tsokénorr  popmori MIIC I, 1 — ¢ MIIC IllA), navaBmmx mnomydate ADT 1o
BO3HMKHOBEHUS NMPUCTYNOB, coctaBuil 20, 69 u 49 Mecs1ieB cooTBeTCTBEHHO. MHTEpBaI
MEXIYy NEPBUYHBIM (PUKCHUPOBAHUEM 3MHAKTUBHOCTH U J1€0IOTOM IPUCTYIOB y TPOUX
narenToB (1 — ¢ MIIC T, 2 — ¢ tokénoit popmoit MIIC 1), He momyyaBimmx
HernpepbiBHYI0 ADT 10 Hayana npuctynoB, coctaBui 22, 22 u 12 wmecsues
COOTBETCTBEHHO. Y 4eThIpéx u3 necsatu (40%) nanueHTOB MOSBIICHHE SIHAKTUBHOCTH
ObUIO 3aperucTPUpPOBAHO TOJBKO mocie Jaedrota snuiencuu. Creayer, OJHAKoO,
OTMETHTb, YTO y JTAHHBIX YETHIPEX mareHToB (2 — ¢ Tspkémoit popmoit MIIC I, 2 — ¢
MIIC IA) nocnennuit Buneo-231° mMoHuTOpuHT ObLT MpoBeAeH 3a 2, 12, 8 u 37
MECALIEB J0 Hayajga MPHUCTYIIOB COOTBETCTBEHHO, YTO MOXET OOYCJIOBHTH MPOIYCK
BPEMEHU MOSBIEHUS ANUICNTUPOPMHON aKTUBHOCTH.

BeposITHOCT, BO3HMKHOBEHHS SMMJICIICUM B TEUYEHHUE 2 JIET MOCJE BBISBICHMUS
AMUIENTUPOPMHON aKTUBHOCTH MO AaHHBIM OOl Obuia oneHeHa y 13 manueHTOB ¢
Heipononatndeckumu MIIC. DMakTUBHOCTH 70 WK 0€3 BOSHUKHOBEHHUS MPUCTYTIOB B
nepuos HaOmoAeHuss Obuta 3aduKcUpoBaHa y Bcex 13 mamueHToB, a BpeMs
HaOJIIOICHUS I€TEN MOCHE BBISABICHHS 3MUAKTUBHOCTH, HE 00YCIOBUBIIEH Ha3HAYEHUE
ADT, cocraBmsuio He MeHee 2 neT. B Teuenue 2 ner mocne MepBUYHON PEruCTpaliu
SMHUAKTUBHOCTU SMWICTITUYeCKHe mpucTynbl Bo3HukiM y 3 (1 — ¢ MIIC IT, 2 — ¢
soxénort popmoii MIIC Il) u3 13 (23%) namuenrtos, y 10 (77%) naumentoB (6 — ¢
Tsokénoit hopmoii MIIC I, 4 — ¢ MIIC IllA) B TeyeHue yka3zaHHOTO MEpUOA TIOCIE
BBISIBJICHUS SMUAKTUBHOCTH MPUCTYIBI OTCYTCTBOBaiMW. [Ipu cpaBHeHHMHM 4acTOT ABYX
UCXOJOB TIOKa3aHO, YTO B TEUe€HHWE 2 JIeT TOocie TMEepPBUYHONW perucTpaiuu
DIMAKTUBHOCTH Yy TNAUMEHTOB C  HeupoHonatndyeckumu  MIIC  orcyrcTBHE
ANUIENTHUYECKUX MPUCTYNOB PETrUCTPUPYETCS CTATUCTHUYECKH 3HAYMMO  Yalle
(p=0,006), uem 1e0IOT IMHUICIICHH.

Taxum obpazom, >nurenmug)opmHas axKkmueHocms no  OaHHvim IO

peaucmpupyemcsi  cmamucmuyecku  3nawumo  wauwe (p<0,001) y Odemein ¢
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Hetpononamudeckumu MIIC. Yacmoma 603HUKHOBeHUs INUNENCUU 8 meyeHue 2 Jem
nocie NepeuyHoOl pecucmpayuy SNUAKMUGHOCMU y O0emell ¢ HeUpoHONamuiecKumu
MIIC  cocmaensiem 23% u  3uauumenvuo ycmynaem (p=0,006) uacmome
OeccuMnmomMHo20  O08YXJlemHe20  MmeyeHUs OAHHO20  INeKMPOPUIUOIOSUYECKO20
OMKJIOHEeHUsl. Yuumuléas omcymcmeue KIUHUYeCKOU MaHugecmayuu Snuiencuu y
oonvuuncmea odemeti ¢ MIIC 6 meuenue 2 niem nocie NepeUYHOU pecucmpayuu
INUNENMUPOPMHOU  AKIMUBHOCMU, A MAK)Ce ONUCAHHble 6 CledyIuux pasoenax
Hedicenamenvruvle d¢hpgexmovr ADT y nayuenmos ¢ MIIC, makmuka nabarooeHus, Oe3

HazHavenusi ADT 0o debroma snunencuu, npedcmasisiemcs Hauboee yenecooopa3Hou.

5.3.4. OcTpble CHMITOMATHYECKHE MPUCTYNBI Yy IeTel ¢ MyKONOJIHCAXapU103aMHi

OcTpble CUMNTOMATHYECKHE MPHUCTYIbI, HE cBsizaHHble ¢ uHQYy3usmu DO3T,
MMEIIn MECTO y 4YeThlp€x nere ¢  HeupoHomatnueckumu MIIC.  Cpenn
3a(UKCUPOBAHHBIX MPUYUH PA3BUTHUS OCTPHIX CHMITOMATUYECKUX MPHUCTYIIOB OBLIU
OHMK (umemuyeckuil HHCYJBT, OCTPOE KPOBOM3IUSHME B 00JacTb MNOJOCTPOU
CyOAypaJIbHOM reMaTOMBbI), IPUMEHEHHE JICKAPCTBEHHOTO TpernapaTa (BaHKOMHUIIMHA).
VY onnoro manbunka ¢ MIIC II" 6unarepanbHblii TOHUKO-KJIOHHYECKUH TPUCTYIT BOSHUK
B Bo3pacte 42 mecsueB Ha (poHE MIIEMUYECKOTO MHCYJbTA, CBI3AHHOTO C TEYEHUEM
OCTPOro MH(MEKIIMOHHOTO 3a00JeBaHUs 1 UMMYHOCYIIPECCUBHOM Tepamnueu 1mo moBoy
peakiui «TPAHCIJIAaHTAT MPOTUB XO03MHA». OJHAKO TOBTOPSIONIMECS (POKATHHBIC
TOHUYECKME TMPUCTYNbl 0€3 HapylIeHHs CO3HaHUs U OuiarepaibHble TOHHKO-
KJIIOHUYECKHE MPUCTYIBI MaHU(ECTUPOBAIN Y HETO TOJBKO B Bo3pacTe 114 mecsies. Y
npyroro mnamuenta ¢ MIIC IT'" B Bo3pacte 16 mecsaneB Ha ¢one teuenuss OPU c
KUIICYHBIM CHHJIPOMOM M HIIEMUYECKOr0 MHCYJbTa B OacceilHe JIeBOM cpenHei
MO3TOBOM apTepUH W MPABOW HUKHEH MO3IKEUKOBOW apTepUM Pa3BHIMCH (DOKAIBHBIC
KJIOHUYeckue cyaoporu. Ilepuona nanmpHedero HaOMIOACHUS 3a JTaHHBIM MallMEHTOM
COCTaBIsLT 4 Mecdlla, B TEUYEHHUE KOTOPBIX HNPUCTYMbI HE MOBTOPSUIUCH. Y TalMEHTa C
MIIC I1IB ¢okanbHbIii TOHUYECKU MPUCTYT BO3HHUK B Bo3pacte 107 mecsieB Ha hoHe
OCTPOTO KPOBOM3JIMSHUS B 00JIACTh MPABOCTOPOHHEW MOJOCTPOl CyOAypaibHOM

remMaTtomel. B TeueHue MMOCJICAYIOIICTO IICpruoaa H&6J’IIOI[€HI/I${ nanucHTa, COCTaBUBIICTO
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10 mecseB, MPUCTYIOB He ObLIO. Y Manbuuka ¢ Tskénoit hopmoit MIIC Il mpuctyn no
TUIY (OKaNTbHBIX MOTOPHBIX aBTOMATHU3MOB pa3BWIICS B Bo3pacTe 74 mecsieB Ha (poHe
BBEJCHUA B TMOPT-CUCTEMY JUJII BEHO3HOTO JOCTyma BaHKoMuIlMHA. llepuon
nanbHeiero HabJoIeH!s 3a MallMeHTOM COCTaBUI MeHee 1 mecsna.

Cynopoxxaple mpucTtynsl Ha ¢GoHe UHOY3WH (HepMeHT03aMeCTUTEIbHBIX
npenapaTtoB uMmend Mecto y matu nanueHtoB (1 — ¢ MIIC IT, 4 — ¢ Tsxénoit hopmoit
MIIC II). [Iea mamueHTa yk€ HMMEIM JHUArHO3 OSIWICIICUU 10 BO3HHUKHOBCHUS
OPUCTYNOB, CBs3aHHbIX ¢ HHPY3usMu O3T; y ogHoro Manpumka MaHudectanuei
MOBTOPHBIX JMWJICNITUYECKUX MPUCTYMOB OBbUI MPUCTYI, BO3HUKIIUNA BO BpeMs
uH(DY3UH; y IBYX JPYTUX MAIlMEHTOB MPHUCTYNOB, HE CBsA3aHHBIX ¢ UHPy3usimu O3T,
3a()MKCUPOBAHO HE OBLIO.

B macmoswem paszdene onucano uemvipe KIUHUYECKUX CYYASL OCMPBIX
cumMnmomamudeckux npucmynog y oemeu ¢ Heupononamuyeckumu MIIC, He
cmpaoarowux snunencueu. Tpu cayuas cyoopoe owiiu obdycnoerenvt OHMK. Taxum
obpasom, npu enepevie GO3HUKUIEM CYOOPON*CHOM Npucmyne y HNAYUeHmos C
Heupononamudeckumu  MIIC  crnedyem  npednonoxcums U UCKIIOYUMb €20
CUMNMOMAMUYECKYIo  Npupooy, KOMOpas Moxcem mpebo8ams  HEOMIONCHLIX
mepanesmuydeckux — meponpuamui. Kpome moeo, ommeuena  603MOMCHOCMb
B03HUKHOBEHUS CYOOPOIHCHBIX NpUCmMynos, CBA3AHHBIX c uHy3UAMU
Gepmenmo3zamecmumenbHuIX NPenapamos, Kaxk y nayueHmos ¢ HeupoHonamuiecKumu
MIIC u panee ouacHoCmMupo8aHHOU SnUIencueli, maxk u y nayueHmos, He cCmpaoaroujux

SI’lqueI”lCl/lte, a makoice 6 0edbrome INULENCUl.

5.3.5. JlabopaTopHble MOKa3aTeJu y AeTel ¢ MyKoINoJimcaxapuio3amMmu Ha oHe
AHTHINMJICNITHYECKOMN Tepanuu
[TokazaTenu 001IeT0 U OMOXUMHUYECKOTO aHAM30B KPOBU ObUIM PACCMOTPEHBI Yy
naiueHToB ¢ MIIC, momywaBmmx ADT. YV psga nanueHTOB OBUIM  BBISBICHBI
otkyioHenus B nokazarensix AJIT u ACT, ypoBHe anbOyMuHa U TpOMOOITUTOB.
Ananu3 nunamuku nokasareneid AJIT u ACT na ¢one BBenenus u repanuu ADII

nposeneH y 21 marenta ¢ MIIC (3 — ¢ MIIC IT, 12 — ¢ tsoxénoit popmoit MIIC 11, 5 —



141

¢ MIIC Ill, 1 — ¢ MIIC VI). MuauManpHasi MpOJODKATEIBHOCTh HAOMIOACHUS 32
O0onpHbIMHE Ha poHe ADT B TepaneBTUUECKHX U CyOTEpaneBTUYECKUX J103aX COCTaBUIIA
1 mecsin, MmakcuMainbHas — 105 mecsnes, meauana — 27 [13;47] mecsues. Beixoasiue
3a Tpenenbl peepeHCHBIX 3HAUYeHMM Tokazarenu TpaHcamuHa3 Ha ¢oHe ADT ¢ ux
HapacTaHUEM [0 CPAaBHCHHIO C TOKA3aTENIIMH, PETUCTPUPOBABIIMMIUCS 10 BBEACHUS
wn w3MeHenus 103 ADII, 3aduxcupoBansl y 4 u3z 21 (19%) mamumenta. Y Tpomx
naruenToB (1 — ¢ MIIC IT', 2 — ¢ MIIC Il1A) yBenndeHne nokasareseil TpaHCaMHHA3
OBIJIO CBS3aHO C BBEIACHUEM/YBEIUYCHHEM J03bI BaJLIPOCBOU KHUCIOTHI, Y OJHOTO
oonpHoro (¢ MIIC IlI) — ¢ BBemeHueM B Tepanuio kapOamasenuHa. IloiaydeHHBIH
MoKa3aTellb  4YacTOThl ~ HEXKENATeNbHOTO  sBJIeHHS 1o  kiaccupukanuun BO3
HEXKeJaTeNbHBIX MOOOYHBIX peakiui [177] oTHocuTCs K O4eHb YacThiM. OmHaKo, y
ornucaHHbix Hamu jaereit ¢ MIIC nossienue Tpancamunas Ha pone ADT B no3ax, He
MIPEBBIMIAOIINX TEPAMTEBTUYECKIUX, OBIJIO BEIPAKEHO B JIETKOW CTETICHU (MEHEe 4eM B 5
pa3 OT BEpXHEH IpaHUIlbl HOPMAIbHBIX 3HaUeHU) [162], ABIsIIOCH OECCUMITOMHBIM U
HE IPEICTABIISIO COOOM CEPhE3HOrO HeXenareapHoro seiaenus Ha pone ADIT L. Kpome
Toro, coriacHo pgaHHeiM Hadzagic-Catibusic F. u coast. (2017) [182], yacToTa
MOBBINICHUS TpaHCAMHUHA3 y JIeTed ¢ Jmuiencue Ha (oHe Tepanmuu BaJIbIIPOEBOU
KUCJI0TOM cocTaBisaeT 19,15%, uTo coBmagaeT ¢ 4acTOTOM B HACTOSIIEM HCCJICJOBAaHUH
(p=1,000, kpuTepwii Xu-KBaapar).

VY cemMu MaIMeHToB, MOayYariuX Baibnpoesyio kuciaoty (1 — ¢ MIIC VI, 4 —c¢
MIIC Il, 2 — ¢ MIIC Ill), Ob11 IpoBeieH aHaIM3 MOKa3aTeje aTp0yMrUHa B KPOBH JI0
Havaina npuéma ADT u Ha one Tepanuu. J[o Havana Tepanuu BajdbIIPOEBON KUCIOTON
MoKaszaTelid adb0yMHHa Yy BCEX MalMEeHTOB ObuUM >35 1/1, a TUMoaas0yMHUHEMHUS
(ypoBeHb anbOyMHHA B TjIa3Me€ KpOBH MeHee 35 1/71) Ha (oHE Tepanuu BaJIbIIPOCBOM
KUCI0TON pasBuiachk y 5 u3 7 (71%) naumentoB [317]. YV apyrux aByx gereit (omHOM

nesoukn ¢ MIIC VI u oxgnoro manbunka ¢ MIIC Il) nokazatenu anpOymuHa Ha (oHe

1 [IpaBuna Hajexaliei KIMHUYECKOW MpakTUKW EBpasuilckoro 3KOHOMHYECKOTrO coro3a. YTBEpxKACHbl PerieHuem
Cogera EBpasmiickoii sxoHOMHUYECKOW KoMuccuu oT 3 Hos0ps 2016 roma N 79 [DnexkTpoHHBIH pecypc]. DIeKTpOHHBIH
(oHI TPaBOBOW W HOPMATHBHO-TEXHHYECKOW MOKyMeHTanumu [nata oOpamenus 10.05.2018]. Pexwmm mocryma:

http://docs.cntd.ru/document/456026110.
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ADT Taxxe cHU3WIUCh (¢ 44 nmo 39 r/n u ¢ 41 no 36 /1 COOTBETCTBEHHO), HO HE
JOCTHIIIM TIATOJIOTHYECKMX 3HadeHmid. B Tabmume 36 mnpencraBicHa JIWHAMHKA
nmokasarelis aJbOymMuHa 10 W Ha (oHe mpuéMa BaNTBIPOEBON KHCIOTHI, a TaKKe

Koppeiinusga A03b1 BElJIBHpOCBOfI KHCJIOTBI U YPOBHA aJ'II)6YMI/IHa B II'TIa3MC KPOBHU.

Tabauna 36. luHamMuka nmokasartess ajb0yMHMHA IJIa3Mbl KPOBHM 10 U Ha (pOHe
Tepanum BajblpoeBoii kucjioToi y aereii ¢ MIIC (n=7)

Bospact | AneOymun | Bospact | AnbOymuH Hlosa . -
BaJIBIIPOCBOI p r

o ADT, o ADT, Ha QoHe Ha QoHe 6 (p<0,05)

Mec A ADT, mec ADT, r/n KHCIIOTB, (amOymun) | (p<0,
MI/KT/CYT

94 42 128 33 33

[68;196] [41;44] [116;199] [33;36] [28;43] 0,018 -0,19

64-197 37-44 111-210 28-39 23-53

[Ipumeuanue. Bce 3nauenus npexacraBneHsl B Buge Mmeauan [UKP], mun-makc; *koaddumment
KOPPEJSAIUH YPOBHS aThOyMUHA M JTO3bI BAJILITPOSBOU KUCIIOTHI.

Pe3ynbrarel  MpOBEAEHHOTO  aHaJM3a  MOKAa3bIBAlOT,  YTO  Pa3BUTHE
runoansOymuHemun y gereit ¢ MIIC nHa doHe Tepanuu BadbmpOEBOW KHUCIOTOMN
ABJIIETCSI OYEHb 4YacTOW HeXenarenbHOW peakuuen (5/7), pasHULIA MEXKIY
noKa3zaTeliiMi  ajJbOyMHHA B IUIa3M€ KpOBUM 10 U mnocie HazHadeHuss ADT
craructruecku 3HaunMa (P=0,018), u Mexay ypoBHEM albOyMHHa B IUIa3Me KPOBH M
JI0301 BaJIbIIPOEBOM KHUCIIOTHI CYIECTBYET ciabas oOpaTtHas koppemsuus (r= —0,19).
[Ipu aHanu3e KIMHUYECKUX JaHHBIX CEMH OOCYXIAEMBbIX MALUEHTOB ObUIO OTMEYEHO,
YTO TOSIBJICHUE COIYTCTBYIOIIUX TEpaIlWy BaJbIIPOCBOM KHCIOTOW HEOIArONMpHUsSTHBIX
¢dakropoB 'y gered ¢ MIIC mnpuBoguT K  yCyryOJ€HHIO BBIPA)KEHHOCTH
runoans0ymuHemuu. Tak, y nBoux mamueHToB (1 — ¢ MIIC Il u 1 — ¢ MIIC IlIA) B
MOCJICONEPAIIMIOHHOM ~ [EPUOJE, TMOCI€ YCTAaHOBJIEHUS TacCTPOCTOMBI, YpPOBEHb
anbOymuHa B KpoBu cHu3wiIcs ¢ 31 mo 21 r/m u ¢ 33 10 29 1/1 COOTBETCTBEHHO, UTO
noTpeOOBaIO0 BHYTPUBEHHOTO BBEJICHUS YEJIIOBEUECKOTO albOyMUHA 00OUM IMAIMeHTaM;
y apyroro nauuenta ¢ MIIC Il Ha ¢oHe TeueHUs MHEBMOHUM ypOBEHb albOyMHHA B
KpoBH cHU3MIICA ¢ 33 /11 10 29 r/n [317].

JluHamuka ToKaszarenss TPOMOOUMTOB KpoBW A0 Hadana mpuéma ADT
BAJIBIIPOCBOI KUCIIOTOM U Ha (oHE Tepanuu paccMoTpera y 15 mammentos ¢ MIIC (1 —

¢ MIIC IT', 8 — ¢ MIIC I, 5 — ¢ MIIC lll, 1 — ¢ MIIC VI). Jlo Hayana Tepamuu
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BAJIBIIPOEBOM KHCJIOTON CHUKEHHE YPOBHS TPOMOOIIMTOB IO JAaHHBIM IMPOBOJIUMBIX B
JMHAMUKE OOILIMX aHAJIM30B KPOBH OTMEYAJOCh y JBOMX IAlMEHTOB: y MAIEHTa C
MIIC II' umena MecTO NEPCUCTUPYIOMIAS TPOMOOLUTONECHUS C MHUHUMAJIbHBIM
3aQUKCUPOBAHHBIM ypoBHEM TpombouuToB — 77 x 10%n, y manmenta ¢ MIIC IlIB —
¢drokTyHpytomas TpoMOOIIUTONIEHUSI ¢ MUHUMAJIbHBIM YPOBHEM TPOMOOIIMTOB — 82 X
10%n. V ocrampHBIX 13 IanueHTOB 10 Hayaga TEPAIlMU BaJlbIIPOEBONM KHCIOTOH HE
OBbLIO BBISIBJICHO OTKJIOHEHHS YPOBHS TPOMOOLIMTOB B O0OIIIEM aHAJIN3€ KPOBH OT HOPMBHI.
13 13 manueHToB, MMEIOLINX HOpMabHbIEC TOKA3aTeIN TPOMOOIIMTOB B 00IIIEM aHAIIN3e
KPOBH 10 Hayaja Tepanuy BaJIbIIPOEBOM KUCIOTOM, Ha (hOHE BBEJCHUS WJIM MOBBILICHUS
036l BAJIBIIPOEBOM KHCJIOTHI TNaje€HHe ypoBHA TpombomutoB Huwke 150 x 10 ¥n
ormeyanock y 9 nereii (69%). B Tabnume 37 u va Pucynke 13 npencraBineHa quHaMAKa
YpOBHSI TPOMOOIIMTOB /10 U Ha (POHE TEpanmuu BaJbIIPOEBON KHUCIOTONW M KOPPEISLUs

YPOBHSI TPOMOOLIMTOB U 10361 ADII COOTBETCTBEHHO.

Taboauua 37. [Iunamuka nokasarejisi TPOMOOUMTOB KPOBH 10 U HA GoHe Tepanuu
BaJIbNPoeBoii KucaoToi y aereii ¢ MIIC (n=15)

Bo3spact PLT no Bospact Hapé:;)rHe Banigi)ilaoﬁ r
no ADT, AQ;F, Ha QoHe AST, KHCTOTH, p (PLT) (p<0,05)*
Mec x10 °/n ADT, mec 9
x10” /n MI/KI/CYT
114 232 146 128 28
[77;138] [161;284] | [116;162] | [108;182] [20;35] 0,003 —-0,43
32-194 77-393 84-205 82-266 14-48

[Ipumeuanue. Bee 3Hauenus npencrtasieHsl B Buae menuan [KP], mun-make. PLT — tpomOouuTsr;
*K03(pPUIHEHT KOPPEISAIHH YPOBHS TPOMOOIIUTOB U 103l BAJILITPOEBOI KUCIOTHI.

280

260
r=-0,43

240 p<0,05

220

200

-
©
o

160

TpomGBoLmThl Xx10%/n

10 15 20 25 30 35 40 45 50

[03a BanbnpoeBoW KACTOTbI MI/Kr/cyT

Pucynok 13. JIlmarpamma paccesiHUsI IS YPOBHA TPOMOOUMTOB U J03bI
BaJILNPOEBOI KNCA0THI y AeTeii ¢ MIIC (n=15)
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CornacHo mnpencTaBieHHBIM JaHHbIM, y aered ¢ MIIC na ¢one Tepanuu
BaJILIIPOCBOM  KUCIOTOM pa3BUTHUE TPOMOOIMUTONECHUHN SIBIIETCS OYEHb YaCThIM
He)xenaTenbHbIM siBiaeHueM (9/13, 69%), pazHuiia MeXIy YpPOBHSIMH TPOMOOIIMTOB B
KpoBU 110 U niocsie HazHaueHuss ADT cratuctudecku 3Haunma (P=0,003), mexay 10301
BaJILIIPOCBOM KHCJOTHI B MI/KI' B CYTKH M IIOKa3aTeJieM TPOMOOIIMTOB KPOBH HUMEET
MECTO YMepEHHas OTpHIaTeibHas B3auMocBs3b (= —0,43, p<0,05).

Taxkum obpasom, nayuenmam c MIIC na ¢one AIT noxazamo nposedeHue
OUHAMUYECKO20 KOHMPOJISi NeYEHOUHBIX (hepMEHMO8 U YPOBHS MPOMOOYUMO8 KPOBU, d
makdce KIUHUYecKux nposgienui mpomooyumonenuu. Kpome moeo, oemsam ¢ MIIC,
ROJYHAIOWUM MEPANUI0 BAILNPOEBOL KUCIOMOL, He0OX00UM pe2ylAPHbIU KOHMPOIb
VPOGHs anbOYMUHA KPOBU U KIUHUYECKUX NPOSGIeHUL UNoaIbOyMUuHemMuu, 0CoOOeHHO Ha
Gone conymcmayrowux coCmosHuLl, CONPOBOHCOAIOUUXCA PUCKOM NAOEHUS anbOYMUHA
8 nuazme Kpoeu u xapaxkmepuwix 0as nayueumos c¢ MIIC (npocpeccupyrowezo
HapywieHusi HympumugHo20 cmamyca Ha oHe Helpooe2eHepamusHo2o npoyecca U
ncegoobyIbOAPHO20 CUHOPOMA, ONEPAMUBHBIX BMeuamesbCmes, MmMeyeHUus OCMpPbIX

UHDEKYUOHHBIX 3a001e8aHUL).

5.4. IIporHo3upoBaHue HEBPOJIOTHYECKOro (PeHOTHIIA Y JIeTeH C
Mykomnosaucaxapuao3om Il Tuna

Jyist panHero npencka3zanus HeBpojoruyeckoro genorumna nereit ¢ MIIC |11 6su10
BBIOpAaHO JBE OWHApPHBIC XapPaKTEPUCTHUKUA PAHHETO Pa3BUTHSA, O KOTOPBIX POAUTEIIN
MOTJIM COOOIIUTH PETPOCIIEKTUBHO, a 3allUCU O KOTOPBIX B UCTOPUM OOJIE3HU MOTJIH
OBITh HMHTEPIIPETUPOBAHBI OJHO3HAYHO: HAJIMYHUE TIOJHOTO JTHEBHOTO M HOYHOTO
KOHTPOJISI HaJl (QYHKIMSIMHU Ta30BBIX OPTAaHOB K 3 TOjaM, HAJIMYUE PacIpOoCTpaHEHHBIX
(cocrostmux u3 3 u Oosiee CIIOB) MPEAOXKeHWH K 3 rogam. BriOpaHHBIE mapameTphbl
MOATBEP)KIAIOTCS JAHHBIMH JINTEPaTyphl O HOPMAJLHOM pa3BUTHH JAeTei. Tak,
Albaramki J.H. u coast. (2017), obcnemoBaBiue 1257 neTeid, yCTaHOBUIM CPEIHHUI
BO3pACT MPUOOPETEHUS TOJIHOTO HOYHOTO M JHEBHOTO KOHTPOJS Haa (QYHKIHSIMU

Ta30BbIX opraHoB — 26,48+9.37 wmecsueB [53]. AcmomnoBa I'.A. u coaBt. (2015)
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yKa3bIBJIM Ha MOSIBJICHUS MHOTOCIIOBHBIX MPEIOKEHUN B Bo3pacTe 2 jeT 6 Mecsien
IPpY HOPMAJILHOM PEYCBOM M MHTEIICKTYAIbHOM pa3BUTHH JeTei [3].

Hamu ObI7IO TmpOBEIEHO HCCIICAOBAHHWE CBS3M WTOTOBOTO HEBPOJOTHYECKOTO
dbeHoTuna ¢ ONMUMCAHHBIMU XapAKTEPUCTHUKAMU PAHHErO pa3BUTUA Yy 42 MAlMEHTOB C
MIIC 1l (29 — ¢ Toxénoit hopmoit u 13 — ¢ nérkoit hopMoii), MOAPOOHBIC TAHHBIC O
pPa3BUTHH KOTOPBIX OBLIM WM3BECTHBI, a HA MOMEHT IIOCJIEIHETO HAOIIOICHNUS
KJIIMHAYECKOe TeueHue 3aborneBaHusi ObUIO OYEeBUAHBIM. Ha MOMEHT mocieqHero
HAONIOACHUS MeauaHa BO3pacTa IMMAIMEHTOB C HEHUPOHOMATHYECKUM (DEHOTHUIIOM
coctaBmia 101 [72;138] mecsn (MuaEUMYyM — 55 mecsieB, MakcumyM — 193 mecsia),
NAIMEeHTOB ¢ HeHelpoHomaTuaeckuM GeHoturnom — 94 [61;124] mecsna (MuauMyM — 53
Mecsia, MakcumMyM — 206 MecsieB). AHaIHM3 CBSI3W HEBPOJIOTUYECKOTO (heHOTHTIA |
XapaKTEPUCTUK PAHHETO Pa3BUTHs ObUT MPOBEAEH METOJOM JIOTUCTHUECKOU PErpeccuu
C HCMOJIb30BAHHEM B KA4E€CTBE 3aBMCHUMOT0 OWHAPHOIO MpPHU3HAKA COXPAHHOCTh WIIU
OTCYTCTBUE COXPAHHOCTH KOTHHUTHUBHBIX (YHKIMH B JWHAMHKE, a B KadeCTBE
HE3aBUCUMOTO TpU3HAKa — CyMMYy OaJIOB pa3BUTHs JIETEH, e OTCYTCTBUE WIIU
HaJIMYME KaKIOTO HaBbIKa (KOHTPOJS HaA (YHKIHMSIMH Ta30BBIX OPTaHOB M yMEHUS
CTPOUTh MHOTOCJIOBHBIE MPEJJIOKEHUA) K 3 rojaM yCIOBHO o0Oo3Hayanoch kak 0 u 1
COOTBETCTBEHHO. MenunaHa cymMmbl OallJIOB JBYX MOKa3zaTeled s MalMeHTOB C
Tsok€nbIM  (peHotunom coctaBuina — 0 [0;0], munumym — 0, makcumym — 1; mis
nanueHToB ¢ J€rkum Qerorunom — 2 [2;2], muaumym — 0, makcumym — 2. P nmns
monean <0,001. Perpeccuonnsiii koadduiment b1=3,3974 (p<0,001). B,=—3,88857.
BeposiTHOCTh HACTYIUUICHHS OJIHOTO WJIM JPYroro HEBPOJOTHYECKOTO HCXOJa
paccunTthiBasiach 1o dopmyne: P=e¥/(1+eY), rae y=botbi*cymmy Gamnor pasputus k 3
rojiam, € — MaremMaTuieckas KOHCTaHTa, paBHas 2,7/2. Eciu P>0,5, To cienyer oxxunarhb
pa3BUTHS HEHEHPOHONATUIECKOTO (DEHOTHUIIA C COXPAHHBIM UHTEIUIEKTOM, eciu P<0,5 —
HEeWpOHOTIATHYECKOr0 (PeHoTHna ¢ HMHTEIUICKTyalbHbIM perpeccoM. To ecTh mpu
OTCYTCTBUM JIBYX HABBHIKOB WJIM TIPH HAJIWYUW TOJHKO OJHOTO HaBbIKA K 3 ToAam
(P=0,02 u P=0,38 COOTBETCTBEHHO) CJEAyeT OXUAATh pPa3BUTHS B JIHUHAMHUKE
HEHPOHOMATHIECKOTO (DEHOTHUIIA, B TO BPEMsI KaK IPH COXPAHHOCTH 0OOOMX HABBIKOB K 3

rojgaM HykHO mpenmnonarate (P=0,95) namuuue n€rkoro Tuma TedeHUs 3a00JICBaHMUS.
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[TpaBUIIBHOCTH TpEACKa3aHUs HEMPOHOMATHYECKOro (PEHOTHMA B HAIIeM HAaOIIOJACHUU
— 100%, =nérkoro Tteuenus — (7/%. Y 10 wu3 13 (77%) mnamueHTOB C
HEHEHPOHOMATHYECKUM (DEHOTHUIIOM CyMMa OallJIoB IO YKa3aHHBIM HaBBIKaM K 3 rojaam
cocramina 2, y 2 — 1 6amr, y 1 — 0 GamioB. ¥V 23 u3 29 (79%) mnauueHtoB ¢
HEHPOHOMAaTHYECKUM (PEHOTUIIOM CyMMa OaJljIoB 1O HaBbIKaM K 3 rojxam coctasuia 0, y
6 manueHToB (21%) — 1 Gamn. OnmcaHHas MOJETh MPEICKa3aHUS HEBPOJIOTHYECKOTO
deHoTHUIa MOXKET OBITh WCIOJB30BaHA JJIsi BBIOOpA TAKTHKH JICUCHHS TAIIMEHTOB C
MIIC Il. Tak, BeneHrne MAIMEHTOB, UMEIOMINX K 3 TogaM CyMMy OaJljloB, paBHYIO 2,
JIOJDKHO TOJpa3yMeBaTh paboTy C JETbMU C MOTEHIIMAIBHO COXPAHHBIM HMHTEIUIEKTOM,
B TO BpeMs KaK BeJICHUE MalueHToB, HaOpaBimmx O win 1 6ai, JoMKHO Tmpeanoiarath

KYpPUPOBAHHUE JIETEN C ereHepatuBHbIM nopaxxenrem [{HC.

5.5. /laHHbIe HEHPOBU3YAJM3ALMH Y JIeTed ¢ MyKOIOJIMCAXapHI03aMHU
5.5.1. CpaBHUTE/IbHBIH NONEPEeYHbIH aHAIU3 Pe3yJbTATOB MATHUTHO-
PE30HAHCHOM TOMOIPa(uu roJJOBHOr0 MO3ra y JeTe ¢ MyKOIoJIMCaXapuI03aMu

B Tabmune 38 mnpexacraBinenbl xapakrepuctuku MPT ronoBHoro mo3sra
NalMeHTOB ¢ paznuyHbiMu  Tunamu  MIIC, a Takxke Trpynn NanUMEeHTOB C
HelpoHonaTnyeckuMu U HeHevpoHnonatnueckumMu MIIC; rpynn nanmentoB ¢ MIIC,
conpoBoxkaaromumucs (MIIC I, Il, VI) u ve composoxnatomumucs (MIIC Il V)
HakorjieHueM  jaepMmarancynbdarta. [lo  mepeuncnennsiMm B Pazgene 2.4
PaIUOIOTMYECKUM XapaKTEPUCTUKAM IMPOBEAEHO CPABHEHUE BCEX TPYI MAIUEHTOB C
paznmuudbiMu  Tunamu  MIIC, 1o mnoka3zaTensiM C BBISIBJICHHBIMU CTAaTUCTUYECKH
3HAYMMBIMU PA3JWYMSIMU TPOBEACHO IMOMapHOe cpaBHeHue rpynn. Kpome Toro,
BBIMIOJIHEHO  CpPAaBHEHHWE  TPyNIl  MAlMEHTOB  C  HEUPOHOMATUYECKUMHU U
HeHelpoHnonatnueckumMu MIIC u rpynn nanuentoB ¢ MIIC, conpoBoxaarommumMucs u
HE CONPOBOXIAIIIMMHUCSI HAKOIUIGHHEM JepMmaTaHcyib(dara, Mexay coOoM.

CraTtucTUyecKky 3HAaUMMbIe pa3iuyus mpeacTaBieHsl B Tadmure 38.



