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Cunzapom Makponedaaud — MPaMOPHOI KOKH U TeJI€aHTHIKTA3UH
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Hay4HO-npakTn4eckuii LEHTP MEANLMHCKON NOMOLLM AETSM C NOPOKaMM Pa3BUTUS HepenHO-MLEeBO 061acTu 1 BPOXOEH-
HbIMY 3a60/1EBAHNSIMN HEPBHOM cUCTEMBI [lenapTameHTa 3apaBooxpaHeHns MockBbl

Macrocephaly — cutis marmorata telangiectatica congenita syndrome
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IIpencrapiien 0030p JMTEPATYPHI M ONKUCAHHE KIMHHYECKOTO CIyYasi CHHAPOMA Makpouedaini, MPaMOPHOIi KOKH U TeJIeaHTMIKTa-
3uu (Macrocephaly — Cutis Marmorata Telangiectatica Congenita, M-CMTC) — peakoro BpoIeHHOro 3a00/ieBaHusl, CONPOBO-
JKaromerocs naroyorueii cocynos. C MomenTa nepsoro cooduenusi B 1922 r. B Mupe 0b110 3apeructpuposano He MeHee 300 ciy-
qaes. IIpHuMHbI BOSHUKHOBEHMSI, TeYeHHE 3200/I€BAHMS 1 BO3MOKHbBIE OCJIOKHEHHSA H3ydeHbl HeT0CTaT0uHO. OCHOBHDBIE PU3HAKH
CHHApOMA: Makpouedamms, ruaponedains, aCHMMeTPHs JIHIA U TeJia, TOPOKH PA3BUTHS rOJIOBHOTO MO3ra, IIAMEeHEIONINii HEBYC HA
JIMIIE, TEMAHTHOMBI, 32/IEPKKA pa3BUTHS, dmuiencus u apyrue. [Iporaos 3adoieBaHus KpaiiHe 3aTPyIHATEIEH H 3ABHCHT OT TSKECTH
NPOSIBJIEHHS IATOJIOTHH.

Karouesoie crosa: Maicpoue(j)a/tu;z, MpamMopHas Kooica, eemaﬂeuoaucn/taw}z, meneaHeusKmasus.

The paper reviews the data available in the literature and describes a clinical case of macrocephaly-cutis marmorata telangiectatica
congenita syndrome, a rare congenital disease accompanied by vascular pathology. Since the first report in 1922, at least 300 cases
have been notified worldwide. The causes and course of the disease and possible complications have been inadequately studied. The
major signs of the syndrome are as follows: macrocephaly, hydrocephaly, asymmetry of the face and body, brain malformations, nevus
flammeus on the face, hemangiomas, retarded development, epilepsy, and others. The prognosis of the diseases is extremely difficult

to make and depends on the manifestation of the pathology.

Key words: macrocephaly, cutis marmorata, hemangiodysplasia, telangiectasia.

HepBoe olnucaHue | Ha3BaHUE OOJIE3HU TIpUHAMI-
aexut C. Van Lohuizen (1922) [1]. B CLLA uamie
yIOTpeOsIeTC TEPMUH «TeHepau30BaHHAs KOXKHast
(hnedokTazus». 3aboseBaHue BCTpeyaeTcsl KpaitHe pelko.

DTHOJIOTHS ¥ MATOTeHe3. DTUOJIOTUS CUHApPOMA Ma-
KpoledaTnu — MpaMOPHOW KOXM W TeJICaHTUOIKTA3HH
(Macrocephaly — Cutis Marmorata — Telangiectatica
Congenita, CMTC) HeusBecTHa. BoabIIMHCTBO onUcaH-
HBIX B JIUTEpaType CiIydaeB ObUIM criopamuyeckumu [2].
V. Andreev, K. Pramatarov (1979) [3] coob1niu o cemeri-
HBIX Ciyyasx 3abosieBaHus. Y OMHOro MaiMeHTa ObLia
BbIsiBJIeHa TpaHcaokauus t (2;17) (pl1; pl3) [4]. B 1998 .
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M. Carcao [5] npennonoXuia KOHUEMLMUIO COCYAUCTOrO
JIMCTeHe3a TOJIOBHOTO MO3Ta IMPU TaHHOM CHHIPOME.

ITo cBenenussm D. Ben-Amitai u coast. (2001) [6],
B JINTEPAType 3apeTUCTPUPOBaHO okoJio 300 ciryyaeB CUH-
JIpoMa BPOXXIECHHON MpaMOPHOU KOXHU M TeJIeaHTUIKTa-
3uu. BriepBele Ha coueTaHWe JAaHHOTO CHHIpOMA C BPO-
KIeHHbIMU aHoManusimu (aHomanuu Ll typre — Bebepa,
OTKPBITBIN apTepUaIbHBIN TIPOTOK) OOpaTIIIA BHUMaHUE
J. Petrozzi u coaBt. (1970) [7]. H. Toriello uJ. Mulliken
(2007) [8] caenanu BbIBOM, YTO OOJiee TOUHBIM OIpenese-
HHMEM CUHIPOMA SIBJISIETCS: MaKpotiehainss — Karwuisip-
Has nucmuiasust (M-CM).

