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Axmyanvsnocme. Cunopom «ympenneii cragoly (YC) sensiemes pedkoii cnopaouieckoul
anomanuell, KOmopas 6 0CHosHoM bvleaem ooHocmoponneu. Obviuno YC u nepsuunoll
@emanvroti cocyoucmoti cemu (IIOCC) paccmampusaromest Kak u301UpOSAHHbIE 21A3-
Hble NPOSIGLEHUs HAPYUEHUL PA3TULHBIX NePUOI08 IMOPUOLEeHe3A 21a3H020 A0N0KA.
Lens. Onucanue KIUHULECKUX NPOSAGIEHUTI O8YCHIOPOHHEN CUHOPOMANLHOU NAMOL02UU
enasznoeo aonoka (YC u IIPCC), accoyuupo8annoli ¢ 6pOANCOEHHLIMU NOPOKAMU PA3EU-
mus yeumpanvHou Hepenou cucmemvl LIHC u kocmuou cucmemboi.

Mamepuan u memoowt. Onucvisaemcs peoKull 8apuaHm OUHOKVIAPHO20 NPOSAGIEHUs.
cunopoma YC, couemaroecocs ¢ cunopomom [IDCC, u soseuenuem 8 namonouyeckuii
npoyecc L[HC y pebenxa (7 mecayes).

Pe3ynomamul. B npeocmasnenHom KiuHuueckom ciyiae codemanus curnopomog YC
u IHIOCC y pebenka na 06oux 2nasax conposoHcOAemcs: BPOICOCHHbIMU AHOMATUAMU
L[HC — acenesueii mosonucmoeo mena u euxapuo-eenmpuxyiomezanuetl. 1100006mvix
BPONCOEHHBIX ACCOYUAYULL 8 OOCMYNHOU TUMepamype Hamu He 6blsiGIeHO, Ymo U no-
6youno Hac onucams OAHHbIN KIUHULECKULL CyYall.

Bu1600vt. Cunopom Y C siensiemcest pedKkou 8podcOeHHOl namonozuell, Namo2eHe3 Komo-
POl 00 HacmoaAwe20 BpeMeHU NOTHOCMbIO He uzyyeH. Onucanmwlil peokutl KIUHUYeCKull
cayuail ceudemensbemeyem o mom, umo ogycmoponnuil cunopom YC, ouaznocmupogan-
HbILL 8 PAHHEM OenCKOM 803pAcme, ACCOYUUPYEncs ¢ Opy2oll 8POANCOEHHOU aHoManuell
enasnozo saonoka — cunopomom IIDOCC, a makdice ¢ YeHMPATbHLIMU NOPOKAMU DA3-
sumusa [[HC — acenesueii mo3onucmozo mena, 4mo mpebyem He moibKo 0emanibHO20
6CeCOPOHHE20 00CN1e008aHUs, HO U OUHAMUYECKO20 HAbNI00eHUs ¢ peabunumayuel
PebeHKa cOBMECHHO CO CMENCHBIMU CReYUATUCTAMU (0GhMmanbMoN020M, HEBPORAMONIO-
20M, neouampom u op.).

AkTtyansHOcTbh. CHHIpOM «yTpeHHell cnaBb (YC)
SIBIIICTCSI PEAKON CIIOpajndecKkod aHoManuel, KoTopas
B OCHOBHOM ObIBaecT omHOcTOpoHHEH [1, 26]. Cunapom
VC pa3BuBaercs y *KEHILIUH B JBa pasa yaiie [9] u MoxeT
COYETaThCs C Pa3IMYHBIMU AaHOMAIHMAMHU PA3BUTHUS LIEH-
TpansHON HepBHOH cucrems! (LITHC) [13, 27]. Cunapom
«repBuaHON eranbHOl cocynucroii cetn» (IIDOCC) sB-
JISIeTCS Pe3yJIbTaTOM HapyILeHHs: 00paTHOTO Pa3BUTHSL CO-
CYIUCTOM CYyMKH XpYCTaJIMKa, HEPBUYHOTO CTEKJIOBUHO-
rO TeJla U THaJIOUI0M COCYIUCTOM ceTu iasa [2, §, 15].

O6b1uno0 cubapoMbl YC u [IOCC paccmarpuBarotces
KaK M30JIMPOBAaHHbIC INIA3HBIE MPOSBIEHUS HapyLIeHUN
pas3IMuHBIX TEPHO0B SIMOPHOTeHe3a IIIa3HOIo SI0JI0Ka.

B npencraBneHHOM ciydae ONMUCBIBAETCS PEIKUN Ba-
pHaHT OMHOKYJISIPHOTO IposiBiIeHus cuHapoma Y C, code-
taroterocs ¢ cuaapomoM [IOCC u BoBiIeueHUEM B MATO-
noruyeckuii mpouecc [THC.

Lenp — onucanue KIMHUYECKUX MPOSIBICHUH JBYCTO-
pOHHEl CHHPOMAIILHOI MaTosoruy rasHoro sioioka (YC

n [IOCC), acconunpoBaHHON C BPOXKICHHBIMU TOPOKaMH
passurtus (BITP) [THC u kocTHO#M cUCTEMBI.

PesynkTaThl

Pomurern mansumka K. (7 mMec) oOpaTuianch B OTHENT
neTckoi o¢rampmomnatonorudl I'Y «MHCTHTYT Tia3HBIX
Oome3nerd m TKaHeBoil Tepammu uMm. B. II. ®umaroa
HAMH Vxkpauns» 9.02.2021 r. ¢ )xamobamu Ha CHIKESHHE
3peHus 000uX a3 pebeHka, OONbIIe ICBOT0, HUCTArM.

W3 anamHe3a M3BECTHO, 4TO pPeOEHOK OT TATOH Oe-
pemennoctu, ocnoxaennoir OPBU na 11 mexene, poas
camocrosTenpHbIe Ha 40-1 Hemene ¢ BecoM pebeHka mpu
poxnennn 4 000 rp. HacrmencTBEHHOCTh HE OTATOIICHA.
Cpasy mocne poxaeHust ObUT BBISIBICH MUKPO(TaIbM Jie-
BOTO I7a3a.