Ta6amna 38. IMokazareaun MPT rosioBHoro mo3ra y aereii ¢ MIIC (n=97)

MIICT - MICT ) MICH - MICTE om0y vpe gy | e vy | Pos8me | Jlérate ey | e,
ITokazarens TSHKETBIHN JIETKUH TSOKEBIN JIETKUH (n=22) (n=6) (n=9) MIIC MIIC VI (n=69) IV (n=28)
(n=11) (n=3) (n=32) (n=14) (n=65) (n=32)
31 61:135: 90 88 80 123 131 81 115 91 83
Bospacr, Mec [16:102] Je>> | [S6:11] | [59:119] | [55:17) | [80:149] | [103:145] | [SL:113] | [79;147] | [54:131] | [61;124]
14-181 11-196 15-206 27-179 77-175 26-214 11-196 15-214 11-214 27-179
BeHTpHKyIApHBIT 40 30:31:32 40 30 43 32 35 40 31 35 38
e [39:80] 3L [33:63] [29:32] [35:52] | [31:33] [32:38] [35:56] [30-34] [31:49] [34:48]
' 29-106 29-140 26-34 31-62 31-34 30-154 29-140 26-154 26-154 31-62
p P 1m-112=0,001; P sw-1v=0,039; P 11m-112<0,001; P srm-1v =0,011; P 12:11<0,001; P 12:1=0,004; P 111-1v=0,001; P sce mascénsie-oce néerue <0,001
BeHTpHKyIApHBIT 84 90-93:121 91 103 102 103 98 95 100 94 102
[38:100] 93, [74:104] | [97:107] | [94:108] | [86:113] | [81:101] | [80:105] | [91:110] | [79:105] | [94:110]
YrOJL, Tpatyce! 22-121 27-119 89-121 89-138 84-117 20-112 22-138 20-121 20-121 84-138
p P im-11:=0,025; P 1m-11=0,018; P 1m-11:=0,021; P 17m-11=0,008; P 1,11,v1-11,v=0,015
JT— 098 | 034035 | 105 0,34 10 0,29 0,7 1,01 0,38 0,78 0,68
(bponTansHoro pora, | [0,78;2,55] 10 [05:1,96] | [0,25:0,54] | [0,62:1,62] | [0,19:0,48] | [0,57:0,78] | [0,62:1,87] | [0,31:0,66] | [0,38;1,41] | [0,53:1,43]
cM 0,17-2,89 0,1-3,44 0,1-0,87 0,46-2,17 0,18-0,56 0,31-5,05 0,1-3,44 0,1-5,05 0,1-5,05 0,18-2,17
p P 1m-112=0,002; P 1w-1v=0,008; P 11m-11:=0,001; P srm-1v=0,005; P 122-11<0,001; P 1zn=0,013; P 111-v=0,001; P 1v-v1=0,008; P sce mascinvie-sce aézxue<0,001
Pacmmpenue
MEPETHETrO WU 4/11 0/3 5/32 0/14 0/22 0/6 2/9 9/65 2/32 11/69 0/28
3ajHero kapmana Il (36%) (0%) (16%) (0%) (0%) (0%) (22%) (14%) (6%) (16%) (0%)
KENYI0UKA
p P 1m-11=0,026; P 1-11=0,008; p 111,vi-11,v=0,03 (TouHbBI! KpuTepHii Ouiepa, ABYCTOPOHHUH TECT)
Beirn6anue gaa il 1/11 0/3 0/32 1/14 0/22 1/6 1/9 1/65 3/32 3/69 1/28
KENTYI09KA BHH3 (9%) (0%) (0%) (7%) (0%) (17%) (11%) (2%) (9%) (4%) (4%)
p FHAUUMBLX PA3IUYLIL He 6bLAGICHO
COOTBETCTBEHHOE
PaCLIUPEHHIO
OOKOBBIX 5/11 0/3 7132 0/14 0/22 0/6 2/9 12/65 2/32 14/69 0/28
JKETYI0TKOB (46%) (0%) (22%) (0%) (0%) (0%) (22%) (19%) (6%) (20%) (0%)
pacuupenue

BHCOYHBIX POI'OB

P

P 1m-112=0,009; P 13-11=0,002; P 11m-11=0,034; p 1,11v1-1,v=0,009 (Tounsii kpuTepuii Puiriepa, ABYCTOPOHHUHN TECT)
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IMponxomxenune Tadaunpl 38. [ToxkazaTenu MPT rosioBHoro mo3ra y aereii ¢ MIIC (n=97)

MIICT - MOCT ) MIOCH - MICTE om0y ey | e vy | Posme | Jleriate e e,
ITokazarens TH)X(_CJ'IBII/I nericml T;{)K_enbm J'Iel:KI/II/I (n=22) (n=6) (n=9) M_HC M_HC VI (n=69) IV (n=28)
(n=11) (n=3) (n=32) (n=14) (n=65) (n=32)
fggjﬁ;‘fﬁ; 3/11 0/3 3/32 0/14 0/22 0/6 1/9 6/65 1/32 7169 0/28
Goposn (27%) (0%) (9%) (0%) (0%) (0%) (11%) (9%) (3%) (10%) (0%)
p P 1m-11=0,03 (TouHBIHN KpHuTEepHii PuNIepa, TBYCTOPOHHUHN TECT)
Pacimperue 111 2 23] Lo 212:3] 110:1] 3[2:3] 212:2] 212:2] 212:3] 2[L:2] 2 [L3] 2123]
KEITyI0UKa 1-3 T 0-3 0-2 1-3 1-2 1-3 0-3 0-3 0-3 1-3
p P im-11<0,001; P 11m-124<0,001; P 174-11<0,001; P 1£,-1v=0,008; P 1:1=0,002; P 111-1v=0,036; P sce marcsnve-sce 1ézrue<0,001; P 1,11v1-111,1v=0,039
1111 .. 2[1;3 0[0;1 2[1;3 1111 110;1 2[1;2 110;1 1112 2[1;3
Pacumperme CAII E-z : 0;L1 £-3 : ([)-1 : £-3 : ([)-1 ] ([)-3 ] £-3 ] c[)-3 ] (5-3 ] (5-3 ]
0 P 1m-1:=0,003; P pw-11=0,011; P yim-12<0,001; P szm-iv =0,02; P 11m-v1=0,021; p 1£,-1<0,001; p 111-v=0,007; p 11.1=0,011; P sce mancénsie-sce aéexue<0,001; P 1,11,v1-
m,v=0,019
ApaxHOUIaIbHBIE 8/11 2/3 21/32 4/14 14/22 4/6 8/9 43/65 18/32 43/69 18/28
KHCTBI (73%) (67%) (66%) (29%) (64%) (67%) (89%) (66%) (56%) (62%) (64%)
p P im-112=0,047; P 11m-112=0,027; P 11,:v1=0,009 (Tounsblii kpuTepuii Puiepa, TBYCTOPOHHHIA TECT)
Ywenene AR | 2 [2,2] 013 2[2:3] 0[0:1] 1[1:2] 1[0:1] 1[0:1] 2[1:2] 1[0:1] 2[1:2] 1[1;2]
“ 1-3 T 1-3 0-2 1-2 0-1 0-3 1-3 0-3 0-3 0-2
BEIL[ECTBA
0 P im-112=0,004; P 1m1v=0,01; P m1=0,039; P 1m-112<0,001; P rrm-1n=0,003; P 1zm-1v=0,001; P 1m-1=0,004; P 1211=0,002; p 11-:1v=0,01; P sce mancénvie-ace
ﬂé'zxue<01001
Pacumpenue I1BII B 31[1;3] 0:33 31[1;3] 2 [1;3] 1[1;1] 0[0;0] 110;3] 1[1;3] 110;3] 2 [1;3] 1[0;1]
MO30JIMCTOM TEJIE 0-3 o 0-3 0-3 0-3 0-1 0-3 0-3 0-3 0-3 0-3
p P 1m-v=0,016; P 1m-11=0,004; P 11m-1v=0,002; P 11-1v=0,004; p 111-v=0,019; p 1,1n,v1-n1,v=0,001
Pacumperme BT 5 | 2 [1;2] pra 3[2:3] 2 [1:3] 2 [2:3] 2[0:2] 3[2:3] 2[2:3] 2[2:3] 2 23] 22:2]
0eJIOM BelecTBe 0-3 w 1-4 0-4 1-3 0-2 2-3 0-4 0-4 0-4 0-3
p P 1m-1v=0,014; p 11-v=0,027; p 1v-1=0,016
Pacmmpenue [1BII
Ha rpaHulle KOpPbl U 1/11 0/3 4/32 1/14 0/22 0/6 0/9 5/65 1/32 6/69 0/28
HOIKOPKOBOTO (9%) (0%) (13%) (7%) (0%) (0%) (0%) (8%) (3%) (9%) (0%)

0eJIoro BelecTBa

y4

3nauuMblxpa3Jluuuﬁ HE 6blAA6/ICHO
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Oxonuanue Taoaunpl 38. [lokazaTteau MPT rosoBHoro mosra y aereii ¢ MIIC (n=97)

MIICT - MICT ) MICH - MICTE - ymeqy | ye v | mevr | Pok@mie | Jlérkue gy | ve i,

ITokazarens TSHKETBIHN JIETKUH TSOKEBIN JIETKUH (n=22) (n=6) (n=9) MIIC MIIC VI (n=69) IV (n=28)

(n=11) (n=3) (n=32) (n=14) (n=65) (n=32)
Pacmmpenue [1BII B
00J1acTH TaJaMmycoB 2/11 2/3 14/32 2/14 3122 0/6 2/9 19/65 6/32 22/69 3/28
W/unu 0a3aabHBIX (18%) (67%) (44%) (14%) (14%) (0%) (22%) (29%) (19%) (32%) (11%)
TraHrJIieB
p P 1m-11=0,035; P 1,in,vi-n11,v=0,04 (TounbIi KpuTepHit duiiepa, ABYCTOPOHHUH TECT)
Pacmpenue [1BI1 B 1/11 0/3 6/32 0/14 0/22 0/6 3/9 7/65 3/32 10/69 0/28
MO3KEUKE (9%) (0%) (19%) (0%) (0%) (0%) (33%) (11%) (9%) (15%) (0%)
p P 11:v1=0,047; p 11-:vi=0,019 (Tounslii kpurepuii @uiepa, TBYCTOPOHHHH TECT)
Pacmpenue [1BI1 B 3/11 2/3 20/32 5/14 5/22 0/6 1/9 28/65 8/32 31/69 5/28
CTBOJIE MO3ra (27%) (67%) (63%) (36%) (23%) (0%) (11%) (43%) (25%) (45%) (18%)
p p ||m_|||=0,006; p ||m_|v=0,007; P ||m_v|:0,009; p |,||,v|.|||,|v=0,019 (TO‘IHLIfl KpI/ITepHﬁ dbnmepa, ,I[ByCTOpOHHHﬁ TQCT)
Anomanus 11/11 3/3 28/32 12/14 21/22 5/6 9/9 60/65 29/32 63/69 26/28
TYPELKOro ceJyIa (100%) (100%) (88%) (86%) (96%) (83%) (100%) (92%) (91%) (91%) (93%)
p 3HAYUMBIX PA3IUYUIL HE 8bIABTICHO
Tunepoctos 1/11 0/3 6/32 1/14 14/22 0/6 1/9 21/65 2/32 9/69 14/28

(9%) (0%) (19%) (7%) (64%) (0%) (11%) (32%) (6%) (13%) (50%)
p P 1m-11=0,004; P 11m-11=0,001; P 115-11=0,001; P sce mascinsie-sce aéexue=0,005; P 1.11,v1-11,1v<0,001 (Tounslii kpuTepuii uiiepa, 1BYCTOPOHHHIA)
Mega cisterna 7/11 1/3 30/32 8/14 15/22 2/6 4/9 52/65 15/32 50/69 17/28
magna (64%) (33%) (94%) (57%) (68%) (33%) (44%) (80%) (47%) (73%) (61%)
p P im-1:n=0,029; P 11m-11:=0,006; P 17m-11=0,023; P 12m-1v=0,003; P 11m-v1=0,003; P sce mancensie-sce néexue=0,002 (ToUHBIA KpuTepnii urepa, TBYCTOPOHHUIA TECT)
Manbdopmanus 0/11 0/3 1/32 1/14 0/22 0/6 0/9 1/65 1/32 2/69 0/28
Kwuapu 1 (0%) (0%) (3%) (7%) (0%) (0%) (0%) (2%) (3%) (3%) (0%)
p 3HAYUMDBIX PA3TUYUIL He 6bIABICHO

[Mpumedanme. KonnvecTBeHHBbIE W Ka4eCTBEHHBIE MTOPSIKOBBIC MTOKA3aTeNH MpejicTaBieHsl B Buae Meauan [IKP], MuH-Makc 3HaYeHuil; OWHapHbBIE TIOKA3aTeld — B
BUZI€ a0COJIOTHBIX M OTHOCUTEIBHBIX YaCTOT. 3HAYEHUS P B CIIydae HaJIM4YHMs CTATUCTHYECKH 3HAUYMMBIX PA3JIUUYMil IPU CPAaBHEHUH TPYMII IO COOTBETCTBYIOIINM
[OKa3aTeNsIM IPEJCTABICHbl B CIEAYIOUIEN 3a 3HAUYEHUSIMHM IOKas3arens cTpoke. [loACTpOYHBIM 3HAKOM PAJOM C YpPOBHEM CTATUCTHYECKOW 3HAYMMOCTH
COKpaI&HHO yKa3aHbl cpaBHuBaeMble THITBI MIIC: pumckoit udpoit — Tarn MIIC, OykBaMH — TSOHKECTh TeUeHUs (T — TsHKENbIN, HEHPOHONIATUIECKUH BapUaHT, JT —
NErKuii, HeHelipoHonaTuueckuii). *n=6 g tsoxénoi Gpopmer MIIC 1, N=29 ms Txénoit popmer MIIC 11, n=13 ms nérkoit popmer MIIC 11, n=21 g MIIC I,

n=8 mut MIIC VI,

N=56 s TOKENBIX  QopM,

n=30 s né€rxkux  Qopwm;
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n=59 mux MIIC

I u VI,

n=27 mus MIIC

V.
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B Tabmuue 38 mnpoJeMOHCTPUPOBAHO, YTO IMOKAa3aTeI BEHTPUKYISPHOIO
WHJEKCa U JuaMerpa (GpOHTAIBLHOTO pora mamueHToB ¢ HeillpoHonatuueckumu MIIC
3Haunmo (p<0,001) mnpeBHIIAIOT COOTBETCTBYIOIIME IIOKA3aTeIM MAIUCHTOB C
HeHelpononatnyeckumu MIIC. [lpu cpaBHeHMHM TAlMEHTOB C Pa3jIMYHBIMU THUIIAMU
MIIC takxe OTMEUEHO, YTO BEHTPUKYJISAPHBIM MHICKC M IUaMeTp (GPOHTAILHOTO pora
OOKOBOTO JKETy/I0YKa OBLIM 3HAYUMO OOJBIINE y TAIMEHTOB C HEUPOHOMATHYCCKUM
BapruaHTOM MIIC | (p |T-||H=O,001, p |T-|V=O,O39 u p |T-||n=0,002, p |T-|V=0,008
COOTBETCTBCHHO), ¢ HeWpoHomnarmdeckuM BapuantoM MIIC Il (P 111-1,<0,001, p -
v=0,011 u P 17-1,=0,001, p 111-v=0,005 cooTBeTcTBeHHO) [32] 1 y marentor ¢ MIIC 11
(p n-m<0,001, p m-v=0,001 u p n2-m<0,001, p m-iv=0,001 COOTBGTCTBGHHO), 4qeM Yy
NanuMeHToB ¢ HeHelpoHonaTtnyeckuM Bapuantom MIIC Il u y nanmentoB ¢ MIIC IVA.
BrlsiBiIeHHBIE 3aKOHOMEPHOCTH CBUACTEIILCTBYIOT O OOJIbIIIEH CTENEHU BBIPAKEHHOCTH
MpOIECCOB  IlepeOpanbHOi  aTpoduu  w/uaum  cooOmjaromieiicss ruapouedaiud  y
MalMeHToB ¢ HeWpoHomatuyeckumMu MIIC no cpaBHEHUIO C TAIMEHTaMU C
HeHelpoHonatnueckuMu MIIC. OpHako moka3areid BEHTPUKYJISPHOIO HHACKCA H
nraMeTpa (pOHTAIBLHOIO pora MalUeHTOB ¢ pa3uyHbIMU HelipoHomaTuueckumu MIIC
HE TPEBBINIATN 3HAYUMO COOTBETCTBYIOIIME Tokaszarenu nanueHtoB ¢ MIIC VI, uro
ObLUTIO OO0YCJIOBJIGHO HaJIMYMEM cooOmIarolecss ruapoiedaniyd, OMHCAaHHOW aaiee
oosee moapo6Ho, y nByx mamueHTok ¢ MIIC VI. Tlo Toil xe mpuunMHe TMOKa3aTelb
BEHTPUKYJIsIpHOro HHAekca manueHToB ¢ MIIC VI 3naummo (p=0,004) npesbicui
TaKOBOM TAalMEeHTOB ¢ HeHelpoHomatuueckod ¢dopmoit MIIC Il, a mnoxazarens
nuamerpa (ppouTtanpHoro pora marueHToB ¢ MIIC VI 3HauuMO mpeBBICKI TaKOBOMU
nalueHToB ¢ HeHeipononarudeckoi Gopmoit MIIC Il (p=0,013) u naruentor ¢ MIIC
IVA (p=0,008).

[TokazaTenp BEHTPUKYJSIPHOTO yTia, CY>KEHHE KOTOpPOro B OOJBINEH CTEmeHH
OTpaXkaeT mporiecc ruaporedanuu, ObUT CTaTUCTHUSCKU 3HaunMo MeHbIne (p=0,015) y
netreit ¢ MIIC, conpoBoxnaromummucs HakoruieHueMm aepmatancyibdara (MIIC I, I,
V1), yem y nereii ¢ MIIC, He conmpoBOXKIAIOIMMUMICS HaKOIUIEHWEM JIepMaTaHCyb(hara
(MIIC I, 1V). Baytpu rpynn c paznuuabiMu tunamu MIIC npoaeMoHCTpUpOBaHBI

SHAYUMO MCHBIIMC II0KA34aTCIIM BCHTPUKYJIIAPHOTO YIJla Yy HAOUCHTOB C TSDKEIIOMN
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dopmoit MIIC | (p 15-1,=0,025, p 1-.11=0,018) u ¢ toxénoit hopmoit MIIC Il (P jir-nx=
0,021, p 1:-in=0,008) [32] no cpaBHeHHUtO ¢ nanueHTamu ¢ jiérkoi popmoii MIIC Il u ¢
MIIC Ill. OnucanHpie 3aKOHOMEPHOCTH U3MEHEHUSI BEHTPUKYJIIPHOTO YIJia, BEPOSITHO,
YKa3bIBalOT Ha MPHUCYTCTBUE TujpoliedaibHOro mpoiecca y mnamueHtoB ¢ MIIC,
COIIPOBOXIAIOIIMMUCS HAKOIUIEHHWEM JepMaTaHCyjb(aTa, B YACTHOCTH Y MAIUEHTOB C
TsoxéneiMu - popmamu MIIC | u |l B ommmume ot mnanumentoB ¢ MIIC, nHe
COMPOBOXKIAIOIIMMHUCS HAKOILJIEHUEM JiepMaTaHCyJib(aTa, B YACTHOCTH OT MAIlUEHTOB C
MIIC Ill, y koTopsix mpeobaaaaioT arpoduyecKkue n3MEeHEHHS.

Yetbipe OMHAPHBIX PaAHOIOrMUYECKUX MIPU3HAKA, CBUJETENbCTBYIONINX, COTIIACHO
Raybaund A. u Barkovich A.J. (2012) [327], o Hanuuuu ruaporedaIny: paciiipeHue
nepeanero kapmana |l xenynouka, BeirubGanue nnHa |l xenynmouka BHU3 C
PE3YIABTUPYIOIIMM YMEHBIIEHHEM MaMUJUIOIIOHTUHHOW JHMCTAHLMHM, COOTBETCTBEHHOE
pacHIMpPEHNI0 OOKOBBIX JKEJYyJ0YKOB PACIIMPEHUE BUCOYHBIX POTOB, CIIIAXKEHHOCTH
KOPTUKAJBHBIX OOpO3], — OBLIM MPOAHATU3UPOBAHBI B pPAacCMaTpPUBAEMbIX TI'pymmax.
OTmeueHo, yTO paciiupeHue nepenHero kapmana |l sxemynouka, cOOTBETCTBEHHOE
pacHIMpPEHNI0 OOKOBBIX >KEJyJ0YKOB PACIIMPEHUE BUCOYHBIX POTrOB, CIIaKEHHOCTh
KOPTUKAJIbHBIX OOPO3]l MMEJIHM MECTO TOJBKO y MalMEeHTOB C HEMpPOHONMATHUYECKUMHU
dbopmamu MIIC | u |l u y manentoB ¢ MIIC VI. Beirubanue ana 11 sxenygouka BHU3 €
PE3YABTUPYIOIIMM YMEHBUIEHUEM MaMUJUIOMOHTUHHOW MUCTAaHLIHUU OBLIO JOCTATOYHO
PEIKMM U BCTPEYAIOCh y OJHOTO MalMeHTa ¢ HelpoHonatuueckuM BapuantoM MIIC I,
y onno# nanuentku ¢ MIIC VI, a Takke y onHoro nauuenta ¢ aérkoit popmoit MIIC 1
u y onHoro maruenta ¢ MIIC IVA.

Bbu10 BBIABIICHO, YTO paciiuperue nepeanero kapmana 1 xenymnouka (p=0,03) u
COOTBETCTBEHHOE PACIIMPEHUIO OOKOBBIX KEIYJOUYKOB PACHIMPEHHE BHCOYHBIX POTOB
(p=0,009) 3nHaummo wyamre BcTpeuvatorcst y nanueHtoB ¢ MIIC, conpoBOXIarOIIUMHKCS
HaKOIJIEHUEM JiepMaTancyibdara, yem y nanureHtoB ¢ MIIC, He conpoBoXaar0MMUCS
HAKOIJICHUEM JiepMaTaHCyib(aTa. Y NaueHToB ¢ HelpoHonaTtuyeckoi Gpopmoit MIIC
| pacmmmpenne mepemnero kapmana Il sxemymouka (P 11-1,=0,026, p 1-11=0,008) u
COOTBETCTBEHHOE PACIIMPEHUIO OOKOBBIX JKEJIYJOYKOB PACHIMPEHHE BHCOYHBIX POTOB

(P 1-1x=0,009, p 11=0,002) BCcTpeuanMCh CTATUCTUYECKH 3HAYUMO dalle, 4YeM Yy
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nanueHToB ¢ HeHedpoHomatuueckor Gopmoit MIIC Il u y manuentoB ¢ MIIC Ill, a
CTIIAKEHHOCTh KOPTHKAIBHBIX 00p031 (P 11-11=0,03) — 3Haunmo yaiie, 4eM y HaiueHTOB
¢ MIIC Ill. ¥V nmanuenToB ¢ Heiponomarudeckoit ¢popmoit MIIC Il, B cBoto ouepenp,
sHaunMo dame (P 11,-m=0,034), yem y mammentoB ¢ MIIC Ill, orMedeno
COOTBETCTBEHHOE PACHIMPEHUIO OOKOBBIX KEITYJOYKOB PACIIUPEHNE BUCOUHBIX POTOB.

Ananu3 Hanuuus OWHApHBIX MPHU3HAKOB THApounealuud y KakIOro u3
aHAIM3UPYEMbIX TAIMEHTOB IOKa3aj, YTO HE MEHEE OJIHOTO U3 YETHIPEX OMHAPHBIX
nokazarenei ruapouedanuum npucyrctBoBaio y 6 u3z 11 (55%) mnauuenTtoB ¢
Helipononatuyeckum Teuenrnem MIIC I, y 8 u3z 32 (25%) manueHToB ¢ TSKENIOU
dopmoit MIIC Il. ¥V nByx neBouek u3 aessatu (22%) namuentos ¢ MIIC VI, oguoit u3
KOTOpbIX paHee Obuto mnposeneHo BIII, mnpucyTcTBOBanu Tpu H3 UYETHIPEX
PaZMOIOTMUECKUX CUMIITOMOB TUAPOLEPATNH.

Takum o00pa3oM, aHanu3 OWHAPHBIX NPU3HAKOB TUApoLePaIUd U CY>KEHHUS
BEHTPUKYJISIPHOTO YIja YKa3blBa€T Ha MIPEAPACHOJIONKEHHOCTh IanueHToB ¢ MIIC,
COIPOBOX/IAIOIIMMUCS HAKOIUIEHUEM JiepMaTaHcynb(ara, K peaqnu3alud MEXaHW3MOB
pa3BuTus ruapouedanuu. C TaKUM BBIBOJIOM COTJIACYIOTCS U KIIMHUYECKUE MPOSIBICHUS
NALMEHTOB HACTOSALIErO0 MCCIeNOoBaHusA. Tak, KIMHMYECKUI CHMIITOMOKOMILUIEKC,
yKa3bIBalOUIMI Ha TMOBBINIEHUE BHYTPUYEPEMHOTO NABJIECHUS, UMEI MECTO TOJIBKO Y
nareraToB ¢ MIIC, conpoBoXkIatomuMucs HaKOTUIEHHEM JiepMaTtancyibdara (n=9: 2 —
¢ MIIC IT", 1 — ¢ MIIC IT'/I1, 6 — ¢ MIIC VI): nepuoandeckne pBOTHl OTMEUYATIUCH Y
mecTd 00bHBIX (2 —c¢ MIIC IT', 1 — ¢ MIIC /111, 3 — ¢ MIIC VI), ronoBHble 6011 — y
cemu O00mbHBIX (2 — ¢ MIIC IT', 1 — ¢ MIIC IT/II, 4 — ¢ MIIC VI), camxenne/morepst
3peHus — y BCEX JEBATU MAIMEHTOB, cTpabusm — y Tpoux nereit (1 —c MIIC IT', 2 — ¢
MIIC VI), oTék TMCKOB 3pUTENbHBIX HEPBOB C ABYX CTOPOH — Yy Tpoux neret (1 — MIIC
— I, 2 — ¢ MIIC VI), yactuunas arpodusi 3puTeIbHBIX HEPBOB — y Tpoux naereit (1 — ¢
MIIC IT', 2 — ¢ MIIC VI). [IpumeuarensbHo, uTo juiib ogHoi aeBouke ¢ MIIC VI mo
MoBOy rujporiedanuu ObUI0 IPOBEAEHO onepaTuBHOE JedeHue — BITII.

VY mamumenta ¢ nérkort popmoit MIIC Il, a Taxke nHanmmunem anomanuu Kuapu [ u
CUPUHTOMHUENNYECKON KUCTHI Ha YpoBHE C1-C2 MO3BOHKOB, IMEJIO MECTO YMEHBILICHHE

MaMWUIONOHTUHHOW  auctaHiuu. Y mnanuedntra ¢ MIIC  IVA  ymeHblieHue
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MaMWUIOMIOHTUHHON JTUCTAHIMU COYETaJOCh CO CTEHO30M CIHMHAJIBHOTO KaHajga Ha
YpPOBHE  KpaHUOBEPTEOpaIbHOrO  IMepexoja, MPUBEIIIUM K  MHEIONaTuu U
NOTpeOOBABIIMM XHUPYPrHUECKOro jedyeHus. Hanuune paanonoruyeckoro MmposiBICHUS
rugpouedaand B JaHHBIX CIIydasx, corjacHo moaenu Greitz D. [172-174], moriio ObITh
OOyCIIOBJIIGHO HapyIICHHEM IMPKYJSAIUN JHKBOpa Ha ¢GoHe TpyOdoro creHosa
CIMHAJILHOTO KaHaJla B 00JaCTH KpaHHOBEPTEOPaIbHOTO MEPeXo/a.

JIpyruMu  paguoJIOTUYECKHUMHU MOKA3aTENSIMU, OTPAXKAIOIMNMU  PACIIUPEHUE
JUKBOPHO# cuctembl, Obutn cteneHn yBenuuenus |1l sxemynouka u CAIL. UutepecHo,
4yTo MeauaHbl creneHed pacmumpenus Il okemynmouka y Bcex DAIMEHTOB €
HeHelpononatnyeckumu tunamu MIIC (nérkoii dopmoit MIIC 1l, MIIC IVA, MIIC
V1) npesimianu 0 cTeneHb, TO ecTh He MeHee YeM Yy 50% maiueHToB ¢ OTCYTCTBUEM
HEHPOJIEreHEPATUBHOIO IIPOLIECCa UMEJIO MECTO PACIIMPEHUE BHYTPEHHEH JIMKBOPHOM
cuctembl. Y onHoil nesouku ¢ MIIC VI um nHanuumeMm Apyrux pajgvoOJOTUYECKUX H
KJIIMHUYECKUX MpPHU3HaKoB rujpouedanmuu pacumpenue |l xemygouka nocturano 3-id
cTeneHu. Y Tpoux mamueHtoB ¢ Jérkod ¢opmort MIIC | Ttaxke wumeno mecto
pacuupenue |l xemygouka I-1I cremenun. Tem He MeHee, B TpyIlie MaIMEHTOB C
paznuuyabiMu HeripoHomnatnyeckumu MIIC pacmmpenue |l xemymouka Obiio Gosee
BoIpakeHHbIM  (P<0,001), wyem B Tpynme TNAUUMEHTOB C  Pa3jIMYHBIMU
HeHelipoHonatndyeckuMu MIIC, 4Tro OTpakaer 3HAUMMOE BIMSHUE IETE€HEPATUBHOTO
nopaxenusi [IHC. Crenenp pacumpenuss CAIl y nereit ¢ Heilpononatnueckumu MIIC
takoke 3HaunMo (P<0,001) npesbimana crenenb pacmupenns CAIl y nmeredt ¢
HeHelpoHonatnueckumMu MIIC, cBuAeTenbCTBYS O BIMSHUM HEHpOJETEHEepalud Ha
HapactaHue arpoduueckoro mnpouecca. [Ipu stom crenens pacmupenus CAIIl y
nanuenToB ¢ MIIC Il 3saunmo nipeBbiana crenenu pacuupenust CAIl y manueHToB ¢
Heipononarudeckoi ¢popmoit MIIC | (p=0,011), Henetipononatuueckoit Gpopmoit MIIC
Il (p<0,001), y mamumentoB ¢ MIIC IVA (p=0,007) u VI (p=0,011). Iloka3zarens
pacummpenust CAIl y nmaunuentoB c¢ Heilpononatudeckoit (popmoit MIIC Il 3naunmo
npeBblan nokazarenu pacumupenus CAIl y manueHTOB ¢ HEHEMpOHONMATUYECKOM
dopmoii MIIC Il (p<0,001) [32], y mammentoB MIIC IVA (p=0,02) u VI (p=0,021).

Crenenp pacmpenusi CAIl y mamueHToB ¢ HeiipoHomatuueckoit dopmort MIIC |
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3HaUMMO  TpeBblmana  creneHb  pacmmpenus CAIl  y  mauumeHToB €
HeHelipoHomnatuueckoit popmoit MIIC Il (p=0,003).

VYuuteiBas BbISIBJICHHBIE 3akoHOMepHOcTH pacmupenus CAIL, a Takke
OTCYTCTBUE OMHUCAHHBIX BBIIIE PAIUOJIOTHYECKUX MPOSIBICHUN ruapouedanuu y nereu
¢ MIIC Ill, moxxHO mymMaTh O BEOyIIeH PO aTpoPUIECKOTO IMporecca y OOJBHBIX C
MIIC Ill, nmatorenernueckoit ocHoBoM mopaxeHus I[[HC y KoTOpwIX sBisieTcs
HaKoIUJIeHue remnapaHncyibpara. B cBoro ouepenp, MalMEHThl C JEr€HEPATUBHBIM
nopakenneM I[[HC w HakoruieHMeM Kak TemapaH-, TaKk M JepMmaTaHcyibdara (c
TsokénpiMu - popmamu MIIC | u Il) gemoHCTpUpYIOT codeTaHWE PagUOIOTHYECKHUX
MPU3HAKOB ruapouedanuu u arpodum.

W3meHeHus1 BeliecTBa TOJOBHOTO MO3ra Ha pPaccMaTpUBAEMbIX B HACTOSIIEM
uccienoBann MP-u300pakeHUsIX COOTBETCTBOBAJIM OMHCAHHBIM paHEE B JIUTEpaType
U 3aKJIIOYAINCh B U3BMEHEHUHU cUrHasa ot Oenoro BemiectBa B T2 u FLAIR pexumax,
pacmupenuu [1BIT BupxoBa-PoOrHa B paznuuHbIx 001acTsax rojoBHoro mosra. Kpome
TOTO, Y HEKOTOPHIX MAlMEHTOB OblLIa OTMEUEHA JioKanu3aius paciupennbix [IBI1 Ha
TpaHMIIE KOPbI TOJIOBHOIO MO3ra M IOAKOPKOBOro Oenoro BemiectBa. JlaHHas
nokanu3anus pacimpeHHbix [IBII panee B nurepartype He BBIAETSIIACH OTAECIBHO.

CreneHb BBIPAXKEHHOCTM M3MEHEHUH O€noro BellecTBa y NAlMEHTOB C
Heiiponomarnyeckumu MIIC craructudecku 3Haunmo (P<0,001) mpeBsimana TakKOBYHO
y manueHToB ¢ HeHelpoHonatuueckumMu MIIC. Ilpu 3TOM M3MEHEHUs CUTrHajga OT
Oenoro BemiecTBa y manueHToB ¢ Tskénoit popmoit MIIC Il 3maunmo npeBocxonunu
COOTBETCTBYIOIIIME U3MEHEHHUS Yy malreHToB ¢ jérkoi gpopmoit MIIC Il (p<0,001) [32],
y marentoB ¢ MIIC 111 (p=0,003), IVA (p=0,001) u VI (p=0,004), a u3meHeHus
CUTHaJIa OT OeJoro BEUIECTBa Yy MAIMEHTOB ¢ HelpoHomatuyeckor Gopmoit MIIC | —
OMMUCHIBAEMbIE U3MEHEHUSI BO BCEX IPYIIAX JETEH ¢ HEHEHMPOHOMATUYECKUMU THUIIaMU
MIIC (¢ n€rkoit ¢opmoii MIIC Il (p=0,004), ¢ MIIC IVA (p=0,01) u MIIC VI
(p=0,039)). B cBoro ouepenn, CTEHCHb BBIPAXKCHHOCTH aHOMAJIMK OEJI0ro BEIIeCcTBA Y
nagqpesToB ¢ MIIC 1ll  3Haunmmo mpeBblIaza TaKOBYK y MAlMEHTOB C
HeHelipoHnomartuueckoit ¢opmoit MIIC Il (p=0,002) u ¢ MIIC IVA (p=0,01). ITo

OIMMMCAHHBIM 3aKOHOMCPHOCTAM MOXHO CACJIAaThb BBIBOJ O TOM, YTO BCAYIIYIO POJIb B
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U3MEHEHUSIX OeJIoro BEIeCTBAa UrpaeT HEHMpOoJereHepaTUBHBINA MPOIECC U HAKOILICHUE
renapancyibdara B BEIIECTBE NOJIOBHOrO Mo3ra. OJIHaKO MOJy4eHHbIE HAMU JIaHHbIE
MOTYT VyKa3plBaTh W Ha poJIb THAponeamni y TMAalUeHTOB C HAKOIJICHUEM
nepMmaTtaHcyibdara B pa3BUTUM TUIEPUHTEHCHUBHOCTH OEJIOrO BEIECTBA, a TaKXKe,
BO3MOXXHO, Ha HakomieHue ['Al’, mpuBogsniee K HM3MEHEHHIO BU3YyalM3alMOHHBIX
XapaKTEPUCTHUK OEJIOro BEIIECTBAa FOJIOBHOIO MO3TIa, Y AETEN C HEHEMPOHONATUYECKUMU
MIIC. Tak, y nByx aeBouek ¢ HeHelipoHonaTuueckuMu popmamu MIIC, y manreHTku ¢
MIIC IT/II u y naruentku ¢ MIIC VI, Bo3pact KOTOpeIX Ha MOMEHT TipoBeneHuss MPT
coctaBisl 135 m 91 Mecsiy COOTBETCTBEHHO, MMeEJIa MECTO THUIIEPUHTEHCUBHOCTH
oenoro BemiectBa B T2 u FLAIR pexumax, cootBeTcTBytolias 3-i crenenu (Pucynok 8
[Mpunoxxenuss 1). Ilpm 3TOM KIMHUYECKHE CHMITOMBI THApoledalny Ha dTare
uccienoBanus Haomoaanuch Toibko y neBouku ¢ MIIC VI. Kpome Toro, usmenenue
CUTHaJIa OT OEJIOro BelEecTBa y MauueHToB ¢ TsokEnoi popmoit MIIC I, nist koTopsix
XapaKTEPHO COUETAHME MOPAXKEHUSI MAPEHXUMbI IT'OJIOBHOIO MO3ra M ruapouedaibHOTro
mpoliecca, CTaATUCTUYECKH 3HAYMMO MpeBbImano TakoBoe y maruentoB ¢ MIIC I, y
KOTOPBIX HEUPOBU3YATU3AIIMOHHBIE CUMIITOMBI TUjipoliedaiviy He ObUTH BBISIBJICHBI.
Pacmmpenue [1BI1 BupxoBa-PoOuna ObIIO pacCMOTPEHO B Pa3IMYHBIX OTJETIaX
TOJIOBHOTO MO3ra — MO3OJMCTOM Tejie, 0eI0M BEUIECTBE, HAa TPAHULE KOPbI TOJIOBHOTO
MO3ra ¥ OJIKOPKOBOI'O O€JI0ro BEIIeCTBa, 0a3albHbIX TAHIIUAX U TAIAMYyCe, MO3KEUKE,
cTBOJIe TojoBHOro Mosra. Pacmmpenue TIBIT B o6nactu Mo3onuctoro Tena u 0eiaoro
BEIIECTBA I'OJJOBHOTO MO3ra BCTPEYANIOCh Cpelu ManueHToB co Bcemu Tunamu MIIC.
[Ipy >TOM CTaTUCTUYECKM 3HAYMMOW Pa3HUIBl MEXAYy TIpylnnamMyd MalueHTOB C
HelipoHONaTUYeCKUMU U HeHeipoHonatndeckumu MIIC mo cremneHu BbIPpa)K€HHOCTH
npoctpaHcTB BupxoBa-PoOunHa B 00acTd MO30JMCTOro Tejna U OEoro BEUIECTBa HE
BBIIBJICHO. TeéM He MEHee, OTMEUEHO, YTO HAaMMEHbIasi BBIPAKEHHOCTh PACIIMPEHUS
[IBIT B oOmactu MO30JMCTOrO Tejla M OEJIOro BelecTBa TOJIOBHOTO Mo3ra Oblia
xapaktepHa juis naruentoB ¢ MIIC IVA (Tabnuma 38). Kpome Toro, ormedeHo, 4to y
MaIlMeHTOB C HapylieHueM MeTtabonusMa aepmataHcyibdara pacmupenne [IBIT B
obiactu Mo3osmctoro teia 3HaunMo (P=0,001) Gosee BhIpakeHO, Ye€M y IMAlUEHTOB C

MIIC, He conmpoBOXAAIOIIMMUCS HAKOIIIEHHEeM aepMartancyibdara. Pacmmpenue [1BI1
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Ha TpaHMIIE KOPbI T'OJIOBHOTO MO3ra M O€Joro BEHIECTBAa BCTPEYAIOCh JAOCTATOYHO
pPEIKO W TOJBKO Yy TMAIMCHTOB ¢ HeipoHonmatmyeckum TurmoM MIIC | (1/11), y
narueHToB ¢ Tsoxénoi (4/32) u nérkoit (1/14) popmamu MIIC Il. Pacmmpenue I1BIT B
00JIaCTH TajaaMyCoB W/WJIM 0a3ajbHBIX TAaHTJIMEB, & TAKXKE B 00JaCTH CTBOJIA TOJIOBHOTO
Mo3ra BcTpeuasiock npu Bcex tumax MIIC, 3a wuckmouyenuem MIIC [IVA.
Cratuctrueckn 3Ha4uMO Oojiee vactoe Hamumuue pacmupeHHbXx [IBII B oGmactm
0azanpHbIX ranriaues/tanamycoB (p=0,04) u crBoja romoBHoro wmosra (p=0,019)
OTMEYEHO Yy TAaIMeHTOB C HapylleHHeM MeTaboiu3Ma JepMmaTaHcyibdaTra 1o
cpaBHeHH0 ¢ mnamueHtramu ¢ MIIC, He ConpoBOXIAIIMMUCA HAKOIUICHUEM
nepmatancyibdara. Pacmupenue [1BII B Mo3keuke ObLIO OTMEUEHO Yy MAIMEHTOB C
Helipononatuyeckumu (popmamu MIIC |, |l u y mammentoB ¢ MIIC VI. Takum
o0pa3oM, M0 OMHMCAHHBIM PEe3yJIbTaTaM MOKHO MPOCIEIUTHh B3aUMOCBS3b PACIIUPEHUS
[IBII ¢ HakomieHweM aepMaraHCyib(paTa B BEIIECTBE NOJIOBHOIO MO3ra, YTO MOYKET
ObITh  OOYCIIOBJIGHO XapakTepHOM Juisi JepMaraHcyljibdara JOKaIM3alued B
KPOBEHOCHBIX COCyAax U Me3eHxuMaabHoM kommonente LIHC [94, 128, 229, 327].