Knunnyeckas kapruna. 3aboseBaHue HaOstomaercst
y JIWIT 00OUX TTOJIOB U OOHAPYKUBAETCS yKe TIPH POXKIe-
HUM. TUMMMYHBIMU SBJISTIOTCST MHOTOYHCIICHHBIE, pacIio-
Jlaralolyecsl Ha JJUIe, Iee, TYJIOBUIIE W KOHEYHOCTSIX,
BKJTFOYAsT JIATOHW W TTOMOIIBHI, ISITHA KPAaCHOBATO-CHU-
HIOITHOTO IIBeTa, MeCTaMHU ¢ (DMOJIETOBBIM OTTEHKOM,
C OTYCTJIMBO BUAHBIMU Yepe3 TOHKYIO KOXY pacIIMpeH-
HBIMU BeHaMU. Koxka mMeeT MOmMYepKHYTHIN ceTdaThiit
pUCYHOK. M3MeHeHHBIE YYacTKU YepeayloTcs C yJacT-
KaMU HEW3MEHEHHON KOXHW. DTO TIPUIACT KOXE BUIT
MPaMOPHOCTH; OTMeYaeTcsl BBIPAKEHHBIN aKpOIIMaHO3.
PacmmpeHHBIe cOCYIBI BCTPEYAIOTCS TaKKe Ha TBEPIOM
U MSITKOM HeOe, CIIM3MCTOM HOCOBBIX XOHMOB. Y OTIENb-
HBIX OOJIBHBIX B OYarax IMOpaXkeHWs o0pa3yloTcs UTH-
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TEJIPHO CYIIECTBYIOIINE TPO(GUIECKUE SI3BBHI pa3MepoM
110 5—8 cM B I1MaMeTpe, ¢ HEPOBHBIMU, MECTAMU MOIPBI-
THIMH KPastMH, BSUTBIMU TPAHYJISIIASIMU.

[Ipy TUCTOIOTMYECKOM HCCICIOBAHUY B IEPME U TH-
ToiepMe OTpeNesIsieTCsl OOIMPHAsT CeTh PacIIMPEHHBIX,
3USIONINX KaWIISIPOB Y METKHUX BEH, MEePETOTHEHHBIX
KpoBblo. BocmanmurenbHast WHOWIBTPAIIAS OTCYTCTBYET,
SHIOTEIWA MMeeT HOPMAJbHYIO CTPYKTYpy. OOHapyXu-
BaeTCs TOBOJBHO BHIpAXXEHHAS TUTIEPTPODUS U AUCTPO-
(us canbHbIX Xee3.

D. Ben-Amitai u coaBr. (2001) [6] cooGUIMIM 0 HaTU-
YUU TUNIOCTIAANU Y 4 U3 52 U3PAWIIBTSIH C CUHAPOMOM BPO-
KIEHHOW MpaMOPHOM KOXU M TeJICaHTUIKTa31H, 4TO 00-
Jiee 4eM B 13 pa3 mpeBblIIaeT YacTOTy M30JMPOBAHHON
TMIIOCITAINK B 3TOH TpyIre HaceideHus. A. Hinek u co-
aBT. (2008) [9] mpencraBuau HabmoaeHUE 16-MeCSIHOTO
MaJbuMKa, CTPAIaBIIeTO NAaHHBIM CHHIPOMOM C BBIpa-
KEHHBIMU COCYIHCTBIMA aHOMaJUsAMH. [Ipu poxkneHun
y pebeHKa OTMevajics ToJyO0OBaTO-KpacCHbBIN CeT4aThlil
PUCYHOK, paclpOCTpaHEHHBIM TI0 BCEH ITOBEPXHOCTHU
KOXU C M3BSA3BICHUSIMHU. Busyanm3upoBaauch paciiu-
pEeHHBIC BEeHBI Ha JIUIIE, KOXE BOJIOCHCTOM YaCTH TOJIOBBI
1 Ha XuBoTe. B Bo3pacte 7 Mec ObLIO AMarHOCTUPOBAHO
KPOBOMBJIMSIHYE B CETUATKy TJIa3a, 3aJepKKa pa3BUTHS,
CYIOpPOTH; Ha KOMITBIOTEPHON TOMOTIpaMMe TOJIOBHOTO
MO3Ta ONpPEACIISTNCH OOIMPHBIC TTEPUBCHTPUKYIISIPHBIE
KanblMHATHL. B 14 Mec y peGeHKa pa3Buiach TsKesas Jjie-
TOYHAs TUIIEPTEH3US C BHIPAXKEHHOU HEIOCTATOYHOCTHIO
MpaBbIX OTHIEJOB cepaua. B OuonTaTe jieroyHoi TKaHU
BBISIBJICHA TUTIEPIUIA3HS TTIAMKIX MBIIIIL 1 MEJTKUX JIETOY-
HbIX apTepuii. PebeHok ymep B Bozpacte 20 Mec OT TsiKe-
JIo#t rumokceMun. [1pu maTo10roaHaTOMUYECKOM MCCITe-
JIOBAaHUY OBLTU BBISIBJICHBI aHOMAJIMUA CTPOEHUS CTEHOK
JIETOYHBIX apTepuil U BeH. JJabopaTopHble UcCaeT0BAHUS
ITOKa3aJId TIOBBIIIICHHYIO KOHIIEHTPAIIMIO MEIU B CHIBO-
POTKE KPOBH, YTO, TIO MHEHUIO aBTOPOB, TIOCTYKUJIO OC-
HOBHBIM (PaKTOPOM, CIIOCOOCTBYIOIIUM (DOPMUPOBAHUIO
¢eHoTHIa 3200J1€BaHUSI.

