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B nacmosweii pabome npedcmasnenvi pe3yavmamol CKPUHUHEA PAAUYHBIX BAPUAHIMOE NAMONOUMECKOLl U3BUMOCMU BHYMPEHHUX COHHbIX
apmepuit (ITH BCA) & obuieii demcKkoil nonyasyuu u ¢ 0mooparHoil epynne demeil, cmpadarouiux Muepenvio u MuepeHeno000Hoil 20108HOl
oboavro. Ommeyera gvicokas pacnpocmpanernnocms TTH BCA, 6 mom uucae eeMOOUHAMUYECKU 3HAYUMbBIX 8APUAHMO8 U3BUMOCIU, 8 00eUX
uccnedyemvix epynnax. Jlamuvlie KAUHUMECKUX, MOPPOA0UUECK020, 2eHeAaN02UMecK020 U 2eHemu4eckKoeo Uccae0o8anuii noomeepounu
Hacaedcmeennyio demepmunuposannocmv IIH BCA u ee 63aumocesnsb ¢ HACAOCMBEHHOU CUHOPOMAAbHOL NAMOAO2UEl COCOUHUMENbHOI

MKAHU.
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COEIMHUTEbHON TKAHU, CHHAPOM Diepca—/laHio, cerperalliOHHbIM aHATH3.

MUIEMUOJIOTUYECKIE UCCIEN0BAHUS IOCIEIHUX

JIET TIOKa3alu, YTO HapylIeHHs] MO3TOBOIO KPOBO-

obpamieHusT B CTPYKType HOETCKO HEeBPOIOTHYEC-

KOM TATOJIOTHH HE SIBJISTIOTCS. PEIKOCTBIO (CyMMap-

Ho oHM jnocturaioT 8—10%) [8]. ITo maHHBIM Halu-
OHAITbHBIX PETHCTPOB, YaCTOTa MHCYJIBTOB y JETCH COCTaBIISIET
ot 2—3 mo 13 1a 100 000 [14, 17, 20], a cMepTHOCTb OT MHCYJIb-
Ta —7-36% [12, 15, 22].

CrieKkTp MaToJOrnYecKux COCTOSTHUIMA, MPUBOIAIIUX K UIIEMHU-
YECKUM MOPAKEHUSM TOJOBHOTO MO3ra B JIETCKOM BO3pacTe,
JIOCTaTOYHO MUPOK. K HUM OTHOCSAT BPOXAEHHBIE MMOPOKU
cepaua, MHGEKIMOHHO-LIePTUYecKue BaCKYJIUThI, TOKCHYE-
CKUE TIOPaXEHUS COCYIOB TOJOBHOTO MO3ra, 3a00JieBaHUS,
MPOSABISAIONINECA CUMIITOMATUYECKON apTepUalbHOW THUIEp-
TEH3Ueii, TeMaTONIOTNYECKIE PACCTPONCTBA, TeHETUUECKUE Ha-
pYILIEHUsI, BA30MOTOPHbIE TUCTOHUM, MUTPeHb U Tip. [10, 14,
15, 22, 25]. OnHako OmHOW M3 OCHOBHBIX IPUYMH OCTPOii U
XPOHUYECKOH 1iepeOpabHOI MIIEMUH Y AeTeil B HacTosiIIee
BpeMsl MPUHATO CUUTAThb BPOXAEHHbIE aHOMAIUU npeyeped-
panvhblx u yepedpanvhvix apmepuii [1, 6, 10, 12, 19, 21, 22, 23].
Mo HammM naHHBIM, Gosiee 70% TPaH3UTOPHBIX MIIEMUYEC-
KUX aTaK ¥ WH(HAPKTOB MO3Ta CBSI3aHbI C BPOKIECHHOI MaToNI0-
M€ MaruCTpaJbHbIX apTEPUM TOJIOBBI, U IIPEXKIE BCETO ¢ Ma-
TOJIOTUYECKOM U3BUTOCTBIO BHYTPEHHE coHHoM apTepuu (1T
BCA) — uzonmipoBaHHOIi MO0 coueTaloNIeiics: C APYTUMU MO-
pPOKaMH CepIeIHO-COCYIMCTOM CUCTEMBI [3].