AHOMaIMM TYpEUKOro ceJyia BCTPEYaJUCh C BBICOKOM YaCTOTOM BO BCEX IpyIlIax,
CTATUCTUYECKU 3HAUYMMBIX PA3IMUMiA B YaCTOTE JAHHOTO HEWPOBU3YATH3AIMOHHOTO
CUMIITOMA MEXIy IPYIIaMu MallMeHTOB HE ObLIO BBISBJICHO.

Haubonpimas wacrora rumnepocto3a uepena (64%) Obuta xapakTtepa s
narenToB ¢ MIIC 111 (p=0,004 — o cpaBHeHHMIO ¢ HelipoHonaTHueCkoit popmoit MIIC
I, p=0,001 — o cpaBHEHUIO ¢ HEHPOHOMIATHIECKON U HEHEHPOHOTATHIECKOW (hopMamMu
MIIC II).

Y4uuThiBas BBISIBJICHHOE COYETAHHUE THIEPOCTO3a Yeperna M arpopuu TOJOBHOTO
Mosra y mamueHtoB ¢ MIIC |ll, cBsa3p OuHapHOrO NpHU3HAKA THUIIEPOCTO3a H
KaueCTBEHHOTO  TMOPSIIKOBOrO mpu3Haka crteneHu pacmmupenus CAIl  Obua
MPOAHAIM3UPOBAaHA METOJIOM JIOTHCTUYECKOM perpeccun y Bcex 97 gereil ¢
paznuunbiMu THnamMu MIIC. ¥V nmanueHToB ¢ HanuuueMm rumnepoctosa (N=23) menuaHa
crenienn pacumpenuss CAIl cocraBuna 2 [2;3], munumym — 1, makcumym — 3; y
MAIMEHTOB ¢ OTCYTCTBHEM runepocros3a (N=74) — 1 [1;1], muaumym — 0, Makcumym — 3

(p<0,001). P mys momenu <0,001. Perpeccuonnsiii koaddurment bi1=1,7907 (p<0,001),
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bo= —4,22095. BeposTHOCTh HACTYIUICHHS TOI'O HJIM HMHOI'O HCXOJa B OTHOIICHUH
pa3sBHTHsS  THIIEPOCTO3a  paccyMThiBagach 1o  Qopmyne:  P=eY/(1+eY), rnme
y=bo:b1*cTenensr pacmmpenus CAII, e — maTemaThueckas KOHCTaHTa, paBHas 2,72.
Pe3ynbraThl BbhIUMCICHUN TI0 QopMysie TMOKa3bIBAlOT, YTO B CIy4ae HaJIW4YUs
pacumpenuss CAII 0-1 cremeHun He cienyeT OXHMIAaTh pPa3BUTUS TUIIEPOCTO3a, a B
cinyyae pacmupenuss CAII 2-3 creneHn — I0MKEH pa3BUThCS runepocTto3. MHTepecHo,
4yTo U3 19 OmMOOYHBIX MPOTHO3UPOBAHUN HAIUYUS WIM OTCYTCTBHS rurepocrosa 16
OTHOCWJIMCh K  JIO)KHOTOJOXXUTENBbHBIM ~ MPOTHO3aM, W TOJIBKO 3 — K
JO)KHOOTpULIATeNbHBIM.  [Ipm  5TOM  OmIMOOYHOE  MPOTHO3WPOBAHUE  HATUYUS
runepocto3a B ciaydae pacmmpenus CAIl 2-3 crenenn uMeno MECTO B OCHOBHOM Yy
OOJBHBIX C HakoImuleHueM jaepmarancyibdpara (y 1 mamumenta ¢ MIIC II', y 12 — ¢
Tspkénoit popmoit MIIC Il, y 1 — ¢ MIIC VI) u 6b110 OTMEUYEHO TOJBKO y 2 JeTeil ¢
MIIC HIA.

ApaxHouganbHele KUCThI BcTpedanuch npu Bcex tunax MIIC ¢ mocrarodyno
OoJBIION YacTOTOM, BapbHupyromed oT 29 mo 89% (63% mas oOmiei rpymmsl, N=97).
Jlokanu3anus apaxHOUJAIBHBIX KHCT B OCHOBHOM OBLTa BHCOYHOM MOHO- WIIH
OwarepanbHOU. Y MBOUX OOJBHBIX ObUIM OOHAPYKEHBI KHCTHI IPYTUX JIOKATU3AIUul. Y
nanpedTa ¢ MIIC II' umena MecTo apaxHoujaidbHash KHUCTa, PACIHOJIOKEHHAs B
0a3abHBIX OTHEeJaxX JOOHO-BUCOYHBIX JOJEH MapaMeaualbHO ClieBa, y MallMeHTa ¢
Tsokénor popmoit MIIC 1l — ¢pontansubie kucthl (Pucynku 21 u 22). B cBszu ¢
pacnpoCTpaHEHHOCThIO APAXHOWMAIBHBIX KHCT CPEId TAIMEHTOB C Pa3IUYHBIMU
tuniamu MIIC, nannas rpynna JIBH gomkza BxoauTth B nepeueHb qudepeHnnanbHoro
JTMArHO3a 3TUOJIOTUU apaXHOUJAAIBHBIX KUCT.

Pacmipenue 0oJbIION 3aTHIJIOYHONM ITUCTEPHBI, KaK M HAJTMYHE apaXHOUTATBHBIX
KHCT, BcTpedanoch npu Beex tumnax MIIC ¢ gqoctaTodHo OONBIION YacTOTOM, KOTOpas
BapbupoBana ot 33 mo 94%. HawmGonpmas gacrora BcTpeyaeMOCTH Maga cisterna
magna (94%) Owuta oTMedeHa y jAeTedl ¢ HeMpoHomatuueckoit dopmoint MIIC |l
(p=0,029, p=0,006, p=0,023, p=0,003, p=0,003 — M0 cpaBHEHHIO C HEHPOHOMATHIECKOM
dopmoii MIIC |, neneiipononaruueckoit popmoit MIIC |1 [34], MIIC I, IVA u MIIC

VI coorBeTcTBeHHO). Y mnauueHToB ¢ HedpoHomarudeckumu MIIC pacummpenne
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OOJBIION 3aTHUIOYHON LHUCTEPHBI BCTpedanoch 3Haummo damie (p=0,002), uem y
naiueHToB ¢ HeHedpoHonatnyeckumu MIIC. Takum oOpa3om, Kak U MpPU HATUYUU
apaxHOMJAIBHBIX KHUCT, TPW BBIABICHUU Mega cisterna magna cruemyeT, ¢ yd4éTom
JIPYTUX PaTUOJIOTHUYECKUX M KIMHUYECKUX JaHHBIX, PacCMOTPETh BO3MOXHOCTH
HaJIM4Msl y nanueHTa Hapymenus oomena AT,

Manbdopmarus Kuapu | 6pima 3aduxcupoBaHa TOIBKO y JBYX IMallMEHTOB: y
OJIHOTO ¢ TskENOM U y onHoro c jérkoi dopmort MIIC |l; mpuuém y namueHta c
nérkoit popmoirt MIIC |l mamsdopmaruss Kuapu [ coderanmack ¢ BBIpaKEHHBIM
CTEHO30M II03BOHOYHOTO KaHaja Ha YPOBHE KpaHUOBEPTEOpaJIbHOTO Iepexojia |
HaJIMYUEM CUPUHTOMUETNYECKOU KUCThI Ha ypoBHE C1-C2 MO3BOHKOB.

Taxum obpazom, nonepeuHvlli CpasHUmMeNbHbll aHaiu3 noxaszamenei MPT
201081020 mo3ea y oemeu ¢ MIIC nokazan, umo pacwupenue CAII, ompadsicarowee
ampoguueckuti npoyecc, xapakmepHo 011 ecex Hetipornonamuyeckux MIIC u naubonee
svipadiceno npu MIIC |1l (p=0,011 — no cpasnenuio ¢ netipononamuueckoi gopmot
MIIC 1,p<0,001- no cpasuenuio c nenetipononamuueckou gopmou MIIC 11,p=0,007 —
no cpasnenuro ¢ MIIC VA, p=0,011 — no cpasnenuio ¢ MIIC VI); npusnaku
pacuiupenus — 6HYMPEHHUX JUKBOPHBIX — NPOCMPAHCME  (yeenudenue  ouamempa
@pponmanvroco poeca, pacwupenue |l ocenyoouxa) u ysenuuenue 8eHmMpuxyIapHO2O
UHOeKca 8blpadicenvbl 8 OoNbulell cmeneHu y nayueHmos ¢ Hetipononamudeckumu MIIC
(p<0,001 — 051 mpéx nokazameneit), oonarxo écmpevaromes u y nayuenmos ¢ MIIC VI,
ompasicas y NoCleOHux Hanuuue euopoyeganrvrozo npoyecca. llayuenmor ¢ MIIC,
CONPOBOAHCOAIOUWUMUCS HAKONTEHUEM 0EPMAMAHCYTIbGAma, Haxo0amces 6 cpynne pucKka
Passumusi  Heuposu3yaIu3ayuoHusix (cyacenus eenmpuxyisaproeo yena (p=0,015),
pacwupenust nepeoneco kapmana Wl ocenyoouxa (p=0,03), coomeemcmeennoco
pacuiupenuro  OOKosbix dHcery0oukos pacuiupenus sucounvix pozos (p=0,009)) u
KAUHUYECKUX NposgieHull cuopoyeganuu. B uzmenenusx oOenozo eewecmsa 6 T2 u
FLAIR peosicumax, 3nauumenvno 6onee evipasicenuvix npu HetipoHonamuyeckux MIIC
(p<0,001), moorcem uepams porv u MpPaAHCINEHOUMATLHOE NPONUMBIBAHUE TUKEOPA HA
@oHe noeviUeHHO20 BHYMPUYEPENHO20 OAGNeHUs1 Y NAYUueHmos8 ¢ HAKONJIeHUuem

oepmamancynvpama. Pacuwupenus TIBII ¢ obracmu moszonucmozo mena (p=0,001),
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oazanvnvlx 2anenues u/unu manamycos (p=0,04), a maxoce 6 obracmu cmeona
eonoenozo moszea (P=0,019) bonee svipasicenvl y nayuenmos ¢ HapyuwieHuem oOMeHa
oepmamancynvpama. Ilpodemoncmpuposana HaubOOILWAL YACMOMA 2UNEpPoOCmo3a
yepena (64%) y nayuenmos ¢ MIIC 11l (p=0,004 — no cpasnenuio ¢ msicénoii ghopmoti
MIIC |, p=0,001 — no cpasnenuro ¢ msxncénou u nézxou popmamu MIIC 1), a maxorce
eUAHUE ampoduu 20108HO20 MO32d HA PA38UMUE 2UNEPOCMO3d Yepend )y NayueHmos ¢

MIIC (p<0,001).

5.5.2. CpaBHUTEJbHBIH MONEPEeYHbIH aHAJIN3 Pe3yJbTATOB MATHUTHO-
Pe30HaHCHOI ToMOrpadguu MeifHOro 0T/1e/1a MO3BOHOYHUKA M CHUHHOTO MO3ra y
AeTeil ¢ MyKOIOJINCAXaPHI03aMH

B Tabmuue 39 npexacrasnensl xapakrepuctuku MPT IOII u melinoro otaena
CIIMHHOT'O MO3Ta MalueHToB ¢ paznuunbiMu TunamMu MIIC, a Takke rpynn naiueHToB ¢
HelipoHonaTuyeckuMu U HeHepononatnyeckumu MIIC; rpynn nanuentoB ¢ MIIC,
conpoBokaaromumucs (MIIC I, Il, VI) u ve compopoxnatomumucs (MIIC I, V)
HakoIjieHueM  naepMmarancyinbdarta. [lo  nepeuncnennsiMm B Pazgene 2.4
PaMOJIOTUYECKUM XapaKTEPUCTUKAM IPOBEJCHO CPAaBHEHUE BCEX IPYMI MAIIMEHTOB C
paznmuudbiMu  Tuniamu  MIIC, 1o mnoka3zaTensiM C BBIABICHHBIMU CTaTUCTUYECKU
3HAYMMBIMU pa3IMYMsIMUA TPOBEACHO IMONApHOE cpaBHeHue Tpymm. Kpome Toro,
BBIIIOJJTHEHO  CPaBHEHWE  TpPyINIl  MAalMEHTOB C  HEUPOHONMATUYECKUMU U
HeHelpoHonatnyeckuMu MIIC u rpynn nanmentos ¢ MIIC, conpoBoxaaromuMucs u
HE COINPOBOXIAIIIUMUCS HAKOIUICHHEM JepMmaTaHcyibdara, Mexay coOoil.
CratucTryecky 3HauMMble pa3anyuus npeacrasieHsl B Tadmune 39.

Haubonwpmme mnoxazarenu meauman u MKP cremenu nucmiazuu 3y0OBHUIHOTO
oTpocTka 3adukcupoBanbl y manueHToB ¢ TsoxEnpiMu popmamu MIIC | u MIIC Il u y
nanueHToB ¢ MIIC IVA. I1pu stom y naruentoB ¢ MIIC IVA aucninaszust 3y00BUIHOTO
OTPOCTKa ObLJIa 3HAYUMO O0JIee BhIpaXKEHA, YeM Y ManueHToB ¢ jérkoit popmoit MIIC 11
(p=0,01), a Tarxxe uyem y marentoB ¢ MIIC Il (p=0,002) u VI (p=0,016). Crenenn
aucriazus 3yba akcuca y TalMEHTOB ¢ HedpoHonatuyeckod ¢opmoit MIIC |

cratuctTuaecku 3HauuMo (P=0,044) npeBocxoauna takoByto y nmauuertos ¢ MIIC [11.



Ta6auna 39. IMokazareau MPT HIOII u meiiHoro otaena cnmaaoro mosra y aereid ¢ MIIC (n=97)

MIICT ) MIIC T MICIL - MICIE e | ommev | mme vy | Po@se | Jlemkue | meq | vme
Iloka3zarenn TH)X(_CJ'ILII/I neriq/m T;{)K_enbm J'Iel:KI/II/I (n=22) (n=6) (n=9) M_HC M_HC VI (n=69) IV (n=28)
(n=10) (n=4) (n=32) (n=14) (n=64) (n=33)
38 135 90 88 80 123 131 81 115 91 83
Bospact, mec [18;102] [61;162] [56; 111] [59;119] [55;117] [80;149] [103;145] [51;113] [79;147] [54;131] [61;124]
15-181 61-162 11-196 15-206 27-179 77-175 26-214 11-196 15-214 11-214 27-179
Jucmnasus 3yoa 2[2;2] 1[0;1] 2[1;2] 1[1;1] 1[1;1] 2[2;2] 1[1;1] 111;2] 111;2] 111;2] 111;2]
akcuca’ 0-2 0-1 0-2 0-2 1-2 2-2 0-2 0-2 0-2 0-2 1-2
p P 1m-11=0,044; P 11,-v=0,01; p 111-1v=0,002; p 1v-vi=0,016
VToiieHne TKaHei 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[1:1] 1[3;1]
BOKpYT 3y0a akcuca 0-1 1-1 0-1 0-1 0-1 0-1 1-1 0-1 0-1 0-1 0-1
p 3HAYUMBIX PA3IUYLIL HE BbIABICHO
CTeHO03 IM03BOHOYHOIO 2 [0;2] 2[1:4] 1[0;2] 0[0;1] 0 [0;0] 2[1;3] 3[2:4] 0[0;1] 1]0;3] 11]0;2] 0 [0;0]
KaHala 0-3 1-5 0-3 0-2 0-1 0-5 0-4 0-3 0-5 0-5 0-5
0 P 1m-11=0,01; P 1m-v1=0,046; P 11m-11=0,004; P 11m-v1=0,003; P 11,-1v=0,032; p 11,-vi=0,002; p 111-1v=0,003; P 111:11<0,001; P sce marcénvie-sce aéaxue=0,005; P r,ivi-nniv
=0,008
0 [0;0] 0[0:1] 0[0;0] 0 [0;0] 0 [0;0] 0[0;1] 0[0;1] 0 [0;0] 0 [0;0] 0 [0;0] 0 [0;0]
Muezonariis 0-0 0-1 0-0 0-3 0-0 0-2 0-2 0-0 0-3 0-3 0-2
p P nm-v1=0,046
TIraTHenoR s 10/10 3/4 28/30 9/14 20/22 6/6 9/9 58/62 27133 59/67 26/28
(100%) (75%) (93%) (64%) (91%) (100%) (100%) (94%) (82%) (88%) (93%)
p P 11m-1,=0,025 (TounbIl KpuTepnii Pumepa, TBYCTOPOHHUH TECT)
Anomanuun
MEKITOSBOHKOBAIX 10/10 4/4 22/32 7/14 20/22 6/6 8/9 52/64 25/33 51/69 26/28
HCKOB (100%) (100%) (69%) (50%) (91%) (100%) (89%) (81%) (76%) (74%) (93%)
p P 1m-11:=0,019; P 11.-11=0,014 (TounsIi1 kpuTepuit Oumepa, TBYCTOPOHHUH TECT)

[Ipumeuanne. KonndyecTBeHHBIE M KaueCTBEHHBIE MOPSIKOBBIE [TOKA3aTeNU MpeacTaBieHsl B Buae meauad [MIKP], MuH-Makc 3HaueHui; OMHApHBIE MOKa3aTeIn — B
BUIe a0COIJIFOTHBIX W OTHOCHTENBHBIX YacTOT. 3HAYEHHs P B Cllyyae HAJMYMSl CTATUCTUYECKH 3HAYUMBIX Pa3IHUYUil MPH CPaBHEHHH TPYIII 110 COOTBETCTBYIOIUM
MOKA3aTeNsIM TPEACTABICHBl B CIEAYIONIeW 3a 3HAYEHUSMH I[OKazaTens cTpoke. [lofACTpOdYHBIM 3HAKOM pSIOM C yYPOBHEM CTAaTUCTHYECKOW 3HAYMMOCTH [
COKpamEéHHO yka3aHbl cpaBHuBaeMble THIBI MIIC: puMckoit uudpoii — tun MIIC, Oykamu — TSDKECTb TedeHHs (T — TSDKENBIA, HEHPOHONAaTHYECKUI BapuaHT, J1 —
nérkuii, HeHelipoHonaTrueckuii). n=6 msa Tsoxénoit popmer MIIC 1, =30 mus Tmxénoit popmer MIIC 11, =13 mus nérkoit popmer MIIC I1; N=58 mist TsHKEIBIX
dopm, N=32 mnsa nérkux Gopm; N=62 st MIIC I, Il u V1. 5n=30 mnsa tsxénoii dopmer MIIC 11; =62 ais sxénsix popm, =67 ais MIIC I, [1u VI,
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MenuaHnbl CTENEHNU CTeHO3a MO3BOHOYHOTO KaHala OTPa)kKajlu BBIPAXKEHHYIO (2-
10) CTENEHb CYXEHUS Yy TalueHTOB C Tsokénol u nérkod dopmamu MIIC | u y
nanueHToB ¢ MIIC IVA, nérkyto creneHb KOMIPECCUU CIUHHOTO MO3ra (3-10 CTENeHb
creHo3a) — y nauuentoB ¢ MIIC VI. [Ipu nonapHoM cpaBHEHUHU TPYIII MOKa3aHO, YTO Y
nanueHToB ¢ MIIC VI cTeHo3 mo3BOHOYHOrO KaHaia ObUI CTATUCTUYECKH 3HAYMMO
Ooree BBIpaXKEH, YeM y MalMEHTOB ¢ HehpoHomatuyeckuMu (popmamu MIIC | u I
(p=0,046 u p=0,003 coOTBETCTBEHHO), HeHepoHomatnyeckoi ¢opmori MIIC |l
(p=0,002) u yem y mammentoB ¢ MIIC |11 (p<0,001). ¥V mamuentor ¢ MIIC IVA ctenos
MO3BOHOYHOI'O KaHajga ObLT 3HAUUMO OoJjiee BBIpAXKEH, YE€M Yy MalMeHTOB C
HeHelipononatudeckoit popmoit MIIC Il (p=0,032) u yem y marmuentoB ¢ MIIC I
(p=0,003). ¥ manuenToB ¢ TspkéasiMu popmamu MIIC | (p=0,01) u MIIC Il (p=0,004)
CTEIEHb CTEHO3a MO3BOHOYHOTO KaHaJla 3HAYMMO IPEBBIIIANA TAKOBYIO Yy TAIUEHTOB C
MIIC Ill. 3nauumo Oomemras (P=0,005) cremeHbp CcTeHO3a y MAIMEHTOB C
HeHelipoHonatnueckumMu  MIIC 1o  cpaBHeHnto ¢ HevpoHomarndeckumu MIIC
0OyCJIOBJIEHa, C OJHOM CTOPOHBI, COCTABOM TPYII, C APYrol — OOJIBIIUM BO3PACTOM
MAlMEHTOB B MIEPBOM IPYIIIIE.

Muenomnarusi BcTpedanach HE 4acTto, 4yTo B Tabmwmie 39 OTpakeHO HYJIEBBIMH
nokaszarenssMu meauan npu Bcex tunax MIIC. Muenonatus otMeueHa y 1 manueHTKH
u3 4 (25%) nereii ¢ nérxoit popmoit MIIC I, y 1 u3 14 (7%) ManbuukoB ¢ JErKoM
dbopmoii MIIC Il (B Buge cupuHroMmuenuieckoit Kuctol Ha ypoBHe C1-C2 MO3BOHKOB B
coueTannu ¢ Majbpopmarueit Kuapu 1), y 2 u3 6 (33%) naumenros ¢ MIIC IVA, y 3 u3
9 (33%) narentos ¢ MIIC VI.

[InaTucnOHIWIMS W AaHOMAJIMH MEXIO3BOHKOBBIX JINCKOB BCTPEUAIUCh C
BBICOKOM 4YacTOTOM cpear NauueHToB co Bcemu Tumamu MIIC. YV Bcex mectu
nauueHToB ¢ MIIC IVA u camoro crapiiero Ha MOMeHT npoBeniennst MPT nmanuenTa c
MIIC II' (B Bo3pacte 134 MecsaleB) HMeEIO MECTO YBEJIMUCHHE pasMepa
ME>KITO3BOHKOBBIX JUCKOB.

IIpu nonepeunom cpasnumenvuom avamuze MPT IIOIl u cnunHo2o Mmo32a
8bIABIIEHO, YMO 8bIPANCEHHAs OUCHIA3US 3YO08UOHO20 OMPOCMKA AKCUCA XAPAKMepHA

ons Odemeii ¢ maxcénvimu Gopmamu MIIC 1 (meouana — 2 [2;2], p=0,044 — no
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cpasmnenuio ¢ MIIC W) u MIIC 1l (meouana — 2 [1;2]) u ona demeuw ¢ MIIC IVA
(meouana — 2 [2;2], p=0,01, p=0,002, p=0,016 — no cpasuenuro c nézkoii opmoii
MIIC W, no cpasnenuio ¢ MIIC Il u MIIC V1 coomeemcmegenno). 3nauumenvHulii
CMEeHO03 N0380HOYH020 Kauana Ha ypoeue LOIl u/unu xpanuogepmedpanvbHO2O
nepexooa pecucmpupyemcs y oemeti ¢ MIIC |, INA u VI: meouana cmenenu cmenosa y
nayuenmos ¢ msxcénou gpopmou MIIC | — 2 [0;2] (p=0,01 — no cpasnenuio ¢ MIIC 1l1),
y nayuenmos c¢ néexoui popmou MIIC | — 2 [1;4], y nayuenmos ¢ MIIC IVA — 2 [1;3]
(p=0,032— no cpasnenuio c nézxoii popmou MIIC 11, p=0,003 — no cpasnenuio ¢ MIIC
), y nayuenmos ¢ MIIC VI — 3 [2;4] (p=0,046, p=0,003, p=0,002, p<0,001 - no
cpasnenuro ¢ maxcénvimu gopmamu MIIC | u MIIC ||, nézxou ¢popmou MIIC 1l u no
cpasuenuro ¢ MIIC 1l coomseemcmeenno). Ocnodchenue cmeno3a NO3860HOYHO2O
KAHana 8 6ude MUueionamuu 6 OMmCymcmeue COnymcmeylowux npeopacnoiacarujux

anamomuyeckux ¢oakmopos ommevaemces npu mex xce munax MIIC (MIIC |, MIIC IVA

u MIIC V).

5.5.3. Cy0nypajibHOe CKOIJIEHUE KUJIKOCTH Y JeTeH ¢ MYKONOJIMCAXapua03aMu
(KJIMHMYECKHUE CIy4an)

CyOnypalibHOE€  CKOIUIEHHE JKMAKOCTH  (CyOaypajbHble T'eMaTOMbl — WJIU
CyOypanbHble TUTPOMBI) UMEIIM MECTO Y TPOUX MalueHToB (oaHou aeBouku ¢ MIIC
IT", onnoit neBouku ¢ MIIC IA, ogroro mansunka ¢ MIIC 111B).

[Tarmentke ¢ MIIC II" BnepBbie B Bo3pacte 23 MecsieB Oblia BbimosHeHa MPT
TOJIOBHOTO MO3Ta, BBISBHUBIIAS HAIHYUE CYyOIypaJIbHBIX TUTPOM B JIOOHO-TEMEHHBIX
oT/eNlax C JIBYX CTOPOH M TapacaruTTajlbHO B 00JaCTH TMpaBOM 3aThUIOYHOM 10U
(Pucynok 16 Ilpwmokenus 1). 3a 1 wMecsaly [0 BBIABICHUS  ONMKMCAHHBIX
HEWPOBU3YAIM3AIMOHHBIX W3MEHEHUM Yy JIEBOYKM pa3BUJIACh KIMHUYECKAs KapTUHA,
YKa3bIBaIOIlasi Ha TMOBBIIICHUE BHYTPUYEPENHOrO MABJEHHS, — COHJIMBOCTb, PBOTA,
KOCOIJIa3Ue, CHUXKEHUE OCTPOTHI 3pEHUS. 3a OJHY HEAEII0 0 Pa3BUTHS ONHUCAHHOU
KJIIMHUYECKOW CUMITOMAaTUKH UMEJa MECTO TpaBMa rOJIOBBI.

VY manpunka ¢ MIIC lIB sa MPT rosoBHOro mMo3ra, MpoBeJEHHBIX B BO3PACTE

62, 71 u 83 MecsiieB, ObUIO OTMEUEHO HAIMUKE IIepedpaabHON atpoduu, 6€3 TPU3HAKOB
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CKOIUIEHUS >KMJIKOCTU B CyOaypasibHOM MpocTpaHcTBe. [Ipu mpoBeneHuu miaHOBOU
MPT B Bo3pacte 107 mecsiiieB Oblia BhIsIBIIEHA TOJOCTpast/XpoOHUUECKasi CyOaypaibHas
reMaroMa mpaBoil reMucdepsl, KOMIPUMHPYIOIIAs MPaBO€ MOJyIIapue W MPaBbIid
ooxoBoit xkenynouek (Pucynok 17 Ipunoxenus 1). Uepes 3 Heaenu mocie IpoBeASHUS
MPT y mnauueHtra pa3Bwicid (OKAJIBHBIA MOTOPHBIA MPHUCTYI, MOCIE€ KOTOPOTO
MOSIBUJIOCH YTHETEHUE CO3HAHUSI IO YPOBHS OTJIYIICHUS, HAPYIICHUE TTOXOJKH 0 THUITY
remMunapernueckoil. BoimonHenHas Ha QoHe pa3Butus JgaHHOM cumnToMatuku KT
TOJIOBHOTO MO3ra IIOKa3ajla OCTPOE€ KpPOBOM3IUSHHE B 00JacTb XPOHUYECKOH
cyOnypansHOil TemMaToMbl. JIabopaTtopHbie HcCleOoBaHUs, TPOBOJUMBIE B JUHAMUKE,
JEMOHCTPUPOBAIN  (PIYKTYUPYIOIIYIO TPOMOOIMTONCHUIO, HapyLIEHUE arperanuu
TPOMOOIIMTOB C aaeHO3UHANGOCHATOM U apaxuIOHOBON KHUCJIOTOM, CHUYKEHHE YPOBHS
¢bubpuHOreHa mia3mbl KpoBU. bbln npoBeeHbl TpaHCy3uss TPOMOOIIMTAPHON MacChl,
J€YEHHE IHTaM3UJIaTOM M (OJIMEBOM KHUCIOTOW, BBINOIHEHO 3aKPBITOE HAPYKHOE
JIpEeHUpOBaHUE CyOaypasibHOM TemaToMmbl. Yepe3 3 wmecdlla MoOCi€ ONEPATUBHOIO
JICYCHHUs]  HapacTaHWE  HEBPOJOTHYeCKoro  jAeduludTra 1O  CpPaBHEHUIO  C
MPEAIECTBYIOIUM 00CIeOBAaHUEM OTCYTCTBOBAJIO, COXPAHSIIACH T'E€MUIIAPETHUECKas
MOXOJKa; JIaDOpaTOpHbIE  MOKa3aTeJM  JIEMOHCTPUPOBAIU  TPOMOOITUTOIICHHIO,
MOBBIIIIEHWE  AKTUBUPOBAHHOTO  YaCTUYHOTO  TPOMOOIIJIACTHUHOBOTO  BPEMEHH,
HapyllIEHUE arperaiuuv TPOMOOIMTOB C aAeHO3uHAH(ocPaToM, apaxuIOHOBOU
KHCIO0TON ¥ TpoMOuHOM [240].

V¥ nanuentku ¢ MIIC A, nabmogaemoit B ®I'AY «HMMUL 310poBbst neTeiin» ¢
76 MecsileB, Ha TPOBEIEHHOM BIlepBbIe B Bo3pacTe 94 MecsiieB MPT roigoBHoro mosra
Obla BhIsIBICHa Jud@y3Has (B CyNnpaTeHTOPUATLHONW KOHBEKCUTAIBHOW 00J1acTH,
rnapacaruTTajJbHO  CEpIy TOJIOBHOTO Mo3ra HM B 00JacTd  TEHTOpHUyMa)
NMaxXUMEHUHTeIbHASI TUTIEPUHTEHCUBHOCTh M O0JACTH OYEeHb TOHKOW CyOIypalibHOM
3pdy3un B JIOOHBIX M 3aTbUIOYHBIX oOsactax B pexume FLAIR (Pucynox 18
[Mpunoxenus 1). [laHHBIC W3MEHEHHS COXpaHAIUCh Ha mnocieayrommx MPT,
poBeAEHHBIX B Bo3pacTe 116 m 128 mecsmeB. Knumandeckas kapTuHa 3a00seBaHUS
JJAHHOW TAIIMEHTKH COCTOsJIa W3 HapyIICHWM TOBEJACHUS U CHA, MOTOPHBIX H

BOKAJIbHBIX  CTEPEOTUIIMM, PErpecCUpOBaBIIEd B  JIWHAMHUKE  JIBHUIATEIbHOU



164

TUIIEPAKTUBHOCTH, MPOTPEAUEHTHONW yTpaThl HABBIKOB ICHUXOPEYEBOTO M MOTOPHOIO
pazBuTus ¢ (HOPMHUPOBAHHMEM TCEBAOOYIHOAPHOTO CHHAPOMA U CIACTUYECKOTO
terpanape3a. OOpamasio Ha ceOs BHMMaHUE HAJIMYME PE3UCTCHTHOM K Teparuu
AMUJICTICUH C TTOJMMOP(PHBIMHU PUCTYIIAMU, KOTOPbIE UMENU TEHJEHIUIO K CTaTyCHOMY
tedeHuto. JeGroT mpuctymnoB oTHocwiIcs K 76 mecsiam. B Bo3pacte 104 mecsiieB Bo
BpeMs TEpamuu BaJbIIPOCBON KHUCIOTOW B 1103¢ 42 MI/KT B CYTKH Y JE€BOYKH
OTMEYAJIOCh MOSIBJIEHNE IT'€HEPATTM30BAHHBIX XOPENUECKUX TUIEPKUHE30B. Y MEHBIIEHUE

BBIPOKEHHOCTH THIIEPKUHE30B OBLJIO IOCTUTHYTO Ha (POHE Teparnuy KJIOHA3EIaMOM.

5.5.4. lunaMuKa BU3yaJIN3alMOHHBIX H3MEeHEHUii TOJIOBHOIO MO3ra Yy JieTe ¢
MYKOMNOJHCAXaAPHI03aMHU

B rpynmax naruentoB ¢ Heiipononatuyeckumu (N=28: 1 — ¢ MIIC IT", 1 — ¢ MIIC
IT/I, 14 — ¢ Tsoxémoit popmori MIIC I, 9 — ¢ MIIC IlIA, 3 — ¢ MIIC IlIB) #u
neneiponomnarnyeckumu MIIC (n=14: 1 — ¢ MIIC IT/II, 1 — ¢ MIIC I, 5 — ¢ nérkoi
dopmoii MIIC Il, 5 — ¢ MIIC IVA, 2 — ¢ MIIC VI) uzydyeHa auHaMuKka mokasaTescit
MPT rosioBHOTO MO3ra, BBIIIOJIHEHHBIX C BPEMEHHBIM MHTEPBAJIOM, MEJWAHA KOTOPOTO
coctaBuia 24 [13;33] mecsana (MuaumyM — 10, MakcuMyM — 69 MecCSIIeB) y MAIMCHTOB C
Heiiponomarnyeckumu MIIC u 29 [17;37] mecsueB (MuaEMyM — 12, Makcumym — 67
MECSIIIeB) y malMeHToB ¢ HeHelpononatuaeckumMu MIIC (Ta6nuna 40).

Kaxk mokazano B Tabnuie 40, B [uHaMuKe y MAaIIMEHTOB ¢ HEUPOHOIIATUYECKUMU
MIIC (n=28) orMe4eHO 3HAUYMMOE yBEIIMYCHUE BEHTPUKYIsIpHOTO MHAekca (P<0,001),
I sxxenymouka (p=0,005), tuamerpa ¢pponransHoro pora (p<0,001) u CAII (p=0,001), a
TaKK€ 3HAYMMOE YyMEHbIlIeHHe BeHTpukyjsipHoro yriaa (p=0,008). Ilpu »sTom
HapacTaHWe BEHTPUKYJISIPHOTO UHAEKca umeno Mecto y 25 (1 —c¢ MIIC IT, 1 — ¢ MIIC
IT/I, 12 — ¢ Tsoxénoit popmoit MIIC 11, 11 — ¢ MIIC Ill) u3 28 (89%) mamueHToB ¢
HeripoHonatnyeckumu  MIIC.  CyxeHue BEHTPUKYJSADHOTO yIrjla B JUHAMHKE
ormeuanoch y 21 (1 —¢ MIIC IT", 1 — ¢ MIIC ITV/II, 11 — ¢ taxénoit popmoit MIIC II, 8
— ¢ MIIC Ill) u3z 28 (75%) nmanuentoB ¢ HeWpoHomatuyeckumu MIIC. Hapacrtanue
JMaMeTpa nepeIHero pora 60koBoro xenyaouka orMedeHo y 21 (1 —c MIIC IT', 12 — ¢

msokémorn  dopmoit MIIC Il, 8 — ¢ MIIC ) w3 28 (75%) mnammeHTOB C
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Heripononatuyeckumu MIIC. Hapacranue crenenu pacmmpenus |l sxemymouka
ormeuasnoch y 10 (1 —c¢ MIIC IT/I, 5 — ¢ tsaxénoit popmoiit MIIC |1, 4 — ¢ MIIC I1I) u3
28 (36%) mnamuentoB ¢ Hedponomatuueckumu MIIC. Hapacranue crenenu
pacmupenust CAITl otmeuanocs y 10 (4 — ¢ tsoxénoit popmoit MIIC 11, 6 — ¢ MIIC I11)
u3 28 (36%) nanuentoB c¢ HeiipoHonarnueckumu MIIC. OnucaHHble W3MEHEHUS
CBUJIETEIHCTBYIOT O JHHAMHYECKOM HapacTaHWUU Pa3MEPOB BHYTPCHHHUX M HAPYKHBIX

JMKBOPHBIX MTPOCTPAHCTB y MAIMEHTOB ¢ HelpoHonatnyeckumu MIIC.