B 1997 r. J. Claiton-Smith u coast. [10] u C. Moore
U coaBT. [11] mpennonaoXuau, 4yTo NalMEeHThl C coyeTa-
HHMEeM MakporiedhaTnn, BpOKIeHHON MPaMOPHOCTH KOXU
C TeJiIeaHTUAKTa3usIMu U cuHaaktuiuein  (M-CMTC)
TOJDKHBI OBITh BHIICJICHBI B OTHCIBHBINA (DEHOTHUIT U3 YH-
cJla TIMUPOKOW TPYIIIBI TAIMEHTOB C BPOXIECHHOW Mpa-
MOPHOCTBIO KOXU U TesieaHruakrazusiMu (CMTC). OHu
onucaau COOTBETCTBEHHO 9 u 13 ciyyaeB BIiepBble BbI-
siBjieHHoro cuHapoma M-CMTC, xapakTepusyroierocst
HapyIIeHUSIMUA COMaTUIECKOTO Pa3BUTHUS C aCUMMETPHEH
TeJa, TUITUIHBIM JIMIIOM, MaKpoliedanueit ¢ TeHIeHIueH
K IPOTPECCUBHOMY YBETMUYEHUIO, TUTAMEHEIONTUM HEBY-
COM Ha HOCY WM QWIIBTPE U BepXHEl Ty0e, CHHIAK TN -
SIMHM, MPAMOPHBIM PUCYHKOM KOXKM.

CyImecTByeT BRICOKUI PUCK Pa3BUTHS HEBPOJIOTHYE-
CKUX HapyIlIeHWI Y OOTBIIMHCTBA MAIIMEHTOB C CHHIPO-
moM CMTC [12, 13]. B auteparype [5, 10, 11, 14—20]
coobiaercsi o040 nauueHrax ¢ peHorunom M-CMTC,

Y KOTOPBIX BBISIBJICHBI HEBPOJIOTUYECKUE HAPYIICHUS
Pa3TMYHON CTETIEH! BBIPAXKEHHOCTH.

Hame HaOnogeHUe MOATBEPXKIAET TUIIOTE3Y,
yto M-CMTC — oTnenbHblil, pacrio3HaBaeMblil CUH-
IPOM C TUMTUMIHBIMUA HEBPOJOTHMYECKUMU PACCTPOIi-
CTBaMU W U3MEHEHMSIMM Ha MarHMUTHO-PE30HAHCHBIX
TOMOTpaMMaX. PaHHsAS #IWarHOCTWKa 3aboJieBaHUS
BaXXHa IJIST ONITUMAJIBHOTO JICUCHUST HEBPOJIOTMISCKIX
OCJIOKHEHUIA.

IIpencrasnsiem cobcTBeHHOE HabJIOJeHUE pebeHKa
C CMHIPOMOM Makpolredaauu — MpaMOPHOM KOXH U Te-
JICaHTUAKTa3UU.