B nutepaType mocieqHMX JeT 0OCYXmaeTcs BOIPOC O POJIU
BPOX/JIEHHON HEMOJHOLEHHOCTH COEIVMHUTENbHON TKaHW B
dopmupoBaruu [TM BCA; mpuBonsaTcs KITMHIIECKIE HAOITI0-
JEHUSI COYeTaHUsl YIUIMHEHUHN U nedopMaliii COHHBIX U TI0-
3BOHOYHBIX apTepuil, aHeBPU3M LiepeOPaTbHBIX COCYIOB U JIP. C
cunapomamu Dnepca—anno (CB/1), Mapdana, [l typre—Be-
6epa |7, 9, 13, 18, 26, 27].

IMo pesynbraTaM psma SKCIEPUMEHTANBHBIX HCCIIEIOBAHUI
NpeIoXKeHa OHa M3 HanboJiee BEPOSTHBIX THIIOTE3 MaTOreHe-
32 KOH(MUIYpALMOHHBIX COCYIMCTBIX AHOMAJMIA: IMOSIBIEHME
Ne(eKTOB B CTPYKTYpe 2/1aCTHHA U KOJUIareHa BCISACTBIE 9H-
JIOTEHHOTO (BO3MOXHO, I'€HETUYECKH AETEPMMHUPOBAHHOIO)
YCUIIEHUSI aKTUBHOCTH IETPAfaTUBHbIX SH3MMOB (KOJITar€HA3hI
u anacTasbl) [16].

Hecmotps Ha 3HAUMTETbHOE KOJMUYECTBO MyOIMKALIUIA TTO TTPO-
07eMe BPOXICHHBIX aHOMAIUU MpelepedpaabHBIX COCYIOB,
PSIT BOTIPOCOB OCTAIOTCSI IO CUX TTOP CIIOPHBIMU U JI0 KOHIIA He
U3y4eHHbIMU. B 4acTHOCTH, HE CYILIECTBYET YTOUHEHHbIX JaH-
HbIX 0 pacripoctpaneHHocTy [T BCA B 0011eit neTckoit mormy-
JISILIUY U UX CTPYKTYPE, TIOCKOJIBKY TIOTY/ISIIIMOHHbIE CKDUHWH-
TOBBIE KCCJIEIOBAHUSI C UCIMOIb30BAaHUEM BepUDUIIMPYIOIINX
AHTMOJIOTUYECKUX METOOB HE MPOBOAWIMCH; TOMUMO 3TOTO,
He orperesieHa B monHoi Mepe B3aumMocBsidb [1M BCA ¢ cunz-
POMAJILHOM MATOJIOTUEN COENUHUTENBHOM TKAHU U €€ HACIIEe/I-
CTBEHHAs ICTePMUHUPOBAHHOCTb.

B Hacrosimieit pabote mpenctaBieHbl pe3yJabTaThl CKPMHUHTA
[T BCA B o0111eit 1eTCKOi MOMy/ISIIAN X OTOOPAHHOM IPpyTITe
NIeTei, CTpajaloleli MUTPEHbIO U MUTPEHENOAO0OHBIMU T1APO-
KCH3MaMU, a TakXe JaHHbIe TeHealornyeckoro M reHeTuyec-
KOTO MCCJIeIOBaHMIA.

XapakTepucTHKA 00IBbHBIX H METOJI0B HCCJIEIOBAHUS

Hawmu nposenen ckpununr [T BCA B ob1ieit netckoii momy-
JISIIIAY 1 OTOOPAaHHOM IPyIITIe AeTel ¢ Ba30mMaTUIeCKIMU roJI0-
BHBIMM OOJISIMU C MCIIOJb30BAHUEM METOJA LIBETOBOTO MIYTI-
JIEKCHOTO CKAaHMPOBAHUSI MaruCTPaJIbHBIX apTepuil TOJOBHI
(IC MAT). O0menony/IsLpoHHas TpyIna BKIodana 236 ne-
Teit (112 ManbuMKoB M 124 1€BOYKM), YUaLIUXCST CPETHUX HIKOJT
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. CepmyxoBa MockoBcKoii obmacTu B Bospacte 9—16 ser
(rpynmna 1). ITapaniensHo Obutn odcnenoBaHbl 200 gereit (79
ManbunkoB 1 121 neBouka) B Bospacte 7—16 JeT, cTpagaroimx
MUTPEHBIO U MUTPEHENON00HOH Liedanrueii (rpymnma 2).