© Bobposa H.®., Pomanosa T.B., Ik A.B., 2021
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[IpoBeneno monHOE O(dTATEMOIOTHYECKOE O00CIeno-
BaHHE B yCJOBUAX oOmiel anectesnu. PebeHok obcieno-
BaH TCHETHUKOM, MH(EKIMOHHCTOM, OKymuctoMm. OOcie-
nosaane Ha TORCH wH(eKInn BBIABHIO MTOBBIIICHHBIH
yposens Ig G (11,21 ME/mx, mpu nHopme 0-10 ME/Mn)
KpacHyXxe.

JanHpile  OMOMHKPOCKOIIMM W O(TaIBMOCKOIIHH.
[IpaBelii 1a3 CIOKOWMHBIH, onpeaensercs HucrarM. Poro-
BHLIA po3pauHast, ruametp — 11,5 mm. Ilepennsist kamepa
paBHOMEpHasl, Biara mpo3padHas. 3padok KpyIIbId, pac-
TIOJIOKEH B [IEHTPE, PACIIUPSETCS pABHOMEPHO; B 00JIaCTH
3padka B HIDKHEH €ro MOJOBHHE BHUIHBI TOHKHE HUTOUKH
mepcucTupytomen 3padxoBoir MmemOpansr (II3M). Xpyc-
TaIMK U CTEKIOBHIHOE TEJIO Ipo3padHble. [Ma3Hoe qHO:
MaKyJISApHBIN pedierc MpakTHUecKd He Iu(epeHIpy-
eTcst, 0OOHapy)keHa BOPOHKOOOpa3Hast Komoboma B 00IacTi
nwcka 3puTensHoro Hepsa ([I3H), B meHTpe koTopoit pac-
TIOJIOKEH YMEHBIICHHBIN 1 AepopmupoBaHHbIit J{3H xern-
TO-PO30BOTO I[BETA C Mposudepannell NI BOKPYT HETO,
1o mepudepun ero OKpyXaeT IPOMHHHUPYIOIIEe KOJb-
1[0 XOPHOPETHHAIBHOW IUCTpOPuH. MHOXKECTBEHHBIE
COCy/bl CETYaTKH HHUTEBHIHbBIC, AHATOMHYECKH HEIIpa-
BIJIBHO PACIIONIOKEHBI, MHOKECTBEHHbIE KOJIOOOMBI COCY-
nuctoi o0omoukn (puc. 1 A — cm. 3 cTp. 00IOKKN).

JIeBblIii I1a3 CLIOKOMHBIN, onpenesseTcs HucTarM. a3
YMEHBIIICH B pa3zMmepax. PoroBuma mpospadHas, MHKpO-
kopHea ¢ auamerpoM 10,0 mm. [lepennss kamepa menkas,
BJIara Ipo3pavyHas. 3padok Kpyriod (opMel, paciups-
€TCSl paBHOMEPHO. XPYCTaJIUK HEPaBHOMEPHO MYTHBIH,
MHUKPO(hAKUIHEIA, CYOIIOKCOBAH K HOCY; B IIEHTPE 3aHEH
Karcynsl — OOIIMpHAsl IUIOTHAs BacKyJISIPH3MPOBaHHAs
Hanoienka (puc. 1 b — cM. 3 cTp. 0010KKH), OT KOTOPO#
orxomut TranounHas aprepus (I'A). Ilpu odrampmocko-
IIUH [VIa3HOE THO BUJIHO B TyMaHe, MaKyJISIPHBIN peduiekc
He muddepeHnupyercs. AHAIOTUIHO TIPAaBOMY TJa3y, 00-
Hapy>KeHa BOpOHKOoOOpasHas komoboma JI3H, okpyxeH-
Hasi KOJNBIOM XOpHopeTWHanbHOW muctpoduu. Cocyms
CeTYaTKl HUTEBHIHBIC, AHATOMHYECKH HEIPABHIBHO
PAacCIIOIOKEHBI.

Octpora 3penus (mo omrtorumam Teller card): OD=
0,1; OS=0,01.

Buytpurnaznoe nasnenue (Bl ): OD — 20,0 mm pT.
ct.; OS — 14,0 MM pT. CT.

VmerpasBykoBas ouomerpus: OD — 20,23 mm; OS —
18,29 mm.

Hannsie Y3-ckaanpoanus (ammapar Quantel Medical
— Aviso V.4.0.2):

[paBerit Tma3. CoHorpadguyueckd TEpeaHUN OTHeT
0e3 ocobennocteil. B 3amnem otrmene B obmactu [I3H
KOPBITOOOpa3Has KCKaBallMsl BHTPEOPETHHAIBHOTO KOH-
Typa mryounoit 3,0 MM, pasmepamu — 6,5 X 5,5 MM — Ko-
moboMa cocyaucTor obomouku (puc. 2A — cM. 3 cTp. 00-
JIOXKKH).

JleBsrit Tira3. CoHOTrpaduIecku m1a3Hoe SO0JI0KO YMEHb-
meHo B pasMepe. [lepennss kamepa Menkasi. XpycTaJluk
HETOMOTEHHBIH, CMEIIEH B CTOPOHY HOCA, €T0 TONIIMHA
paBHa 5,4 MM, nuametp — 6,5 mm. LlumnapHoe Teno mpu-

JEeKHUT. B Ipoeknnu CTeKIOBUAHOTO Tesla OTMEYArOTCs
€IMHUYHBIE TOYEYHO-BOJIOKHUCTBIE CTPYKTYpPBI HHU3KOH
sxoreHHOCTH. CeTdaTka MPHICKHUT. B 3amHeM otnene B
obmactr [I3H ormeuaercs KOpBITOOOpa3Has dKCKAaBaITUs
BUTPEOPETHHAIHHOTO KOHTYpa IIyOWHOU 3,3 MM, pa3me-
pamu — 5,0 x 6,0 MM — KomOOOMa COCYIHCTOH 0OOIOUKH
(puc. 2b — cM. 3 cTp. OOIOXKKH).