[eBouka A. poaunach y IpaKTUYECKU 3I0POBOi1 MaTepu
25 net, oT BTOpoil 6epeMeHHOCTH (TepBasi — 3aKOHYMJIACH
BBIKMIBILIEM B CPOK 4—5 Hem), MpoTekaBllieid ¢ paHHUM
TOKCHKO30M M aHeMHeli B | TpumecTpe, yrpo3oii mpephiBa-
Hust B 20 Hen, B 111 TpumMecTpe BbISIBJIEH MOPOK Pa3BUTHS
miona (runporedanyst). Pomsl mepBble, B CPOK, KecapeBHIM
cedeHWeM (ITOPOKHM Pa3BUTHS IUIONA TIPH IpeHATATbHOM
ckpuHuHre). [lpu poxnenun macca tena 34901, mivHa
57 cM, OKPY>KHOCTb T0JIOBbI 39 CM, OKPY>KHOCTb rpyau 33 cM,
olleHKa T10 mKkayse Anrap 4/5 6auioB. B paHHeM HeoHa-
TaJbHOM TIEpUOJIe OTMeUYaIUCh cuHIpoM yrHeTeHus: LIHC,
JIbIXaTeJIbHasl HeIOCTaTOYHOCTh, oManut, oteku. B Hayu-
HO-TIPAaKTUYECKUII TICHTP METUITMHCKOW TTOMOIIM JETSIM
TIepeBeieHa Ha 7-ii ICHb KU3HU C IMarHO30M: BPOXKIEHHAsT
OKKJTIO3MOHHAST THAPOTIehaTHs.

[Ipy OCTYIUIGHNM COCTOSTHWE TSDKEJIoe 3a CUYeT He-
BPOJIOTUYECKUX U JBIXaTEeIbHBIX paccTpoiicTB. PDeHo-
TUITMYECKUE OCOOEHHOCTM: ToJIoBa TuapoluedaribHOI
dopmbl, acuMMeTpryHas (Tiaruoredans), TOIUXoIe-
anusi, BEICTYNAIOT JIOOHbBIE OYIphl, OOJBIION POTHUUOK
5x%5cM, Masblil pPOIHUYOK 2X2 CM, aCUMMETpPUS UL, Me-
raJlokopHea U OydTajibM crpaBa, MUKpO(hTaIbM CJIEBa,
TUTIEePITIa3us aTbBEOJIIPHOTO OTPOCTKA, TUCTUTACTUIHBIE
VIIHBIE PaKOBWHBI, IMAPOKAs 3allaBIlas TepeHOCHIIA,
IMMUPOKUN KOHYMK HOCA, BBICOKUI JIOO, TUIIEPMOOWITH-
HOCTb MexXdanaHroBbix cyctaBoB (puc. 1). [Ipeobrananu
cumnTombl yrueteHust LIHC, nuddysHas mbliieyHast ru-
MMoTOHMS. BckapMimBaHue — depes3 30HI.

Koxa cyxasi c¢akpouuaHo3oM, MHOXECTBEHHbIE
YY4aCTKU TUIOIUIA3UM KOXU C COCYAMCTON OUCIUIa3Zuen
Ha TYJIOBUIIIE ¥ KOHEYHOCTSX, TeJICAaHTUAKTAa3UH, TIIaMe-
HEIIMI HEBYC B 00J1acT KOHYMKa Hoca (puc. 2). Ciu-
3ucThie ynucThie. Beku oreunsl. HaGmomanoch BeIpakeH-
HOE BTSDKECHME TPYIMHBI Ha BIOXE, IbIXaHUE TIPOBOIMIOCH
BO BCE OTIEJBI, XPUIIOB He ObUT0. TOHBI cepiiia pUIITy-
IIEHBI, BBICTYITUBAICS HETPYObIl CUCTOTMYCCKUIN TITyM
T10 JICBOMY Kparo TpyAWHBI. 2KWBOT MSTKUI, 3aTaBIINiA,
nedyeHb +1,5cM, cene3eHka — y Kpasi peOepHOM IyTH.
[Iupokoe mynmoyHoOe KOJIbII0. [WITepIuta3ust KIuTopa.

XpOMOCOMHBIN  aHaIU3 KyJIBTYPHl JTMMGbOIIUTOB
6e3 matoyioruu — 46XX (CkeHCKUiA).

B ananu3e KpoBM Ha CTEPOWIBI HAPYIICHUI CTEPOU-
JOTeHe3a He BBISIBJICHO.

HeiipocoHorpadusi: cpenuHHbIE CTPYKTYPbI TOJIOBHO-
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Puc. 1. Pebenok A. Byransm npasoro riaza u MEKpodTaabsM
JIEBOTO IV1a32, IUIaMEeHEeIONIUil HEBYC HA HOCY.

Puc. 2. PeGenok A. TereaHrnaKTa3uu U BeHIKTA3UH HA HIDKHUX
KOHEYHOCTSX.