[eHeanoruyeckoe MccneaoBaHue MPOBEACHO Ha TIPUMeEPE MOJ-
HBIX ceMeii 16 mpoOaHIOoB ¢ ABYCTOPOHHUMU reMOANHAMUYEC-
k1 3HaynMbiMu [IM BCA, couetaBmmmucs y 7 MaleHTOB C
AQHOMAJIMSIMU TTO3BOHOUHBIX apTepuii (TMIOIIa31K, aHOMATUK
MOJIOXKEHUSI, MAaTONOrMYeCcKast U3BUTOCTD).

Metonom JIC ob6cnenoBaHo 47 poacTBEHHUKOB MEPBOI TUHUY
poxcta (32 pomurens u 31 cudc). IC MAI mpoBomuiaoch mo
CTaHIApTHOI MeToauMKe Ha ammapaTax “"Aspen” QupMbl
"Siemens" (Iepmanust) u "Aloka—3500" pupmbr "Aloka" (SImo-
Hust). [eMommHaMITdecKast 3HAYMMOCTh BHISIBIISIEMOI 1eopMa-
uuu BCA ompenensiach B CIIEKTPaIbHOM pexuMe 10 U3MEHe-
HUIO KaYeCTBEHHBIX M KOJIMUCCTBEHHBIX XapaKTEPUCTUK KPO-
BOTOKa, COOTBETCTBYIOLINX "3(D(PeKTy cTeHo3upoBaHus", 1ua-
Ma30Hy MPUPOCTa TMMKOBON CUCTOJIMYECKON CKOPOCTH KPOBO-
TOKa Ha "BBIXOIE M3 CTeHO3a"'. 3a HOpMATHBHBIC ITOKA3aTeNln
MPUHUMAJTUCh ONYOJIMKOBaHHbIE TaHHbIE [4].

MenuKo-TeHeTHIECKOe KOHCYIBTUPOBAHUE C 1IeJIbIO BBISBIIC-
HUS CUHAPOMAJIBHOM MAaTOJIOTMN COSIMHUTETLHOM TKaHU TIPO-
BeneHo 32 netsim ¢ BhisiBieHHbIMU [IW BCA. Inarno3 COJI wnun
HearbhepeHIIMUPOBAHON TUCILIA3MM COSAMHUTENIbHOM TKaHU
YCTaHABIUBAICS COMIAcHO 9-0aiibHON MOTUPUIMPOBAHHON
IIKaJie TUIIEPMOOMIBHOCTH CYCTAaBOB C YIETOM MHBIX IIPH3HAKOB
CITa0O0CTH COCTMHMUTEBHON TKaHU (TIPOJIATIChl KJIAaMaHOB Cepi-
11a, aHOMAJTbHOE PACITOJIOKEHIE XOPIbI, OBBILICHHAS PACTSIKH-
MOCTb KOXU, opTorneanyeckue aedexts u mp.) [11].

st ompenmeneHUsT BO3MOXKHOM Momenn HacnemoBaHus I[1M
BCA mpoBenieH cerperalliOHHBIN aHaIU3 METOIOM HETOJTHOM
peructpauuu BaitHOepra (mpoctasi, eAMHUYHAS PETUCTPALIMS).
[Ipu cerperallmOHHOM aHAIM3¢ YIUTHIBAM TOJNBKO CEMBU C
IBYMs U Oonee cudcamu (4 ceMbu), TUTIOM Opaka pomuTeneit
Aa x aa. [pyminy nccenoBaHMs COCTaBIIN 6 ceMeit TpoOaHIoB
0e3 MPU3HAKOB CUHAPOMATBHON MATOJIOTUN COSTMHUTETLHOM
TKaHu. [Ipy Mcnonb3oBaHUM JaHHOrO MeTofa Habiiogaemast
cerperaliioHHasl YacTOTa OIpeAeIsIeTcs KaK OTHOIICHUE
"DOJTBHBIX" CMOCOB-ITPOOAHIOB KO BceM crbcaM. Pacuer Benet-
c4 1o popmynam:

_r-N s =\PU-p) P -p

p s-N 2s-N o

e p — HabmoaeMasi cerperaiioHHast YacToTa, ¥p — oXujae-
Masl cerperalilioHHast 4acToTa Aj1sl JaHHOTo TUMa Opaka,

G — CTaHIAPTHOE OTKJIOHEHHUE, I — MOPaKEHHbIE MOTOMKH,

s — 00111231 YUCTIEHHOCTh MOTOMKOB, N — YHCIIO BCEX CeMeid,

t — kputepuii CTblOIEHTA.