MarauTtHO-pe3oHancHass Tomorpadus (MPT) ro-
JIOBHOTO MO3ra W OpPOMT — MO30JHCTOE TEJIO OTYCTIIH-
BO HE IPOCIEKHUBACTCS, OOKOBBIE XETYAOUKH IIHPOKO
pacrnonoxeHnsl. MuenuHu3anus: 0eIoro BemecTBa HE 3a-
BepmieHa. HTpaopOuTaNbHBIE CTPYKTYpPHI 0€3 09aroBBIX
MaTOJIOTMYECKUX M3MEHEHUH. JIeBbIl XpycTanuk pacro-
JIOKEH MeIuaibHee, nehopMIpoBaH. 3pUTEIbHBIC HEPBHI
CUMMETPHYHBIE, ITMPUHOH cripasa 10 0,42 cM, cieBa — 10
0,33 cM (mepuHeBpHil cIeBa OTICTIUBO HE BU3YAIH3HPY-
ercs). Jlepas mooBrHA XHa3Mbl HcToHYeHA. OOpa3oBaHUs
cpemHel THHAN He cMmemleHbl. [llnpiaa Tex OOKOBBIX ke-
mynoukoB 10 0,4 cwm, III — 0,7 cm. KparnoseprebparbHbIit
mepexon 0e3 TMaTONIOTHYEeCKHX W3MEHeHHH. Pacronoke-
HHE MHUHJAJINH MO3XKedyka oObryHOe. [IHeBMaTH3arms
MPUIATOYHBIX MA3yX HOCA HAPYIIEHA, COOTBETCTBYET BO3-
pacry.

3axutouenue. MP-nipu3Haky aHOMAJTNH Pa3BUTHSA: are-
HE3Us MO3OJIUCTOTO TeNla. ATPOQHS JEBOTO 3pUTEIHFHOTO
HepBa. JIeBbIl XpyCTalUK pacloyioKEH MeAUaNIbHEE, Je-
(hopmupoBaH.

[To maHHBIM KOMIUIEKCHOTO AMArHOCTHYECKOTO HCCIIe-
JIOBaHMS OBLT TIOCTABJICH JUAarHO3: BpoKaeHHBIC TOPOKH
pa3BUTHS 000OMX IVIa3 — CHHIPOMBI «YTpPEHHEH CIaBBI»
n «[lepBuunoil QeranpHOI cocymucToil ceTm». [IpaBbrit
a3 — MePCUCTHUPYIOMasi 3padykoBas MeMOpaHa. JIeBbIit
a3 — MEKpPO(TaIbM, MUKPOKOPHEa, CyOIIFOKCHPOBaHHAS
OCIIO)KHEHHAsI YacTHYHAsl KaTapakTa, OCTaTKW THaJIOW[-
HOM apTepuu.

ComyTcTBYIOIINH JIMarHo3: MHO)KECTBEHHBIC
BpOXKIeHHBIEe Topoku pa3Butus LIHC: arene3us mo3ommc-
TOTO TeJIa, BUKApHasi BEHTPUKyJIOMeranust | cT. 1 KocTHOH
CHCTEMBI — TOTHYECKOoe HEOO, aHOMAaJHs 3yOHOTO psja.
CBHII] HOCOTYOHOTO TPEYTONBHUKA.

O6cyxneHue

Cunnpom YC Brepsbie onucan Reise B 1908 1. [30],
Handmann [16] B 1929 r. coobmmi o 6 mamueHTax C
9TOH penko Habmomaemoit anomanumeil. B 1970 r. Kindler
[19] nman nanHOMY CHHAPOMY POMAHTHUYECKOE Ha3BaHUE
«morning glory» WM «yTpeHHEH ClIaBb» — 10 BHEIIHEH
CXO)KECTH O(TaTbMOCKOIIMYECKOH KAapTUHBI € IOKHOA-
MEPHUKAHCKUM IIBETKOM HIIOMEH, MMEIOUINH pa3IIMIHbIC
Ha3BaHUSI — «YTPCHHEH CIIaBBD), «YTPEHHOTO CHSHH»,
«umnomen». B pyccKosI3pIYHON JHTepaType U3BECTeH aHa-
JIOT — «CHHJIPOM BBIOHKa», B YKPaWHCKOM BapHaHTE eMy
COOTBETCTBYET IIBETOK «KPYUCHBIH MaHBIY», UMEIOLIHUH Ty
ke (hopMy YalledKH [[BETKA. AHOMAJIHS MOYTH BCErna Ofi-
HocTopoHH:s [1, 25]. IIpu sTom wame (B 60 % ciydaes)
nopaxxaercs npasblii ia3. CeMeiHble ciydan H30JIHpO-
BaHHOTO CHHJIPOMa «BBIOHKA» BCTPEUAIOTCS KpaiiHe pen-
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k0. OmmcaH cirydait TprcoMun 4, COUETAIOIIEHCS C OTHO-
cTopoHHHM cuHApoMoM YC [25]. MmeroTcs equHUYIHEBIE
coOOmmeHnss O OwiaTrepaiabHBIX TOPAKCHHUAX, aBTOPHI
KOTOPBIX BBICKa3bIBAIHM TPEIIONOKEHIE O HACIEICTBEH-
HOH mpupone aHomanuy. OTHOCHTENFHO BHYTPHUITIA3HBIX
m3MeHeHn! npu cuHapomMe Y C — BO MHOTHX ITyOIMKAIIH-
SIX OTMEYAIOTCS Ae(heKT 3padka, KUCTa NIJINAPHOTO TeNa,
BPOJKACHHAS KaTapakTa, 3aJHUI JICHTUKOHYC, aHUPUANS,
SIHUPETHHANBHEIN (prOpo3, cTpabu3M U reMaHTHOMa BEK.
[Ipn QyHKOINOHANBHBIX MCCIENAOBAHMSIX MOTYT OBITh
BBIABIICHB! JIE(PEKTHI TOJSI 3PEHUS: YBEJINYEHHE CIIEIOTO
IIATHA U /WK IIEHTpajbHas ckoToma [32, 33, 34].