Taoauna 40. Innamuka nokasaresaeit MPT rojsioBHoro mosra y aereii ¢
HEePOHONATHYECKUMHU M HeHelipoHonaTuyeckumu MIIC

Hetipononaruueckue MIIC Heneiipononaruueckue MIIC
[TokazaTenn™ (n=28) (n=14)
[IepBas Bropas [IepBas Bropas
MPT MPT P MPT MPT P
76 98 90 123
Bospacr, mec [47;102] [73-127] <0,001 [69;111] | [106;149] 0,001
27-134 50-181 20-157 77-175
. 40 47 32 32
E;Hggf“;“p‘“’m [32;49] [37;62] | <0,001 | [31;34] [31;32] 0,069
JICKE, 7o 26-67 29-100 30-37 26-37
. 97 93 99 96
BenrpuiyipHbiii [89:108] | [77:103] | 0,008 | [90:106] | [86:113] | 0,807
YTOIL TPAAYCR! 47-123 38-138 78-120 81-121
Huametp 0,9 1,19 0,39 0,38
¢pouTansuoro pora, | [0,49;1,39] | [0,7;2,02] | <0,001 |[0,22;0,51] | [0,2;0,56] 0,925
cM 0,13-2,56 | 0,19-3,22 0,2-0,96 0,1-1,0
Pacmmpenne 111 2[2;3] 31[3;3] 2[1;2] 2[1;2]
KeITyJ0uKa 0-3 0-3 0,005 0-2 0-2 0,109
Pacmmpenne CAIT 2 E-32] 2 EBS] 0,001 0 ([)(_)11] 1 ([)(_Jll] 8
W3meHeHue curnaia 2[1;2] 1[1;2] 11[0;1] 11[0;1]
oT 0eJIoro BelecTBa 1-3 1-3 0,686 0-3 0-3 0,593
Pacmmpenue [1BI1 B 2[1;3] 2[1;3] 11[0;1] 11[0;3]
MO3OJIHCTOM Terte 0-3 0-3 0813 0-3 0-3 0.109
Pacmmpenue T1BI1 B 2[2;3] 2[2;3] 10 1[1;2] 2 [1;2] 0.068
0eJIOM BEIECTBE 0-4 0-4 ' 0-4 0-4 ’

[Tpumeuanue. *menuana [UIKP], Mmuna-Makc; § He1ocTaTOYHO HAOMIOEHUN ¢ M3MEHEHUEM 3HAYCHHH,
TosibkO y 1 u3 14 manueHToB npou3onwio Hapactanue crenenu pacmupenus CAll ¢ 0 mo 1.

OueHka OWMHApHBIX MOKa3zaTelel y MalueHTOB ¢ HeWpoHonatnueckumu MIIC
TaKke MPOBEJICHa B COOTBETCTBUU C MEpEYHEM, onucaHHbIM B I'naBe 2. Hecmotpsa Ha
TO, 4TO BIepBbI€ HAa BTOpor MPT ronoBHOro Mo3ra BbISIBJICHBI paCIIMPEHUE MIEPETHETO

kapmana |l >xkenymouka — y gBoux mamnmeHTOB (¢ Tskénoit dopmort MIIC ),
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COOTBETCTBEHHOE PACHIUPEHUIO0 OOKOBBIX JKENyI0YKOB PACIIUPEHHE BUCOYHBIX POTOB —
y Tpoux mainueHToB (1 — ¢ Tsxénoit popmoit MIIC IT/11, 2 — ¢ Tsoxénoit popmoiit MIIC
I1), criraxeHHOCTh KOPTHKAJIBHBIX 0OPO3] — y OAHOro manueHta (C Tsoxémoi hopmoit
MIIC 1), pacmmpenue I1BI1 Ha rpaHuiie KOpbl M ITOJAKOPKOBOrO OCIIOr0 BEIECTBA — Y
nBoux manueHToB (1 — ¢ MIIC IT, 1 — ¢ tsxénoit popmoit MIIC 1), pacuupenue T1BIT
B 00tacTi 0a3aabHBIX TAHTIIMEB W/IIIK TaJIlaMyCOB — y TPOUX MAIMEHTOB (2 — C THKENOM
dopmoii MIIC I, 1 — ¢ MIIC 1lIB), pacmmpenune [IBII B Mo3xkeuke — y ABOUX
narmeHToB (¢ Tsokénoi popmoit MIIC ), pacmmpenue [IBIT B cTBONIE TOIOBHOTO
Mo3ra — y aoux mnarueHtoB (1 — ¢ Tspkénoi dopmoii MIIC I, 1 — ¢ MIIC Il1A),
THIIEPOCTO3 — Yy 4eThIpéx marreHToB (1 — ¢ Tsokénoit popmoit MIIC 11, 1 — ¢ MIIC A,
2 — ¢ MIIC I11IB), mega cisterna magna — y oanoro mnanueHnta (C TsokEnor dopMoid
MIIC I1), apaxHOMJAIbHBIC KUCTHI — Y TPOMX ManueHToB (2 — ¢ Tsoxénoit popmoit MIIC
I, 1 — ¢ MIIC IllA), craTucTHYeCKH 3HAYMMOT'O N3MCHECHUSI OMHAPHBIX ITOKa3aTeliei He
ormeueHo. OOpamiaer Ha ceOs BHMMaHHE TOT (DAKT, YTO MOSBIECHUE MPU3HAKOB,
OTHOCAIMXCS K Tumapouedanmuu (pacmmpenue nepennero kapmana Il sxemynouxa,
COOTBETCTBEHHOE PACIIMPEHUIO OOKOBBIX KEITYJOYKOB PaCIIMPEHHE BHCOYHBIX POTOB,
CTJIQ)KEHHOCTh KOPTHKAIBbHBIX 00p031), OBLJIO OTMEUEHO TOJIBKO Yy TMAalHUEHTOB C
TsokEnpiMu popMamu MIIC | u I, q1s1 KOTOpBIX XapakTepHO COYETAHHOE HAKOIICHUE
remapaH- u aepmarancyibdara. Tem He MeHee, Malblii BO3pacT MHOTHX IallUE€HTOB,
BEPOSITHO, OOYCJIOBWJI OTCYTCTBHE 3HAYMMBIX Pa3U4Mil MpU JUHAMHUYECKOM
CpaBHEHUHU.

HuTepecHo, 4To cpeay MalueHToB, 1EMOHCTPUPYIOLIUX MOSBIEHUE TUIIEPOCTO3a
B auHamuke, npeodnaganu netu ¢ MIIC Ill. Panee, B Paznene 5.5.1, Ob1mn onmcaHsl
OoJbpIIas YacToTa TUIEPOCTO3a, Hanuuue uepedpaibHoit arpoduu (pacmmpenus CAII)
¥ B3aMMOCBSI3b THIIEPOCTO3a U 1iepedpanbHoit atpodun y mammentoB ¢ MIIC I11. Huxke,
B HACTOSIIEM pas3felie, ONMMCaHO HapacTaHue IepedpanbHON arpoduu (pacumpeHus
CAIl) y nartmenToB ¢ MIIC Il B tunamuke.

B nunamuke y nanueHToB ¢ HeHelipoHonatnueckuMu MIIC kak KOJTUYeCTBEHHBIE
¥ KaueCTBEHHBIC MOPSIKOBHIE, TAK U OMHApHBIE TIOKAa3aTeNId OCTABAINCH CTA0OMIBHBIMH,

N CTaTUCTHYCCKH 3HAYNMbIX pa3anHﬁ HHU 110 OTHOMY IIOKa3aTcCJit0O HC OBIJIO BBISIBIICHO.
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Onmnako Ha BtOpori MPT otrmedeHo mnosineHue pacmmpeHHbix [IBII B oGmactu
0a3ajbHBIX TaHTJIMEB W TaJaMyCOB y OJHOro mamueHta c jérkoit ¢opmonn MIIC I,
pacmupennbix [IBII B obnactu mo3zxkeuka — y onHod mnauueHtkun ¢ MIIC VI,
apaxHOMJAIBHBIX KUCT — Y JIBOMX MAlMEHTOB (Mayibuuka ¢ Jaérkoit popmoit MIIC Il u
manpunka ¢ MIIC IVA).

B Tabnumne 41 mpencraBieHa AWHAMUKA KOJWYECTBEHHBIX M Ka4eCTBEHHBIX
MOpSAAKOBBIX IToKaszarened MPT ronoBHoro mMosra y aeted € pasjdyHbBIMU TUIIAMU
MIIC. Menunana uHTepBasia Mex1y nepBoii 1 nocieqaed MPT y manuueHToB ¢ TSHKENoi
dopmoii MIIC Il (n=14) — 24 [22;32] mecsna (MuHMMadbHBIH uHTEepBanm — 10,
MaKCUMaJIbHBIH — 58 mecsieB), y mamueHToB ¢ jérkoi ¢opmoiri MIIC Il (n=5) — 37
[28;59] mecsieB (MHHHMAIbHBIA HMHTEpBAI — 23, MaKCHUMaJbHBIA — 67 MECSICB), Y
narenToB ¢ MIIC Il (n=12) — 20 [13;33] mecsineB (MUHUMAaIbHBIA HHTEpBaT — 12,
MakcHMajIbHBIA — 55 Mecsnes), y manuenToB ¢ MIIC IVA (n=5) — 18 [13;35] mecsiues
(MHUHEMAIBHBIA UHTEPBAT — 13, MAaKCUMAJIBHBIN — 55 MecsIeB).

Kaxk mokazano B Tabnuie 41, B fuHaMuKe y TalMeHTOB ¢ TshkEnou ¢popmoit MIIC
Il u y maruentoB ¢ MIIC Ill ormedanock 3HauMMOe HapacTaHWE BEHTPHUKYJISIPHOIO
unaexkca (p=0,002 wu p=0,003 coorBercTBeHHO). Ilpm 9STOM  HapacTaHue
BEHTPUKYJISIPHOTO MHJAEKca umeno mecto y 12 u3 14 (86%) mamueHToB ¢ TSHKEMON
dopmoii MIIC 1 uy 11 u3 12 (92%) namentos ¢ MIIC |ll. BenTpukynasipHblii HHIEKC
y nareHToB ¢ Tspkénoit popmoit MIIC Il yBenmumiics va 9 [1;13] %, muaumym —Ha O
MakcuMyM — Ha 57%. Menuana n3aMeHEeHHUs] BEHTPUKYJIIPHOTO MHJECKCA y MAllUEHTOB C
MIIC Il cocraBuna 4 [3;8] %, muaumym — 0%, Mmakcumym — 12%.

3HaUMMOE YMEHBIIEHUE TI0KA3aTelsi BEHTPUKYJSIPHOTO Yyria B JAUHAMUKE
OTMEYaJIOCh TOJIKO y ManueHToB ¢ Tsokénoit ¢popmoit MIIC Il (p=0,025). Tlpu stom
Cy>KEHUE BEHTPUKYJSIPHOrO yria npoaemMoHcTpupoBanu 11 uz 14 (79%) naunueHTOB.
Menunana n3aMeHeHUs] BEeHTPUKYJISIPHOTO YIJIa Y MalueHToB ¢ Tsokénoit popmoit MIIC 11

coctaBuina —9 [—11;—1] rpagycoB, MuaumyM — —33 rpaayca, MakcCuMyM — 15 rpamycos.



Taoauua 41. lunamuka nokasareseir MPT rojioBHoro Mosra y gereii ¢ paziaudabiMu Tunavu MIIC

Tsoxénas dopma MIIC 11 (n=14)

Jlérkas popma MIIC II (n=5)

MIIC III (n=12)

MIIC IVA (n=5)

ITokazarenp™* TlepBas Bropas IlepBas Bropas ITeppas Bropas IlepBas Bropas
MPT MPT P MPT MPT P MPT MPT P MPT MPT P
72 90 69 106 82 113 94 124
Bospacr, mMec [38;90] [66;126] 0,001 [54;83] [82;119] 0,043 [61;102] [77;125] 0,002 [86;111] [121;149] | 0,043
27-134 50-175 20-95 80-150 29-126 61-170 64-157 77-175
BenrpukyspHsii 37 44 32 30 43 47 32 32
preKe, % [30;49] [33;63] 0,002 [30;32] [29;32] 0,068 [34;47] [38;56] 0,003 [31;34] [31;33] 1,0
’ 26-66 29-100 30-34 26-32 29-59 31-62 30-34 31-34
BerrpukyspHsii 95 88 99 102 108 99 103 94
[79;97] [73;99] 0,025 [98;110] [97;105] 0,345 [97;115] [93;103] 0,272 | [101;106] [86;113] 0,787
YroJL, Tpafycet 55-120 43-117 98-120 92-121 88-123 90-138 89-109 84-117
Juametp 0,76 1,14 0,35 0,32 1,18 1,19 0,43 0,22
¢bponransroro pora, | [0,51;1,36] | [0,51;2,22] | 0,004 | [0,22;0,51] [0,2;0,4] 0,043 | [0,46;1,43] | [0,81;1,99] | 0,06 | [0,35;0,46] | [0,19;0,48] | 0,225
cM 0,13-2,56 0,19-3,22 0,22-0,96 0,1-0,83 0,34-2,42 0,55-2,17 0,32-0,49 0,18-0,56
Pacmmpenue 11 2[1;3] 31[2;3] 1[0;2] 1[0;2] 3[2;3] 3[3;3] 2[2;2] 2[2;2]
KeJTyI0uKa 0-3 0-3 0,043 0-2 0-2 § 2-3 2-3 0,068 0-2 1-2 #
Pacumpenie CATT 2 Eéz] 2 Eés] 0,068 | Y ([)(_)’10] 0 ([)(_)’10] § 2 5’33] 3 Ef] 0028 | ! ([)(_”11] 1 ([)%’11] &
W3meHeHune curnana 2[2;3] 2[2;3] § 1[1;1] 1[1;1] § 1[1;2] 2[1;2] 0.686 0 [0;1] 0 [0;1] 10
0eJIoro BelecTna 1-3 1-3 0-2 0-2 1-2 1-2 ! 0-1 0-1 !
Pacmpenue T1BIT B 3[1;3] 3[1;3] 10 1[0;3] 1[1;3] q 110;2] 1[1;2] 0.686 0[0;0] 0[0;0] §
MO30JINCTOM TEJIE 1-3 1-3 ' 0-3 0-3 0-3 0-3 ' 0-1 0-1
Pacmmpenue I1BI1 B 31[2;3] 31[2;3] q 2[1;3] 2[2;3] q 21[2;3] 21[2;3] q 1[0;1] 1[0;2] 018
0€eJIOM BELLIECTBE 1-4 1-4 1-4 1-4 1-3 1-3 0-1 0-2 !

[Ipumeuanue. *mennana [MKP], MuH-Makc; § HeAOCTaTOYHO HAONIOJCHWH C M3MEHEHHWEM 3HAYeHWU I MOJCYETa, HM Y KOTO M3 MAIMEHTOB HE IMPOU3O0ILIO
W3MEHEHHS MoKa3aress; § He0CTaTOUYHO HAOJIOCHHI ¢ U3MEHEHUEM 3HAUSHU JUTsl TOACUYETa, TOJBKO Y 1 MalMeHTa MPOr30IILJI0 H3MEHEHUE CTEIICHU PaCIIMPEHHUSI
IIBIT; # nHemocTaTouHO HAOIIOEHUH C M3MEHEHNEM 3HaYEHUH I MOACU€Ta, TOIBKO y 1 marmenTa mpou30Iuio n3MeHenue crenenu pacimpenns |1 xxemynouka; &
HEJOCTAaTOYHO HAOIIOIEHUH ¢ N3MEHEHUEM 3HaUeHUH [T MoICYETa, TONBKO y | MmanueHTa Mpor3oNnIo n3MeHeHue creneHn pacmupenus CAILL
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3HauYMMO€ HapacTaHuWe AWaMeTpa TepeAHEero pora OOKOBOTO JKETyJ04YKa H
crenienn pacmmperust |l kemymodka oTMedanoch TakXe TOJIBKO Y TMAaIlMEHTOB C
sokénorr  popmort MIIC 1l (p=0,004 u p=0,043 coorBercTBeHHO). B nuHamuke
HapacTaHUE TIEPEJHEro pora OOKOBOIO XKeIyI0uKa 3aperucTprupoBano y 12 u3 14 (86%)
nareHToB ¢ Tsokénoi dopmoit MIIC I, mapacranue crenenu pacmmpenus |l
xemynouka — y 5 u3z 14 (36%) OonbHbIX. MennaHa W3MEHEHHs AUaMEeTpa MePeIHETO
pora O0KOBOTO eJy104uka Y Manb4uKkoB ¢ Tshkénoi ¢popmoit MIIC Il cocrasuna 0,43
[0,12;0,79] cm, muaumym — —0,21 cm, makcumym — 2,02 cMm. B quHamuike HU y KOTO W3
1sTH manueHToB pa3mep |1 xxemynodka He yBenmuuuics 0ojiee 4eM Ha OJTHY CTEIICHb.

3naunmoe HapacTtanue crerneHn pacmuperuss CAIl oTmedanock TONBKO Y
narerToB ¢ MIIC 111 (p=0,028). [Ipu sToM HapacTaHue IMOKa3aTelss HMEJI0 MeCcTo y 6
u3 12 (50%) marmentoB. Y tpoux nerer mpowmsonuio ysenudenue CAIl co 2-it go 3-it
CTETIeHH, y TpouX — ¢ 1-i1 1o 2-i1 creneHwu.

OrneHka JUHAMHKA OWHApHBIX ITOKa3aTescii, MPOBEJACHHAsS B COOTBETCTBHU C
TIepeyHeM, OTNMCAHHBIM B [71aBe 2, He BBISBWJIA 3HAYUMBIX Pa3IUYUid HU B OJTHOW W3
rpymi nauueHToB (¢ Tskénoit popmoit MIIC I, ¢ nérkoit popmoit MIIC |1, ¢ MIIC I,
c MIIC IVA).

Taxum obpazom, y nayuenmog c HelpoHonamudeckou gopmou MIIC 11, &
namozeHe3e KOMOPOU ucsparom poib npoyeccol ampoguu u euopoyepanuu,
OuHamu4eckoe pacuupenue nepeoneco poea 6Hokoeozo cenyoouxka (p=0,004),
pacwupenue |l axcenyoouxa (p=0,043), cyocenue senmpuxynsapnoco yena (p=0,025),
Hapacmanue  eeHmpuxyisapuoco  unoexca  (p=0,002)  cayocam  mapképamu
npoepeccuposanus 3abonesanus. unamuyeckoe Hapacmanue CmeneHu pacuiupeHus
CAIl (p=0,028) u wnapacmanue eemmpuxynsapnoco umnoexca (p=0,003) seraromes
mapképamu npozpeccuposanus saboneeanusn y nayuenmos ¢ MIIC |1, ¢ namozceneze

KOMOPO20 OCHOBHYIO POJlb Uzpaem ampoguuecKkuii npoyecc.
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5.5.5. /lnnamuka BU3yaJn3allMOHHBIX M3MEHEHUH el HOT0 0T/1e/1a M03BOHOYHUKA
U CIUHHOI0 MO3ra y jieTeil ¢ MyKOnoJIucaxapujao3aMmu

B Tabmume 42 npencrabinena auHamuka MP-mokazateneir IIIOII n cimHHOTO

MO3ra B €JMHOMN rpyIie naiueHToB ¢ paznuunbiMu Tunamu MIIC (n=42: 1 —c MIIC IT,

3 — ¢ MIIC IT/II, 1 — ¢ MIIC I, 13 — ¢ Toxénoit popmoit MIIC Il, 5 — ¢ nérkoit

dopmoit MIIC Il, 9 — ¢ MIIC IlIA, 3 — ¢ MIIC IlIB, 5 — ¢ MIIC IVA, 2 — ¢ MIIC VI).

Menuana uWHTEpBalla MEXAY MCCIEAOBaHUAMHU cocTaBisiia 25 [17;35] mecsies,

MUHUMYM — 8, MAKCUMYM — 69 Mecs1LIEeB.

Taoauna 42. /lunamuxka nokasarejed MPT IHIOII u meiiHoro oraesa CIMHHOIO
mo3ra y gerei ¢ MIIC

Mokasares™® [TarmenTsl ¢ MIIC (n=42)

1 Tepsas MPT Bropas MPT p

81 [54;102] 113 [77;135]
Bo3spacr, mec 20-157 50-183 <0,001
Jucnnasust 3y00BHIHOTO OTPOCTKA 1 g_LZZ] 1 ([):}22] 0,028
YTonuienne TkaHel BOKpYT 3y0a akcuca 1 g_Lll] 1 ([):}11] 1,0
CTeHO03 TO3BOHOYHOI'O KaHaja 0[0:1] 110:2] 0,005
0-5 0-5
0 [0;0] 0 [0;0]

MuenonaTtus 03 0-3 8

[Ipumeuanue. *menuana [UKP], mun-makc; § HemocTaTOuHO HAOMIOAEHUN C U3MEHEHHWEM 3HAYCHUI
JUTSl OJICYETA, HU Y KOTO U3 42 MallMeHTOB HE M3MEHUJIACh CTENIEHb MUEIONAaTHH.

Kak mokazano B Tabmune 42, B aunamuke y aereit ¢ MIIC, HecmoTps Ha
oTCcyTcTBUE M3MeHeHnus: Meauad u MKP, oTMedanoch 3HaYMMOE YMEHBIIEHUE CTETCHU
JUCIIIa3uu 3y0oBUaHOTO oTpocTka akcuca (p=0,028). Ilpu stom aucmiasus 3yba
akcuca yMmeHbimmiaack y 6 u3 42 (14%) nmereit ¢ MIIC: y 4 nammentoB (1 — ¢
HelpoHonatuyeckoit (opmoit MIIC T/, 1 — ¢ mspkénoit hopmoit MIIC Il, 1 — ¢
nérkoit popmoit MIIC Il, 1 — ¢ MIIC VI) crenens aucmiiazuu 3yOOBUIHOTO OTPOCTKA
yMmenblmiach ¢ 1-i 1o 0-if, y 1 manuenTta c tsoxénoit popmoit MIIC Il — co 2-it no 1-i,
y 1 manmentku ¢ MIIC VI — co 2-i1 no 0-ii. Ciiegyer OTMETUTB, YTO YK€ IIPH IIEPBOM
WCCJICIOBAHUH BCE IIECTh MAIMEHTOB ObLIN cTapiie 24 MecsIeB, B CBSI3U C YEM MPOIECC
YMEHBUIECHUSI AUCIUIa3uM 3y0a akcuca Henb3sl ObUI0 OTHECTH K €CTECTBEHHBIM

BO3PAaCTHBIM H3MCHCHUIM. 3HAYMMBIX U3MEHEHUU CTEICHU YTOJICHHUA TKaHEU BOKpPYT
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3yOOBUAHOTO OTPOCTKA HE OBLIO BBISIBIEHO, YTO MOTJIO ObITH OOYCJIOBJIEHO OOJIBIINM
miaroM (B MM) Mepexo/ia K CIeAYIONIel CTeTIeHH YTONIIEeHUs, U30paHHbIM B 1iKajne MP-
U3MEHEHUH, npeiokeHHod Manara R. m coaBt. (2011) [268] m ucnonbp3oBaHHOW B
HACTOSIIIEM HcCcieloBaHMM. HapacTaHue cTeneHu CTeHO3a MO3BOHOYHOIO KaHala Ha
yposHe IOIT u/mmu kpanuoBepTeOpaIbHOTO Mmepexoaa umenno Mecto y 10 u3 42 (24%)
00NBbHBIX M ObUTO cTaTHcTHYeckH 3HauMMBIM (P=0,005). ¥V Tpoux mamumenToB (2 — ¢
nérkoit popmoit MIIC Il, 1 — ¢ MIIC IVA) cTeH03 Mo3BOHOYHOTO KaHala YBEIUIHIICS C
0-it mo 1-# cremenu, y wethipéx (1 — ¢ MIIC IT, 1 — ¢ HelipoHonaTnyeckoit (hopmoii
MIIC ITV/I, 1 — ¢ nenepononatudeckoit hopmoit MIIC IT/II, 1 — ¢ Tsxénoit hopmoit
MIIC Il) — ¢ 1-i go 2-i crenenn, y oguoi neBouku ¢ MIIC VI — ¢ 0-it mo 2-ii creneHw,
y onHoro manpumka ¢ Tsoké€non dopmoit MIIC Il — ¢ 1-ih mo 3-i crenmenu. OauH
Maigpuk ¢ MIIC IVA B uHTepBajie MeXAy ABYMS HCCIEIOBAHUAMH IE€PEHEC
OTIEpaTUBHOE JICUYCHUE CTEHO3a II03BOHOYHOTO KaHala C COOTBETCTBYIOIINM
YBEJIIMUEHUEM CTEMEHU CTEeHO3a ¢ 4-i A0 5-ii. MIHTepecHO, 4yTO HapacTaHHWE CTEHO3a
MO3BOHOYHOI'O KaHalla OTMEYalioch Yy TNanueHToB co Bcemu turamu MIIC, 3a
uckmodeHreM manuenToB ¢ MIIC I (n=12), y kaXma0ro U3 KOTOPBIX UMEIA MECTO
HYyJIEBbIE 3HAYEHUsA CTENEHH CTeHo3a Ha mnepBod u Bropoi MPT. CreneHb
BBIPOKCHHOCTH MUENONATHHA HE HApOCia HA y KOTO W3 MAMEHTOB. Y Majb4HKa C
nérxkoit  dopmoit  MIIC Il, wumeBmero coderanue anomanuu Kwuapu | wu
cupuHromuenniyeckon kuctbl Ha ypoBHe C1-C2, 3a 37 Mecsies, pa3feisBIIMX BO
BpeMeHHM TnepByro u  Bropyro MPT, npowmsonuio Hapacranue  pa3MmepoB
CHpUHroMHennYeckoi kuctel ¢ 6,5x13,4x8,8 MM 1o 7,5x17,7x10,5 wmmMm
(COOTBETCTBEHHO B CarUTTaJIHLHOM X KOPOHAPHOM X aKCUAIbHOM TJIOCKOCTH). 3HAUMMBIX
U3MCHEHHUH (OPMBI TIO3BOHKOB M aHOMAJIMH MEXITO3BOHKOBBIX JIUCKOB B JINHAMHKE HE
orMeyasnioch. Ilpu 53ToM y OonpIIMHCTBA MallMEHTOB Yyxke Ha nepBod MPT
npucyTcTBoBas miatucnonguwius  (38/42, 91%) u aHOMaJMK MEXIO3BOHKOBBIX
nuckoB (35/42, 83%).

Taxum obpazom, 6 Hacmoswem pasoeie NoKazano, 4umo 01 nayuenmos ¢ MIIC |,
I, IVA u VI (p=0,005) xapaxmepro ounamuueckoe napacmanue CmeneHu CmeHo3d

CNUHANIbHOCO KaHala HA YpPOBHE welino2o omoena u/unu KpaHuoeepme6paﬂbHoeo
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nepexooa. Y nayuenmos c¢ MIIC |, I, VI 6 ounamuxe moocem npoucxooumo

yMmenvuenue oucniasuu 3yooeuonoco ompocmra axcuca (Pp=0,028).

5.5.6. /InnamMuka HelipoBU3yaJIU3alIMOHHBIX M3MEeHeHHUil HA GoHe

(pepMeHTO3aMeCTUTEIBLHOM TEPANNH Y JIeTell ¢ MyKOIIOJIMCAXapHI03aMHU

st xapakrepuctuku Biausinusg O3T Ha nopaxkenue [THC Obut mpoBenén anamus
JUHAMUKH ~ HEUpOBU3YaAJM3AIIMOHHBIX TMOKa3aTened (BEHTPUKYJSIPHOTO HWHJEKCA,
BEHTPUKYJISIPHOTO YIJIa, JHAMETpa IMEPEIHEro pora OOKOBOTO KEIyJ0uKa, CTEHEHU
pacmapenust |l sxenmymouka), oTpakarolmdx MporpeccupoBaHue 3adoJieBaHusd, y 12
nanueHToB ¢ Tsokénoit popmoit MIIC Il Ha done nenpepsiBHOM DP3T (Tabmmua 43).
Mennana nponomxutensHocTd P3T Mexay MNEepBbIM M BTOPBIM  HCCIEIOBAHUEM

coctaBuia 22 [13;24] mecsna, MmuaumyM — 10, makcumym — 58 mMecsIies.

Taonmuna 43. Iunamuka mokaszareneii MPT rosoBHOro mosra y maumMeHTOB ¢
HeiipononaTu4ieckoii popmoii MIIC |l na ¢pone ®3T

[TanmenTs! ¢ Tspxénon popmoit MIIC 11
[Tokazarenn™ (n=12) p
I[TepBas MPT# Bropas MPT
Bo3spacr, mec 7225‘_15,\’)’828] 905[5_%;:52 0] 0,002
[IponomxurensHocts O3T, mec 5 c[)(_)éj%e] 221[3'_87;;1 2] 0,002
BentpukynsapHselil uHaekc, % 372[5_183 ] 442[93_3;3;8 3l 0,005
BeHTpuKyISApHBIH yTroi, Tpamxychl 9555_;11’2%7] 8844[1?2‘112’1919] 0,046
Juametp GpOHTAIBHOTO pOra, CM 0’72’[1%?22’ ;516224] l’lg&%g ;222’57] 0,01
Pacmmpenue |11 xemymouka 2 ([):_Lé3] 3 ([f,f] 0,068

[pumeuanne. *mMeanana [MKP], Mun-makc; “na momenT nepsoro o6cnenopanus ®3T He 6bu1a HavaTa
y 3 nmanmenToB, y 1 u3 aux ®@3T Obuta Hayata yepe3 13 mecseB nocine nposeaeHus nepsoit MPT, y 2
MallMeHTOB — MEHee YeM uepe3 | mecsn nmocie nposeaeHus nepsoit MPT.

Kax nokazano B Tabmune 43, Ha ¢one 3T y nanueHToB C THKENON (Popmoit
MIIC |l ormeueHO 3HaYMMOE HapacTaHHWe BeHTpHKYJsgpHoro wuHaekca (P=0,005),
cyxeHue BeHTpuKyssipHoro yria (p=0,046), yBemudueHue auaMeTpa MEpeaHEero pora
ookoBoro xkemymouka (p=0,01). HecmoTps Ha TO, YTO HapacTaHHE CTCICHH

pacmupenus |1l xenmynouka He JOCTUINIO CTATUCTUYECKON 3HAuuMocTH, y 4 u3 12



173

(33%) manueHToB MPOU3OILIO yBenuueHue nokasarens: y 1 —c 0-i qo 1-i crenenu, y 1
— ¢ 1-i1 no 2-# crenenu, y 2 — co 2-i 10 3-i CTEeNeHH.

B auramuke y 23 nereit ¢ MIIC (1 — ¢ MIIC IT', 3 — ¢ MIIC IT/11,1 — ¢ MIIC
I, 11 — ¢ Toxénoit popmoit MIIC 11, 5 — ¢ nérkoit popmoii MIIC Il, 2 — ¢ MIIC VI)
Ha (oue HempepbiBHOW D3T ObiTM MpoaHanu3upoBanbl Tpu mnokazatens MPT HIOII:
CTEMEHU CTEHO3a CNHMHaIbHOTO KaHana Ha ypoBHe IIIOII m mucnnasuu 3y00BHUIHOTO
OTPOCTKAa aKCHUCa, MPOAEMOHCTPUPOBABIIME 3HAYMMBIE M3MEHEHUsS NPU aHAIM3E B
o6mieit rpynme aereit ¢ MIIC, a Takke cTeneHb yTOMIICHUS TKAaHEH BOKPYT 3yOa akcuca
(Tabmuma 44). Iocnennuii mokasatesib ObUT BBIOPAH JJIS BBIICHCHHS BO3MOYHOCTH
@®3T npoHHKaTh B TKAHU TBEPIOH MO3roBOM 00070UKH U cBsizouHOTrO anmapara [IOIT u
yMEHbIIIATh UX Tuneptpoduro. Meauana npoaomxuTeabHocTd 3T MexTy MepBbIM U
BTOPBIM HCCIIeIoBaHUEM cocTaBuiia 24 [13;36] mecsma, MUHUMYM — 4, MaKkCUMyM — 69

MCCAILICB.

Taoauna 44. JIlunamuka noxkasarejeid MPT IHIOII u meiiHOro oraesaa CHUHHOIO
Mo3ra y nauueHToB ¢ MIIC na ¢pone @3T

- N [Manuents ¢ MIIC (n=23)

oKasareh Tepsas MPT* | Bropas MPT P

79 [43;96] 104 [69;135]
Bo3spacr, mec 20-157 50-183 <0,001
0 [0;29] 32 [22;59]

[IponomxurensHocts O3T, Mec 0-71 4-97 <0,001
Jucnnasust 3y0OBHIHOTO OTPOCTKA 1 ([)%’22] 1 C[)(-)’ZZ] 0,028
YTomnmieHne TkKaHel BOKPYT 3y0a akcuca 1 :[L:_L;ll] 1 ([):1':;[1] )
CTeHO03 IT03BOHOYHOIO KaHalla 1 ([)(_);52] 1 C[)(-);SZ] 0,018

[pumeuanne. *memnana [MKP], Mun-Maxc; “Ha MoMeHT nepBoro ob6cinenopanus ®3T He Obina HauaTa
y 9 manueHToB, MeauaHa MHTepBaia 10 Hadaina ®3T Ha MOMeHT oOcienoBaHusl y HUX cocTtaBmia 4
[1;6] mecsia, mun — 1 Hemens, Makc — 13 MecsIeB; § HEIOCTATOYHO HAOIIOMECHUH C M3MEHECHHEM
3HAUEHUH 7S OJCYETa, TONBKO y | manueHTa 0OTMEYanoch YMEHBIIICHHE CTENICHH YTOJIICHHs TKaHe!
BOKpYT 3y0a akcuca.

Cornacuo nanubiM Tabmuiel 44, y neteit ¢ MIIC na ¢one nenpepwsiBHON D3T
orMedanioch 3Haunmoe (P=0,028) ymeHblieHwe auciiazuu 3y0a akcuca. Cremyer
3aMETHTh, YTO YMEHBIIICHHE NUCIIA3UM 3y0a akchuca MMEJI0 MECTO y TeX K€ IIECTH

nareHToB (6/23, 26%), nas KOTOPBIX IOJOKUTEIbHAS JWHAMUKA [0 JaHHOMY
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nokaszarento Oblla omucaHa paHee, B Pasmene 5.5.5. Hecmorps Ha oTcyTCTBHE
u3MmeHenus: mearad u MKP, HapacraHue cTeneHu cTeHO3a MO3BOHOYHOTO KaHajla y
neteir ¢ MIIC Ha done HenpepbiBHOM 3T ObUTO cTaTHCTHYECKU 3HaUMMBIM (P=0,018).
VYBenuueHue CTeneHu JaHHOTO Mokasarens oTMedeHo y 7 u3 23 (30%) mainueHToB ¢
MIIC. IIpu stom y nBomx nereit ¢ nérkor ¢popmoit MIIC Il ormewanocs HapacTanue
creHosa C 0-if mo 1-# crenenu, y Tpoux narueHToB (1 — ¢ MIIC T, 2 — ¢ MIIC IT/II) —
c 1-i 1o 2-it crenenu, y ognoit neBouku ¢ MIIC VI — ¢ 0-i go 2-# creneHu, y OJIHOTO
Majipurka ¢ Tsokénoi popmoirt MIIC Il — ¢ 1-i o 3-i creneHwu.

Taxum  obpazom, nposedenue  eHympugenunou  D3T He  oxazvieaem
NONIOJNCUMENbHO2O GIUAHUSL HA Npocpeccupyrowyro 2uopoyedaiuro u ampopuro
20106H020 Mo32ea y nayuenmos ¢ msxcénou gopmou MIIC 11 (p=0,005 — oua
Hapacmanus — eeHmpuKyaaproco  umnoekca, P=0,046 - ona  ymenvuenus
senmpukynaproco yena, P=0,01 — ona yeenuuenus ouamempa GpommanvHozo poea
boxogoeo oicenyoouxka). C yuémom Hamuuyus NOAOHCUMENIbHOU OUHAMUKU 8 BUOe
YMeHbUueHUs. OUCNIa3uu 3y008UOH020 OMPOCMKA MOJbKO Y NAYUEHMO8, NOAYUAOUJUX
@D3T, u 3nauumocmu (p=0,028) uzmenenuti cmenenu Ooucniasuu 3y06a akcuca 8 epynne
oemeti ¢ MIIC, nonyuarowux DP3T, modxcHo dymams o nonoxcumenviom euusanuu O3T
Ha npoyeccvl QOpMUpo8anusi KOCMHbIX cmpyKmyp 3yoa akcuca. Tem He Memnee,
yuumuwieas 3uauumoe (P=0,018) napacmanue cmenenu cmenoza no36oHoOuUHO2O KaAHANA
Ha yposue IIIOII u/unu xpanuosepmebpanvrnoco nepexooa y oemeii ¢ MIIC, mooucho
coenams bl800 O HEBO3MONCHOCHMU NPEOOMEPaAmums npocpeccupyroujee HaKonjieHue

I'AI" 6 meépooti M0320801i 06010YKe U CBA30YHOM ANNAPAME NO3GOHOUHUKA C NOMOUBIO

D3T.