Tunote3y 06 ayToCOMHO-PELIECCUBHOM WJIM ayTOCOMHO-IOMM-
HAHTHOM THIIC HACICNOBAHIS OTBEPTalOT, €CTM Pa3HOCTh MEXKIY
oXugaeMoit ¥ HabJIoIaeMoii cerperallMOHHOM YacToTOi 00JIb-
111e YIBOEHHOTO CTaHIAPTHOTO OTKJIOHEHMUS (aucrepcun) [5].

Pe3ysbTaThl H HX 00CYXKIeHHE

B pesynbrare mpoBeeHHOTO TOMYJSIIMOHHOTO CKPMHMHTA
pasnuuHble BapraHTel [T BCA BoisiBieHBI Y 69 (29,2%) neteit

(tabn. 1). C- u S-o0pasubie ussuroct BCA 6e3 HapyueHuii
reMoguHaMuKu obHapyxensl y 50 (21,1%) neteit. KpoBoTok B
mapHeix BCA COOTBETCTBOBAT BO3PAaCTHBIM HOPMATHUBAM U
nMeJ 0ObIYHbBIE CTIEKTPATbHBIE XapaKTePUCTUKH.

IT1 BCA ¢ oOpa3oBaHueM OCTPBIX YIJIOB, MEperuooB, MeTelb ¢
oXorpaMyecKMMK MPU3HAKAMU HApYyILICHUS T€eMOIUHAMUKH,
COOTBeTCTBYIOIIMMU "3 dekTy cTeHo3a", BhisiBieHbI Y 19 (8%)
neteit. ¥ 6 (2,5%) MaabuukoB "3 PEKT CTeHO3UPOBaHUs" CO-
crasiisii 6ostee 50%. JIsycroponnue BapuanTel [1M BCA o6Ha-
pyxenbl y 28 (11,8%) nereit, couetanue uzsuroctt BCA ¢ aHo-
MaJIMsSIMU TIO3BOHOYHBIX apTepuii Habmoxanock y 6 (2,5%) o0-
CJIeIOBAHHBIX.

I[N BCA uyaime BcTpevanach y MajbuMKOB, YeM Y JEBOYEK:
35,7% wn 23,3% cootBercTBeHHO. COOTHOLIEHNE TeMOAMHAMU-
YecKM 3HAYMMBbIX BAPUAHTOB U3BUTOCTH MPU 3TOM COCTABUIIO
16,1% u 0,8%.

B orobpannoii rpynme nereit [T BCA obHapyxeHa y 59
(29,5%) nauuenToB (ta6i. 2). C- u S-gedopmanuu 6e3 reMo-
JIMHAMUYECKUX HapylieHnit BbisiBieHbl y 21 (10,5%) pebeHka.
[T BCA ¢ 06pa3oBaHieM OCTPBIX YIJIOB, IEPETUOOB U METEb,
npu3HakaMu "3¢deKkTa cTeHO3MpoBaHUA" oOHapyxeHa y 38
(19%). YV 25 (12,5%) neteii "apdhekT cTeHO3MPOBAHUS " TIPEBHI-

Tabmua 1: Crpykrypa M1 BCA B 06Leit AETCKOi nonynsumm

Pacnpepenenue no non
Gopma gepopmanum pea y Bcero
Maib4vKu [B04KY
72 % 167
Kondwrypauvs BCA He Hapylwea (30,5%) (40,3%) (70,8%)
C- v S-00pasHble BAPUAHTbI U3BUTOCTH 2 28 50
0163 HapyLLEHWiA reMofHaMIKV (9,3%) (11,9%) (21,2%)
[JleopmaLinm (C 06pasoBaHUEM OCTPbIX
Y708, NETENb) C YMEPEHHbIMMN 12 1 13
HapYLLIEHUAMIA TeMOMHAMUKM, (5,1%) (0,4%) (5,5%)
«acpdexTom cTeHoampoanus <50%
[leopmatium ¢ BbipaXeHHbIMMN 6 6
HapyLLUEHVSIMIA TEMOBMHMIKY, (2,5%) - (2,5%
«3(EKTOM CTEHO3MPOBaHMS> >50% 7% 7%
112 124 236
oro (47,5%) (525%) | (100%)