OwMmbOpuorene3 cuaapoMa YC HEIOCTATOYHO SICEH.
CymecTByeT MHEHHE, YTO OH TIPENCTAaBISACT OO0l OmHO
13 (PCHOTUITMIECKUX IPOSBICHIHA KOIOOOMATO3HBIX (T.C.
OTHOCSIITIXCS K SMOPHOHATBHOH 1menn) e exToB. [pyrue
aBTOPHI CUNTAIOT, YTO B OCHOBE pa3BHTHs cuHIpoMa YC
JISKUT TIEPBUYHBIN Me301epMaTbHEIH gedekt. Dempster u
C0aBT. [12], 06001MNB MMEIOIIHECs THITOTE3bI, BBICKA3aIH
TIPEATIONOKEHNE O MPHOPUTETHOM ME30AEePMAIbHOM Jie-
(exTe, ¢ AMHAMIYECKUAM IHUCOATAHCOM POCTA ME30ACPMEI
u skromepmel. [lo3naee Pollock [28] mpenmonoxmm, 9To
TIEPBBIM IIaroM B pa3BuTHH cuHApoMa Y C sBiseTcs (op-
MHPOBaHHE AHOMAJIBLHOTO BOPOHKOOOPA3HOTO pacmmpe-
HUSI TUCTAIBHOTO OTpe3Ka IIa3HOTO CTEOIsI B MECTE €ro
COEIMHEHUSI C TPUMHUTHBHBIM 3PHUTENBHBIM ITy3BIPHKOM
1 TIOCIIeTyIoIel MHBarnHAIMEH 3pUTEIBHOTO ITy3BIPhKA,
KOTOpas BeleT K 00pa3oBaHUIO SMOPHOHAIBEHOW IIENH,
MIPOCTHUPAIOMICHCS OT BHOBH C(OPMHUPOBAHHOHN TIa3HON
Yalu BHYTPb PacIIMPEHHOTO JUCTAIBLHOTO OTpe3Ka IJias-
HOTO cTeOs. 3aKphITHE 3aPOIBIIICBOM MIETH MPOUCXOAUT
Ha 5-6 HemelmsIX 3MOPHOHAJIBHOTO pa3BUTHA. B cBsA3W C
YBEIMUCHHBIMHU Pa3MepaMy JHCTAIFHOTO KOHIA ITIa3HO-
TO CTEOMS MPOIECC 3aKPhITHS IMOPUOHATIHHOMN IIeNN Ha-
pyIIaeTcs, BCIEACTBHE YEro INPOUCXOIWT OOIMTEepanus
MIPOCTPAHCTBA B MPEAENax ANCTAIBLHOTO OTpe3Ka CTeOs.
B pesymerate sTOTO (hopMEIpyeTCs OeeKT B BHAE BO-
POHKOOOPa3HOTO YIITyOICHUS B MECTE BXONA 3PHUTEIBHO-
ro HepBa B mra3. ComIacHO 3TOH THIOTE3e, TIIHAIbHBIC 1
cocyaHcThIe Manb(opManuy pa3BUBAIOTCA Ha Oojee To-
3MHAX CTaANSAX SMOpHOTreHe3a M OTPaKAIT aHOMAJIbHOE
pa3sBUTHE ME30IEPMAIBHBIX 3JIEMEHTOB B MECTE NEPBUY-
HOTO HEHPOIKTOEPMATIBHOTO IUCTEHE3a.

Cunnpom «IlepBudHO# (eTaabHOI COCYTHUCTOH ceTh»
SIBIISIETCS BPOYKJIEHHOW aHOMAaJIMEH, BIEPBbIE ONMMCAHHON
Collins B 1908 r. [11], a Taxoke psaaoM APYTHX aBTOPOB. B
OCHOBE CHH/IpPOMA JISKHUT 33/IePXKKa 0OpaTHOTO Pa3BUTHSA
I'A u »>MOpHOHATBHON COCYOHCTOW CYMKH XpYCTaJHKA.
Jis 3aMeHBI CyIIEeCTBOBAaBIIMX Oojiee paHHUX O00O03HA-
YeHUH CHUHIpOMa (peTposeHTanbHas (GUOpOILTIa3ns, mep-
CHCTHPYIOIIAsl THIEPIUIa3NPOBAaHHAs TKaHb XpPyCTaJNKa,
TIEPCUCTHPYIOIIAsl COCYIUCTasi CyMKa XpyCTallMKa, Iep-
cuctupytomas ['A u np.) Goldberg B 1997 [15] mpemmo-
KU €AWHBIA TEPMUH — CHHAPOM TEPCUCTHPYIOMEn de-
tanpHOH cocynuctoil cetn ([IOCC). B momapmsromem
OompmmHCTBE cirydaeB (o 90%), aHOMaHs TaKkKe OIHO-
CTOPOHHSA, Oe3 TpeodafaHus MaUeHTOB TOTO WITH HHO-

ro nona. Kak mpaBmito, maTonorust pa3BUBaeTCs CIOPAIN-
4ecKku, 0e3 MPU3HAKOB HaclenoBaHusA. Hagamo obpaTHOTO
pasButwst ['A HaunHAeTCsS B 4 MeC. BHyTPHYTPOOHOTO pas3-
BUTHS W 3aKaHYMBACTCS KO BPEMEHHU POXICHHS peOeHKa
C COXpaHEHHEM KJIOKETOBAa KaHasla CTEKIOBHIHOTO Tela,
coequasromero JI3H ¢ 3amHelf Kamcynmol XpycTaimka.
Kmamueckue npossrenust cuaapoma [IOCC moryT OBITh
CaMbIM{ PA3INYHBIMH, YTO OIPEAEIACTCS COXPAHCHHUEM
TOW WJIM MHOW 4YacCTH NEPBUYHOIO CTEKIOBHIHOIO TEJA:
AHOMAJTUH Pay’KHON 000JIOYKH B BUAE TIEPCUCTUPYIOIICH
3payKkoBO MEMOpPaHBI, YTO BBISIBIICHO M B HAIIEM KIIMHU-
YEeCKOM ciIydae Ha JIydIIeM IIpaBoM Iasy. Pexe BcTpe-
YafOTCsl KPYITHBIE apTepHalibHbIC COCYNBI, NCXOMSIINE U3
JICKa 3pPUTEIHHOTO HEPBA M PACIPOCTPAHSIONINECS KIIe-
penu K 3a7Hel Karcyie XpycTalnnka, HHOT/Ia aHACTOMO3H-
PYIOIIHE C COCYANCTON CEThIO paJy>KHOW 00OJIOYKH — T.H.
COXpaHUBINAsICS THAIONAHAS APTEPHSL.