5.6. IlmnaMuka 31eKTpopU3N0JI0rHYeCKUX U KIUHUYECKUX MPOsIBJIeHUil
CHH/POMA 3aMSICTHOI0 KaHAJIA y JleTeil ¢ MYKOIOJINCAXapu/103aMHu
Ananu3 auHamuku nokazareneid DHMI' cpennnnbix HepBoB y 18 nereit ¢ MIIC
(1 — ¢ MIIC IT/I, 1 — ¢ MIIC I, 10 — ¢ Tsoxénoit popmoit MIIC |1, 4 — ¢ nérkoi
dopmori MIIC I, 2 — ¢ MIIC VI) mnpencraBnen B Tabmume 46 [30].
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MECSIIIEB, MUHUMYM — 5, MakcuMyM — 40 MecsIieB.

Taoauna 46. /Inunamuka nokasareJet 3J1eKTpOHeiipoMuorpaguu cpeInHHbBIX

HepBoB y aereit ¢ MIIC na pone ®@3T

[epsas DQHMI* | Bropas DHMIT
%k
[Tokazarens n=18 n=18 p
90 [51;104] 104 [78;128]
Bospact, mec 97-161 49-200 <0,001
18 [0;41] 36 [19;63]
[Mponomxurensaocth 3T, Mec 0-51 9-90 <0,001
JlucranbHas JIaTEHTHOCT, M-0TBETA CIIpaBa, 4,8 [2,9;6] 4,6 [3,1;9,8] 0.062
mc; h=11 2,5-10,4 2,8-10,8 :
JlucranpHas JJaTeHTHOCTH M-0TBETa ClIeBa, 5,4 [2,8;6,5] 5,3[2,9;8,4] 0.241
Mmc; h=11 2,6-9,7 2,7-10,5 :
o 50 [0;50,9] 44,6 [0;53]
CPB no wm. B. cripaBa, m/c; n=18 0-56,7 0-55.9 0,295
o 50,5 [38,9;52,8] 43,8 [0;51,8]
CPB o M. B. cieBa, M/c; h=17 0-58 0-57.4 0,064
. 3,3[0;8,3] 2,9 [0;6,4]
Awmmmutyga M-oteera ciipaBa, MB; n=18 0-11 0-12.6 0,346
. 2,9[0,5;6,1] 4,1[0;5,5]
Awmmumutyna M-otBera cieBa, MB; n=17 0-10.2 0-10.6 0,485
HucranpHas arentHOCTh [1]] 4. B. cripaBa, Mc; 2[1,8;3,5] 2,1[1,9;3,2] 1
n=7 1,7-3,6 1,8-3,9
JucranpHas natreHTHoctd I1]] 4. B. cieBa, Mmc; 2,3[1,8;3,2] 2,71[2;3] 0.327
n=8 1,7-4,7 1,8-4,8 :
o 23,1 [0;49,5] 0[0;50,2]
CPB 1o u. B. cipaBa, M/c; N=15 0-54.9 0-55 4 0,859
o 24,5 [0-50] 23,4 [0;44,2]
CPB 1o u. B. cieBa, M/c; N=15 0-57 0-56.5 0,139
o 7,4 [0;25,1] 0[0-30,2]
Awmmuryga I1]] 4. B. cipaBa, MmxB; n=15 0-43.4 0-46.7 0,594
L 8,6 [0;28] 6 [0;35,7]
Awmmutyza [1]] 4. B. cneBa, MmxB; n=15 0-40 2 0-40.9 0,51
[Ipumeuanue. *meamana [MKP], muH-Makc, M.B. — MOTOpHBIE BOJIOKHA; 4Y.B. — UYyBCTBUTEIbHBIE

BOJIOKHA; *5 MalueHToB Ha MoMeHT nepsoit JHMIT ®3T He nonyyanu, Tepanus Oblla HauaTa depes 2
[1;3] mecsiia, MmuH — yepe3 1 Henmemto, Makc — 4epe3 7 MecCSIIeB.

[To manubiM mpoBenénHoro ananusa (TaOmuia 46), 3HAYUMBIX PA3IUYUN HH B
onHOM U3 nokazateneilt DHMI' He BBISIBICEHO, UTO, C YUYETOM JJIMTEILHOIO MHTEpBAJIA
MEXK]Iy TIEpBBIM M BTOPBIM HCCIICIOBAHMEM, MOXKET YKa3blBaTh HAa CTAOMIM3ALMIO WIH

3aMCIJICHHUC IIaTOJOIMYCCKHUX W3MEHECHUU CPCAMHHOTO HEpBa MW COOTBCTCTBCHHO

Hakoruienuss [AI’ B 3amsactHom  kanane  [30]. Opnako  yiydmieHus
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AIIEKTPOPU3NOJIOTUYECKUX XAPAKTEPUCTUK CPEAVHHBIX HEPBOB B JMHAMUKE TOXKE HE
npoucxoausio. OTKIOHEHHUE OT JOIYCTHUMBIX 3HAYECHUN MEIMAaH OCHOBHBIX IIOKa3aTesen
(muacTanpHO# MatenTHOCTH M-0TBeTa, CPB 110 CeHCOPHBIM BOJIOKHAM W aMILTATY A6 [1]]
qyBCTBUTEIILHBIX BOJIOKOH) BO BpEMs NIEPBOTO HMCCIICAOBAHMS YKA3bIBaJO HA HAIUYUEC
KapIaJbHOTO TYHHEJIBHOIO CHHApOoMa He MeHee 4yeM y 50% NanuMeHTOB U MCKIHYallo
oOpaTHOEe pa3BUTHE W3MEHEHUN CpPEAMHHBIX HEPBOB Ha (POHE MATOreHETUYECKOU
TEepanuyd K MOMEHTY IIEpBOIO MCCIENOBAaHMs y |3 IanMeHTOB, Ha4aBIIMX IMOJYydYaTh
®3T no nepsoit DHMI'. Hu y kKoro u3 nauveHToB, AEMOHCTPUPOBABIINX MPU NIEPBOM
uccienoBanuu orcyrcteue M-oteera (N=5) wu/wim [1]] ceHcopHBIX BOOKOH (N=6), HE
IIPOUCXOJIMIIO BOCCTAHOBJICHHS IPOBEAECHUS 110 MOTOPHBIM HJIM CEHCOPHBIM BOJIOKHAM
Ha ¢oHe DP3T. ¥V yacTu MaMEHTOB OTCYTCTBHE 3JEKTPOPU3HOJOTHYECKOrO OTBETA
CEHCOPHbIX (N=2) WM MOTOPHBIX BOJOKOH (N=3) MOSBWJIOCH JHIIb Ha BTOPOM
uccienoanuu. [lo nanueiM neppoidi DHMI' y Bcex 3THX NMauMEHTOB (PUKCHPOBAIUCH
MOKa3aTelld, CBUJIETEIbCTBYIOIIME O CTPAJaHUU COOTBETCTBYIOLUIUX MOTOPHBIX /WU
CEHCOPHBIX BOJIOKOH.

N3 18 marueHToB, s KOTOphIX onucaHa auHamuka DHMIT Ha done ®P3T, 5
HaueHToB ¢ coxpanHbiM uHTEIEKTOM (1 — ¢ MIIC 111, 2 — ¢ nérkoi dpopmoit MIIC 11,
2 — ¢ MIIC VI) npenbsBisiig xanoObl Ha TAPECTE3UH B 001aCTH MABIICB W/HIIH KHCTEH
pYK, W/unu npenamiednid. Bce manueHThl HAUYMHAIM WM OPOAOJDKAIHU TNPEAbSIBISATH
naHHbIe xKanoosl Ha (houe npoBeneHuss G3T. OnuH U3 HUX, MATBYUK C JETKON hopmoii
MIIC I, Taxxe yka3piBaa Ha OOJM B JIy4e3alACTHBIX CyCTaBax, MOSBUBIIUECS Yepe3 §
mecsieB ot Hadana O3T. V nsatu u3 necstu nanueHToB ¢ Tsokénoit popmoit MIIC Il va
¢one mnposenenus P3T orTMeuanuch HapylIeHHs] TOBEIEHUS B BHJE IOMEIICHUS
najableB KUCTU (WK OOJBIIOrO Majblla KUCTH) B POT, UX MPUKYCHIBAHUS M COCAHUS.
VYka3aHHOE TOBEJIEHHUE, COIJIAaCHO IaHHBIM JIUTEPATypbl, MOXET OBITh OTHECEHO K
MPOSIBJIICHUIO 0O0JIEBOIO CMHAPOMA U MAapecTe3uil y MAalMeHTOB C HapyLIEHUEM pedyH U
unteiekra [181, 207]. Oauu U3 gaHHBIX OATH JaeTeit ¢ Tsokénoit dpopmoit MIIC I,
HAOMIOJaBIINIICST B JMHAMUKE 1O 7 JeT 8§ MecsleB UM Ha YKa3aHHbIH MOMEHT
COXpaHSBIIMN CIIOCOOHOCTh K KOMMYHHUKAIIUH, TAKXKE MPEIbABISI KaloObl HAa 00U B

o0nacTu KuCTeW u mpearuieunid. [lanHbie kanoObl y marueHTa MmosiBUjach 4depes 13
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MecsaneB ot Hauaila O3T. YV Bcex 18 mamueHTOB MMena MECTO HEJIOBKOCTHL MEJIKOM
MOTOPHKH, KOTOpas coxpaHsiack Ha (one mpoBeaeHus D3T. ['mmorpoduss MbIiig
TEHapa TaKXe 0CTaBaJlaCh HEM3MEHHOM, HECMOTPS Ha TIPOBOAUMYIO TEPAITHIO.

B nacmoswem pazoene nokazano, umo y oemeti ¢ MIIC |, Il u VI, nonyuarowux
@D3T 6 meuenue meduannoeo nepuooa epemenu, pasnoeo 17 [12;28] mecsayam, e
APOUCXOOUNIO  3HAYUMO20 — VXYOUleHUs  AJeKMPOoPU3UOIOSUYECKUX — NoKaszameel
COCMOSIHUSL CPEOUHHBIX HEePBOB, YMO BO3MONCHO PACUEHUMb KAK CMAOUIUZAYUIO UTU
3ameoneHue KOMIpeccuu CpeouHHblX Hepeos u coomeemcmeenno Hakonnenus I'Al
sanscmuom kanane na gone newenus [30]. Oonaxo, omcymcemeue nonosxcumenvHoll
OUHAMUKU 8  9JeKMPOPU3UOIOSULECKOM ~ COCMOAHUU  CPEOUHHBIX  HEepPBO8
0eMOHCmMpUpyem HeBO3MONCHOCMb 00PAMHO20 pA38UMUsl U3MEHEeHUll Ha ¢hoHe
BHYMPUBEHHO20 88e0eHUsl PEKOMOUHAHMHO20 (hepMenma, 8 C6s3U C Yem NAyUueHmam,
HeCMOmps. HA Namoz2eHemuyeckoe JiedeHue, ciedyem peKoMeHO08amb pe2yisipHOe
npogedenue  2J1eKMpoPU3UOI02UYECKO20,  YIbMPA38YKOBO20 U KIUHUYECKO20
UCCIe0068aHUSL CPEOUHHBIX HEPB8O8 U NPU HAIUYUU NOKA3AHUL PACCMAMPUBAMD

onepamueHoe jliedeHue.
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I''TABA 6. 3BAK/IIOYEHHUE

B HacTosmieM wWccneoBaHWMM TIPEACTABICH aHAIW3 JAHHBIX O BO3PAcTe H
OCOOEHHOCTSIX MaHu(decTalli U YCTAHOBJICHUS JUArHo3a, a TaKXe pe3yJbTaThl
W3Y4YCHUSI TUHAMUKH COMATHYECKUX, JJAOOPATOPHBIX W HEBPOJIOTHUYCCKUX IPOSIBICHUM
MIIC wna ¢one BHyTpuBeHHoM @DO3T wu pa3dop €CTECTBEHHOTO TEUYCHUS
Heripononatuyeckux MIIC y nereit, nabmonapmmxcsi B OI'AY «HMMUL] 3mopoBss
nerei» B Teuenue 10-etnero nepuona.

[IpoBenéHHpIi HaMH aHANIM3 JACOIOTHBIX CHUMIITOMOB B TpYIIE JEeTeH ¢
paznmuudbiMu  THnamMu MIIC (n=122) no3Boiun BwienuTh 11 Hanbosnee dYacThIX
(BcTpewaromuxcs y 5 u Oonee % MallMEHTOB) MEPBBIX NPU3HAKOB 3a00JICBAHUS:
nynounsie u/unu naxosvie epuvixcu (y 30% nereit), myeonoosuscnocms cycmasos (y
16% nereit), wymnoe ovixanue (y 16% nereit), oepybenue yepm nuya (y 9% nerei),
U3BMEHEHUsl CO CMOPOHbL cepoya 8 8ude KIananHoU Namoaocuu u/uiu KapouoMuonamuu
(y 8% neteit), 3adepoicky peuesozo pazeumus (y 7% neren), maxpoyeparuro (y 6%
neren), pacuwupenue aukeophvlx npocmparcme no HCI' (y 6% nereit), oucniuaszuio
ma3zobedpennvix cycmasos (y 6% nerei), oepopmayuio epyonoti kiemku (y 5% nerei),
Hanuyue nonoxcumenvHo2o mecma OAD B niepBbie nHU xu3HU (y 5% nereit) (Tabnuia
11). BoABIMIMHCTBO OTMEUEHHBIX HAMH HamOoJiee PaHHUX COMATHYECKHX CHMIITOMOB
MIIC (naxosvie u/unu nynoumsie pviditcu, mycono08UNCHOCHb CYCMABO8, 02pybeHue
uepm auya, makpoyepanus/usmenenue gopmol uepena, oepopmayusi 2pyOHOU KIemKu,
oucniasusi mazodeo0peHHbIX  CYCMaeog) COTIACYIOTCA C  TMPEJCTaBICHHBIMH B
JUTEepaType ONMUCaHUSIMU U3y4aeMOou Tpymibl 3a0oneBanuii [6, 19, 24, 77, 98, 104, 106,
117, 154, 165, 199, 203, 244, 248, 260, 272, 285, 293, 294, 298, 306, 354, 383, 391,
392, 398, 413, 440, 451]. BrelmeneHHOE HaMH B KadeCTBE JCOIOTHOIO CHMIITOMA
MOSIBJICHUE WYMHO20 ObIXAHUS, YacTO (UKCHUPYEMOTO POJIUTEISAMU W/WIW Bpadamw,
MIPEAIIECTBOBAIIO BOBMOXXHOCTH C/I€JIaTh BHIBOJ] O YACTHIX PECTIUPATOPHBIX WHDEKITUSX,
Ha KOTOpBIE yKa3bIBaeT psn crnenuanuctoB [19, 77, 98, 106, 117, 199, 244, 272, 281,
306, 354, 383, 398, 413, 451]. HUsmenenus knanamnos cepoya u/uiu NPUHAKU

Kapouomuonamuy B KadecTBe nepBelx cuMnroMoB MIIC B nuteparype ynmoMHHAIOTCS
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penko u B ocHoBHOM y manueHtoB ¢ MIIC II' m MIIC VI [104, 203]. /auusbie
HACTOSIIIETO HMCCIIEIOBAHUS O PaHHEM MOPAKEHUM CepAlla HE TOJIbKO Yy MAIMEHTOB C
MIIC IT" u MIIC VI, vo u y mauuentoB ¢ MIIC Il u Il MmoryT 651Th 00yCIOBIIEHBI
Oonpiiel  mocTtynmHocThio  MeTonoB  Y3M B mociienqHue rofpl.  3HAYMMOCTD
NOJIOJHCUMENbHO20 — pe3yabmama  ayOuoa02U4eckKo20 CKPUHUHEA HOBOPOHCOEHHbBIX
nomuépkuBayim Holt J.B. m coast. (2011), nmpoaeMOHCTpHUPOBABIIHE, YTO YacTOTa
MAaTOJIOTMYECKUX pe3yJbTaToB y AeTeit ¢ Tsokénon gpopmoit MIIC 1l (8%) npesbimaer
TaKOByI0 B oOmel momymsmuu aereid [199]. Ha mpenatanpbHO IHAarHOCTHPYEMYIO
B8eHMPUKYIOMe2aniuio 'y TAIMeHTOB ¢ CUHApoMOoM XaHTepa ykassiBasiu Lampe C. u
coaBT. (2014) [244], na cudpoyeganuro no ganasiM HCI' y nereit mepBoro moayroaus
»u3Hu ¢ MIIC | u Il — byuunckas H.B. (2016) [7].

Penko peructpupyemMbiMu B 00IIel MOMyJsIuu JeTeid panHero Bospacrta [90,
110] u nocrarouno cnenuuuabiMu cumntomamu st MIIC sBnsioTCS clienyromume, He
BBISIBJICHHBIE B JI€0I0TE B OOJBIIOM % CIIy4yaeB, B CUITY JI0JI€BOTO pPACIPEAECICHHS TUIIOB
MIIC B nHamieil rpynme OONbHBIX: Kughos/Odeghopmayusi n0360HOUHUKA N NOMYMHEHUE
pozosuysl. Kugosz, Hanbosiee 3aMeTHBIN B MOJIOKEHUU CUS, IPECTABIEH B JIUTEPATYPE
kak panauii npusHak MIIC IT' u MIIC 1l [154, 199, 244, 260, 272, 354, 451];
neopMany TO3BOHOYHMKA B BuAE Ku(do3a H/WIM CKOJMO3a YINOMHHAIOTCS B
onucanusax kak nepsbie npusHaku MIIC IVA [77, 285, 306, 391, 392]. IlomyTHEeHHE
porosuibl Bo3MoskHO B ae0rote MIIC | u MIIC VI [117, 203, 248, 260, 383, 413].

B cBsa3u ¢ orcyrcrBueM HeoHartanbHOro ckpunuHra Ha MIIC B Poccuiickon
denepaliii ¥ MPOJICMOHCTPUPOBAHHON B HACTOSIIEM HCCICIOBAaHUU MO3JHEH (HA
CTaJMM PA3BUTUS MYJIBTUCUCTEMHOro TopaxxeHusi) nuarHoctukoir MIIC B peanbHOI
KIIMHUYECKOW TMPAaKTUKE, MPEACTABIACTCS pallMOHAIbHBIM O0O3HAUYCHHE TMOKAa3aHUM K
CEJIEKTUBHOMY CKPUHHMHTY JI€T€l, HalpaBJICHHOMY Ha paHHEE paclo3HaBaHUE
paccmatpuBaemoit rpynmsl JIBH. C yuérom yacToTsl u/mnu crieiuuaHOCTH AEOIOTHBIX
MIPU3HAKOB, BBISABJICHHBIX MPU aHAJIN3€ aHaMHE3a HaIlMX MaIlMeHTOB, U NMPUHUMAs BO
BHUMAaHHE TPHUBEACHHBIC BBINIC JTaHHBIC JUTEPATYPHl, B TOKA3aHUS K CEICKTUBHOMY
CKPUHUHTY CJeAyeT BKIIOUUTD cieayromue 11 nposBieHnii: naxogvle u/uiu nynounvle

2puloicU, UWYMHOe OblXaHue, o2pybenue yepm auya, mMaxKpoyepaiuro/usmeHenue Gopmol
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yepena, my20n008UNICHOCHIb/KOHMPAKMYPbL CYCMABO8, OUCNIA3UI0 MA300e0pPeHHbIX
cycmasos, oOegopmayuro  2pyoHou Kiemxu, Kughos/Oeghopmayuio no360HOYHUKA,
U3MEHEeHUsl CO CIMOPOHbBL cepoya 6 8ude KIananHou Namoaouu u/unu KapouomMuonamuu,
OaHHble O CHUJCEHUU CAyXa N0 pe3yibmamam ayouolocuyecko20 UCCie008anus,
NOMYMHEHUE PO20BUYbL.

Bxotouenne B TOKa3aHMS K CEJICKTUBHOMY CKPHHHHTY OOO3HAa4YCHHBIX B
HACTOSIIIIEM HCCJEAOBAHUM W OIUCAHHBIX B JHUTEparype KpalHe HecnelupuIHbIX
MEPBBIX TMPU3HAKOB HEHUPOHOMATHYECKOTO TEYeHUs (3aepKKU PEUYEeBOro U
MICUXWYECKOT0  Pa3BUTHUSA,  JIBUTATEIIBHOM  PACTOPMOMXKEHHOCTH,  IOBBIIIEHHOW
BO30YJMMOCTH, HApYIIEHUW CHA, pacCIIMPEHUs JUKBOPHBIX mpocTtpaHcTB 1o HCT)
MIPEICTABIIAECTCS HELEIECOOOPa3HbIM B CBSI3U C IE€0I0OTOM C COMATUUYECKUX MPOSIBICHUI
eMHCTBEHHOU HelpoHonatudeckoit popmel MIIC (cunapoma 'yprep), s KOTOpoil B
HACTOfAIlIEE  BpeMsi  CYHIECTBYIOT  A(PGEKTUBHBIA  METOJ  MPEeAOTBpallCHUs
nporpeccupyromiero nopaxenuss [[HC. IlpencraBieHHbII BapuaHT CEJIEKTUBHOTO
CKPUHHMHIA MOXET CTaTh ONTUMAJIbHBIM METOJOM JIMATHOCTUKU HEHEHPOHOMATUYECKUX
dbopm MIIC Ha paHHUX cTaausxX 3a00JIeBaHUS, YTO MUMEET OCOOYI0 3HAYMMOCTH IS
cBoeBpeMeHHoro Havana O3T.

AHallM3 JaHHBIX aHAMHE3a C KCIOJIb30BAHMEM MEIUIIMHCKON JTIOKYMEHTAIUU C
MeCTa JKUTEJIbCTBA U CBEJACHUMN, COOOIIAEMBIX POJAUTEISIMU, O CPOKAX MOSIBJICHUS TOTO
WIM WHOTO CHMITOMAa TOKa3all, YyTo 3a00JICBaHUE y OMUCHIBAEMBIX HAMHU JETeH ¢
paznuunbiMu TuniaMmu MIIC (n=122) neOroTupyeT B BoO3pacTe, MeIuaHa KOTOPOIo
cootBercTByeT S5 [0;12] Mecsmam; mpu 3ToM 75 TPOLEHTWIb Bo3pacTa aedrTa y
nanueHToB ¢ Hedponomnatudyeckoit Gopmoit MIIC | He mpeBbimaer 2 mecsies, a y
nanueHToB ¢ Tsoxénon Gopmoit MIIC |1, nérkumu dpopmamu MIIC | u |l u y nanmenToB
¢ MIIC IVA — 12 mecsneB. Manudecramms 3a0071eBaHus MPOUCXOIUT 10 18 Mecsien
x*u3Hu 'y 75% mnamuentoB ¢ MIIC Ill. Tonbko y mamuentoB ¢ MIIC VI menunana
BO3pacTa Je0roTa 3a00JieBaHUsl OTHOCUJIACh KO 2-My rofay ku3Hu (14 [12;36] mecsiam).
OnucaHHBIN B HACTOSIIIIEM MCCIICIOBAHUHU BO3PACT J1€00Ta CHMITOMATHKY y MTAIIICHTOB
c nérkoui dopmoit MIIC I, ¢ MIIC Il, Il u IVA Obu1 MeHbIlIE OMUCAHHOTO paHee

Bo3pacta MaHudecranuu naHHbIX TUTOB MIIC, oTHOcsmerocs x 2-my—8-my rojam



181

YKU3HH, YTO MOKET ObITh YaCTUYHO OOYCJIOBJICHO BKJIIOUEHUEM B HAIly TPYIITY TOJIBKO
MAIlMEHTOB JIETCKOTO BO3pacTa, M, KaK CIEJCTBHUE, CY>KEHHEM CIIEKTpa TSKECTU Y
paccMmarpuBaeMbIx Hamu OosibHBIX [19, 117, 199, 221, 260, 272, 285, 286, 306, 354,
402, 451, 452]. Opnako, Ha (OHE BBEACHUSA B KIMHUYECKYIO TPAKTHKY
MAaTOTEHETUYECKOTO JICYCHHUSI OOJBINIOC BHUMAHUE CTAJO YACTSATHCS CBOCBPEMEHHOMY
BbIsIBIICHHIO cumMnToMoB MIIC, d9Tro HaxomuT CBOE OTpakeHHE B 0o0Jiee IMO3THHUX
nyOMuKausaX, yKa3bplBalOUMX Ha 0oJjiee paHHIOW KIMHUYECKYI0 MaHudecTaiuo
3aboneBanus: y nanuentoB ¢ MIIC IT/III — B mequannom Bo3pacte 0,8 roma [117], y
nereii ¢ MIIC Il —B cpennem/mMennanHoM Bo3pacte 6,8 mecsnia — 1 roga [198, 294, 322].

VYcTaHOBJICHHBINM B HAIllEM HCCIEAOBAaHUM OOMIMI BO3PAcT MUArHOCTUPOBAHUS
MIIC paznuunbix THIOB Yy Aetedt B Poccuiickoit ®denepanuu (Meauana — 3,8 roaa;
MuHuMyM — 0,25, makcumym — 12,5 roma) B IeJOM COOTBETCTBOBAJ TaKOBOMY B
pa3IMuHBIX cTpaHax mupa. Tak, B bpaswmu (2014) [288], UrTamuu (2009, 2013) [149,
281], Hupepmanmax (2013) [91], Typuum (2019) [82], Taianu (2016) [255]
CpellHhe/MeIMaHHbIe 3HAYeHHs BO3pacTa ycTraHoBjiIeHus quarHo3a MIIC BapeupoBaiu
oT 2,5 10 5,2 rojga, a MUHUMAaJIbHBIC U MaKCUMaJIbHbIC 3HaueHus oT 0 70 6 MecAIeB U OT
16 o 54 ner cooTBeTcTBeHHO. Hamu mokaszaHo 3HauyuMo 0oJiee Mo3/IHee YCTaHOBJICHUE
JIMarHo3a nauueHTaMm ¢ HenepoHnonatndyeckumu MIIC no cpaBHEHHIO ¢ MAlUEHTAMHU C
Helipononatuyeckumu MIIC (p=0,005), cpeau KOTOpbIX OBICTpEE BCEX JHUATHO3
yCTaHABJIMBAJCS OOJBHBIM C CaMBIMHU SIPKUMU (DEHOTUIIMYECKUMH TPOSBICHUSIMH —
netsm ¢ MIIC IT" (p<0,001 o cpaBHeHMt0 ¢ nauueHTaMu ¢ Tsxénot popmoit MIIC Il u
¢ MIIC I11).

Y oOcnenoBaHHBIX HamMH jeredl ¢ pasnmuyabiMu  Turmamu  MIIC (n=122)
BPEMEHHOW WHTEpPBA MEXAY BO3PACTOM BO3HUKHOBEHMS TIEPBBIX KIMHUYECKHUX
NpOSIBJICHWM ¥ BO3pacToM  J1abOpaTOpHOTO  TOATBEPXKIAEHUS  JMarHosa
(nnarHocTuueckoe rmpomesyieHue) coctapisl 3 roga (Menuana — 36 [17;55] mecsiieB) u
ObUT MEHBIIIE TIOKa3aTelsd, MPUBOAMMOIO OpasuiIbCKUMHU HcciaenoBatenamu (N=45,
Menuana — 44,6 wMecsna) [288], W NpaKTUYECKH COBMAAAl C IOKa3aTelieM,
MPECTaBICHHBIM MEKCUKAHCKUMHU crienuanuctamu (N=18, cpennuii nmokasarenp — 32

Mecsa) [108]. JlnutenbHoe AMarHOCTUYECKOE ITPOMEIJICHHE, MpeBbIIIatoliee 2,5 rojaa,
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ObUT0 XapakTepHo I Tsokénoi u nérkoit hpopm MIIC I, nosg MIIC I u g MIIC VI.
B To e Bpemsi, M0 JaHHBIM MEXIyHapoAHOro HaOmopatenbHoro peructpa MIIC I,
MeJMaHa YKa3aHHOTO IoKa3aTelss cooTBeTcTBoBaia 1,3 roma [294]. Buhrman D. u
coaBt. (CILA, 2014) npuBoAsST MeIMaHy JUArHOCTUYECKOTO MPOMEJICHUS, paBHYIO 24
mecsam, gt MIIC [HA [98], a Kuiper G.A. u coasr. (Humepmanmer, 2018) — 33
MecsiaM it pazauuHbeix noAaTunoB MIIC I [235]. OcobenHo mpoa0KUTENbHBIMN
MHTEpBaJ] MEXIAY BO3PACTOM BO3HHMKHOBEHHS MEPBBIX KIMHUYECKUX MPOSIBICHUN U
BO3pPAcTOM JIa0OPAaTOPHOTO MOATBEPKICHUS TUArHO3a BBISBICH HAMHU Yy TMAIMCHTOB C
HeHelpononatuyeckum Teuenrnem MIIC | (menuana — 49 mecsneB) U y NalMeHTOB C
MIIC IVA (menuana — 49,5 mecsina). [IpumedarenbHo, 4TO y HAIIMX IMAIMEHTOB C
nérkoit ¢popmoit MIIC I nuarnoctuueckoe mpomMeieHrue MpUOJIM3UTENbHO Ha 2 Tojia
MPEBBICUIIO COOTBETCTBYIOIIMM I[OKa3aTellb y MalUeHTOB ¢ cuHapomoM Illeiie
MexayHapoanoro peructpa MIIC | (mequana — 2 ronxa) [117, 383] u y manueHTOB ¢
(EeHOTUIIOM, HE COOTBETCTBYIOIIUM CUHApPOMY ['ypiiep, BKIIOYEHHBIX B YIIOMUHAEMbIN
paHee aHajau3 TOJUIAHACKUX cHeluaiucToB (Menuana — 28 mecsieB) [235]. Crnenyer
OTMETUTH, YTO BO BCEX YIIOMHHAEMBIX BBIIIE 3apYyOEKHBIX HCCIETOBAHUSIX BO3PacCT
ne0oTa CUMITOMATUKH TPEBBINIAJI TAaKOBOW Yy HAIIMX IAIIMEHTOB, YTO YaCTUYHO
OoOyCJIOBUJIO pa3fiuyusi B TOKa3aTeNsX JUAarHOCTUYECKOTO TMpOoMeIeHUs. Takum
oOpa3oM, MPOBEIEHHBIA aHaIM3 TOKa3al, YTO HaWOOJbUIYID CIOXHOCTbh ISt
POCCUHCKHX Bpayel MPEACTABIACT JUArHOCTHUKA JBYX HEHEUPOHONMATUYECKHUX THUIIOB
MIIC — nérxoit popmel MIIC | u MIIC IVA, 0 4éM cBUIIETEIBCTBYIOT MPEBBIIIAOLINE
4 roga MeawaHbl JUArHOCTUYECKOro mnpomenieHusd. [lomumo  OTCyTCTBUS
HEHpOJIereHEPATUBHOTO TEYCHHS, OOIITUM JIsl JAHHBIX TUTIOB SBIIETCS OTCYTCTBUE WITH
Majiasg BBIPAKEHHOCTHh ['yprep-mogooHoro ¢eHoTtuna, B YaCTHOCTH XapaKTEPHOIO
JUIIEBOTO AU3Mopdu3Ma.

B nacrosimem uccnegoBannu onvcanHo noseiieHue nokasarened AJIT u ACT y
nanueHToB ¢ MIIC, conpoBoxnaromumucs HakorieHuem remnapancynibgara (MIIC I, 11
u lll), B8 48 u 42% cnyuaeB coorBeTcTBeHHO. Kpome TOoro, Hamu TmOKa3aHa
HOpManu3anus nokaszarenei oy BozaeictBuem 3T y nereit ¢ MIIC I u II (p<0,001

st obomx mokasarenei). Jlanupie o Hapymiennu ¢(ysknuu nedenn npu MIIC B
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JUTEpAType MNPOTUBOPEUMBBI MU HEMHOTIOYHMCIICHHBbI. PaHee Ha MOBBIIIEHHE YPOBHS
TpancamuHa3 B kpoBu y gereit ¢ MIIC ykaseiBanmu byumnckas H.B. (2016) [7],
HBopsikoBckas [\M. u coart. (2010) [15], Krawiec P. u coasr. (2014) [232], Truxal
K.V. u coasr. (2016) [394]. B 1o e Bpems, Clarke L.A. (2016) [104] u Wraith J.E. u
coart. (2008) [440] coobmamm, yto oTioxenue ['Al" B nedenn y marmentoB ¢ MIIC | u
Il He mpuBOAUT K HapylleHUIO €€ PYHKUIMHU. YUYUThIBas YIOMUHAEMYIO B JIUTEpPAType
B3aMMOCBSI3b HOYHOW THUIOKCEMUU M TOBBIIMICHHUS (DEPMEHTOB IUTONM3a, KpPOME
HEIMOCPEACTBEHHOr0 HakoruieHuss ['Al' B mnedeHu, JONMONHUTEIBHOM INPUYUHOU
pa3BuTHSl TUNepTpaHcamMuHazemMun Yy mnanueHtoB ¢ MIIC wmoxker OBITH HOYHAas
runokcemuss  [80, 310]. IIpomeMOHCTpHpOBAaHHOE B  HAIEM  HCCIICAOBAHUH
MOJIOKUTENIbHOE BIIMsSIHUE (DEPMEHTO3aMECTUTENIBHBIX IMpPErnapaToB Ha IOKa3aTenu
dbepMEeHTOB TMEYeHH BaXKHO i1 TanuMeHToB ¢ nanHbiMu JIBH, B cBsi3um ¢
HE0OXOAMMOCTBIO Ha3HAYEHUS HEKOTOPBIM OOJIbHBIM COMYTCTBYIOIIEH
CUMIITOMATHYECKOM TEpanuu C MOTEHIMAIbHO TE€MNaTOTOKCUYECKUM JCHCTBUEM, B
MIEPBYIO OYEPEb TPOTUBOCYAOPOKHOMN TEpAUHU.