IO MO3ra He cMelIeHBI. ZKeTyI0uKoBast CHCTeMa YMEpEeHHO
pacmpeHa u nechopMupoBaHa 0Oe3 MPU3HAKOB BHYTPH-
JKEJTYMOYKOBOM TuriepreH3un. [lepemHue pora GOKOBBIX
KenynoukoB 13mM cripaBa, 15mm cieBa, 11 xemynouek
7 MM, €ro THO PacIoIOXeHO JIMHeitHOo. BomompoBoa Mo3-
ra pacIIMpeH Ha BCeM TMPOTsDKeHUU. [V Xemymodek 5Smwm,
TIPOIOJITOBATO-OBATBHON (hopmbl. Bosbias 3aTeiouHast
uuctepHa He nuddepeHunpyercs. CybapaxHOUIAIbHbIC
TIPOCTPAHCTBA PACIIUPEHBI KOHBEKCUTATBHO M B 001aCTH
CWJIbBUEBBIX 1ieieit (15mM cripaBa, 8 MM cieBa). Makpo-
rupust (?). B npoekuyuu nepeaHux poroB MepUBEHTPUKY-
JIIPHO OOIIMPHBIC 30HBI TMITEPIXOTEHHOCTU TTApEHXUMBI
Mo3zra auamerpom 1o 31 MM (D=S) c HaMureM KajibLM-
HaTOB. DTIICHIMMA XKeTyI0YKOB MO3ra He u3MeHeHa. [1pu-
3HAKW BHYTPUYEPEITHOW TUTICPTEH3MH OTCYTCTBYIOT.

ITo peHTeHOTOTMYECKUM JTaHHBIM ITaTOJIOTUU OpTa-
HOB IPYAHOI KJIETKU HE BBISIBJIEHO.

HACJIE4QCTBEHHbBIE SABOJIEBAHUS

DneKTpoKaparorpaMma: CUHYCOBBIM puTtMm. Ywucio
cepAeYHbIX coKpalleHuit — 144 B MuHyTy. BepTukansHoe
TTOJIOXKEHME NTEKTPUIECKoii ocu cepaira. HermoHas 610-
KaJna mpaBoil HOXKHU TyJka [uca.

VYaeTpa3ByKoBOE HCCIIEIOBAaHWE OPTaHOB OPIONTHOMN
TTOJIOCTH, TIOYEK M HAATIOYCYHUKOB — 0€3 0COOCHHOCTEH.

Dxokapauorpadus: NoJOCTU cepla He pacIliUPEHb,
IPYOBIX HapYIIEHW TeMOAWHAMUKHN He OOHapYXEHO.
OTKpbITOE OBAIBHOE OKHO 2 MM.

YapTpa3ByKoBOE MCCIIEOBaHME OPTaHOB MAJIOTO Ta3a:
MoueBoit Ty3bIpb 33,5x13x28 MM, ctreHku 1,4 Mm. 3a Mo-
YEBBIM ITy3BIPEM BU3YaATTU3UPYETCST CTPYKTYPa, BEPOSTHO,
maTKa 23x9x13 mm. [1pugaTtky He BU3yaIU3UPYIOTCS, Ma-
XOBBIC KaHAJTbI CBOOOTHEI.

MarHuTHO-pe30HaHCHasE ~TOMOTpadusi  TOJOBHOTO
MO3Ta: TOTaTbHAs TaXUTUPUSI, MHOKECTBCHHBIC YJIACTKU
TeTePOTOITMH Ceporo BerecTBa. PakoMaTo3HbIE YIACTKU
B TIPOEKITUY TIEPETHUX POTOB GOKOBBIX XKeTYT0YKOB, BEPO-
SITHO, COOTBETCTBYIOT MHOXECTBCHHBIM TIeTpU(DUKATaM.
‘YMepeHHO paciiipeHa KeyI09KoBasi CUCTeMa, YIacTKOB,
MPEMNSTCTBYIOIIUX JUKBOPOOTTOKY, HET. BojornpoBoa Mo3-
ra IPOXOIM, KPaHMOIIEPBUKATLHBINM YPOBEHb CBOOOICH.

KowmrploTepHasi ToMorpaMMa TOJIOBHOTO MO3Ta: cpe-
IIMHHBIE CTPYKTYPHI TOJIOBHOTO MO3Tra He cMelleHbl; [Vke-
JIyIOYeK T10 CPEAMHHOW JIMHUU, CyXeH, IehopMUpOBaH;
111 >xenymodek o CpeAMHHON JIMHUM, PACILIMPEH, aecop-
mupoBaH. [lepenHue pora GOKOBBIX JKENYTOYKOB MO3Ta
He BU3YaJIM3MPYIOTCS, 3aIHUE pOora aCHMMETPUYIHEBI, pac-
mmpenHsl (D>S), dopma ux uckaxeHa. B mogkopkoBbIx
CTPYKTYpax CIpaBa OIpPEAEISIeTCs] YIACTOK IMOHKEHHON
IUIOTHOCTH, BTOJIIE KOTOPOTO BBISBISIOTCS MHOXKECT-
BEHHbIe Mesikue nerpudukathl. [l1a3Hble s106J0KH acuM-
METPUYHBI: AuaMeTp IpaBoro 18,1Mm, jeBoro 12,7 MM.
JleBoe T1a3HOE SIOIOKO pacrioaraeTcst B BEpXHUX OTIeIax
OpOWTHI, JIEBHII TITa3HOI HEPB TUITOTUIA3UPOBaH.