Krnaccuueckne TpPU3HAKH BBIPAXEHHOTO CHHIpPOMA
[OCC: mukpodTambM, MeIKas TepeTHss Kamepa, mep-
cucthupylomas 3padkoBas MemOpana (II3M), kartapak-
Ta, BACKYISIPU3WPOBAaHHAs PETPOJIICHTAJIbHAsT MeMOpaHa,
BBI3BIBAIONIAS] TPAKIUIO [IIHAPHBIX OTPOCTKOB, KOTOPHIE
BBITSTUBAIOTCS] K IIGHTPY M CTAHOBATCS BHIHBI IIPH pac-
mmpernu 3padka [4, 5, 18]. Karapakra sBnsercss paHHUM
ocnoxxHerneM [IOCC n BIABISETCS TPAKTUIECKN Y BCEX
JIETEH C STHUM CHHIPOMOM, ITprdeM mpeobmanarot (86,9%)
OCIIO)KHEHHBIE (DOPMBI KaTapakT C 3aJHUMH CHHEXHIMH,
HEpPaBHOMEPHO YIIJIOTHEHHOW NEpeJHEN U MyTHOH 3aHEH
Kancynoii [1, 2, 4, 31].

[To maHHBIM nMUTEepaTyphl, CHHIApPOM YC MOXET code-
Tatbesa ¢ cuaapoMoM [IDCC, a takxke ¢ cuaapoMoM [le-
Tepca. Tak, B UCCIEJOBAHUHU, IPOBEIEHHOM Azuma ¢ cO-
aBT. [6], mpenmoiaraiock, 94To AaHHBIE CHHAPOMEI (YC,
[NOCC u Ilerepca) MOTYT UMETh TEHETHUECKYIO OCHOBY.
I'er PAX6 yuactByeT B MoporeHese 1masa m BO BpeMs
Pa3BHUTHS SKCIIPECCUPYETCSI B Pa3BUBAIOIIEHCS [IEHTPAIb-
HOW HEPBHOHN CHCTEME WM paszIHMYHBIX TKaHIX I7a3a [3, 6].
Mytarmmu rera PAX6 6butn o0Hapy)eHbl Azuma [6] mpu
MHOTHX ITIa3HBIX aHOMANIUSX, BKJIIodast cuaapom Ilerepca,
BpPOXKIEHHYIO KaTtapakty, cHHApoMbl YC u [IOCC.

B rucromaronmornyeckoM HCCIEIOBaHMM COOOIIA-
mock o komOuHamu cuHnpomoB YC, IIOCC, anomanmun
[lerepca, BpOXKIEHHOM KaTapakTbl, IIOJHON OTCIIOH-
KH CETYaTKH, CEPIIOBHIHON CKIAAKH CETYATKH, M OBLIO
BBICKA3aHO TPEATIOIOKEHNE, YTO 3T aCCOLUAUN MOTYT
OBITH CITyJallHBIMH WJIN TIPOSIBIICHUEM HEBPAJILHOTO Tpeod-
HEOOpPa3HOTO ME30-3KTOEPMATBHOTO HapymieHus [24].
Cennamo et al. [10] coobmmmu o cimydae curnpoma YC,
cBszanHOTO ¢ cuHApoMoM [IDCC u xomobomamu Xpycra-
JMKA, ¥ TPEIIONOKIIN, 9TO 3TH MPOSBICHUS SIBISIFOTCS
MIPOSIBIIEHHEM OJJHOTO ITaTOT€HHOTO Tporiecca. B paborax
Fei ¢ coaBt. [14] coo0manoch, 4To0 3HAYUTEIEHOE KOJIH-
4gecTBO ciydaeB cuHapoma YC 6puto ceszano ¢ [IOCC;
ABTOPBI NMPEATIOIOKIIIN BO3MOXKHYIO TEHETHIECKYIO CBSI3b
MEXIy STUMH OByMs 3a0oneBaHUAMHU. Matsubara ¢ coaBT.
[24] ommcanm mBa cirydast couetanust anomanuu Ilerepca
u cuaapoma [IOCC.
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Y HabmomaeMoro HaMu CEMUMECSITHOTO pebeHKa CHH-
npoM YC OBUT MPaKTHYIECKH OJMHAKOBO TIPEICTABIICH HA
o0onx miazax B BHJC WACHTUYHBIX MPOSBICHUN Ha IJIa3-
oM nHe. OnnHako, mo gaHHeIM MPT, ObUIM BBISIBIIEHBI
N3MEHEHHsI OPOUTAIBEHON YaCTH JIEBOTO 3PUTEIHHOTO He-
pBa Cc pa3BuTHEeM ero arpoduu. AHaJOTHYHAS acCHMMe-
Tpus ObUTa BEISBIIEHA B MPOsBIeHUsAX cuHapoma [1OCC
— Ha JyYIIeM NPaBOM IVIa3y CHHIPOM IPOSIBUICSA CI1abo
BEIpaykeHHOH [13M, B TO BpeMs Kak Ha Xy/IIIeM JICBOM TJIa-
3y IMEJIUCh MUKPO(TAIbM ¢ MUKPOOPHEA, OCIOKHEHHBIE
CyOITIOKCUPOBAHHOW 3aJHEKATICYJSIPHOW KaTapaKkTOH ¢
ocrarkamu ['A.

CucteMHBIE BPOX/ICHHBIC TATOJOTWH NIPH CHHAPOME
YC B OCHOBHOM KacaroTCs aHOMAJIUN Pa3BUTHSA TOJIOBHO-
ro mo3ra [23] u MoryT OBITH BBIABIEHBI B 45% ciydaes.
JoBompHo wacto cuaapoM YC coderaeTcs ¢ Oa3albHBIM
sHmedanomere [13].