Hamu Ttaxke mnokazano, uto y 22% pgereit ¢ MIIC, conmpoBOXAarOmMMUCs
HakorieHueM remnapancyibdara (MIIC |, I, 1ll), mo manHbIM JabGopaTOpHOTO
oOcnefoBaHUsl MMeNa MecTo TpomOoruToneHus. llpumedarenbHO, YTO OJHOMY U3
OMMCAHHBIX HaMH TMAaIMEHTOB MO TOBOAY pa3BUBIIEHCS B BO3pacte 2,5 MecAleB
TPOMOOIIMTOTICHUYECKOW  MypHyphl  MPOBOJAWIACH  Tepanusi  BHYTPUBEHHBIM
UMMYHOTJIOOYJIMHOM € TOJIOKHUTENbHbIM 3¢ dexTom. 3Haunmoro BiusHus O3T Ha
HOPMAJIM3AIMIO0 YPOBHSI TPOMOOIIMTOB HAMH, OJIHAKO, HE BBISBICHO, YTO MOXET OBIThH
CBSA3aHO C MaJIbIM KOJMYECTBO OOJBHBIX C HAIWYUEM TpoMOOIuTONeHUH. BaxxHo
OTMETHUTb, YTO TPOMOOIIUTONICHUSI HE BXOJUT B KJIACCUYECKUM CUMIITOMOKOMILICKC HU
npu onHoM u3 TunoB MIIC. OnHako B nuTepaType UMEIOTCSl €IUHUYHBIE COOOIICHHS O
tpoMmOonuronennn y manuentos ¢ MIIC Il u 111 [1, 103, 107, 280, 297, 319, 337, 375,
396]. MHHtepecHo, dUTO psAA  aBTOPOB Takke OMNUChIBaeT A(HPEKTUBHOCTH
UMMYHOMOTyJIUPYIOIIEH/MMMYHOCYTIDECCUBHOM ~ Tepamuy W yKa3blBaeT  Ha
KIMHUYECKYI0  TPAKTOBKY JIAHHOWM  TPOMOOIIMTONIEHWH KaK  HMJAMOMATHYECKOU

(mmmynHoO#) [1, 319, 335, 337, 396]. B nByx myOnuKanusx yrnoMHUHAETCS HapacTaHHE
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yucia TpoMOoouruToB Ha GoHe BHYyTpuBeHHON D3T y manreHToB ¢ CUHAPOMOM XaHTepa
[103, 297], B oxHO# myOJMKAalMK — pPa3BUTHE TPOMOOLUTONCHHH Ha (hOHE PE3KOi
orMenbl ®3T y nByx marueHtoB ¢ Tsokénou (opmoit MIIC Il [217]. Hecmotpst Ha
HAJIMYME TOBTOPSIIONIMXCS IMyOJMKAIUi, OINUCHIBAIOIIUX TPOMOOIMTONCHUIO Y
nanueHToB ¢ MIIC, orcyTcTByeT ennHoe MHeHHE O €€ maroreHeze. OgHuUMU U3
BO3MOYKHBIX MEXAaHH3MOB TpoMOouuToneHuu y nauueHtoB ¢ MIIC, kak u y manueHToB
c Oose3npto ['omie, MOryT OBITh THNEPCIUIEHU3M M HAKOIUIEHHWE NATOJIOTHUYECKOIro
cybctpara B kocTHOM Mo3re [5, 72, 113, 260, 280]. ITo muenuto Uz B. u coasr. (2012),
TpoMOoOIUTONIEHUsT y omnuchiBaemoro umu mnamuenta ¢ MIIC Il mornma umers
ayTOMMMYHHYIO 3THOJIOTHIO, CBSI3AHHYIO C HaKkoruieHueM B TkaHsx ['Al’, BeI3bIBatonInx
XPOHUYECKYI0 AaHTUTCHHYIO CTUMyJsinuio [396]. PasBuBas naHHyr HIEH0, CIEIyeT
MPEANOJIOKUTh, YTO Yy OOJIbHBIX, B IUPKYJSITOPHOM pYyCJi€ KOTOPBIX IOBBIIMICHO
coJiep>KaHHe Tenapancyib(paTa, UMEIOIIET0 CTPYKTYPHOE U (PyHKIMOHAIBHOE CXOACTBO
¢ renapuHom [387, 388, 424], HE MCKIIOYEHO DPa3BUTHE TI'eNapUH-WHIYLHPOBAHHOU
TpomOoruTonieHuu [314]. B monp3y 1aHHOTO MPEINOJIONKEHUS CBUIETEIbCTBYET (PakT
HaJIU4Msl TPOMOOIIMTONIEHHH KaK B HAllleM HCCIEIOBAaHUH, TaK U B JIUTEPATYPHBIX
COOOIIEHUSIX HCKIOUNTENbHO y mauueHtoB ¢ MIIC, compoBoxaarommmucs
HaKoIJIeHueM remapaHcyinbdata. Kpome TOoro, ayTOMMMYHHYIO  3THOJIOTHIO
NOATBEPKIAIOT  COOOIIEHUS O  TOJIOKUTEIIbHOM ~ OTBET€  Ha  TEpaINHIo
umMmyHornoOynmuaoMm  [314].  Cnydan ~ CHOHTaHHOTO — CHUHApPOMa  TeMapuH-
WHIYLIMPOBAHHON  TPOMOOLIMTONIEHUHU TOCJIE  OPTONEOUYECKUX  XUPYPTUUYECKUX
BMEIIIATEILCTB, B YACTHOCTH KOJICHHOW apTPOIJIACTUKHU, MPEJCTaBICHBI PSJIOM aBTOPOB
[83, 144]. JlanHOe cocTOsIHUE, [0 MHEHHIO UCCIIe0BaTeNel, 0OYCIOBICHO BBIXOJIOM B
KpOBb BO BpeMs omepauuu Ha cycrtaBax ['Al, sBAsiomuxcst renapuHONOA0OHBIMU
BemiectBamu [49, 83, 144, 421, 422]. Kpome TOro, BOSHUKHOBEHHE TPOMOOIIMTOICHUH
Ha (¢one otmensl P33T y nByx mamueHtoB ¢ Tshkénou dopmoit MIIC 1, onucannoe
Jurecka A. u coaBt. (2012), mo3BoJIsieT CBSI3aTh T'€MATOJOTHMYSCKUE TPOSIBICHUS C
BBIXOJIOM B ITUPKYJIATOPHOE pycio Oonbioro kommuectsa Al [217]. Takum o6paszom,
HEJb3d MCKIIOYUTh BO3MOXKHOCTH Pa3BUTHS ayTOMMMYHHOI'O BapHaHTa TelapuH-

HHI[yquOBaHHOﬁ Tp0M6OI_II/ITOHeHI/II/I Yy NauCHTOB € COMMPOBOXK/IACMbIMH HAKOIIJICHUCM
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renapancyinbpara MIIC. JlanHoe npeanosioxkeHrne TpedyeT MPOBEICHUS NaIbHEHIINX
UCCJIEIOBAHNM, BKIIIOUAIOIIMX OINPEACICHUE aHTUTEN K KOMIUIEKCY TPOMOOIUTAPHOTO
¢dakropa-4/renapuHa, aHaJIW3 TeNapUH-WHAYLUUPOBAHHON arperanuud TPOMOOIUTOB U
aHanu3 BBICBOOOXACHUSI cepoToHUHA. [IpeacTaBisieTcss 1enecooOpa3HbIM H3yUYEeHHUE Y
naqpeHToB ¢ MIIC  TakuMX  JONOJIHUTENBHBIX  HE3aBUCHUMBIX  (DaKTOpPOB
IIPEAPACIIONIOKEHHOCTH K AayTOMMMYHHOMY OTBETy Ha uupkyiaupyromme ['Al, kak
aHTUTEHbl  TJIaBHOTO  KoMmIuiekca ructocoBMectumoctd  (HLA-anTturensl) wu
UMMYHOTJIOOYJIMH-TIOAO0HBIE PELeNTOPhl KIETOK ecTecTBeHHBIX Kmniepos (KIR) [224,
314].

N3yuenne nmabopaTopHbIX mokazareneil y Hammx nanueHtoB ¢ MIIC na done
ADT BBIBWIO MaJ€HUE YPOBHS TPOMOOLMUTOB M albOyMHHA NpH NPUMEHEHUU
BaJIBIIPOEBOM KUCIOTHL. [Ipy 3TOM BBIUMCIEHHAs B HACTOSIIEM HCCIECIOBAaHUU 4aCTOTA
pa3Butus TpombouuToneHuu (69%) y nereit ¢ MIIC Ha ¢oHe Tepanuu BalbIpPOEBOI
kuciotor mpeseimaet (p=0,003, kpuTepuil Xu-KBagpaT) ONUCAHHYIO B JIUTEpaType
YaCTOTY Pa3BUTHUS JITaHHOTO HEXENATEJIbHOIO SIBJICHUS Yy OOJNBHBIX € snuierncuei 0e3
COMyTCTBYyIoIEeH MeTtabonuueckoi maronoruu (1-32%) [59, 130, 230, 277, 408], uto
MOXXET  ObITb  OOyCNOBJIIEHO  maToreHeTHMueckumu  mexaHusmamu — MIIC,
CIIOCOOCTBYIOLIMMHU TPOMOOIIMTONIEHMH U 00CyX)JaeMblMH Bbllle. B muTeparype
onucanuii runoansOymunemun y gnered ¢ MIIC mbl He Berperwnu. OmHako,
TUNOATEOYMUHEMUS y IETeH C THKENON HEBPOJOTUYECKON MATOJIOTHEH, MOTyUYaromnux
BaJILIIPOCBYIO KUCIIOTY, ObuTa onrcana Rugino T.A. u coast. (2003) [344]. MexaHusm
pa3BUTHS TUMOATLOYMHUHEMUU Ha (OHE TEpaluu BaJbIPOEBON KHUCIOTOW HE W3Yy4YeH
[344]. Henb3st UCKIIIOUUTH HEOJIATOMPUATHBIN Y(PPEKT BaTLIIPOSBOM KUCIOTHI HA CHHTE3
anbOyMHHA B M€YEHH, TIOJIBEPKEHHON NU3MEHEHUSIM, CBSI3aHHBIM ¢ HakorieHueM AT, y
nauueHToB ¢ MIIC.

[IpoBeaéunblii HaMu aHanU3 3PGHEKTUBHOCTH U 0€30MACHOCTH MATOT€HETUYECKON
tepariun  MIIC mpeacraBiser co00il MOHOIIEHTPOBOE HCCIEIOBAHUE JTUHAMHUKU
COMAaTHUYECKHUX, JTAOOPaTOPHBIX, HEMPOBU3yAIN3ALIMOHHBIX U HEUPOPHU3NOIOTHUECKUX
nokaszarenied y goctatouHo Oombinoit rpymnmbl gered ¢ MIIC (n=64) na ¢one

nutensHoll @3T B peanvHol kimHHYeckod mnpaktuke PI'AY «HMULL 3m0poBbs
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netei». Ilpumeuatensho, uro 47 (9 — ¢ MIIC IT', 1 — ¢ MIIC IT/I, 37 — ¢ tsokénoi
dopmoii MIIC 1) u3z 64 (73%) mnonydatonmx @O3T ydacTHHKOB HACTOSIIETO
UCCIICIOBaHUSI WMEIIM HEHUpOHOIMAaTHYeCKOoe TeueHue 3aboneBanus. Panee B TpEx
JUCCEPTAIIMOHHBIX paboTax, BBIMOJHEHHBIX B Pocculickoit ®Dexeparnuu, Obuin
3aTpOHYTHI Bonpockl KinHuYecko kaptunbl 1 @3T MIIC y nereit. Bamakmanze H. /.
(2019) B cBoeii muccepTaluu omMHcaia TSHKECTb U OOIIYI0 JUHAMHKY COMATHYECKHX
nposiBiienuit y nereit ¢ MIIC, nadmonapmmxcs B ®DI'AY «HMUL 310poBes nereii», He
OCTaHABJIMBAsCh MPU 3TOM Ha U30JAUpoBaHHOM BiMsHUM D3T Ha OONBIIMHCTBO
nokazareneid [10]. byuunckas H.B. (2016) npuBena naHHble O AWMHAMHUKE psiaa
KIIFOUEBBIX KIIMHUYECKUX MposiBieHu# Ha ¢pore O3T, npoBoaumoii B Tedenue 1 roaa, y
nereit ¢ MIIC (n=13: 9 — ¢ MIIC I, 4 — ¢ MIIC Il), nabmonasmmxcs B CeBepo-
3anagnom denepansHoM okpyre Poccuiickort ®eneparuu [7]. Muxaiinosa C.B. (2010)
MpeACTaBUIa KIMHUYECKUE CIIydyah MPUMEHEHUs JapOHHAA3bl Y TPOUX MAalMEHTOB C
MIIC | [24].

OrnucaHHOE B HACTOSIIIIEM HCCIIeIOBaHUU CHIbKeHUe ypoBHS ['Al' B Moue Ha (oHe
®3T (npomoimkutenbHOCTRIO 10 90 MecsmeB) y aereir ¢ MIIC I, Il v VI (n=33,
p<0,001) moka3piBaeT OS(PGEKTUBHOCT B OTHOILIEHWW CHIDKCHHS  HArpy3Kd
MaTOJOTUYECKUM CyOCTpaTOM JUIMTEIBHO MPOBOJAMMOTO JICYCHUS] B PEAbHOU
KIIMHUYECKOM MpakTUKe. BO3MOXKHOCTH MpenapaTtoB JApOHUJIA3bI, UAYpPCYIbdasbl U
rayicyibGasbl CHIKATh U TUTENBHO ToepkuBaTh ypoBHH ['Al" Ha Gosiee HU3KOM TIO
CpaBHEHMIO ¢ 0a30BBIM YPOBHE paHee Oblja MpECTaBICHA B PSIe MEXIYHAPOIHBIX U
3apyOEKHBIX HCCIEAOBaHUM, OCHOBAaHHBIX Ha pe3yJbTaTaX pEATbHOW KIMHUYECKON
npaktuku [190, 248, 258, 296, 322, 369]. Cieayer OTMETUTh, YTO B HAIIEM aHAJIN3E
nuHamuku ypoBHsi ['Al' Ha ¢one npopomxutensHo ®3T, npoaeMoHCTpUpOBaBIIEM
3HauMMoe mnajeHue mnokazarens, 23 u3z 33 (70%) nDanuMeHTOB OTHOCHWIHCH K
Helipononatuyeckum ¢popmam MIIC. Kpome Toro, HamMu MOKa3aHO CTaTUCTHUYECKU
sHaunmoe (p=0,002) mno cpaBHeHHMIO ¢ 0a30BBIM  YPOBHEM  YMEHBIICHHE
paccMaTpuBaeMoro Onomapképa uepe3 27 MecsIeB Teparuyd U30JUPOBAHHO B TPYIIE
15 manbuukoB ¢ Tsxénon dopmorr MIIC Il. TlonyueHnHble pe3ynabTaThl TOBOPSAT 00

spdpexktuBHOCTH D3T B OTHOLIEHUN CHUXKEHUSI YPOBHS MATOJIOIMYECKOTo cyOcTpara y
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nerer ¢ HepoaereHepaTuBHbIM TeueHrneM MIIC u cooTBeTcTBYIOT nanHbiM Lampe C.
u coarT. (2014) o cHwkeHnun 3Kkckperuu ['Al' y manueHToOB JAETCKOTO U B3POCIOTO
Bo3pacta ¢ Tsokénor dopmoit MIIC Il (n=22) na ¢one ®3T [245]. B HacTosmem
UCCJIEIOBAHUM TaKXe IMOKa3aHo cratuctuuecku 3Hauumoe (P=0,003) ymeHbleHUE
nokazateins dkckperuu Al Ha dore ®3T B Mamon3ydeHHONW BO3PACTHON Tpymme — y
MaJb4MKOB C CHUHAPOMOM XaHTepa, HAuyaBIIMX JIEYeHHWE B Bo3pacTe muanme 60
mecsiieB (N=11). Hecmotps Ha mnokazaHHyio 3¢¢exktuBHocth ®3T B OTHOUICHHH
cHmwkeHust skckpeunn ['Al, menuanbl ypoBHed ['AI' B % mnpeBbllIeHUS BEpXHEH
IPAHUIBI BO3PACTHOW HOPMBI HU B OJHOW W3 TPYII HAIIUX MAlMEHTOB HE JTOCTUTau
HYJIEBbIX 3HAYEHHI, YTO CBHUJETEIBCTBYET O COXPAHEHHH PE3UIyalbHON aKTUBHOCTHU
3a00JIeBaHUSI U MOKET OOBSICHUTH MOJIyYEHHbIE HAMU KIMHUYECKHUE PE3yIbTaThl OTBETA
Ha Tepamnuio. YKa3aHus Ha OTCYTCTBUE HopMasiu3anuu oomiero ypoas Al B moue Ha
done 3T y marmenton ¢ MIIC I, Il m VI [92, 105, 153, 159, 166, 201, 203, 227, 247]
M Ha COXPAHEHHWE TMOBBIIIEHHONW KOHIIEHTpAaIlMU JepMaTaHcyabdara B Ijaa3Me KpoBH, a
TaKXKe JepmaTaH-, renapancyibdara U AUCyIb(aTUPOBAHHBIX AMCAXapUIOB B MOYE
nanuentoB, nonyvarommx O3T [111, 112, 123, 247], Taxxke BCTpedaroTCi B
JuTEpaType.

IlokazanHoe B HacTosimie pabore Hanuuue remnaromeranuu y 63% (25/40) u
cruieHoMmeranuu 'y 43% (17/40) nereit ¢ MIIC nHa ¢done npomomxutensHoir D3T
(MeIMaHHOW JIUTENTHLHOCTBIO 32 Mecslia), HECMOTPS Ha CTATUCTUYECKU 3HAYMMBIN
MOJIOKUTENIbHBINA (PEKT JIeUeHUsI B OTHOIICHUY HOPMAJIM3allUi pa3MepOB BHYTPEHHUX
OpraHoOB, CBHJETEIHCTBYET O HEBO3MOXXHOCTH JIOCTHYh OOpPAaTHOTO pPa3BUTHUS
OpraHOMETajuu W/WIM TOJHOCTBHIO MPEAOTBPATUTh HAKOIUIEHHWE CcyOcTpata y BceX
nanueHToB. [IpeanonaraembiM OOBSICHEHHEM MOJOOHOIO OTBETA HA TEPANMMIO MOXKET
ObITh (akT TpeoOiamaHus B aHAIM3e MaIMeHTOB ¢ TshkEnbiMu ¢Gopmamu MIIC.
CoOTBETCTBYIOIIKME PE3yJIbTaThl MOJYYEHBI U MPU UCCIICIOBAHUU JTUHAMUKH Pa3MepOB
MapeHXUMATO3HBIX OpPraHoB y jeTed ¢ Tsokénoil dopmoil cuHapoma XaHTepa,
MIOKA3aBIIeM HAJIMYHWE Tenaro- H ciyieHoMeranuu Ha ¢oHe DO3T (MemuaHHOM
MPOJOIKUTEILHOCTEIO 32 Mecsinia) 'y 68% (19/28) u 46% (13/28) mnarueHTOB

COOTBCTCTBCHHO. I[aHHBIe JIUTCPpATypbl TaKXKXE CBUIACTCIBLCTBYIOT O TOM, YTO
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HOpMAaJIM3alisl pa3MEPOB IeUeHW OoJiee XapakTepHa Jis MAlKMEHTOB C JIETKUMHU
¢denorunamu MIIC I, 1l u VI [105, 227, 297, 299, 320, 369, 389, 437].

B HacrosmeM wucciaeaoBaHMM MOKa3aHO MoJoxurenpHoe BiausHue P33T Ha
MUOKapZ, B BuJe yMeHblleHus Toiuuael MOXKII B o0mieil rpymnme mamueHToB ¢
cuagpomoM Xanrtepa (N=35, p=0,028), B rpynme namueHTOB C TkKEMOW (dopmoi
curapoma Xanrepa (N=28, p=0,037) u y nereit ¢ cuaapomom Xantepa, HauaBmux O3T
B Bo3pacte ctapiie 60 mecsuer (N=16, p=0,017). ITokazarenu tomamuasl MXKIIT Bo Bcex
OCTANIbHBIX Tpynmnax u mokaszarenu tormuabl 3CJIDK ocraBamuch cTaOUIBLHBIMHU, U UX
75 TpOLEHTUNIb HE TMPEBBIMIAT HOPMAJIbHBIX 3HadeHWM. OaHaKo, HECMOTpS Ha
MIPOBE/ICHHUE MMATOTCHETUYECKOM Teparuu, B TpyIime Aeteil ¢ paznuuabiMu Tunamu MIIC
(n=45), B rpynme gereii ¢ MIIC Il (n=35) u B rpynme aereir ¢ MIIC I, HavaBmmx ®3T
no 60 wmecsieB xu3Hu (N=18), oTmeuanock cratuctuuecku 3Haummoe (P=0,004,
p=0,028 u p=0,05 cooTBeTCTBEHHO) HapacTaHue peryprutaiuu Ha AoK.
OnyOnuKOBaHHBIE paHEe CBEACHHUS O JWHAMHKE IMaTOJOTHYECKUX IPOSIBICHHUHA CO
ctoponsl cepana Ha ¢pore 3T y 6onpHBIX ¢ MIIC npoTUBOpEeUnBHI U B OOJILITUHCTBE
CIly4aeB OCHOBAaHBbI Ha aHaJIM3€ CMEIIAHHBIX MO BO3PACTy TPYIII, BKIIOYAIONIUX Kak
JeTel, Tak ¥ B3pOCibIX. JIumb B HEOONBIIOM YKCIe MyOJUKAIMil COCTaB YYaCTHHUKOB
orpannyeH Bo3pactom 18 ner [91, 95, 134, 201, 203, 389, 437]. Panee cnenmanucramu
ObLTM OmyOJMKOBaHbl JaHHble 00 yMeHblleHuu runeptpopun MXKII unum uHzaekca
Macchl MHOKapja JieBoro >kemyaouka Ha (oue ®3T y manmueHTOB ¢ pa3iMUHBIMU
tunamu MIIC, HadaBmux ®3T mo 12 ner [255], y meteit u B3pocisix ¢ MIIC | [258,
437], y mereii u B3pocasix ¢ MIIC 1l [91, 134, 296, 322] u y namuenros ¢ MIIC VI [92,
93, 190, 222]; a Taxxke manabie 00 ymenbinenun tonmuasl 3CJIK y mereii ¢ MIIC |
[95] u y manuentoB ¢ MIIC VI [222]. Panee napactanue peryprurtanuu Ha MK u/wimu
AoK y nere#i u B3pocibix ¢ MIIC I, Il u VI na done ®3T ommcano 3apyOeKHBIMU
cnenmanuctamu [92, 93, 149, 190, 201, 203, 220, 248, 369, 389]. Ilpu stom apyrue
CIEIUAIMCTHI MPEJCTABUIN JaHHBIC O CTAOMIIM3AIMKM COCTOSIHHSI KJIAlTAHHBIX CTPYKTYD,
B ToM unciie AoK, y maruentoB ¢ MIIC Ha dpone ®3T [82, 222, 255].

VY oOcnenoBannbix Hamu geteil ¢ MIIC (n=15), Gomnbiias yacTh M3 KOTOPBIX

OTHOCHJIACh K TH)KéJ'IOMy (I)CHOTI/IHy, CTaTUCTUYECKM 3HAYUMBIX H3MEHECHUU
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nokaszareneii KPM Ha ¢done HenpepriBHOH D3T, mpoaobKUTENBHOCTRIO 37 MeEcCsIIeB,
BBISIBIGHO HE ObLIO, YTO, C Y4YETOM MOAPOOHO OMMCAaHHOTO B JIUTEpaType
MPOTPECCUPYIOMIETO €CTECTBEHHOTO TEUCHUS 3a00JIEeBaHUS, CBHUIACTEIBCTBYET O
CTaOMIM3alMK ToKasareyie napixanus Bo cHe y neret ¢ MIIC Ha ¢one tepanuu. Ilo
pesynbraram nepBoro u Broporo KPM mennansl nokazatenss MAIT coorBeTcTBOBAIIN
aérkoit crenmenn COAC, MenuanHbl WHAEKCA JecaTypald ObUTH MHHHMAIBHO
MOBBIIICHBI, MeIuaHbl cpeaHeit SPO2 COOTBETCTBOBAIM HOPMAJIbHBIM 3HAUCHUSAM, a
Meauanbl MUHUMabHOH SPO2 Obutn He3HauuTenbHO cHUXEHBI (Tabmuma 17). [lpu
OTOM HENb3sl HCKIIOUHUTh, YTO OTCYTCTBUE IIOJOKUTEIBHOM IAWHAMUKM Yy HalIUX
OOJBHBIX MOTJIO OBITH 00yciOBIEHO TpoBeneHueM mnepBoro KPM uyepes 6 u Oosee
MecsiieB oT Hauana jiedenus y 10 u3 15 pereit. Uadopmanysa o BIMSHUU JJIUTEIIBHO
npoBoguMoit M3T Ha XapaKTepUCTUKH JbIXaHUA MO JAHHBIM MOJMCOMHOTpaduu W/uiu
KPM y nanuenToB ¢ MIIC nerckoro Bo3pacra B IUTEpaType HEMHOrounciieHHa. Kpome
TOro, B OOJIBIIIMHCTBE UCCIIEIOBaHM, paccMaTpuBatomux BiusiHue O3 T Ha mokazatenu
JIBIXaHUS BO CHE, HE MPUBOJISATCS JIAHHBIE O COITYTCTBYIOUIUX JICUCOHBIX MEPOTIPUATHUSX,
BIIMSIONIMX HA OOCTPYKIIMIO BEPXHUX JbIXaTEIbHBIX MyTEH, 4YTO HE MO3BOJISET B MOJHOM
Mepe CyauThb 00 H30JUPOBaHHOW HS(PGEKTUBHOCTH BBOJUMOTO BHYTPHUBEHHO
pekoMOuHaHTHOTO (epMmeHTa. Tem He MeHee, paHee MPOBEJCHHBIE HCCIEAOBAHUS,
MHOTHE U3 KOTOPBIX SIBIISUIUCH JOPETUCTPAIMOHHBIMU, COOOIIAIM O TOJIOXKUTEIbHON
JUHAMUKE WM CTaO0WIM3aIlMu TOKa3aTesie JbIXaHUus BO CHE Yy OOJBIIMHCTBA
narmenToB ¢ MIIC |, 11 u VI Ha pore ®3T [92, 105, 135, 187, 201, 220, 259, 297, 369,
437, 438].

[TonydenHsle HaMH JaHHBIC O JUHAMHUKE COCTOSHUA ciayxa Ha ¢one D3T y 20
nereir ¢ MIIC cBuIeTenbCTBYIOT O cTabwiM3aluu CTeneHed Tyroyxoctd. OgHako
CJIETyeT Y4eCTh, YTO y 14 marueHToB MepBOe CYpAOJOTUYECKOE OOCIIeIOBaHUE OBLIO
npoBefeHo Yyxe Ha (one O3T, 4YTO MOIJIO TMPUBECTH K HEIOOICHHWBAHUIO
MOJIOKUTENIbHOM  AuHaMuku. [IpeoOnaganue  yaydmieHUss 1O  KOHIAYKTHBHOMY
KOMIIOHEHTY TYIFOYXOCTM U YXYAIIEHUS 1O CEHCOHEBPAJbHOMY — IIO3BOJISIET
npeanosarath, 4To 3T ¢ Gosblel 101€i BEPOSITHOCTH CIIOCOOHA BO3/ICMCTBOBATh Ha

KOHAYKTHBHYIO, a HE Ha CEHCOHEBpaJbHYyI0 Tyroyxocts. Hame HabmoneHue
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COOTBETCTBYET pe3yJjbTaTaM, MOJYYEHHBIM Ha HKCIIEPUMEHTAIbHBIX JKUBOTHBIX. Tak,
Hong S.H. u coasr. (2012) npoaemoncTpupoBanu, uro Ha ¢oHe P33T y MBIIIUHBIX
mozaeneid MIIC |l Bo3MOXHO YacTHyHOE npenoTBpaiieHue HakomueHus AT u
BO3HMKHOBEHUS JKCcylaTa B CpelHEM yxe; ofHako, HecmotTpsi Ha D3T, B meMOpane
Peiiccuepa, OaswisipHOH MeMOpaHe, CHUPAIBHOM TaHTJIWH, COHPATBHON CBS3KE
MPOUCXOAMIIO HAKOIUIEHHWE JM30COMHBIX BaKyoJied, B CIHUPAJIbHOM TaHTJIUH UMENIU
MECTO MOTEPsl U U3BMEHEHHE TaHTJIMO3HBIX KJIETOK, MOSIBICHUE IIHaNbHBIX KIeTok [200].
HemHorouncieHHble JOaHHBIE JUTEPATyphl TaKKe YKa3bIBalOT Ha CTaOMIU3aIUIO
noKasaTeliel cilyXxa Wi 3aMeJJIeHHe MporpeccupoBanus Tyroyxoctu Ha ¢pone ®3T y
naruerToB ¢ MIIC [50, 92, 189, 227, 322].V onwuceiBaeMbix Hamu marrenToB ¢ MIIC I,
I u VI, HecMOTpss Ha JAOCTATOYHO MJUTENbHBIA TEPUOJ JICUCHUS, UHAMUKH B
cocrossuun MuHnanuH (N=30) u anenougoB (N=28) Ha Qone D3T Takxke HE
IPOAEMOHCTPUPOBAHO, YTO, C OJHOM CTOPOHBI, BO3MOXKHO pacCMaTpUBaTh Kak
CTaOMIIM3AINIO0 COCTOSTHUS JTUMQOUTHOW TKAHU HOCOTJIOTKH, a C JIPYTOM, YUUTHIBas
COXpaHEHUE BBICOKMX 3HAUEHUN IOKa3aTelield, — KaKk HEBO3MOXKHOCTh OOpaTHOTO
pazBuTus mnposiBieHud. OtcyrctBue BiusHus O3T Ha runeprpopuio HEOHBIX U
IJIOTOYHOM MHUHIAIUH paHee ObUTO moka3aHo Tomanin R. u coast. (2014) y manieHToB
nerckoro Bo3pacta ¢ MIIC Il, Dualibi A.P. u coasrt. (2016) — y manuentoB ¢ MIIC I,
OoJibIIasi 4acTh KOTOPBIX OTHOCHIIACh K cuuapomy ['ypiep [135, 389].

ITonBonss wmror ananmuza BiusHug PO3T Ha comarmyeckue W J1abopaTOpHBIC
nokazarenu y gered ¢ MIIC, cregyer 3akirO4uTh, YTO BHYTPHUBEHHOE BBEICHUE
PEKOMOMHAHTHOTO OelKa MMeeT B OOJbIIEH CTENMeHH MPEBEHTUBHBIA 3(PdeKkT Ha
IPOrpecCUpyolee IMOPAKEHUE OPraHoB, MpoUcXojsiiee Ha (OHE HENPEPHIBHOTO
HakoruieHus: cyOctpara. CoxpaHeHue TMOBBINIEHHON 3Kckperuu ['Al" He meHee 4eM y
50% O6onpHbIXx Ha ¢one D3T yka3piBaeT Ha COXpaHEHHE PE3UTYATBHOW aKTHMBHOCTHU
MEPBUYHOTO 3BEHA MATOreHe3a — HakoImieHWs cybctpara. IIpu 3ToM Ha BTOpPHYHBIC
MaTOJIOTHYECKHE KacKaJbl PEKOMOMHAHTHBIN OEJOK MOBJIHITH HE CIIOCOOEH, YTO TAKXKE
MOATBEP)KIACTCS  TOJYYCHHBIMU  pe3yJibTaTaMH, HE MPOJAEMOHCTPUPOBABIINMHU
OOpaTHOTO Pa3BUTHs W/WIX TIOJHOTO TMPEAOTBPAIICHUS W3MEHEHUH B OOJBIIUHCTBE

TkaHed. Takum oOpa3oM, OYEBHIHO, UTO «TEPAEBTUYSCKUM OKHOMY»  JIJIS
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paccMaTpuBaeMOil TepanmuM SBISETCS JOKIMHMYECKas cTaaus 3a0o0yieBaHUdA, a
MaKCHUMaJIbHBIN AP PEKT CleyeT 0)KUIaTh OT HAYaTOM B paHHEM BO3pACTE TEpPaIHH.

B namem wuccnegoBaHUM MPOJEMOHCTPUPOBAH YIOBJIETBOPUTEIBHBIN MPOQHIIb
oezonacHoctu P3T y 96% naereit ¢ MIIC 1, 11 u VI, nonyyaromux jedeHue 6osee 3
MecsaleB. YacToTa HexenaTeNIbHbIX SIBJIEHUH, CBA3aHHBIX C HHPY3UsAMH, y aeteid ¢ MIIC
Il u MIIC VI B nHamem wucciaenoBanuu (69% u 60% COOTBETCTBEHHO) COBMajaia ¢
TaKOBOW y IanueHToB ¢ naaHHbIMH Tunamu MIIC, monyyaBmIMX eXEHEAeNbHbIE
BBEJICHUS (PEPMEHTO3aMECTHTENbHBIX TMpenapatoB B 0a30BBIX M JOJTOCPOYHBIX
KiuHudeckux ucnbiTanusax (53-68,8% u 42-71% coorBercTBenno) [183-185, 187, 292,
299]. Yacrora HexenaTeNbHBIX SBICHUMN, CBA3aHHBIX C WH(Y3UIMH JapOHUAA3BI, Y
Hamux OosbHBIX ¢ MIIC | (21%), BeposiTHO, OblJIa HEAOOLIEHEHA B CBA3U C MajlbIM
KOJIMYECTBOM y4acTHHKOB (N=14). Tak, B JOJTOCPOYHOM HCCICIOBAHUH JIAPOHUIA3HI,
BKiIo4aBmeM 45 mnauueHtoB ¢ Jé€rkumu  (popmamum MIIC |, wacrota peakumid,
CBSA3aHHBIX ¢ MH(Y3usimMH, coctaBuwia 53% [105]. IlokazaHnHoe B HacTosIel paboTte
JUHAMUYECKOE CHIKEHUE YacTOTHl BIIEPBBIE BO3HHMKIIMX HEKEJIATEIbHBIX SIBICHUM,
CBA3aHHBIX C HMHQY3USIMH (DEPMEHTO3aAMECTUTENbHBIX MPENapaToB, COOTBETCTBYET
JaHHBIM 0a30BbIX M JOJITOCPOYHBIX KIMHUYECKUX UccienoBaHui npenapatos aias 3T
MIIC | u |l, a Takke HaHHBIM MEXIYHAPOIHOTO HAOIIOATEILHOTO HCCIEAOBAHUS
cunapoma Xantepa [99, 105, 299]. OTMeueHHbIE B HAIIEM UCCIEAOBAHUU U3MEHECHUS
71a00paTOPHBIX JTAHHBIX, COOTBETCTBYIOLINE HEYPOTUUECKOMY CHHIIPOMY, y MAIUEHTOB
¢ MIIC II na ¢pone ®3T BoIsiBIICHBI BiepBble. B nmuTeparype UMEIOT MECTO €IMHUYHBIE
ONMHCAHUS AUIOUMMYHHOW Hedpornatuu C HEPPOTUYECKUM CHHAPOMOM Ha (oHe
npoenenust ®3T: y mnammenta ¢ Oose3npto [lomme BO BpeMsi BBICOKOJIO3HOM
skcriepuMeHTanbHol  D3T  peKkOMOMHAHTHOM  YeNOBEUECKOM  KUCIOoW  anbda-
TJIFOKO3K/Ia30H, Y marueHTa ¢ 6osesnpto @abpu u y mamuenta ¢ MIIC VI [125, 204,
249]. Henb3st UCKIIOUHTH, YTO JaOOpaTOpPHBbIE OTKJIOHEHMS y HAIIUX OOJBHBIX TaKKe
CBUJETENBCTBYIOT 00 aUVIOMMMYHHOM TMOpPaXEHUU TMOYeK Ha (OHE BBEICHHUS
qy>KEpPOAHOI0 peKOMOMHAHTHOTO Oenka. Kpome TOro, y4uTbiBas ONMUCAaHHYIO HaMH
runoansoymuHemuto y nauureHtoB ¢ MIIC Ha goHe Tepanuu BablIpOEBOM KHUCIOTOMH,

CJICAYCT 3aKIIOYNUTDh, YTO MATOICHCTUYCCKAA U CUMIITOMATHUYCCKAA TCpAIIUs OOJBHBIX C
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HapyuieHussMu obmeHa ['Al’ MoxeT npUBOAUTH K PAa3BUTHUIO TUMNOATLOYMHHEMHH,
TpeOylolel, TAKUM 00pa3oM, PEryJsipHOro JJa00PaTOPHOTO KOHTPOJIS.

B Hactosimiem wuccienoBaHuM ObUT TPOJEMOHCTPUPOBAH OBICTPBIA perpecc
HEBPOJIOTMYECKUX (PYHKIUHN U ycyryOjeHue HapyllIeHUH CHA U TTOBEJCHUS y MaIlMEeHTOB
¢ Herporonatuaeckoir ¢opmoit MIIC Il (n=4) mocie ormensr ®3T. O mogoOHOM
a¢dekTe mnpepbiBaHUs TMMAaTOTEHETUYECKOro JIEYCHHs] y MAlMEeHTOB C CHHIPOMOM
XanTepa panee Takxke coodmanmu Jurecka A. u coat. (2012), omucaBiine IepepbiB B
@®3T, npognmuBIIMiicS OT 2 10 8§ MeECSIUEB, Yy MATH MAalUEHTOB C HEMPOHOMATHYECKOU
dopmoii MIIC 1l [217]. Ony6iukoBanueie Wegrzyn G. u coast. (2007) [425], Anbu
A.T. u coasr. (2006) [62], Jurecka A. u coast. (2012, 2014) [214, 217] craThu
ONMKCHIBAIOT  HAPACTAHUE OKCTPAHEBPAJIBHBIX NPOSBICHUM y  MALHUEHTOB C
HeHelpononatuyeckor ¢opmoit MIIC |, y mammentoB ¢ MIIC Il u VI mnocne
npekpaiieHus jeuenusa. Hemoctatounoe u3ydeHne Borpoca KIMHUYECKUX MOCIIEICTBUN
npekpamennss P33T y mamuentoB ¢ MIIC npuBOAMT K COXpaHEHHIO B psAlEe CTpPaH
(Coenunénnom KoponesctBe, Kanane, bpasunuu, ABcTpanuu) JIeHCTBYIOMIUX
pEKOMEHJaui Mo €€ OTMEHE B CIydasX OTCYTCTBHUS YJIYYIICHHA WIA OTCYTCTBHUS
cTaOWiM3alMy  KIMHUYECKUX  [OKa3zaTele, Mpu  MOSBICHUM  TNPU3HAKOB
HEHPOHOIMATUYECKOTO TeUEHUs 3a00JIEBAHUS; & TAKXKE MPU Pa3BUTUU COMyTCTBYIOIIETO,
B TOM YHCJIC XKU3HEYIPOXKAIOLIEro MM TSHKEIOTr0, COCTOSHUSA, HE MPEANOJIararoniero
nosokutenbHoro 3¢gdekra or 3T [163, 178-180, 295, 334, 411, 412, 441, 442].
Cornacno mpenmnonoxenuto Wegrzyn G. u coast. (2004), y mammentoB ¢ MIIC, ne
nonyvarornmx ®3T, B orBer Ha HakormieHue ['AlT mpoucXoIUT WHTHOMPOBAHUE WX
cuHre3a. Ilpu BBeneHMHM PEKOMOMHAHTHOTO (epMeHTa MPOUCXOOUT pacmHan
HakonuBiuxcss ['Al, npuBOIAIIMA K BOCCTAHOBJIEHUIO WHTMOMPOBAHHOIO MPHU
€CTECTBEHHOM TE€UEHUH 3a00JIeBaHMsI CHHTE3a MyKOToJIMcaxapu1oB. BHe3anHas orMeHa
@®3T MOXkeT CONnpOBOXKAATHCS 3HAUYUTEIBHBIM OTCTABAHUEM OTBETA PErYJSTOPHBIX
CUCTEM, OTBETCTBEHHBIX 32 HApYIICHHE CHHTE3a IMaTOJOTMYEeCKOro cyocTpara, B
pe3yJibTaTe 4ero MpPOMCXOIUT OOjee MHTEHCHUBHOE, YeM IPU €CTECTBEHHOM TEUYEHHUH
0one3nu, Hakoruienue ['Al [426]. Bo3moxkHocTh peanuzanuu onucanueix Wegrzyn G.

n coaBT. (2004) [426] maTroreHETHUYECKHMX MEXaHM3MOB B «3a0aphepHOM) OpraHe
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(rOJIOBHOM MO3T€) MPEJCTaBISETCS HE SICHOM M TpeOyeT HajbHEWIIero u3y4deHus.
Haubonee BepoATHBIM MEXaHU3MOM OBICTPOTO HApacTaHUS HEBPOJOTUYECKOMN
CUMIITOMATUKN y TIAIMEHTOB C HEWPOHOMATHYECKON (opmoil cuHIpoma XaHTepa Ha
done ormenst O3T, Ha Ham B3N, MOXET SBISITHCS MPOTPECCUPOBAHUE
ruzpouedanuu, pa3BUBalOIICHC MapallIeIbHO ¢ HEHPOJereHEePaTUBHBIM MPOIIECCOM H
JAoIIe cxoqHy0 cumMnTomMaTuky. K coxxalienuto, HelipoBU3yann3alMOHHAs KapTUHA, a
takke nokaszarenu aasienus LICXK no u nocie ormenst @3T He ObuIM AOCTYIHBI HU B
HaIlIeM HCCIIeIOBAaHUM, HU B uccienoBanuu Jurecka A. u coasr. (2012) [217]. Tem He
MEHEE, B MOJIb3y JAaHHOIO IPEIINOJIOKEHUS MOXET CBUIETEIbCTBOBATH OMUCAHHOE
Jurecka A. wu coaBr. (2014) ObICTpO€ HPOTPECCUPOBAHUE THIpOIChATUH,
noTpeboBaBIIel onepatuBHOro jedeHus, y naumeHtkn ¢ MIIC VI Ha ¢oHe oTMeHbl
raicynbdaszel  [214]. Kpome TOro, oOTMEUYEHHOE HEKOTOPBHIMU 3apyOeKHBIMU
CIEUAIMCTAMH YJIYUIIIEHUE COCTOSIHUSL Oenoro BemectBa y nanueHtoB ¢ MIIC | Ha
dbone DO3T [274, 369, 397, 420] w™moxeT OBITh OOBSICHEHO YMEHBIICHUEM
TPaHCAMEHANMAIBHOTO OTEKA 3a CU€T yiydlleHus (QyHKIUMU Haxondmuxcs BHe ['Db
MaxXMOHOBBIX rpanysiiui. Takum oOpa3oM, HECMOTPS Ha TO, YTO MPOTPECCUPOBAHUE
ruaporedannu Ha ¢pore 3T npogomxaeTcs, HENb3s UCKIIOUUTD PEATH3YIONIETocs 3a
CYET BIMSIHUSI PEKOMOMHAHTHOTO (DepMEHTa Ha COCTOSIHME 000JIOUEK TOJIOBHOTO MO3ra
3aMeIJICHUs] MaTOJOTMYECKOro TMpolecca M MOCIEAYIOIEro OBICTPOro HapacTaHUs
Hapymenuit peadcoporu L{CXK mpu otrmene tepanuu. JlaHHas KOHUEMIUS TpeOyeT
JaTbHEUIIIeTO W3YUCHHUS, a TaKkKe y4ETa B KIMHUUECKON MpaKTUKE, U MpeaynpekIacT
00 omacHocTH OTMEHBI ojnHaxbl Havato 3T y mamumentoB ¢ MIIC I, Il u VI,
MIPEAPACIIONIOKEHHBIX K PA3BUTHUIO THAPOIEhaTHH.