OnexrposHuedanorpadpus: TUMUYHONH BMUIETITH-
(hopMHOI aKTMBHOCTH, SMUIPUCTYIIOB U WX ITATTEPHOB
He 3aperuCTPUPOBAHO.

I1pu opranbMOIOrMuecKOM OCMOTPE BbISIBJIEH Oy(dTaibm
cripaBa ¥ MUKpOGTAIbM CJleBa. BHyTpHUIIa3HOe maBlicHUE
(u3mepenue roa Hapko3oMm) OD=17Mm pr.cT. (HopMma).

ITpu cypnosoruyeckoM MccienoBaHUM BbIsIBIEHA Jie-
BOCTOPOHHSISI HEHPOCEHCOPHASI TYTOYXOCTb.

3a BpeMsl HaOJIIOIEHUsI B OTHEJeHUN (K KOHILY Iep-
BOTO MecsIIia XXU3HU) COCTOSTHUE C TTOJIOKUTEIEHON TH-
HaMHMKON. MpaMOpPHOCTh KOXHW YMEHBIITMIACh, YIACTKU
KOXU C COCYIMCTOM MUCITIa3ueit mobeaHen, pedbeHOK
cTaJl aKTUBHEe, Hadall cocaTh Yepe3 COCKY, 3aTeM JaCcTHY-
HO U3 TPYIU, YIYYLIUJICSI MBILIEYHBII TOHYC U pedIIeKCHI.

B Bo3pacTte 2 Mec y IeBOYKH MTOSIBIJIACH SITVJICTITYC -
CKUe TIPUCTYITBI, KOTOPBIe KyIMMPOBAINCH TTOCIe Ha3Ha-
yeHUs KOHBYJIeKca. B Bo3pacre 3 Mec pebeHOK ObLI ore-
PYPOBAH 1O TTOBOJY IJIayKOMBI.

B tabn. 1 nmpuBeaeHa cpaBHUTEIbHASI CUMIITOMATH-
ka cuHapoma M-CMTC no gaHHBIM juTeparypsl [21]
W B HaIlleM HaOTIONCHUN.
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Tabauya 1. Cummroms cuappoma M-CMTC, MX 3Ha9MMOCTD ¥ 9aCTOTA NPOSB/ICHUS Y NAUMEHTOB

Cumirom 3HAYMMOCTh Yacrora, % Co0OcTBEHHOE HAOIIONEHNE
Makporedanmsi/MerarosHiehanvs Bricokas o +
Teneanruskrazun » 48 aF
bonblias Macca mpu poXaeHUU » 75 -
[unepnonBUXXHOCTH B CycTaBax » 91 +
MpaMopHas Kkoxa » 100 +
ATpodust KOXX1/aHETOMEPMMUST » 100 +
Pacmmpenue xenmymoukoB/Tuaporedanust Cpennsst 54 aF
TunoToHus » 66 +
Honvxonedanusi/BeITYKIIbIN 3aThIIIOK » 66 +
Beicoknii 106/BbIMYKIIbIH J100/BIUCOUYHAsT 00JIACTh » 75 +
TemaHrnoma n6a/muua » 66 +
ACMMMETPUSI JIUIIa/aCUMMETPYST MUMUKH » 75 +
Brrecbapodrmos/y3kue ri1a3Hble MeTn » 66 +
ONUKaHT » 42 +
Tuneprenopusm » 75 +
[raykoma/6ydransm » 12 +
Kocornazue » 75 =
BsnepHyThIi HOC » 66 +
[Inpokast cnMHKa/TIepeHoCHIIa » 66 +
Ilrockoe/3anaBiiee mepeHOChe » 66 +
JTMHHBIA GUIBTP » 63 +
Iupoxkuii GpuUIbTp » 75 +
Tonkue ry0Ob » 42

OTBuUCIIas, OTTOINBIPEHHAS] HUKHSIS Ty0a » 51 —
Iemanrnomsl » 24 +
PacimpeHHbIe BICTYHAIOIINE TTOAKOXHBIE COCYIbI » 42