TpancdeHonnanpHOe HHIE]ATONENTe — 3TO BBIXOL
MO3TOBOTO COZIEP’KHMOTO M3 MEHUHI€aJIbHOTO MEIIIKa de-
pe3 ne(eKT KIMHOBUIHOM KOCTH, C 9aCThIM COJIepKaHHEM
XHMa3Mbl U TUnoTanamyca. ViHorna Habmonaercst cpeauH-
Hasl paclieNMHa MATKOro Heba ¢ BH3yalaHW3aleld BHYT-
pHpoTOBOTO pacmupenus sHiedanonene. Kak npasmuio,
TaKWe TAIMEHTHl HMEIOT MIMPOKYIO TOJOBY, BIAABICHHYIO
TIEPEHOCHILY U Ie(heKT WU PACIIEINHY CEepEeIMHbI BEpXHEH
ryOsl. IIpu BBIXOZE€ MEHHHIOIIENE B HOCOIJIOTKY, MOXET
YXYIAIIUTHCS JbIXaHWE, M3-3a 3AJI0KEHHOCTH HOCa C I0-
CIIEAYIONINM JBIXaHHEM depe3 poT U XpanoM. [Tockonbky
THIIOTAJIAMyC MOKET HaXOIUThCSl BHYTPHU SHIE(aonene,
BO3MOXKHO pPa3BHTHE TMIONUTYHTapU3Ma, BIHSIOMIETO Ha
BBIPa0OTKY TOpPMOHA pOCTa M aHTHUANYPETHIECKOTO Top-
MoHa [21]. Ilpu cuaapome YC gacTto HaOMIOAATICE U APY-
rue 1epedpoBacKyIsIpHbIE AHOMAJINH, B TIEPBYIO OYEpEb
UIICHUIIATEPATbHBIN TUCTEHE3 BHYTPHUYEPEIHBIX COCYHOB.
Ecnu nmopakeHsl 00e BHyTpHUYEpETIHbIE COHHBIE apTEepHH,
TO MOKET BO3HHUKHYTh THHEPTPO(DHs KOJIaTepaabHbBIX
COCYIOB Yy OCHOBAaHMS MO3Ta, HAIlOMUHAIOMIAs «KIyO
IBIMay Ha apTrepuorpamme [29]. DTo cocTosHUE Ha3BAIH
cuaapoMoM MosiMo [17, 20]. Y HEKOTOPBIX IMAllHEHTOB C
cuaapomom YC moxer HaOmomatees cuanpom PHACE
[24], Brrouarommnii MHQAHTUIEHEIE TEMAaHTHOMEI JIHIIA,
JIUCIUTA3MI0 COCYZIOB COHHOW apTepHy, MOPOKU Pa3BUTHS
3a/lHEN YEpErHOM SIMKHU, CEepIEYHble aHOMAIUHU U KOapK-
TaIMIo a0pTHI. V3BECTHBI CIydan COYETAHHUS CHHIpOMA
Y C c anomanusmMu pa3BUTHSA 1ModeK u cuHApoMoM Charge.
Kpaiire peaxo 3a001eBaHNE COYETACTCS C THITO(PH3APHBIM
HaHm3MoM. OIHOW W3 TPUYMH DPAa3BUTUSA THIIOPHU3Ap-
HOTO HaHW3Ma Yy MAalHeHTOB ¢ cuHApoMoM YC sBiser-
cs MexXaHW4ecKas KOMIIpeccus THmopu3a 0a3albHBIM
sHIIEe(aonene, IPUBOISIIINM K BTOPHIHON THITEPTPOHUH
THITOTaJIaMyca.

Cpemu mpyrux aHOMaNWH CpemHEeH BHYTpPHUYEPEITHON
JMHUHM COOOIIATIOCh O HEAOPA3BUTHH MO3OJIUCTOTO TENa,
OTCYTCTBUH 3PHUTEJIFHBIX HEPBOB, @ TAKXKE ACCOIMAIMH C
MIOYEYHOH areHesnei. Mozomucroe Teno — 3TO ToncTas
TI0JI0Ca HEPBHBIX BOJIOKOH, KOTOPAs pa3/iesieT JOIH KOPbI
TOJIOBHOTO MO3Ta Ha JIEBOE U TIpaBoe Norymapus (puc. 3).

OHO coenuHSAET JEBYI0 U MPaBYIO0 4acTH MO3Ta, obectie-
YHMBasi CBA3b MEXKAY 000MMH ToymapusaMu. Mozonucroe
TEJO OCYIIECTBISET NepeJady MOTOPHOM, CEHCOPHOU U
KOTHUTHBHON HH(OpPMAIMH MEXIY MOIYIIApHAMH MO3-
ra, yJacTByeT B TakuX (DYHKIHMAX OPraHU3Ma, KakK CBS3b
MEXAy MONyIIapHsMH MO3Ta, IBIKCHHE INIa3 W 3pPCHHE,
mojiepkanme Oanmanca BO30YXKICHUS W BHUMAHUS, Tak-
THJIbHAS JIOKATM3AIHSL. MO30IHCTOE TEJI0 UTPACT BaKHYIO
pONb B aKTe 3pEHUs, O0bEAWHSS OTAEIbHBIC IOJIOBHHBI
TIOJIST 3pEHUs, KOTOphle 00padaThIBaOT N300paKeHUS OT-
JIENTBPHO B KakAoM momymapud. OHO Takke MO3BOJSIET
UACHTH(UINPOBATH OOBEKTHI, COCOUHAS 3PUTEIBHYIO
KOpy € SI3BIKOBBIMH IIEHTpaMu Mo3ra. Kpome Ttoro, mo-
30JIMCTOE TEJIO MepenaeT TaKTHIbHYI0 HH()OpPMAIHIO
(oOpabaTpiBaeMyI0 B TEMEHHBIX JOJISX) MEXKIY TONyIIa-
PHSIMH MO3Ta.