Tabnvua 2: Crpyktypa MW BCA B rpynne feTei ¢ BA30NaTvyeckoid roNosHoM 60Mbio

Pacnpepenenue no non
Gopma gedopmauum peA y Bcero
MaTb4VIKY [1EBOYK
34 107 141
Kondmrypauvs BCA He Hapylueta (17,0%) (53,5%) (70,5%)
C- 1 S-00pasHble BapUaHTbI U3BUTOCTH " 10 21
063 HapyLLIeHIi reMORMHAMMKY (5,5%) (5,0%) (10,5%)
Jlecbopmatium (c 06pasoBaHeM OCTPbIX
Y7108, NETENb) C YMEPEHHbIMIA " 2 13
HapYLLUEHVSMIA TEMOTHAMMUKY, (5,5%) (1,0%) (6,5%)
«adexToM CTeHo3mMpoBaHms» <50%
[Jlebopmavim G BbIPXEHHbIMY ” 9 %
HapYLLIEHMSIMIA TEMOTMHAMMUKM,
«aheKTOM CTEHO3UPOBaHUS» >50% (11,5%) (1,0%) (12,5%)
79 121 200
Hroro (39,5%) 605%) | (100%)




OPUTMHAIIBHBIE CTATBY. KnuHuyeckas Hesponorvs

man 50%. [ABycroponnue BapuanTsl 11 BCA BbisiBieHb Y 38
(19%) obcnemoBaHHBIX, coyeTaHue u3BUTOCTH BCA ¢ aHOMa-
JIMSIMU TTI03BOHOYHBIX apTepuit —y 23 (11,5%). Kak u B o6mieit
MOMY/ISIIMHI, B faHHOM Tpymre aeteil (rpymma 2) [T BCA ya-
1e 00Hapy:KUBAIach y MaJbuMKOB, 4eM Y aeBouek (56,9% u
11,5% cootBerctBeHHO). COOTHOIIEHHE TeMOIMHAMMYECKU
3HAYMMBbIX BADHMAHTOB U3BUTOCTU cocTaBuio 43% u 3,3%.

[Tpn MeaMKO-TreHETUYECKOM KOHCY/IBTMPOBAHMH TTAILIUEHTOB C
I BCA B 21,8% cayuaes Obit guarHoctuposad COJ1, 8 37,5%
ciyyaeB — HemuddepeHIMPOBAHHBIA CUHAPOM HEIOCTATOY-
HoctH coenuHuTenbHolM TKanu (HACT). Mexny TeM "Hecre-
duueckuii GoH" B BUIE OTAETbHBIX MAPKEPOB HETTOTHOLIEH-
HOCTH COCOMHUTENBHOM TKaHM (HapylIeHHe OCaHKM, Hempa-
BWIbHBIA POCT 3y0OB, THIEPMOOMIBHOCTh CYCTABOB, TMIIED-
3JIACTUYHOCTh KOXHBIX TIOKPOBOB, TMJIOCKOCTOIKE, BOPOHKO-
obpa3Hast aedopMauus TPYAWUHBI, MPOJANICEI MUTPAIBHOTO
KJIaraHa, aHOMAJMM PACIHOJOXEHMsT XODPAbl) BBISBISIICS Y
OoJbIIMHCTBA JeTeit 00enx rpynm. OgHako creneHb "heHOTH-
MMUYECKOM HATIPSDKEHHOCTH' TIPM3HAKOB HE NOCTHUTAla BBIpa-
>KEHHOCTH, COOTBETCTBYIOLIEI KPUTEPUSIM TMArHOCTUKY CUH]I-
POMaJTbHOI MATOJIOTUN COSAMHUTEbHON TKAaHHU.