Bricokuii poct » 48 -
Huskwuit poct » 48 —
Makpocomust » 51 +
AcuMMeTpHsi KOHEYHOCTE I » 48 —
BpaxumakTunus Kuctu » 21 -
TumnepnoaBUKHOCTh CYCTABOB KUCTH » 75 +
CaHpaneBuIHAas 1Ie/Tb » 75 —
CUHIAKTUIMS CTOIT » 75 -
[umepanacTnuHas Koxa » 48 +
CHnMHHOMO3TOBAas TPhiKa Huskas 3 —
[lIupoxue mIBbI/POTHUYKI » 18 +
AHTUMOHTOJIOUIHBIN pa3pes ria3 » 24 -
MuxkpokopHea/MUKpoaHOPTaTEM/(PTI3 » 6

[MomyTHeHUe poroBuiisl/aHomanuu [letepca »

CuHexuu TiepeiHet KaMephbl » 3 —
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HACJIE4ACTBEHHbBIE SABOJIEBAHUSA

Tabauya 1. Cavromer cuaapoma M-CMTC, X 3HaYMMOCTb H YaCTOTA NPOSBICHHS Y NAIMEHTOB (IPOJOJIKEHNE)

Cumntom 3HaYMMOCTb Yacrora, % CoOcTBeHHOE HaOJII0IeHEe
[Ipouyne aHoManK NepeaHe KaMepbl » 6 =
ATpodusl/TUTIOTIA3WsI 3pUTETHHOTO HEpBa » 6 +
Maxkpoctomus » 12 A
Beicokoe HEGO » 6 +
PacuiennHa HeGa/g3bp14Ka » 3 =
MUuUKpOreHus/peTporeHust » 12 -
HuskopacnonoxxeHHbIe YIITHbIE PAKOBUHBI » 9 +
TlepcucTupoBaHKe 60TaUIOBA IIPOTOKA » 6 —
ATpe3usi/Ipyriue aHOPEeKTaTbHbIC TTIOPOKU » 3 —
TlynouHas rpsika/Tpbika 0eJ10i TMHUN » 9 =
AHOMaJIMM KJIUTOpa » 3 +
AHOMaJI1 MOYEBBIBOASIINX TyTEH » 3 -
ACHMMETPUS TPYIHOM KJIETKH,/ Tela » 6 +
Ckonnos » 3 -
TTocTakcuasibHasi MONMIAKTUINS KUCTH » 3 -
CUHIaKTUINS KUCTH » 9 —
MaxkpomakTuians KUucTu » 9 —
OuaroBasi TMIIO/TUIIEPIIUTMEHTALIAS KOXU » 6 +

SAKTIOYEHME N OBCYXJIEHUE

Takum obpazom, AMarHo3 ObLJT YCTAHOBJIEH Ha Mep-
BOM Mecslle XU3HU pebdeHka. Y Haleill mauueHTKU
BBISIBJIEHBI TUTTMYHbBIE XapaKTepPUCTUKU CUHAPOMA Ma-
Kpouedanuu — MpPaMOPHON KOXHU U TeJleaHTUIKTa-
3un (M-CMTC), onucanHoro J. Claiton-Smith u co-
aBT. [10] u C. Moore u coaBrt. [11], uTo moaTBepxKIaeT
runoTte3y o0 OTIAEJbHO pacro3HaBaeéMOM CUHApPOME.
MpaMOpHOCTb KOXU — CTOWKHUI XapaKTEepHbI MpU-
3HaK, KOTOPbIIi OTMEYaeTCsl C POXKAECHUsI, CTAHOBUTCS
0osiee BBIPaXXEHHBIM TPU IJaye U MeHee 3aMETHBIM
C BO3PacTOM.

BaxHbIii cumnToM — Makpouedaius ¢ TeHIeH-
lIMeil K yBeJMYeHHUlo, mepexonsiunasi B ruapoueda-
auio. BblsBieHHast B HauleM ciyyae ruapouedanus
He nmoTpeboBajia ONepPaTUBHOTO JEYEHUS.

MarHuTHO-pe3oHaHcHasi ToMorpadusi B JaHHOM
cllyyae CIyXUT HEOOXOOUMBIM METOJOM HcCieaoBa-
HUSI, MO3BOJISIONIUM TMOJYYUTh JaHHbIE 00 acUMMe-
TPUM MO3TOBBIX MOJyUIApUiA, O HAJIUYUU aHOMAIUU
Kuapu, yBennueHuM OOKOBBIX XKEJIYAOUYKOB M aHO-
MaJIbHOM CUTHaJie OT 6e0Tro BeulecTBa Mo3ra. ACUM-
METpUsSI MO3TOBBIX MOJyUIapUil COYETAETCS] C reMU-
MerajosHuedanueit, ¢ aHOMaJlbHO MOBbILIEHHbBIM
CUTHAJIOM OT 6eJIoro BEILIeCTBAa B MEPUBEHTPUKYISAP-
HoM pervoHe. IuddepeHUMaNbHbI AUATHO3 ClENyeT

MMPOBOINTL C CUHIPOMOM BPOXICHHOW MpaMOpHOM
Koxu u TeneaHruskrazum (CMTC), cuHapomamu
Knunnens — TpeHone, bannasina — Paitnu-PyBanb-
kabsl, Htypre — Bebepa.