B nocnemHue TOmBI, B CBA3M C Pa3BUTHEM HOBBIX METOJOB TEpalluH,
MEJUITMHCKAS JTUTepaTypa CTajia akKTUBHO MOIMOIHATHCS MyOJIMKAIIUSIMUA TPOBOJUMBIX B
pa3HBIX CTpaHaxX MCCIEJOBAHUM €CTeCTBEHHOTO TeueHus: cuHapoma Candwunumnmo [98,
114, 129, 195, 256, 265, 266, 282, 307, 399, 401], npu 3TOoM pabOT, MOCBAIEHHBIX
HEBPOJIOTHYECKUM TMPOSIBJICHUSM CHHIpOMa XaHTepa, 3HaunTeaIpHo MeHbIne [199, 450-
452]. IlpencraBnennsie B ['1aBe 5 onucaHusi €CTECTBEHHOTO TEUEHUS TSHKEION (POpPMBI

MIIC Il u xnaccuueckoro ¢enorurma MIIC Il ocHOBaHBI Ha OJHOIIEHTPOBOM
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KOTOPTHOM UCCJIEIOBAaHUM M SIBJSIOTCS TEPBBIMU B POCCUMCKOM MEAMIIMHCKOMN
JUTEpaType  aHAJOTMYHBIMM  JAaHHBIMU.  bBbBUIO  1OKa3aHO, 4YTO  TEYEHUE
HelipoaereHepatuBHoro npoiuecca y aereid ¢ MIIC Il u Il mpoucxoaut ogHOTUITHO.
HeBponornueckue HapyuieHus: AeOIOTUPYIOT C 3aJEp>KKH TCHUXOPEUYEBOr0 pa3BUTHS,
CTaHOBSLIEICS o4eBMAHOM K 3-My — 4-My rojgaM ku3HU. JIBurartenbHas
pPacTOPMOXKEHHOCTh M HApYILICHUS TMOBEJACHHUS MaHU(PECTHPYIOT C KOHIAa 2-TO roja
*u3HH U 110 5 net. [1o mepe nporpeccupoBanus 3adoneBanus nmanueHTsl ¢ MIIC 1 u 11
MOJIHOCTRIO yTpaumBaloT peub (Ha 7-M — 10-Mm m 6-M — 7-M TOHmax >KW3HU
COOTBETCTBEHHO); = pPa3BUBAETCA  HEJOCTATOYHOCTb  KOPTUKOCHMHAJIBHBIX U
KOPTUKOOYIHOApHBIX IMyTEH, OCHOBHBIMHU TMPOSBICHUSAMH KOTOPOW SIBIISIOTCS yTpaTa
CaMOCTOSITENTbHOM X01b0BI (Ha 9-M — 13-M rogax xu3HU) U pa3BuTHE nucdaruu (Ha §-M
— 12-m u 5-m — 9-M rojax *u3HM coOoTBeTCTBeHHO). K 14 romam y OONbIIMHCTBA
NAlMEHTOB JAWAarHocTupyercs snuiencus. C BO3pacTOM PErpecCUpyrOT HapyIIeHUS
MOBEAECHUS U TUIIEPAKTUBHOCTD, OJHAKO HAPACTAET TAKECTh HAPYILLIEHUH CHA.

BaxxHbIM € TpaKkTUYECKONW TOYKM 3PEHMs SBIIACTCS ONHCAHHBIM B HallleM
UCCIENOBAHUM  JAEOIOT  JABUTATENIbHBIX ~ HApylIeHWH y  MAlHMEHTOB C
Helipononatudeckumu  MIIC, mnpeacTaBiIeHHBI YTOMIISIEMOCTBIO TPU  XOJb0eE,
W3MEHEHHEM TMOXOJKH, MOCTYPaTbHOM HECTAOMIBLHOCTBIO, TUHAMUYECKONW aTakCcuen u
najieHusIMH 1pu xoar0e. Ha xapakrep nebroTa ABUraTeNbHBIX HAPYIICHUH Y MAIlMEHTOB
c HeWiponomnatuueckumu  MIIC  Takke oOpamanid BHUMaHuE  3apyOeKHBIC
WCCIIEIOBATEIN, YTO HAIIO CBOE oTpakeHHUe B psne myomukarmii. Tak, Kurihara M. u
coaBT. (1992) omucanu Havalio YacThIX MAJCHUN B BO3pacTe 6 JIET y MalbuHhKa C
TsoKENo opmoit cunzmpoma XaHTepa, C MOCIEAYIONICH IOJHOW yTpaTodl HaBbIKa
x0b0bI K 9 Togam [239]. Delgadillo V. u coanrt. (2013) nokasaiu, 4To HEYCTONIUBOCTh
npu Xxoas0e 3a 4 rofa MpeamecTBOBala MOTEPE CaMOCTOSTEILHOTO MEPEIBIKEHUS Y
narenToB ¢ MIIC A (n=31) u y naruenror ¢ MIIC 1B (n=11) [129]. Cleary M.A.
u Wraith J.E. (1993) ormeuanu, uyto mius TpeTheid (a3bl TEUYCHUS CHHIPOMA
Candumumnmo xapakTepHbI YacThle MajeHus Ha poHe HapymieHni koopauHanuu [106].
Lyon G. u coaBtr. (2006) Takke MOJUEPKUBAIN, UYTO JBUTATENIbHbIE HApYLIECHUS Y

naierToB ¢ MIIC Il neGiotupyror ¢ HeycroitunBocT noxoaku [260]. IlosBnenue y
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OonpHBIX ¢ HelpoHomatnueckumu MIIC mnepeunciaeHHBIX MPU3HAKOB Je0r0Ta
JIBUTATEJIBHBIX HAPYUICHUN CBUIETEIBCTBYET O PA3BUTUU MAPE30B U KOOPAMHATOPHBIX
HapyLIEHUH M JOJDKHO ONpPENENIUTh TAKTUKY BEIACHHUS MAllMEHTOB, BKIIIOYAIOIIYIO
Ha3HAUYECHUE TEXHUYECKHUX CPEJCTB pealdMiIUTallMi U UHMOPMUPOBAHUE POJUTEICH O
HEOOXOJUMOCTH M crmocobax Mpo(UIAKTUKA TpaBM, MPEACTABISIONIUX OCOOYIO
OMacHOCTh B CBETE MPEApacroyioKeHHOCTH K TpomOonuronenun (Pazpen 3.3) u k
oOpa3oBaHHI0 CyOaypanbHbIX KpoBowm3nusHui (Pasmen 5.5.3), a Takke ¢ yuy€rom
NPEACTABICHHBIX B JINTEPAaType JAaHHBIX O TEeNapuHONOAOOHBIX CBOMCTBax
renapancyibdara [148, 375, 387, 388].

Hamu onmcaHo pa3BUTHE TMIIEPKUHE30B y LHIECTH JETEH C HEHPOHONATUYECKUMHU
MIIC: matu — ¢ MIIC IIIA, omHoro Manpumka — ¢ Tsokénoi (opmoit MIIC II.
[TosiBneHue SKCTpanupaMUIHBIX HAPYIIEHWH Y YETHIPEX MAIMEHTOB OBLJIO OTMEUYEHO
BHE CBSI3U C MEJIMKaMEHTO3HOU Tepanuel, y AByx aeBouek ¢ MIIC I1IA Oblna BbIsiBIEHA
BO3MOYKHAsl B3aMMOCBS3b AKCTpAlMPaMUAHBIX HAPYIIEHHWH C MEIMKaMEHTO3HOMN
TEepanmuedl BaJblIPOEBOM KHUCIOTOW. PaHee TuIepKuHE3bl, HE CBSA3aHHBIE C
HEXEJNATeIbHBIMU  SBJICHUSIMU MEIMKAMEHTO3HBIX IpEenapaToB, Yy MNallM€HTOB C
Helipononatnyeckumu MIIC B nutepaType HE OINMCAHbBI; U JIUIIbL TPU ITyOJHMKAIIUU
YKa3blBalOT Ha pa3BUTHE MEIUKAMEHTO3HO HMHAYLUMPOBAHHBIX HSKCTPAUPaMUIAHBIX
HapyweHuii y nauumeHtoB ¢ MIIC Il u y 6onpHO0#l ¢ HeyTouHeHHbIM Tuniom MIIC Ha
done mnpuéma ADIl wumm HeWposeNTUKOB (JaMOTPUDKHHA, KapOamasenuHa,
pucniepuona, onanszanuHa) [131, 132, 380]. HecmoTps Ha OTCyTCTBHE B HACTOSIIEE
BpeMsl 3HaHMM O TMaToreHe3e -HKCTPAUPAMUAHBIX PACCTPOMCTB Yy OOJBHBIX C
HelipoaerenepatuBHbIMU MIIC, mpakTHuecKUM JOKTOpaM BaKHO MTOMHUTH O PUCKE HUX
peanuzauMd U CcOOJ0JIaTh OCTOPOXKHOCTh MPU HA3HAYEHUU AHTUIICUXOTUYECKHUX
npenapatoB U ADII nauuentam ¢ MIIC.

Hamu nokazano 3nauumoe (P<0,001) npeBanupoBaHue 4aCTOThI BCTPEYAEMOCTHU
AMUIENTU(POPMHON aKTUBHOCTHU 1O AaHHBIM DI y MalMeHToB ¢ HEUPOHONATUYECKUMHU
MIIC Han takoBo# y manueHToB ¢ HeHelpoHomatndeckumu MIIC, a takxke pa3BuTHE
KJIMHAYECKUX  TPOSBJICHUM  SMUJENCUU  UCKIIOYMTEIBHO Yy  TMAlUMEHTOB  C

HelipoaereHepatuBHbiM TedeHueM MIIC. [laHHble auTepaTyphl, JTEMOHCTPUPYIOILIKE
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pa3BUTHE SMWICTITUYECKUX MPUCTYNOB B OCHOBHOM Yy marnueHToB ¢ MIIC IT", Tsoxénoit
dbopmoit MIIC Il u y manuentor ¢ MIIC Il [76, 85, 86, 104, 106, 129, 195, 221, 239,
256, 265, 266, 286, 341, 351, 360, 364, 401, 439, 451, 452], moATBEPKAAIOT HAITH
BBIBOJIbI. IHTEpecHO, uTo, 1Mo MHeHUo Scarpa M. u coast. (2017), ciaydau onucaHus
snmienicui 'y manueHToB ¢ Jérkoit gopmorr MIIC |l MoryT ObITH 0OYyCIOBIIEHBI
OIIMOOYHBIM OTHECEHHEM OOJBHBIX K HEHEeHpoHomaTnyeckoMy TedeHuto [351].
[IpoBen€HHOE B HAIIEM HCCIIEIOBAHUU ONPEAEICHUE YaCTOTHI SMHUICTICUU Y MAllUEHTOB
c HeilpoHonatuueckumMu MIIC B pa3nuuHbIX BO3pACTHBIX AWANa3oHaX HArjasgHO
nemoHcTpupyeT (Tabnuma 34 u PucyHok 12) mporpeccuBHOE€ HapacTaHHUE 0JIU
CTpaJalOIUX OT OMWIENTUYECKUX TPUCTYNOB OOJIbHBIX, JOCTUTAIONIEH Ha
onpenenéHHoM  dtane  88-100%. Yacrora osnwiencuM y — MNAMEHTOB €
Helipononatuyeckumu  MIIC, mnpencTtaBiaeHHass B 3apyOeXHBIX MMyOJHUKAIUAX U
BBIYMCJICHHAs] HA OCHOBAHUU TMOMEPEYHOr0 aHaIN3a AaHHBIX PA3HOBO3PACTHBIX T'PYIIN
(28-59% — mpu TsKEMoit popme MIIC 11, 36-79% npu MIIC I11) [73, 129, 195, 210,
256, 265, 266, 286, 354, 401, 452], Ge3ycloBHO, HE OTPaKAaeT PEATbHYIO JIOJIIO
OOJIbHBIX, PA3BUBAIOIIMX JIAHHOE OCJOXXKHEHUE HEUpPOJEreHEepaTUBHOIO Mpoliecca B
TeueHue ku3HU. [lokazaHHO€ B HaIIEM HCCIEJOBAHMM COBIAJEHUE YaCTOTHI
(beOpuIBHBIX CyA0pOr y ManueHToB ¢ HelipoHonatuyeckumu MIIC (2,5%) ¢ TakoBoii B
nonyysiuu  (2-5%) CBUAETENBCTBYET B TOJIb3y TPAKTOBKM THUIIUYHBIX MPOSIBICHUN
beOpunbHbIX cyaopor y marueHToB ¢ MIIC kak M30JMpOBaHHOM HO30JI0THH, a HE Kak
ne010Ta AMUWIETICUHM B paMKaX OCHOBHOT'O 3a00JIEBAHMS.

BakHO MOMHUTH MU O BO3MOXKHOCTH pa3BuTus y naureHTtoB ¢ MIIC octpbix
cumrromaruyeckux npuctynoB (Pasmen 5.3.4), Bo3HuMKammux Kak Ha (OHE
COMYTCTBYIOIIUX HE3aBUCUMBIX (PaKTOpoB, Tak U Ha (hOHE OCIOKHEHHN OCHOBHOTO
3aboneBanusi  (CyOmaypanbHOW  reMarombl/PPdy3un, UMIEMHUYECKOTO HWHCYJIbTA).
[Ipenpacnonoxennocts Aeteil ¢ MIIC k pa3BuTHIO CyOAypanbHBIX KPOBOU3IUSAHUA U
CcyOIypasibHOTO CKOTUICHUS KUJIKOCTH Oblia onucaHa Hamu B Paznene 5.5.3. Hamuuue
YKa3aHHBIX paJuoJIOrHYecKuX n3meHeHui y nanueHtoB ¢ MIIC Takxke ynoMuHaercs B
psane nmyOnukarui [69, 118, 119, 256, 294, 394]. Cny4yan UIIEMUYECKUX UHCYJIBTOB Y

nauueHToB ¢ MIIC npencrasnensl Hamu B Pazzaene 5.3.4 u onucaHbl B IUTEpaType Kak
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IpeanojaraeéMble OCIOXKHEHUs KapanosmMoOoiauu u HakoruieHus AT B cTeHke cocynoB
[52, 119, 157, 304, 312]. Croutr Takxke OTMETUTh, YTO cCaMO II0 cebc HaIU4IHe
ruaporedanuu, a TakKe MOCICIACTBUA €€ XUPYPTrUYECKOTO JICUYCHUS M MPUCYTCTBUE
IIyHTa MOTYT OBITh MPUYUHOM pa3BUTHS IMUJIENTHYECKUX mpuctynoB [20, 88, 351,
395]. Tak, B HameM uccinenoBannu y nauueHTku ¢ MIIC VI u manmumem BIILI o
JAaHHBIM BU1€0-221" MOHUTOPHUHTA UMETA MECTO AMUAKTUBHOCTb.

[loka3aHHbBIii B  HalleM MCCIEIOBAHUU TMOJUMOPPU3M  MPUCTYIIOB  C
npeoOiaganreM pacnpoctpanéHHocTH (65%) OunmaTepalbHBIX TOHUKO-KIOHUYECKUX C
(G oKaTbHBIM MOTOPHBIM M HEYTOYHEHHBIM JE€O0I0TOM y JIeTed ¢ HEHPOHOMATUYECKUMHU
MIIC  cooTBeTcTByeT JaHHBIM  3apyOCKHBIX  HCCIENOBATENCH,  OMUCABIINX
reHepaIu30BaHHbIE TOHMKO-KJIOHUYECKUE TMPHUCTYIBI B KAayeCTBE OCHOBHOTO THIIA
napokcu3sMoB [73, 106, 129, 286, 451] u mnpeacTaBUBIIMX HAOIIOJCHUS HOYHBIX
MuokioHnueckux [451], dhokanbHbiXx MUOKIOHMYECKHUX [351], Tonnueckux [210, 364],
qAaIenTuYeckux [364], HOYHBIX TUNEPMOTOPHBIX MPUCTYNoOB [86], a Takxke
0eccy10pOKHOT0 JIOOHOTO AmuIenTHueckoro craryca [85] y manuentos ¢ MIIC Il u 1lI.

Pannee mnpezackasanue HeBpojormyeckoro (enoruna y mnamueHtoB ¢ MIIC I
ABJISIETCA AKTYaJIbHbIM JUISl ONTHUMAJIbHOTO MEAULMHCKOTO M MEeAaroru4eckoro
KYpUPOBaHUsI TMAIIUEHTOB, a TAKXE€ B CBS3M C HAYaJIOM BHEAPCHHUS B KIMHUYECKYIO
NPaKTUKYy HOBBIX METOAOB Tepanuu HedpoHonatuyeckux MIIC, TpeOyromux
CBOCBPEMEHHOI'O OMNpEACiICHUs] TOKa3aHui K mnpuMeHeHuro [77, 147, 164, 198].
[Ipennoxennsiii Hamu B Paznene 5.4 crnoco® MPOTHO3UPOBAHUS TEUEHUSI CUHApPOMA
XaHTepa Ha OCHOBAaHMM JABYX KIMHUYECKUX XapaKTEPUCTHUK PAHHETO Pa3BUTHUS
(TOJTHOTO JTHEBHOTO U HOYHOTO KOHTPOJIS HAJl (PYHKIIMSIMH Ta30BbIX OPTAHOB K 3 rojilaM
U HaJIU4Usl B pPEUM PACHPOCTPAHEHHBIX MPEIIOKEHHM K 3 TojJaM) MOXKET ObITh
WCITIOJIb30BAaH B paHHEM BO3pacTe JJIsl OINpeIesieHus TulaHa BeleHust 00abHbIX. OHaKO,
BO3pacT 3 JIET, BEPOSTHO, SBJISICTCS HECBOCBPEMEHHBIM ISl TEPaneBTHUYECKOTO
BMEIIATEIbCTBA, TMPETCHAYIOMIETO Ha OO0ECIeUYeHUEe HOPMAJIbHBIX KOTHUTHBHBIX
GyHKIMIA U aJIEKBAaTHOTO Ka4eCTBA KMU3HU TAIMEHTOB.

[IpoBen€HHBII B HACTOSIIEM MCCIECNOBAHUU TIONEpeYHbld aHamu3 MPT

rOJIOBHOIO Mo3ra y naetreil ¢ paznuudHbiMu Tunamu MIIC 1mo3Bosui mpeanoioxKuTh
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BeAylllee MaToreHeTnueckoe aeictBue pasznuuHbix ['AlT Ha kommnonentsl [HHC wu
COOTBETCTBEHHO Ha BU3YaJIM3AIIMOHHBIE XapaKTEPUCTUKU. bBbUI chemaH BbIBOA O
MPEUMYIIECTBEHHOM  BIUSHUW  JiepMaTaHcyibdaTra Ha pa3BUTHE BHYTPCHHEH
ruaporedanny, a remnapaHcyibara — Ha pa3BUTHE HapyxkHOW ruapouedanuu. Y
nanueHToB ¢ MIIC Ill, B matorenese koTOoporo 3aaelCTBOBAHO TOJIbKO HAKOILJICHUE
renapaHcyibdara, B OONbIIel cTeneHu, yeMm npu OombimHcTBe Apyrux MIIC, 6butm
BBIPOKEHBI TPU3HAKK PACIIUPEHUS HapYy>KHbIX JHUKBOPHBIX mpocTpancTB (CAIl);
MPUCYTCTBOBAJIM TAKXKE MPU3HAKK PACIIMPEHUS BHYTPEHHUX JIMKBOPHBIX MPOCTPAHCTB
(yBenuueHnue nuamerpa (QpoHTadbHOTO pora, pacmupenue |l skemynouka); Obuio
OTMEUEHO YBEJIIMYEHUE BEHTPUKYIISIPHOTO MHJEKCA, SBIIAIONICECS PE3yJIbTaTOM MEPBBIX
JIBYX W3MCHCHHWHA. YUYWTHIBas MHQPPOBBIC IMOKAa3aTeIM BEHTPUKYJSIPHOTO YIJIa,
COOTBETCTBYIOIINE aTPOPUIECKUM U3MEHEHUIM [355], a Tak)Ke OTCYTCTBUE ONMMCAHHBIX
Raybaund A. u Barkovich AJ. (2012) [327] OuHapHBIX NMPHU3HAKOB ruapoledatny,
MIEPCUNCIICHHBIC W3MEHEHHUS CIIeIyeT OTHECTH K YMCHBIICHHIO O0BbEMa BeElIecTBa
rOJIOBHOTO MO3ra Ha (oHe mporpeccupyromiel aereHepainuu, BO3HUKAIOUMIEH B
pe3ynbTaTe  HAKOIUIEHWS  TemapaHcyibdara. AHaMW3  JaHHBIX  JUTEPATYPHI,
MOCBSAMIEHHBIX  PAMOJIOTUYECKHUM W KIMHUYECKUM  TPOSBICHUAM  CHHApPOMA
Candwmmrmo, moka3an pe3yJbTaThl, COOTBETCTBYIOIIUE HAITUM BBIBOJAM, a UMEHHO
BEIYLIYI0 POJb KOPKOBOM, MOJAKOpkoBoM u aud@dy3HOM nepedpanbHOl aTpoduu B
HEHpOBU3yaIM3allHOHHBIX H3MeHeHusx OonpHbIX [100, 291, 306, 327, 358, 394, 456].
Kpowme toro, B uccienopannu Shapiro G.E. u coasrt. (2016) 25 nanmenram ¢ MIIC HHIA
[362], a B uccnenoanuu Truxal K.V. u coasrt. (2016) [394] 15 aetsm ¢ MIIC IHIA u 10
netsim ¢ MIIC I11B 6putn ipoBeieHb! TIoMOaNbHbBIE MyHKIIMN ¢ U3MEPEHUEM JaBJICHUS
[ICXK, He moOKa3aBMIMM OTKIOHCHHMH OT HOPMBI HH y KOTO W3 OOCIIeTyCeMBIX.
[ToaTBepskaeHne BbIBOAA 00 OTCYTCTBUU THAPOIEhaTLHOTO MPOIEecca ¢ MOBBIIIEHHBIM
BHYTpUYEpenHbIM JaBiieHueM y OonbHbIX ¢ MIIC |ll BaxkHO myisi TUIaHUpOBAHUS
JICYCHUS W HEBPOJIOTMYECKOTO HAOJIONCHUS TAIMEHTOB M MOXKET IPEIOTBPATUTH
MIPOBEJICHUE HEIEIECO00Pa3HbIX OMEPATUBHBIX BMEIIATEIILCTB U BHU3yTU3AI[MOHHBIX

UCCJIEI0BAHUM, TPEOYIOIINUX CEALIHH.



199

[IpencraBieHHbId HAMHA aHAJIN3 HEMPOBU3YAIU3ALMOHHBIX U3MEHEHUM Y JIETEU C
cuHapoMoM  Maporo-Jlamu, B  maToreHe3e - KOTOPOTO  y4acTBYeT  TOJIBKO
JIepMaraHcyib(dar, yKa3plBaeT HAa Haduuue ruapoledansHOro mporecca, MpH
oTcyTcTBUU TposiBieHuit arpodpuu. Tak, y mamumentoB ¢ MIIC VI Obl10 BBISIBIEHO
COUYETaHME TPU3HAKOB, OTHOCSIIMXCS K Tuapouedanuu (paclmpeHus MepeaHero
kapmana |Ill »xenynouka, BeirmOanust ana |l >xemynouka BHH3, COOTBETCTBEHHOI'O
pacUIMpeHnI0 OOKOBBIX JKENMYIOYKOB PACHIMPEHHS BHCOYHBIX POTOB, CrIaXEHHOCTU
KOPTUKAJIBHBIX 00p03/1), W TNpU3HAKOB HeIUu(PHEepeHIIMPOBAHHOTO IO 3THOJIOTHU
paclIMpeHHsT BHYTPEHHEH JIMKBOPHOW CUCTEMbl (YBEJIMYEHHS BEHTPHUKYJSIPHOIO
uHjeKkca, nuametrpa ¢ponrtansHoro pora u Il xemymouka). Ilpu 3TOM pacmmpeHue
CAII orcyTcTBOBanO WM OBUIO BBIPAXKEHO B JIETKOM CTENEHM y BCEX JETeH, 3a
UCKIIFOYEHHEM  €IMHCTBEHHOW  17-JeTHEM  MalMeHTKH, JEMOHCTPHUPOBABLIEH
pacumipenne CAIl  3-i1 cremenn Ha (QOHE SPKO BBIPAKEHHBIX MPU3HAKOB
ruapouedanuu. YKa3aHHbIe U3MEHEHUS B IAaHHOM CIIy4ae, BEPOSITHEE, CIEAYET OTHECTH
K BTOPUYHOMY aTpouyueckoMy mpoueccy y OOJIbHOW C TKEIOW IIUTENBHO
cyliecTBytome runapornedanueit, morpedosasmieii mposenenus BIIII B Bo3pacte 13
aet. O630p IUTEpaTypHBIX JAHHBIX TAK)KE MOKa3aj HAJIMYKE COOOLICHUM O KIMHUYECKU
MaHH(eCTUPOBABIICH ruapouedainy, TpeOoBaBIIICH HEUPOXUPYPrUYECKOTO
BMeEIIIATENIbCTBA, y TMAalMEHTOB ¢ cHHApoMoM Mapoto-Jlamu [169, 305, 365].
OnyOnMKOBaHHBIE ONMHCAHUS HEWPOBU3YAJTU3ALMOHHBIX M3MEHEHHM B TIpynmnax
oonpHbIX ¢ MIIC VI Taxke yka3plBalOT Ha pacIIMPEHHUE BHYTPEHHEW JMKBOPHOM
CUCTEMBI KaK Ha Beaylee nposisiienue [87, 201, 385].

VY yyacTByroLIMX B HallleM HMCCIEAOBAaHUM MAI[UEHTOB C TXKENBIMU (popmMamu
MIIC | u Il, B maToreHese KOTOpHIX 3aJICCTBOBAHBI U JiepMaTaH-, U remnapancyibdar,
U3MEHEHHUS HEWPOBHU3yaJM3allMOHHONW KapTUHBI COYeTad B cebe MpOsBICHMUS,
OTHOCALIMECSH KaK K ruapouedanuu (Cy>KeHUE BEHTPUKYJSIPHOTO YIJia, pacUIupeHHe
nepennero kapmana Il sxemymouka, COOTBETCTBEHHOE paCIIUPEHUIO OOKOBBIX
KEJIYJ0YKOB paCIIMPEHHE BHUCOYHBIX POTOB, CIJIaKEHHOCTh KOPTHUKAJIBHBIX O0pO31),
Tak U K arpopuu (pacmmpenue CAII). Ilokazatenu pacuIMpeHHs] JHKBOPHBIX

MMPOCTPAHCTB, KOTOPLIC MOI'YT OBITH OTHECEHBI K ABYM O6C}’)KI[&GMBIM MCXaHHU3MaM
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(yBennuyeHue BEHTPUKYISIPHOTO UHJIEKCA, paclIMpeHne quaMerpa GpoHTaIbLHOTO pora,
pacmupenue Il >xemymouka), Takke OBUIM BBIpaXEHbl Yy  TMAIMEHTOB C
HelipononatnyeckuM teueHueM MIIC | u |l. JleranbHbiil pa30oop AaHHBIX JIUTEPATYPbI
MOJATBEPKIACT HAIM BBIBOJBI U, HECMOTPS Ha PEAKOCTh COOOIIEHUMU, MOKa3bIBAET
Hamnuue y mamueHntoB ¢ MIIC | u Il cmydaeB ruaponedannu, mnoTpedOBaBIIUX
IPOBENCHUS] HEHUPOXUPYPTHUUECKHX ONEpaluil, NPUBEAIINX K Ppa3pelICHUI0 TaKUX
KIMHAYECKUX CHUMITOMOB, Kak TsDKENOE arHoOd CHA, YTHETEHHE CO3HaHus,
AMHUJICTITUYECKUE TPUCTYIBI, HAPYIIEHUE 3MOLMOHAIBLHOTO (OHA, HapyIICHHUE
MoTopHbIX ¢yHkmmid [351, 368, 372]. AHamu3 JUTEpaTypbl TaKXkKe IOATBEPIUI
MOJIyYeHHbIE HAMU JJAHHBIE O BU3YAJIM3AIlMOHHBIX MPU3HAKaX aTpoduu y MaIMEeHTOB C
TsokénpiMu (popmamu MIIC | u Il. Tak, B pane myOnukauuii, NOCBSIIEHHBIX aHATU3Y
paauosioTuueckuX M KinHuueckux cumntoMoB mpu MIIC | u |l, omwmceiBaercs
COUETAaHUE pACIIMPEHUS BHYTPEHHUX JIMKBOPHBIX MPOCTPAHCTB M aTPOPUUECKUX
U3MCEHEHUH y OOJILHBIX ¢ HelpojiereHepaTuBHBIM THIIOM Teuenus [100, 199, 251, 358].
ComnocraBieHue TMOIYYEHHBIX HaMH PE3yJbTaTOB W JAHHBIX JIUTEPATYpPbI
JIEMOHCTPUPYET 3HAUUMOCTh POJIHU JAepMaTaHcyiab(dara B pa3BuThu y nanueHtos ¢ MIIC
runpouedaauy,  KOTOPYHO  MOXHO  OOBSICHUTh  THUIWYHOM  JIOKaJIM3alUen
nepMmaTtaHcyibdara B KPOBEHOCHBIX COCYJaX, ME3E€HXMUMaJIbHOM KOMIIOHEHTE U
o0osiouKkax rosoBHoro mosra [94, 128, 229, 327]. Tak, coriacHO U3y4YE€HHOMY paHee
natoreHesy rungpouedamun  npu  MIIC, OCHOBHBIM MEXaHHU3MOM  pa3BUTHUSA
MOBBIIIIEHHOTO BHYTPUYEPEIHOTO JAaBJIEHUS SIBJIAETCS HapymieHue peadcopouuu [[CK
Ha (one ornoxkeHus 'Al’ B maxuoHOBBIX Tpanyssiiusx u HakorieHuss Al B CAII
[104, 118, 260, 268, 269, 273, 278, 305, 327]. Sheridan M. u coaBt. (1994)
MOATBEPIAITU UCTUHHOCTh yKa3aHHOTO aTOT€HETUYECKOTO MEXaHU3Ma,
IPOJEMOHCTPUPOBAB C MOMOIIBIO PAIUOU30TOIHOIO UccienoBanns nupKyrsiun L{CK
3aJIepXKKy JBMKCHUS JIMKBOpa Ha dtarne Bbixona u3 CAIl y manuentku ¢ MIIC VI [365].
B Paznene 5.5.1 Hacrosmero uccieaoBaHus OBLIO MOKAa3aHO, YTO MHAI[MEHTHI C
MIIC [, nist KOTOpBIX XapaKTepHbI HEHPOBHU3yaIM3AIMOHHBIC TMPU3HAKKA aTPOPUU
rOJJOBHOTO MO3ra, B TIEpBYIO ouepedb BblpakeHHoe pacmmpenue CAIl,

JEMOHCTPUPYIOT HAMOOJBIIYI0, IO CPAaBHEHHIO C JPYTUMU OOJBHBIMH, YacCTOTY
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ruriepoctoza udepena (64%). Panee Wolf D.A. u Falsetti A.B. (2001) ormeTuau
coueTaHue IepedpanbHON aTpoPuu M KpPaHUAJIBLHOTO THUIEPOCTO3a Y B3POCIBIX U
IPEANOJIOKUIN BO3MOKHOE BIHMSIHUE TUHAMHUYECKUX M3MEHEHHI pa3MepOB TOJIOBHOTO
MO3ra Ha TOJIMHY Kocted depema [435]. B Pasmenme 5.5.1 Obuto mokaszaHo
cratuctuuecku 3Haunmoe (P<0,001) mpesbimienue mnokazarensmu CAIl y nereir ¢
paznuunbiMH TUIaMu MIIC u runepocro3zom nokasareneid CAIl y nereli ¢ pa3nuuHbIMU
tuniamu MIIC 0e3 rumepoctosa. beina Takxke mpeacraBieHa CTaTUCTHYECKash MOJECIb
JUIsL TIpeJCKa3aHus pa3BUTHS TUIlepocTo3a Ha ocHoBaHuu Tmokazareneid CAIl y
nanueHToB ¢ MIIC, u ObIJI0O OTMEUYEHO HAIMYUE JOXKHOIOJIOKUTEIbHBIX MIPOrHO30B Y
12 nmanueHToB ¢ TsxkENol ¢popMoil cuHapoMa XaHTepa U y | manueHTa ¢ CUHAPOMOM
['ypnep. Ha ocHOBaHMM NOJYyYEHHBIX JAHHBIX MOXXHO CJEJaTh BBIBOA O HATWYUHU
NaTOr€HETUYECKON B3aUMOCBSI3U MEX]y TMIEPOCTO30M M LiepeOpasibHOI aTtpodueit y
nanueHToB ¢ MIIC, a Takxke o peain3aluu y psaa NalUEHTOB C TSHKETbIMU (opMamMu
MIIC | wu Il wMexaHu3ma, MNpPENATCTBYIOIIETO pPa3BUTUIO THUIIEPOCTO3a IPHU
nporpeccupoBaHuu 1epedpanpHoil arpodun. C y4éToM ONMUCAHHOTO BBILE CBOMCTBA
nepMmaTtaHcyibdara NPUBOAUTH K PA3BUTHUIO TUApoLE(aINd, UMEHHO HOBBIIIECHUE
BHYTPUYEPEITHOTO  JIaBJICHUSI MOXET SBIATHCA  (PAKTOpOM, MPENsATCTBYIOIIKUM
(GOpMHPOBAHUIO KPAaHUAIBHOTO TUIIEPOCTO3a Ha (PoHE mporpeccupyromieit arpoduu
rOJIOBHOTO MoO3ra y nanueHToB ¢ Tshk€nbiMu popmamu MIIC | u Il. UuTepecHo, uto
aCCOLIMALINIO BHYTPUYEPEITHON TMIIEPTEH3UN U UCTOHYEHHUS KOCTEN CBOJA U OCHOBAHUS
yepena y B3pocibix panee omwmcanu Rabbani C.C. u coast. (2019) [333]. Takum
o0pa3oM, THUIEPOCTO3 MOXKET OBbITh PAcCMOTPEH KaK NOTEHUUANbHBIA MapKEp
atpoduueckoro mporecca y manueHtoB ¢ MIIC, a ero oTCyTcTBHE TpH HaTUYHUH
BbeIpakeHHOro pacmmpenns CAII 2-3 creneHM MOXKET yKas3plBaTh HAa HAJIWYHE
BHYTPHUYEPENHON TMIIEPTEH3UU.