BsanumocBsi3b [T BCA 1 BpoxieHHBIX KOJITaTeHONATH TOJT-
TBEPXIAIOT U PE3yIBTAThl TUCTOJIOTUYECKUX UCCIET0BAHUH pe-
3€1IMPOBAHHBIX MIPY OMEpalMy yYacTKOB apTepuii. Tak, B 30He

puc. 1: TUCTONOrMYECKOE UCCIeN0BaHVE M3BMTHIX Y4ACTKOB apTepuid,
PE3NLIMPOBAHHbIX MPY ONEPALNK (McerenosaHme BHINOTHEHO MPOGECCOPOM
W.A. Kasaruesoii, MOHUKI)
A - cyxetve npoceeTa aptepiut. OKpaLLMBaHME FEMATOKCUIIHOM 1 3031HOM.
b — BBEpXy Pa3BONOKHEHME BHYTPEHHEN! 3MaCTU4ECKOi MEMOPaHbI, MNepanactos; BHy
[ECTPYKLWS 1 04ar0BOE MCHE3HOBEHYE BMACTUHECKVX BOMIOKOH, rO(pHPOBAHHOCTL
anactuyeckoi MemBpatbl. Okpaluvsanvie o BaH [M30Hy—Beiirepty (Ha COBAMHUTENbHYI
TKaHb 1 AMACTHKY).

BpoxneHHas 3BUTOCTb BHYTPEHHE COHHOM apTepuu

U3BUTOCTHU (pHC. 1) BBISBISUIMCH IeTeHEPATUBHBIC U3MEHEHUSI
3JIACTUYECKUMX BOJIOKOH ¢ KOMITEHCATOPHBIM THIIEP31acTO30M
1 MYJBTUIUTMKALIMCH BHYTpPEHHEH 3MacTUIecKOil MeMOpaHHI,
Pa3BUTKE MYKOUIHOTO OTEKA 1 MpoJieparys IIafKOMbIIIEY -
HBIX KJIETOK [2].

[Mpu oGcneoBaHNY POJACTBEHHUKOB MEPBOM CTETIEHN POJICTBA
paznuunbie Bapuantel [IM BCA, aHanmoruuHbie TaKOBBHIM Y
Mpo0aHI0B, OOHAPYXEHBI Y TPEX OTIIOB, YEThIPEX Martepeil u
Tpex cudcoB. ObILee YNCTO ceMeiiHbIX cTydaeB cocTaBuio 50%
(8 cemeii). Bo Bcex HaOmoneHusIX nepopMalui COHHBIX apTe-
puity poauTeneil ObUTM OMHOCTOPOHHUMMU U B LIEIOM T€MOJIU-
HaMUYeCKM MeHee 3HAaYMMbIMU, YeM Yy JeTeil. XapaKTepHbIi
TIpUMEpP POIOCIOBHOM MPECTaBIEH Ha PUCYHKE 2.

IIpn Memmko-reHeTMYeCKOM KOHCyabTupoBaHun COJ u
HJCT nguarHoctupoanbl y 10 mpo6aHmoB (1Mo 5 ciyyaeB Kax-
JIOTO CUHIPOMA).

[ectb cemeit mpobaHI0B 6€3 MPU3HAKOB CUHAPOMAIBHOI Ta-
TOJIOTUU COETMHUTENbHOM TKAH! COCTABUJIM, KaK OBLIO yKa3a-
HO, TPYMIy sl MPOBEACHMsI CErperaloHHOro aHanausa. B
1mByx cembsax [TV BCA Habmomanach TOIBKO Y OXHOTO M3 JIe-
Teit, a y ponureneit martojoru BCA He BoisiBieHO. B ueThbpex
CeMbsIX M3BMTOCTb OOHApyXeHa y OJHOTO M3 poAMTeNei, To
€CTb POMOCIOBHAST COOTBETCTBOBAIA @YTOCOMHO-TOMUHAHTHO-
My Tuny HacnenoBaHus (puc. 3). CnyyaeB ooHapyxeHus 1M
BCA y cubcoB npu OTCYTCTBUM U3BUTOCTH Y POIUTENEH HE OT-
MEUEHO; TaKUM 00pa3oM, POMOCIOBHBIX, COOTBETCTBYIOIINX
AyTOCOMHO-PEIIECCUBHOMY THUITy HACJIeIOBaHMsI, HE BBISBICHO.
[N BCA HaOmiomanach y aeteit 000uX MOJOB, YTO UCKIIOYAET
X-CIEIIICHHBII PeleCCUBHBIN THUIT HACTCIOBAHNUS; BAPUAHTHI
M3BUTOCTU OOHAPYKMBAJIKCh Y OTIIOB U CHIHOBEH, YTO MCKITIO-
YaeT Takke U X-CLEIUICHHbII JOMUHAHTHBINA TUIT HacJeaoBa-
HUSL.