Arenesns mozonuctoro tena (AMT) — ato cocto-
SIHUE, TP KOTOPOM YEJOBEK POXKAACTCA C YACTUYHBIM
MO3OJIMCTBIM TEJIOM WM BooOmEe 0Oe3 MO30IHCTOro
Tena. OOBIYHO MO3OJIUCTOE TEIO0 (OPMUPYETCS MEKIY
12 u 20 HenmenssMH SMOPHOHAIBHOTO PA3BUTHUS W TIPO-
JIOJDKAaeT TpeTepreBarbh CTPYKTYpHBIE M3MEHEHHS Iaxke
BO B3pocioii xu3Hu. AMT MoxkeT OBITh BBI3BaHA psi-
oM (haKTOpOB, B TOM UYHCIIE XPOMOCOMHBIMU MYTaIlHs-
MH, BHYTPHYTPOOHBIMH HMH(EKIMSIMH, BO3ICHCTBHEM Ha
IUTOJ] OTPEICNICHHBIX TOKCHHOB WJIM JIEKApCTB, a TAaKKe
AHOMAJIBHBIM pa3BUTHEM MO3ra M3-3a KHUCT. Y JIIOAeH ¢
AMT moxeT HaOMIONAThCS 3a1eP’KKa KOTHUTHBHOTO Pas3-
BuTHA. Jlpyrne NOTEHIHMAJIbHBIE MPOOJIEMBI BKIIOYAIOT
HapyIIEHHE CIyXa, NCKa)KCHNE 4YepT TOJOBBI WM JIMIA,
cma3mbl U cygoporu [26]. HccnemoBarenu oOHapyKHIH,
YTO aKTUBHOCTH MO3Ta B COCTOSIHUH IIOKOSI y JIFOJEH €O
30pOBBIM MO3roM M mnanueHToB ¢ AMT npaktuuecku
OJJMHAKOBA. JTO YKa3bIBA€T Ha TO, YTO MO3T KOMIICHCHPY-
€T He/I0CTaloIIee MO30JIICTOE TEJI0, IepecTpanBasi ceds 1
yCTaHaBIIMBasI HOBbIC HEPBHBIEC CBS3HM MEXIy IONyIIapH-

callosum

Puc. 3. PucyHok-cxema rofioBHOro Mo3sra B CarvTTanbHOM
pa3pese. Mo3onuctoe Teno (ykasaHo CTPernkon).
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ssMu Mo3ra. MakTUYECKU MpoLecC YCTAHOBIEHUS ATOH
CBSI3H JI0 CHX TIOP HEN3BECTEH.

B mpencraBieHHOM KIMHHYECKOM CIIydae COUYETaHue
cuanpomoB YC u [IOCC y pebeHka Ha 000UX TiIa3ax co-
TIPOBOXIaeTCs BpOXKAeHHBIMI aHoManusmu [[HC — are-
HEe3WeH MO30JMCTOTO Tejla U BHKAPHO-BEHTPHUKYJIOMeETa-
nueit. [TogoOHBIX BPOXKICHHBIX aCCOMMAITIHA B JOCTYITHON
JUTEpaType HaMU HE BBIABICHO, YTO U MOOYANIIO HAC OH-
caThb JaHHBIA KIIMHUYECKUHN CITydai.

[Toxxon k BompoCy JIeUCHNSI COYETAHHBIX CHHIIPOMOB
VYC u [IOCC ¢ anomamusmu [THC weogHoznaunbii. 1o
MHeHnI0 Lee u Traboulsi [22], Ba)XKHO ONTHMH3UPOBATH
OCTPOTY 3peHHs], YTOOBI TPENOTBPATUTH Pa3BUTHE aMO-
nmuonuH. JleTasbHOE OOCIIeIOBaHNE TIIa3HOTO JTHA HEeo0-
XOJMMO TPOBOJHUTH B TMHAMUKE IS BBISBICHHS TPyOBIX
ocrmoxHeHn# cuHIpomMa YC, TakmX Kak cepo3Hasl OT-
CJIOWKA CETYaTKH, KOTOpask MOKET BO3HHMKATh B IEpPH-
MAMUIBIPHON 00JIacTH M JOXOAWTH A0 33JHEr0 MOoca
[7]. Xupyprudeckass KOppeKIHs TpaHCCPEHOMIATEHOTO
0azampHOTO HHIIE(]ATIONENe MOXKET OBITh UYpEe3BBIYANHO
CIIO)KHOM MJIM Jake MPOTHBOIIOKA3aHHOM U3-3a >KU3HEH-
HO Ba)KHBIX CTPYKTYP, KOTOPBIE MOT'YT OBITh OOHAPY KEHBI
B IpbDKE, BKJIIOYAIOIIEH XMa3My, T'HIIOTAJaMyC H Tiepe-
JTHIOI0 MO3TOBYI0 aptepuio [7]. Pemenne Bompoca o xu-
pyprudeckoit koppekiu cuaapoma [IOCC — ynaneHnn
OCIIO)KHEHHOU CyOIIIOKCHPOBAaHHOM KaTapaKkThl — B HAOIIO-
JTaeéMOM HaMH CJIydae, 10 HallleMy MHEHHIO, B HAacTOsIIIee
BpeMsl HE ITOKa3aHO IO CIEAYIOIIUM IPHYMHAM: TIIIOXOH
BH3YaJIFHBIN MPOTHO3 (YUIHUTHIBasE aTpo(UIo JIEBOTO 3pH-
TEJNBHOTO HepBa mo AaHHeIM MPT), MukpodTamsm u Mu-
Kkpodakus nenmaioT HeBo3MokHOM mmrutanTanuio MOJL, a
caMO BMEUIATENbCTBO MOXKET 3aTPYAHATH AaJbHEHIINN
POCT Ta3a; ClemyeT OTMETHTh M HEKEIaTeIbHOCTb Ipo-
JOJDKUTEIFHOM 00IIIel aHeCTe3MH TP BRIPaKEHHOI TTaTo-
sorun [THC. [IpenmouTuTensHBIM SBISIETCS HAOMIONCHIE
B IMHAMHKE COBMECTHO C JIPYTHMH CIIEIINAINCTaMH — He-
BPOMATOJIOTOM, TIEANATPOM, PEaOMIINTOIOTOM H Jp.