B Paznene 5.5.3 onucano Tpu ciydas CyOIypaibHOTO CKOIUICHUS >KUJIKOCTH Y
neteit ¢ MIIC (1 — ¢ MIIC IT, 1 — ¢ MIIC A, 1 — ¢ MIIC I1IB). CTouT OTMETHTb, YTO,
HECMOTpsi Ha TOBTOpHBIE coobOmienus [69, 118, 119, 147, 256, 294, 394] o
cyOnypanpHbIX rematomax y mnanueHToB ¢ MIIC, maroreHe3 AgaHHOroO SIBIEHUS B

JUTEpAType TPAKTUYECKH HE oOCyknmancs. TeM He MeHee, MOXXHO MperoJiaraTh
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HaJIM4Me TMpeapacnoiaralonmx (HakTopoB K  BO3ZHUKHOBEHHUIO CYOIypaibHOTrO
CKOIUIEHUS )KUAKOCTH y O0osbHbIX ¢ MIIC. Tak, psn HelpopaauosIoroB yKa3blBaeT Ha
nepedpanbHyio aTpoduio B paMmkax mporiecca crapenus [209, 327], a Taxke Ha OBICTPO
nporpeccupyioiiee yMeHbllleHue o0O0ObEéMa TOJIOBHOIO MO3Ta, COYeTarolieecss ¢
HapyIlIeHHeM MUEIMHU3aud, Ha (PoHe HehpoMeTadoIMYecKnXx 3a00JIeBaHWM Kak Ha
MPUYUHBI Pa3BUTHUS CIHOHTAHHBIX UM TPAaBMATUUYECKUX CYyOMypadbHbIX KPOBOW3JIMSHUN
[48, 253, 327, 379]. OCHOBHBIMH ME€XaHU3MaMU CYOypajJbHOTO CKOTUICHUS KUJKOCTH
npu 1epeOpabHOM aTpO(PUU CUHTAOTCS OTCIOCHUE apaxXHOUIAIBHOW OT TBEPIOH
MO3roBOM 00OJOYKM M pa3pbiBBI MOCTOBHJIHBIX BEH Ha (DOHE yJajeHUs BEIIeCTBa
TOJIOBHOT'O MO3Ta OT TBEPAOW MO3roBoi oOosiouku [253, 444]. BaxubiM dakTOopoM
pucka 00pa3oBaHMs CyOAypajdbHbIX remMaToM y marueHToB ¢ MIIC, omucaHHBIM B
Paznene 3.3 v npOWUTIOCTPUPOBAHHBIM Ha KIMHWUYECKOM mpumepe marueHta ¢ MIIC
I11B B Paznene 5.5.3, amsiercs npeapacmonoxkennocts naruenTos ¢ MIIC I, 11 u 1l
TpomOonTonieHuu. Kpome Toro, B JuTeparype YNOMHUHAIOTCS TeMapUHOINO00HbBIC
cBoiicTBa TemapaHcyibdara [148, 375, 387, 388], mnpencrapisromero coboi
AHJIOTCHHBIM aHTUKOATYJISIHT, KOTOPBIM MOXKET OOYCJIOBUTH Pa3BUTHE KPOBOTECUCHUUN U
M3MEHEHHs TTOKa3aTeed KoaryjaorpaMmbl. Pe3roMupysi MoydyeHHbIE HAMU JAHHBIE U
aHaJu3 JUTEpaTypbl, MO)KHO OTHECTH MAI[MEHTOB C HEHPOJETeHEPATUBHBIM TEUECHUEM
MIIC k rpynme pucka BHYTPUYEPENHBIX KPOBOMZIMAHUN U PEKOMEHIOBATH
pETyJspHBIA KOHTPOJIb YPOBHS TPOMOOITMTOB, TOKa3aTejel KoaryJorpaMMbl U
HEeWpOBU3yATU3aLINH, C YIETOM KIMHUYECKUX TTOKA3aHUN U PUCKOB aHECTE3UH.

Ananmu3 nuHaMuku MP-1okazarerneil roJloBHOro Mo3ra B oOIIel TpyIine JeTel ¢
Heipononatndeckumu MIIC u B rpynmax geredt ¢ tsokénoit hopmoit MIIC Il u ¢ MIIC
Il (Paznen 5.5.4) no3BoJU BBIAEAUTH OCHOBHBIE HEHPOBU3yaAM3aIIMOHHbIE MAPKEPHI
MPOTPECCUPOBAHUS MATOJOTHUYECKOTO Mpoliecca MpU HEHPOJIETeHEPATUBHOM TEUCHHUU
MIIC (yBenuuenue BeHTpUKyIsipHOro wuHAekca, |l >xemynouka, nuamerpa
dbponTansHoro pora, CAIl, ymeHbllIeHHEe BEHTPUKYJISIPHOTO YTIjia) W MPU YKa3aHHBIX
tuniax MIIC (pacmmpenue mepemHero pora OokoBoro xemymouka, Il skemymouka,
Cy>KEHUE BEHTPUKYJSIPHOTO yTJla, HApaCTaHWE BEHTPHUKYJSIPHOIO MHJACKCA — Y JeTel ¢

Tsokénoir  popmoit MIIC |l; pacmmpenune CAIl u HapacTaHue BEHTPHUKYJISPHOTO
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uHaekca — y aereit ¢ MIIC Ill). Panee onmyOnukoBaHHbBIE JTaHHBIE O JTUHAMHYECKOM
M3MEHECHUH HEWPOBU3YAIM3AaMOHHONW KapTuHbl y nanveHToB ¢ MIIC nmpencraBisior
HECKOJIbKO IPOTHBOPEUYMBBIE PE3YyJIbTAaThl, KOTOpPbIE MOTYT OBITh OOYCJIOBIIEHBI
OoonpmM  criekTpoMm  TskecTd MIIC, OTCyTCTBHEM aJ€KBAaTHOTO paclpeiesICHUs
NAlMEHTOB B 3aBUCHMOCTH OT HEBPOJIOTMYECKOTO TEYEHMS, BKIIOUEHHEM MallME€HTOB
pa3IMYHOrO  BO3PACTHOIO  JAvana3oHa H  Pa3duyHOM  IPOJOJIKUTEIbHOCTHIO
HAOJIOICHUM, a TaKKe Pa3IMYHBIMU HEHPOBU3YAIM3AIMOHHBIMU U CTATUCTUYECKUMHU
crocobamu oleHkH u3MeHenmi [119, 160, 251, 268, 273, 324, 362, 409, 431]. Hamu
Takke OblIo mpojaeMoHcTpupoBaHo, uyto ®3T He cnocobHa mnpeaoTBpPaTUTH
IIPOTPECCUPOBAHNE YKA3AHHBIX HEHPOBU3YAIU3aLUOHHBIX W3MEHEHUH y MAaIMEHTOB C
Tsokénoir  gopmoit  MIIC  Il.  OnyOnukoBaHHBIE paHEe  HEMHOTOYHCIICHHbBIE
UCCJIEOBAHNSI M W30JUPOBAHHBIC KIMHUYECKUE CIy4Yaud TaKKE CBUIECTEIBCTBYIOT O
HEBO3MOKHOCTH OCTAHOBHTH YBEJIMYEHUE JUKBOPHBIX MPOCTPAHCTB y NAIMEHTOB C
MIIC I, Il ¢ momoibio BHYyTpuBeHHO BBOgMMOro ¢gepmenta [138, 140, 268, 270, 274,
369]. Takum o6pazom, mnamueHtaMm ¢ MIIC, conpoBOXIAOIMUMUCST Pa3BUTHEM
ruapouedanuu W/uiam atpopuu TOJOBHOTO Mo3ra, HecMoTpst Ha mnpoBenenue O3T,
CJIEyeT PEKOMEHJ0BaTh peryisipHoe mnposeaeHue MPT romoBHoro mosra, ¢ y4étom
KJIIMHUYECKHUX MOKA3aHU 1 PUCKOB aHECTE3UH.

PesynbraTel nmonepeynoro anammza MPT IHOII mammx manuentoB ¢ MIIC,
NOKAa3aBUIME HAJU4YKME 3HAUYNTEIBHOIO CTEHO3a II03BOHOYHOIO KaHasa Ha ypoBHe [IIOIT
W/ KpaHuoBepTeOpaipHoro nepexona y aereid ¢ MIIC I, IVA u VI (Paznen 5.5.2), a
TaK)K€ JIMHAMHYECKOE HApAaCTaHWE CTENEHH CTEHO3a CIMHAJIBHOIO KaHala y JeTed ¢
MIIC I, Il, IVA u VI (Pa3gen 5.5.5), B Tom umcine nHa ¢oue ®3T (Pazmen 5.5.6),
CBUJETENBCTBYIOT O HEOOXOIUMOCTH peryisipHoro koHTpoist MPT 0003HaueHHbBIX
aHatomuueckux 30H y OompHBIX ¢ MIIC |, I, IV u VI. BoisiBiaenHoe y nHammx
nauuenToB ¢ MIIC |, Il u VI nporpeccupoBanuie cTeHo3a MO3BOHOYHOTO KaHajla Ha
ypoBae HIOIl nHa ¢one ®3T cooTBETCTBYET AAHHBIM 3apYOEKHBIX CIEILHAIHUCTOB,
NOKAa3aBUIMX B paMKax UCCIEIOBaHUI U HAa IPUMEPE KIIMHUYECKUX CIIyYaeB HapacTaHUE
CTEHO3a CIMHAJIBHOIO KaHaja, IMOSABJIEHUE KOMIIPECCMUM CIMHHOTO MoO3ra H

nporpeccupoBanue muesonaruu Ha ypoHe [IIOIT/kpannoBepreOpanbHOTO mepexoaa y
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oonbabix ¢ MIIC I, Il u VI Ha doHe BHYTPHBEHHOTO BBEJACHHUS PEKOMOMHAHTHBIX
dbepmentos [138, 140, 206, 216, 268, 369].

HUtorom MPOBEAEHHOMN paboTHI SABJISIETCS KJIIMHUYECKas u
HEHPOBU3yaIH3alMOHHAS XapPAKTEPUCTUKA ECTECTBEHHOIO TeUeHHUs 3a00JIeBaHUS Y
nereid ¢ Hedponomarnueckumu MIIC, a Takke omnucaHue U OLIEHKA JIHUHAMUKH
cOMaTM4yeckux W HeBposornueckux mnposieienuii MIIC nHa ¢oue P33T y gerei,
HaOmonapmuxcs B OI'AY «HMMUML] 3nopoBes nereit». KoropTHbiii  aHamu3
ecrectBeHHOTO TeueHus TsokEnoit gopmer MIIC Il u MIIC |1l sBnsercs mepBbM B
poccuiickol ~ MenuMUMHCKOM  juteparype. llomydeHHble HamMu — JaHHBIE 00
sbdextuBHOCcTH U 6e30nmacHocT P33T mMpoaHanu3upoBaHbl B CPAaBHEHUU C 0A30BHIMU
KIMHUYECKUMHM UCCICAOBAHUSAMU U JAHHBIMU OTEUECTBEHHBIX M 3apyOEKHBIX

CIIcouaJInCTOB, OCHOBAHHBIMH Ha peaJIBHOfI KJIMHUYECKOU IIPAaKTHUKC.
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BbBIBO/JbI
1. [Ipn HEUPOHOIMATUYECKOMN 151 HEHEUPOHONIATUYECKOMN dbopme
MyKomonucaxapuao3a | Tuma mMeamana BospacTa AebroTa coctaBnsieT 1 u 4,5 mecsia
COOTBETCTBEHHO, TMpU HEHUPOHOMATHYECKONM W  HEeHelpoHomaThueckoil dopme
mykonosicaxapunoza Il thuma — 1,5 w5 MecAlueB COOTBETCTBEHHO, IpHU
mykononucaxapugose |l Tuna — 6 mecsues, npu mykononucaxapuaosze VA tuma — 7
Mecs1IeB, py MyKonosrcaxapunose VI tuna — 14 mecsues.
2. Y  OoyBIIMHCTBA  TAIMEHTOB C  HeHeWpoHomatwueckumu  (89%) wu
HelipoHonatuyeckumu  (79%)  Mykomosmcaxapujpozamu — J1e00T  3a00JIeBaHUS
NPEACTaBICH  COMaTUYeCKUMM  mposiBneHusMu. Hauwbonee  yacTeiMu  W/Wimu
crenu(PUYHBIMU KJIMHUYECKUMU cumnTomMamu jAedtora (N=11) saBIsSIOTCS MaxoBbie
u/vunu MIyIIOYHbIC TPbIKU (30%), IIyMHOE JbIXaHUE (16%),
TYTOIOIBHKHOCTH/KOHTPAKTYphl cyctaBoB (16%), orpybenme ueptr mmma (9%),
W3MEHEHHS CO CTOPOHBI Cep/Ia B BUAC KJIAIMAHHOHN MMaTOJIOTHH W/WITN KapIHOMUOTIaTHH
(8%), maxkpouedanus/uzmenenue Gopmbl ueperna (7%), nuciiazus Ta300€qPEHHBIX
cyctaBoB (6%), nedopmarus TpymHou kietku (5%), cHmxkeHue ciyxa (5%),
kudo3/nedopmarius mo3BoHOoUHUKA (4%), moMyTHEHHE POTroBUILHI (3%).
3. Y 74% nereli AMArHOCTUPOBAHHE MYKOMOJMCAXApPUI030B MPOUCXOIUT TOCIE
pa3BUTHS MYJIbTUCUCTEMHOTO TIOPAXCHHUS, MEIMAHHBIA BO3pacT BepuduKanuu
JIMarHo3a COCTaBJISIET 46 MECSIIEB. Jlnarnos HEHEHPOHONIATUYECKUX
MYKOTIOIHCAaXapu1030B yCTaHaBIIMBACTCS 3HAYUTEIIHHO MO3XKeE, yem
HeHpoHONaTHYeCKNX MyKomnoaucaxapuao3os (p=0,005). [lns HeWpoHOMAaTHYECKO
dbopmbl MyKomofiucaxapuao3a | Tuma xapakTepHO HauMeEHbIee, paBHOe 12 Mecsiam,
JUArHOCTMYECKOE  TPOMEMJIEHUEe, TOrJa Kak  HeHeWpoHomaTudeckas  ¢opma
Mykonosincaxapuznoza | tuma m Mmykonosmcaxapuno3 |IVA Tuma BBISBISAIOTCS €
HanOOJIBITUM JUATHOCTUICCKUM MMPOMEIJICHUEM, TTPEBHIIIAIOIINM 4 TO/Ia.
4. EcrectBeHHOE TeueHHEe HEHpOHOMAaTHUEeCKOW (opmbl Mykomojucaxapumao3a |l
Tuna u mykonosucaxapuaosa |l Tuna xapakrepusyercs nporpeccupyromein norepei
BBICIIIMX KOPKOBBIX M MOTOPHBIX (YHKIMHA, MaHU(ECTHpYIOmEH ¢ 3aIepiKKh

IICUXOPEYEBOTO PA3BUTHS B MEJIHMAHHOM Bo3pacTe 32 B 36 MecsIeB COOTBETCTBEHHO. K
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MeJIMaHHOMY Bo3pacTy 89 u 72 MecsIeB MOJHOCThIO yTpauuBaeTcs pedb, K 136 u 112
MecsllaM — HaBBIK CaMOCTOsITeNbHOU Xx01b0bI, K 108 u 76 Mecsaiam cOOTBETCTBEHHO
HapymaeTcs (yHKOMs riaoTaHus. [[BuraTenpHash pacTOPMOKEHHOCTh W HapyIICHUS
MOBEJICHUS JEOITUPYIOT B MEIMaHHOM Bo3pacte 38 u 36 MecsleB MpH
myxkomnonucaxapunaose |l tumna, 43 u 34 mecsaueB — nmpu Mmykonoaucaxapunose |l tuma,
perpeccupyroT k 109 u 113 mecsiiiam COOTBETCTBEHHO.

5. Y nerelt ¢ HEHWPOHONMATUYECKUMH  MYKOMOJUCAXapUJI03aMHU  JIHIICTICUS
NEOITHPYET B MEIMAHHOM Bo3pacte 129 mecsies, y OonpmuHCTBa (65%) marnueHToB
UMEIOT MECTO OuiarepajbHble TOHUKO-KJIOHHYECKHE CYAOpPOTd C (DOKAIbHBIM
MOTOPHBIM W HEYTOYHEHHBIM JebroToM. B TeueHue 2 JeT moclie MEPBUYHOMN
perucTpanuyM  SNUAKTUBHOCTH y  77%  nmertel ¢ HEUPOHONATHYECKUMU
MYKOIOJIUCAXapHUI03aMH SIUJICNTHYECKUE MPUCTYIBI OTCYTCTBYIOT, U TOJIbKO y 23% —
neorotupyet snwtericus (p=0,006).

6. HetipoBusyann3alimOHHBIMH  MapKEPaMH TPOTPECCUPOBAaHUS 3a00JICBaHUS Y
JneTell ¢ HeWpoHomatuuecko ¢opMol Mykomoiucaxapumo3a |l Tuma cmyxar
yBeJIMUEHUE BEHTpUKYJsipHoro unjaekca (p=0,002), I1I xxkenygouka (p=0,043), nuamerpa
nepeaHero pora OokoBoro skemygouka (p=0,004), cykeHue BEHTPHUKYJSPHOTO yTia
(p=0,025); y mammentoB ¢ Mykomnoaucaxapumozom |Ill Tuma — HapacTaHme
BeHTpUKyJsipHOoro uujaekca (p=0,003) u creneHu pacumupeHus cyOapaxHOUIATbHBIX
npoctpancts (p=0,028).

7. VY nereit ¢ mykononucaxapugo3amu |, 1l u VI TunoB nosioxuTenbHOE BIUSHUE
(dbepMeHTO3aMeCTUTEIFHON ~ Tepanmuu  MOATBEPKIACTCS  CHUKEHHEM  OCHOBHOTO
7a060paTOpHOTO MapKEpa AaKTUBHOCTU MATOJOTHYECKOTO TMpoIecca — IKCKPEIuu
rinuko3amuHOTIMKaHOB (P<0,001), HopManu3anuel 3HaueHuit TpancamuHas (p<0,001),
pasmepor mneuern (P=0,01) wu cene3éuku (P<0,001). TIpu TmKéT0N dopme
Mykonosiucaxapunoza |l Tuma mnpuMeHeHue QepMEHTO3aMECTUTENbHON Tepanuu
00YCJIOBIMBACT CHIDKEHUE SKCKpeluu riimko3amuHoriukanos (p=0,002), ymenbiieHue

pasmepoB cene3éHkn (P=0,002) u TOJNIIHUHBI MEXKKETYAOUYKOBOU IMEPErOpoIKH

(p=0,037).
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8. Y IOBIETBOPUTENBHBIA  MPOPUIL  0€30macHOCTH  (hepMEHTO3aMECTUTEILHOM
Tepanuu xapaktepeH s 96% npereit ¢ mykononucaxapunozamu |, Il u VI tunos,
MOJTyJaronux JjedeHne Oosee 3 MecsneB. HexenmaTenpHbIC SBICHUSA, CBS3aHHBIC C
BHYTPUBEHHBIMH HH(QY3USIMH PEKOMOWHAHTHBIX (PEPMCHTOB, BIICPBBIC BO3HHKAIOT Y
70% neteit BO BpeMs IIEPBOTO MecsiIa JiedeHus, y 16% manueHToB — mocie 3 MecsIeB
HEOCJIOKHEHHOTO BBENICHUS TpernapaToB. 89% mMarMeHTOB, WCTIBITHIBABIINX PEAKITUH,
CBsI3aHHBIE c HHQY3HIMH, B JTaJIbHEHIIIEM MIEPEHOCST BBEJICHUE

(epMeHTO3aMeCTUTENbHBIX IIPENapaToB 03 OCI0KHEHUI.
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MNPAKTUYECKHUE PEKOMEHJALIUN
1. B nmporpammy  CENEKTUBHOTO  CKPUHUHTA JUIsi paHHEW  JUArHOCTHUKH
MYKOTIOJINCAXaPHUI030B JODKHBI OBITh BKJIFOYCHBI MAIIMEHTHI, UMCIOIIHNE CIICIYIONTNE
CUMIITOMBI: TaXOBbI€ W/WUJIU IYMOYHbIC TPHDKH, IIYMHOE JbIXaHWE, OrpyOeHue 4depT
auma, Makporedanuio/m3Menenne (HopMbl  deperia, TYTOMOABHKHOCTE/KOHTPAKTYPhI
CYyCTaBOB, JHCIUIA3MIO Ta300€APECHHBIX CYCTaBOB, ne(opMaiiuio TPYIHON KIIETKH,
kudo3/nedopmaliriio M0O3BOHOYHHUKA, U3MEHEHHSI CO CTOPOHBI Cep/Ilia B BUJIE KJIAlTaHHOMN
MATOJIOTHH W/WIIA KapIUOMHUOIIATHH, CHIDKEHUE CTyXa, TOMYTHEHHUE POTOBUIIHI.
2. OTcyTCcTBHE y TALIMEHTOB C CHHAPOMOM XaHTepa K 3 TojaM »HU3HHU IOJHOTO
KOHTPOJIsE HaJ (YHKIMSIMHU Ta30BbIX OPraHOB B COYETAHWU C OTCYTCTBUEM HaBBIKA
MOCTPOCHUS PACTIPOCTPAHEHHBIX TIPEIJIOKEHUN, COCTOAMUX W3 3 W Oojee CIoB,
CIIelyeT paccMaTpuBaTh KaK pPAHHUN KIMHUYECKUN MapkEp HEUPOHOMATHUYECKOTrO
TE€UEHUsI 3a00JICBaHUS.
3. KonTponps oOiiero anain3a KpoBH € TOKa3aTeIeM TPOMOOLIMTOB M OCHOBHBIX
nokasarenei ¢yHkiuu nedeHu (oOmiero Oenka, anpOymmua, AJIT, ACT, obmiero u
npssMoro OwnmMpyOWHA, TIeTo4YHOH ¢ocdarazpl) TOKa3aH BCEM MAICHTaM C
MyKoOToJincaxapuno3amu He pexe 1 pasa B 3-6 mecsnes. [Ipu npucoeMHEHUN TaKUX
HEOIaronpusITHRIX (DAaKTOPOB, KaK MPUEM M TOBBIMICHUE O3B AHTHAMIIICTITHYECKUX
MpernaparoB, OINEPATHBHBIC BMEMIATEIBCTBA, TEYCHHE OCTPHIX HH(PEKIIMOHHBIX
3a00jIeBaHUM, TMPOrpecCUpyloliee HapylIeHHe HYyTPUTUBHOTO CTaTyca, JaHHbBIC
WCCJICIOBAHMSI JOJDKHBI TTPOBOIUTHCS JOIOJHHUTEIBHO. B CBSI3W C PUCKOM pa3BUTHS
He(poTHUEeCKOr0 CUHApoMa Ha (OHE BHYTPUBEHHOTO BBEICHHS PEKOMOMHAHTHBIX
dbepMeHTOB, TaIMEHTaM, MOIyYalonuM (EepPMEHTO3aMECTUTENIBHYIO TEPaIUio, CIeayeT
MIPOBOJIUTH OOIIMKA aHAJIM3 MOYM W ONPEACIATH YPOBEHb DKCKPETHPYEMOTO C MOYOM
Ocenka He pexe 1 pasa B 3-6 MecsieB, a B OMOXMMHUYCCKHN aHAIW3 KPOBU, ITOMHMO
nokasaresieid ooiiero 0eiaka U aab0yMHHA, CIEAYeT BKIIOYUThH MOKA3aTed MOYEBUHBI,
KpeaTHHWHA, 00IIEro XoJeCTeprHa, TPUTIIUIICPUIOB U SJICKTPOJIUTOB.
4, [TaiuenTam ¢ MyKoOIOJHWCaxapuio3aMu, HE3aBUCUMO OT  TPOBEICHHUS

q)epMeHTO?)aMCCTI/ITeJIBHOﬁ TCpallikh W HaJIW4YWsd  aKTHBHBIX >1<ano6, ITIOKa3aHO
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ANEKTPOPU3UOIOTHYECKOE, YIBTPA3BYKOBOE U KIMHUYECKOE UCCIIEIOBAHNE CPEAMHHBIX
HEpBOB | pa3 B 6 mecsI1eB.

5. [Ipy BHEpBBIE BO3HHUKIIEM CYJOPOXHOM TMPUCTYNE Yy MAIMEHTOB C
MYKOIIOJIUCaxapua03aMH, MMOMUMO BHAC0-ODI MOHUTOpUHTA CHa M OOJPCTBOBAHMS,
HEOOXOJMMO BBIMIOJHUTH HEUPOBU3YATU3AIMIO IS WCKITFOYCHHS CHMIITOMATHYECKON
IPHUPOJBI MpHUCTyIa (Mporpeccupyrommeid Tuaporedaind, cyOaypalbHBIX TeMaToM,
OCTPBIX HApYIIEHHH MO3rOBOr0 KpOBOOOpAICHHUS), TPEOYIOMICH HEOTIONKHBIX
TEpareBTUYECKUX MEPOMPUSITUMN.

6. [Ipu nepBUYHOM yCTAHOBJICHUM JAMArHo3a BCEM JETAM C MYKOIOJHUcaxapua03aMu
nokazaHo nposeneHue MPT rosoBHOro mosra u mEWHOTO OTHENA MMO3BOHOYHUKA U
CIIUHHOTO MO3Ta. Bhe 3aBUCUMOCTH oT MOTYUYCHHUS BHYTPHUBEHHOI
(hepMEeHTO3aMECTUTEIIBHOW Tepanuu, KOHTposb MPT TrooBHOro Mo3ra C OICHKOH
MoKa3areyied HApYyXKHbIX M BHYTPEHHUX JIMKBOPHBIX NPOCTPAHCTB U IPU3HAKOB
ruapoiedanuu nokaszaH aetTsM ¢ Mykonosucaxapugozamu |, 11, 11l u VI Ttunos,
KoHTpoIb MPT kpannoBepTeOpabHOTO Mepexoa U MIEHHOTro OT/e/ia T0O3BOHOYHUKA U

CIIMHHOTO MO3Ta C OLICHKOM CTEINeHEeH CTeHO03a ITI03BOHOYHOI'0 KaHaia v JAUCIIIIa31uHn 3y6a

aKcHca, a TaK)Ke HaJIMYHs MHEJIONATHH — JIETIM ¢ MyKomnonucaxapunoszamu |, I, IVA u
VI tumos.
7. JleTsiM ¢ yCTaHOBJIEHHBIM AMarHo3oM Mykomnosucaxapuaosa |, Il wiu VI tuna

NOKa3aHa paHHss UHUIMALKS (PEePMEHTO3aMECTUTENbHON Tepaniy BHE 3aBUCUMOCTU OT
(dakTa HATMYKUS KIIMHUYECKUX NPOSBICHUN 3a00JI€BaHHUS.

8. C wenpt0o mnpoPUIAKTUKM TpaBM TMpUd  TMOSIBICHUM Yy MAUEHTOB C
MYKOIIOJINCAXapuI03aMM  NEPBBIX  IMPU3HAKOB  JBUTAaTENIbHBIX  HapyLICHUNI
(yTomyisseMocTH Mpu X0Jp0€, M3MEHEHUH IMOXOJKH, MOCTYPaIbHOH HECTaOWIBHOCTH,
JMHAMHYECKON aTaKCUU W TaJIcHHH) HEOOXOJIMMO paHHEE HA3HAYCHHUE TEXHHUYCCKHX

CPE/ICTB peadbuInTaIuu.
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MR_SIGNA HDXT_30239 | Se: 2 3510
M y F

NCZD RAMN Moscow NCZD
30239 L | 3510

HEAD+SPINA-C SD ENIGMA

Ax T2 PROPELLER \ Ax T2 FSE

46 [D]
mm L: 23.9mm

28050_20140606 MR_OPTIMA450_1398

M M

“NCZD RAMN Moscow NCZD
28050 1398

\~ HEAD C SPINE HEAD+C-SPINE

‘@ag T2 FRFSE . Ax T2 PROPELLER

Pucynox 11. Pacumpenne [IBII. A. Ha rpanume Kopbl ¥ IMOAKOPKOBOTO OEIIOTO BEMIECTBA — y TAIMECHTA C THKEIOH
tdopmoit MIIC Il. b. B obmactu TamamycoB u 0a3anpHBIX raHrimeB — y mamueHTKH ¢ MIIC IT/II. B. B mo3xeuke — y
nanueHTa ¢ Tsokénoit popmoit MIIC II. T'. B cTBONe — y maruenTa ¢ Tsoxénoit popmoit MIIC 1.

17927 - o MR_SIGNA HDXT_30243
—

NCZD RAMN
NECK-+

M

T: 5.0mm L: -13.9mm* [: 5.0mm L: 6.4mm™

Pucynok 12. AHOManmu Typenkoro cenia. A. YBeIuueHHe TypelKoro ceyia y namnuenra ¢ Tspkénoi popmoit MIIC 1. B.
J-bopma typenkoro ceana y manuenTa ¢ Tsoxénoi popmoit MIIC 1. B. W-dopma Typerkoro ceana y marueHTa ¢ TSKEIoi
dhopmoii MIIC 1.
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Im: 11/21 Im: 5/2
Se: 6 MR_OPTIMA450_690 S MR_OPTIMA450_690
M M

NCZD NCZD

690 690

AD+ALL SPINE HEAD+ALL SPINE
Sag T2 FSE Ax T2 PROPELLER

5.0mm L: 4.2mm .Omm

Im: 10/20 Im: 11/21
18409_20121022 Se: 14 WS MR_SIGNA HDXT_31244
M o g M
NCZD RAMN Moscow {EZD RAMN Moscow
18409
HEAD
Sag T2 FRFSE

Pucynox 13. A, b. Mega cisterna magna y naienta ¢ MIIC IT'. B. T'uniepocro3 cBoja uepena y nanuenta ¢ MIIC IHA. T,
Manbdopmannss Knapu |, cTeHO3 MO3BOHOYHOrO KaHaya, CHPHHrOMHenIndeckas kucrta Ha ypoBHe C1-C2 1O3BOHKOB,
YMEHBIICHHE MAMUJUIOIOHTHHHON TUCTAaHIINH Y MarenTa ¢ Jérkoit popmoit MIIC II.



MR_Signa HDxt_28943 2 26848_20140306
M M

NCZD RAMN Moscow ) \ NCZD RAMN Moscow
28943 o 26848
HEAD+SPINA-C . Y HEAD+NECK

{ ‘\ Sag T2 FRFSE

MR_SIGNA HDXT_30525
E

NCZD RAMN Moscow
30525

HEAD

Sag T2 FRFSE

Pucynok 14. JIucrmasust 3yOOBHIHOTO OTPOCTKA. . 0-i CTeneH— y manuenta ¢ MIIC IT/OI. B. 1-# crenenn — y
marrieHTa ¢ MIIC 1IB. B. 2-i1 crenenn — y manmentku ¢ MIIC IVA.



4

MR_SIGNA HDIXT730168
5 M

MN Moscow ) . . NCZD RAMN Moscow
12778 \ [ 30168

NECK HEAD+C-SPINE

Sag T2 frFSE » Sag T2 frFSE

MR_OPTIMA450_420
M

NCZD RAMN Moscow . N NCZD
32032 ~ 420

HEAD+NECK N - 2 HEAD+SPINE

Sag T2 frFSE J Sag T2 FSE

1018 .
.0mm L: 7.7m ¥ mm

Pucynok 15. CrenHo3 cnuHampHOro kaHaia. A. CreHo3 0-if creneHW, IUTATUCTIOHIIWINS, YMEHBIIEHHE BBICOTHI
MEXM03BOHKOBBIX JuckoB y manueHTku ¢ MIIC IHA. b. Cteno3 1-ii ctenenu, mIaTUCTIOHAMINS, YMEHBIIEHUE BBHICOTHI
MEXXIMO3BOHKOBBIX JAUCKOB y marueHTa ¢ aérkoi popmoii MIIC 1. B. Creno3 2-ii cTeneny, miaTHCIIOHAWINS Y TallMEHTKH
¢ MIIC VI. T. Cteno3 3-ii crenenu y nanuenta ¢ MIIC VI.
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.
Im: 7/14

18002_20120920 Se: 2 M MR_OPTIMARS0_1933
M | A F

NCZD RAMN Moscow 1 NCZD

18002 i ) 1933

" HEAD -+sPINEE & ' LL SPINE
"\ Sag T2 FRFSE Safsi T2 FRFSE

\V

4
|
B

omm L: 3.5mm* by ! T: 3.0mm L: -0.5mm*

5 28013_20140604

M
=-NEZD RAMN Moscow
N 28013
o\ HEAD
1 o~ \, Sag\T2 FRFSE
3 Y
\

»NCTAS

Pucynok 15 (mpomomxenne). CteHo3 crnuHainbHOro kanama. JI. CteHo3 4-i cremeHW W muenomatus l-il cTeneHw y
naruenTa ¢ MIIC VI. E. Creno3 5-i crenenn u muenonarus 1-ii cTeneHW, MIATUCTIOHIWINSA, YMEHBIICHUE BBICOTHI
MEXIM03BOHKOBBIX AucKoB y narueHTku ¢ MIIC IT/IL. XK. CteHo3 5-i creneHu U MuenonaTus 2-i crerneHu, runepTpodus
ME)KITO3BOHKOBBIX IUCKOB y manuenta ¢ MIIC IVA.
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Im: 17/25
MR_DISCOVERY_2318 Se: 4 MR_DISCOVERY_2318
F F
NCZD NCZD
2318 2318
HEAD+SPINE : HEAD+SPINE
Ax T2 PROPELLER > T2 FLAIR_FS ARC 5mm

MR_DISCOVERY_2318
E

NCZD

2318

HEAD+SPINE

SAG T2 FSE

Pucynok 16. CyOaypaipHbIE TUTPOMBI B JIOOHO-TEMEHHBIX OTIENaxX ¢ JBYX CTOPOH H IMapacaruTTALHO B OOJIACTH MPaBOi
3aThUIOYHOM jonu y manuentku ¢ MIIC IT.
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Im: 14,
MR_SIGNA HDXT_30604 Se: 3 MR_SIGNA HDXT_30604
M

NCZD RAMN Moscow < NCZD RAMN Moscow
30604 - 30604
HEAD+C-SPINE p . HEAD+C-SPINE

Ax T2 PROPELLER / Ax T2 FLAIR

MR_SIGNA HDXT_30604 Se: 7 MR_SIGNA HDXT_30604
M M
NCZD RAMN Moscow e, NCZD RAMN Moscow
- yo— 30604 30604
"f(‘-.’_ml ‘HEAD+C-SPINE & HEAD+C-SPINE
M Sag T2 FRFSE COrLELAIR

\

\
\

Pucynok 17. IlomocTpas/XpoHWueckas cyOnypaipHas remMaToMa IpaBod reMuchepsl, KOMIPUMHUPYIOIIAs IpaBoe
MoJTyIIapyue U IpaBbIii 00KOBOH xemymouek y maruenta ¢ MIIC 111B.

MR_Signa HDxt_16927

E

NCZD RAMN Moscow - NCZD RAMN Moscow
16927 16927

HEAD A s HEAD
Ax T2 FLAIR 7 K Ax T2 FLAIR

-15.1mm* omm*

Pucynox 18. IlaxuMeHuMHreasbHasi THUIEPUHTCHCHUBHOCT B CYNpPAaTEeHTOPHUAIBHON KOHBEKCHUTAJIBHOW o00nacTy,
IapacaruTTaIbHO CEpIly TOJOBHOTO MO3ra W 00JIaCTH OYeHb TOHKOW CyOmypaibHON 3(Qdy3un B JOOHBIX M 3aTBUIOYHBIX
obnactsix B pexxume FLAIR y marentku ¢ MIIC I1A.



MR_OPTIMA450_2114
M

NCZD

2114
HEAD+SPINE

Ax T2 PROPELLER

MR_OPTIMA450_2114

M

4G NCZD

2959 2114
BRAIN 3Y HEAD+SPINE
AX T2 FSE %, Ax T2 PROPELLER

L] mm Oomm 5 mm

Pucynox 19. Habmonenne mamuenra ¢ tsoxémoit popmoit MIIC 11, Bo3pact Ha pucyHke | — 37 mecsmes, || — 69 mecsres.
Iponomxkurensrocts ®3T Ha MomeHT || HabmIOHEeHNS 26 MecseB. OTMedaeTcss HapacTaHWe BEHTPUKYIISIPHOTO HHICKCA C
26 1o 35%, nuametpa dponransHoro pora c 0,51 o 0,86 cm, pacmupenns CAII ¢ 1-it no 2-# crenenu.

- MR_Signa HDxt_25258 | Se: 5 . 2500

.7\ :

D RAMN Moscow y \ NCZD
25258 . : 2500
HEAD+NECK - HEAD+C-SPINE

Sag T2 FRFSE Sag T2 FSE

5

4.0mm L: 5.7m

Pucynox 20. HabGmomenume mnammentkn ¢ MIIC VI, Bo3pact Ha pucynke | — 86 wmecsueB, |l — 117 wmecsmes.
Iponomxurenprocts ®3T Ha MomeHT || HabmromeHwst 31 Mecsan. OTMeuyaeTcss HapacTaHUE CTEHO3a MMO3BOHOYHOIO KaHajIa
¢ 0-# no 2-# creneHn, yMEHBIICHHUE AUCIUIA3UU 3yOOBHIHOTO OTPOCTKA co 2-i 10 0-if cTemeHu.