HemoctaTouHo M3y4eHHBIE 3THOJIOTHS M MATOTE-
He3 CUHIpPOMAa 3aTPYIHSIOT MEIUKO-TeHEeTHYeCKOe
KOHCYJIBTMPOBaHUE CYNPYXeCcKux Tmap. B cooTser-
CTBUM C MAaTOMOU3UOIOTHICCKUMHU OCHOBaAaMM 3a00-
JIeBaHUE NOJKHO OBITh OTHECEHO K aHOMAaJUsSIM COe-
OUHUTEJBPHOW TKaHU, COMATUYECKOMY MO3auIU3My
C aCUMMETPUYHOM TUTIePTpodueid TOJOBHOTO MO3Ta
u Tena. IlomoOHBIE CUHAPOMBI, XapaKTepHU3YHOIIue-
csl OBICTPBIM Pa3BUTHEM U TeMHUTHIIEpTpOdUEii B TOM
YUCJIe, MOTYT acCOIIMMPOBATHCS C IMOPHUOHATBHBI-
MU ITEeTCKUMU omnyxojssMu. [ToaToMy y Bpada moJXKHA
OBITH HAaCTOPOXKEHHOCTH IT0 MTOBOAY HOBOOOpa3oBa-
Huii. Heo6XoauMo ImepruoanveckKy MMPOBOIUTH Y TAKMX
MAIlMeHTOB KIIMHUYCCKUI CKPUHWHT — YJIBTPa3BYKO-
BOE€ MCCJIeIOBaHUE OPraHOB OPIOLIHOM MOJIOCTH C lie-
JIbIO paHHEW NMarHOCTUKM HeoIula3uil. Y Bcex mereit
JNOJKHBI ObITh MPEACTaBACHbl TaHHbIE MOHUTOPUHTIA
pocta u pasButus. Ilpennoxennas L. Garavelli u co-
aBT. [22] mporpamma aucnaHcepus3alUu MpeacTaB-
JeHa B Ta6a. 2. Hexkotopble aBTOpbl PEKOMEHIYIOT
MMpOBeIeHNE 3JIeKTpoKapauorpaduu Kak pyTUHHOTO
MEeTOJIa JUTSI CBOeBPEMEHHOTO BBISBJICHUS HapyIIeHUI
puTMa cepaua.

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPUU, 6, 2011

78



Meuwepsxosa T.H. u coaem. CuHopoM MakpoLedanum — MpaMOPHO KOXW N TENeaHrMakTasum

Tabnuya 2. TIporpaMma Aucnancepu3amyy G0ILHBIX ¢ CHHAPOMOM Makpoueda i, BpoxIeHHO MPAMOPHOCTH KOXKH C TeJIeanTd-
aKTa3usaMu u cunaaktmimeit (M-CMTC)

WccnenoBanust I1pu ycTaHOBIEHUM IIKonbHUKHU IToapocTku
JIMarHO3a
Kapuotun + = =
DyHKIWS IMATOBUIHON KEIe3bI — —
HetipocoHorpadust + = =
MarHuTHO—pe30HaHCHAast TOMOTpadust TOIOBHOTO MO3Ta 4 [To mokazanusim [Mo mokazanmsiM
VibTpa3ByKOBOE UCCIIEIOBAHKE OPraHOB OPIOLIHOM + ExeronHo ExeronHo
TOJIOCTH
DxoKapauorpapus + = =
OdTanbMoJ0THIECKOe 00CIeTIOBAHIE ExeronHo ExeronHo
VibTpa3ByKoBas AOMIUIEpOrpadust HIDKHUX KOHEYHO- + — —

cTein

PeHTtreHorpadust HIXKHUX KOHEUHOCTEM

HCpMaTOJ’IOFI/I'{CCKOC o0cJiefoBaHue

Heiliponcuxuatpuyeckoe o0caeqoBaHue

Aynuosiornyeckoe oociae1oBaHue

Oproneauueckoe oocieToBaHue

ITo noka3zaHusiMm

"

+

ITo nokazaHusIM
ExeromHo

ITo noka3zaHusiM

ITo nokazaHusIM
ExeromHo

ITo nokazaHusiM
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