3aknoueHue

CHUHJIpOM «YTpEHHEH ClIaBbl» SIBJISIETCS PEAKON BPOXK-
JICHHOM TMaTOJIOTHel, MaToreHe3 KOTOPOou 710 HACTOSIETO
BPEMEHHU TMOJIHOCThI0 He Hu3ydeH. ONHMCAHHBIN peaKui
KJIIMHUYECKUH CITy4ail CBUJIETEIbCTBYIOT O TOM, UTO JIBYX-
cTopoHHU# cuuApoM YC, TMarHOCTUPOBAHHBIN B paHHEM
JIETCKOM BO3pacTe, aCCOLMUPYETCS C APYTON BPOXKICHHOMN
AHOMAJIUCH TIA3HOTO S0JI0Ka — CHHIPOMOM «IICPBUYHOM
(beTabHOW COCYMCTON CETHY, a TAKXKE C IICHTPATLHBIMHU
nopokamu pazputus [[HC — arenesuweil Mo301HCTOrO
Tea, 94To TPeOyeT He TOJIBKO JCTaTbHOIO BCECTOPOHHETO
o0cJieIoBaHMs, HO U JJMHAMUYECKOTO HAOIIOCHHUS C pea-
ownuranueii peOcHKa COBMECTHO CO CMEKHBIMH CIICIIHA-
nuctaMu (0TaaIbMOIOTOM, HEBPOIIATOJIOTOM, MTEAHATPOM
u ap.). [Tarmentam ¢ curapomom YC criienyet IpoBOAUTh
MPT ronoBHOrO Mo3ra W OPOUT JJIsl MCKIIFOUCHHS aHO-
manuit pazsutus [ITHC, a Takke paccmarpuBarh BO3MOXK-
HocTh npoBenenust MPT-anruorpaduu it MCKIroYeHUs
COCYJIUCTBIX aHOMAaJIMH Pa3BUTHUSA — CHUHAPOMA MOSIMOS,
PHACE u gpyrux, KoTopble MOT'YT I1OJIBEPTHYTh YEJIOBEKa

PHUCKY 1epeOpoBacKyIsIpHOH nmeMuu. JleTckuM odranb-
MOJIOTaM BaXXHO TIPOSIBIISITH HACTOPOKEHHOCTH TPH /-
ArHOCTHKE BPOXKIECHHBIX AHOMAJMH Pa3BUTHS IIIA3HOTO
siormoxa. [lenecooOpa3Ho HaPaBIATE TAKUX JACTEH B OTIEI
nIeTckoil odrampMomnatonoruul 'Y «VHCTHTYT Tia3HBIX
Oome3neld m TKaHeBoil Tepammu uMm. B. II. ®dumatoa
HAMH VYkpausb» 1 BepuGUKAIIH THarHo3a U OIpe-
€JIeHUs NaJbHENIIEN TAKTUKH JICUCHUSI.
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Aemopu 3aceiouyroms npo GIOCYMHICMb KOHQLIKMY
inmepecis, sKi O Monu BNIUHYMU HA IX OYMKY CMOCOBHO
npeomemy uu Mamepianie, ONUCAHUX M 002060PEHUX 8
0aHOMY PYKORUCY.

Hocmynuna 12.04.2021

[BOCTOPOHHIN CUHAPOM «pPaHKOBOI CNaBuU» acoLinoBaHUA 3 CUHAPOMOM «MepPBUHHOI peTanbHOI
CYAVHHOI CiTKU» i areHe3ielo MO30NUCcToro Tina

Bobpoea H. ®., PomaHosa T.B., LLunuk A.B.

OY «IHcTUTYT 04HKX xBopOb i TkaHuHHOT Tepanii im. B.I.®inatosa HAMH Ykpainu»; Ogeca (YkpaiHa)

Axmyanvnicms. Cunopom «panxosoi crasuy» (PC) € pio-
KICHOI0 CNOPAOUYHOI0 AHOMATIEIO, SIKA 8 OCHOBHOMY by8ac

00HocmopoHuboto. 3azeuuai cunopomu PC i "nepeunnoi

Gpemanvroi cyounnoi cimxu" (IIOCC) poszensioaiomovcs sk
[301b06AHI OUHI NPOSIBU NOPYULEHD PIZHUX Nepiodie emopi-
ozcenesy 04H020 A0IYKa.

Mema. Onuc KIIHIYHUX NPOsIEI6 OBOCMOPOHHLOI CUHOPO-
Mmanvrol namonoeii ounoeo sonyka (PC i [I@CC), acoyi-

1I08AHOI 3 BPOONCEHUMU 8A0AMU PO3GUMKY YEHMPATbHOL

negosoi cucmemu (IL{HC) i kicmkogoi' cucmemu.
Mamepian i memoou. Onucyemvcsi piOKiCHUIl 6apianm
binokynapnoeo nposigy cunopomy PC, wo noeonyemuocs 3
cunopomom IOCC i 3anyuenusm 00 namono2iuho2o npo-
yecy [IHC y oumunu (7 micayis).

Pesynomamu. Y npedcmagienomy KIiHIYHOMY 6UNAOKY
noeonanus cunopomie PC i [IOCC y oumunu na 060x
ouax cynpogooicyemucst 6pooxcenumu anomanisimu L[HC

— aceHe3i€r0 MO30IUCMO020 MiAa | GIKaAPHO-8EHMPIKYIO0-
meeanicto. 1100i6nux 8poodcenux acoyiayii 6 0OCMYynHill
Jimepamypi Hamu He 8UABNIEHO, WO i CHOHYKANO HAC OnuU-
camu Oanuul KAiHIYHUL 8UNAOOK.

Bucnosxu. Cunopom PC € piokicnoio 8pooaiceHoro namo-
J0ci€lo, namozenes Kol 00 menepiunbo20 Yacy nosHic-
mio He guguenutl. Onucanuil piOKiCHUll KITHIYHUU BUNAOOK
ceiouums npo me, wo 0socmoponnit cunopom PC, Odia-
2HOCMOBAHUI 8 PAHHLOMY OUMAUOMY 8iYi, ACOYIIOEMBCA 3
IHWL010 8POOIHCEHOI0 AHOMANIEID OYHO2O SIONYKA — CUHOPO-
mom TIDCC, a makoxc 3 YeHMPATbHUMU BA0AMU PO3GU-
mky I[{HC — azenesieto mo301ucmozo mina, wjo eumazae
He MINbKU 0emanbHo20 6cebiunoeo obcmedicents, a i
OUHAMIYUHO20 CNOCMEPENCeHHsl 3 peabiiimayiero OuUmuHu
CRIbHO 3 CYMINCHUMU cneyianicmamu (0pmanbmono2om,
He8pOnamoLo2om, nediampom i iu.).

Knrouosi cnosa: cunopom «Panxosoi crasuy, cunopom «llepeunnoi pemanvroi cyOunnoi cimkuy, poodiceri 6adu po3-

sumxy [[HC ma xicmxogoi cucmem.
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