C y4eToM TIOMy4eHHBIX JAHHBIX IPOBEIECHO MCCAEI0BAHKE CO-
orBercTBUsl HaciemoBaHusi [T BCA ayrocoMHO-IOMMHAHT-
HOMY TUIly HacienoBaHusl. Habmonaemas cerperaimoHHas ya-
crora paBHa: p = 0,429, ¢ = 0,19, t = 0,374. Pazmuuus mexmy
oXHMIaeMoi 1 HaOJI0AaeMOoll cerperaliMOHHON YacToTOl cTa-
TUCTUYECKU 3HAUMMBI TIpH t>2,2. TakuM 00pa3oMm, ONyyeHHOE

! !

puc. 2: PopnocnoBHas cembn B

|1 - S-nedopmauys BCA cnpasa, yrnosoit uarub BCA cnesa, C-3rub no3soHouHoii apre-
pum cnipasa Ha yposHe C4-C5, U3BMTOCTb NO3BOHO4HON apTepu cnesa B cermenTe V1 v Ha
yposte C2-C3. II-1 — S-pedhopmauus BCA cnpasa, crupanesuzHbii u3rv6 BCA cniesa, Bxox-
[ieHue 103BOHOYHOI apTepwy cpasa Ha yposHe C4 nossowka. Il-2 — neperu6 BCA cnpasa,
neTneo6pastbiit u3r6 BCA cniesa, BXOX[EHE MO3BOHOYHOI apTepui Cniesa Ha yposte C5
N103BOHKA, U3BUTOCTb 00EYIX MO3BOHOYHIX APTEPHIA.
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pasiauuie B HaIleM Clydae HeJOCTOBEPHO ¥ MO3BOJSIET Mpef-
MOJIOXUTh ayTOCOMHO-IOMMHAHTHBIN TUIT HACIETOBAHMUS.

O0cyxnast pe3yabraThl MPOBEIEHHOT0 CKPMHMHTA, CIEAYeT OT-
METUTb:

— JOCTaTOYHO BBICOKYIO pacrmpoctpaHeHHocTh [1W
BCA B 00eunx 00c/ie10BaHHbIX TPYIIIAX;

— npeobaananue B ctpyktype [T BCA B oOuieit net-
CKOU TIOMY/ISIIMM  M30MpoBaHHBIX C- u S-medopma-
LMt 6e3 HapylLIeHMsI KPOBOTOKA, a B OTOOpPaHHOM TpyTI-
Ne MalKueHTOB C LedairusiMd — TIeMOAMHAMUYECKU
3HAYNMBIX BAPHAHTOB M3BUTOCTH (00JIee YeM B ITOJIOBU-
HE CJIyyaeB OBYCTOPOHHUX M YacTO COYETAIOLIMXCS C
AHOMAJIMSIMM TIO3BOHOYUHBIX apTepuii);

— CyLIECTBEHHOE pasziauuue pacrpoctpaHeHHoctu [TH
BCA, mpexme Bcero reMOIMHAMUYECKM 3HAYMMBIX, Y
MaJIbYUKOB 1 ICBOYECK.

Pesynbratel KIMHUYECKOTO 00CIEN0BaHUS, a TAKKE MOP(HOJIO-
TMYECKUMX ¥ TeHETUYECKHMX MCCIIeNOBaHWIA, TIOATBEPXIAIOT Ha-
cleacTBeHHylo aeTepMuHupoBanHocTh [TM BCA 1 nx B3aumo-
CBS3b C CUHAPOMAJIbHOM IMaTOJIOTUEN COENUHUTEIbHOM TKAHU
(CB1, HACT). B T0 e BpeMsi, KaK MoKa3a cerperaliioHHbIi
aHaim3 (cerperanonHas yacrota 43%), [T BCA mMoxeT ObITh
"M30JIMPOBAHHON TATOJIOTUEH" ¢ ayTOCOMHO-IOMUHAHTHBIM
THUIIOM HacJIeNoBaHMs1 TMOO COOTBETCTBOBATH MYJILTH(DAKTOPHU -
aITbHOI MOJIENH C BEAYIIEH PObIO TJIABHOTO TeHA.

Jlannsie mutepaTypsl o 3Haunmocty [1TM BCA B paszsutum 1e-
peOpOBACKYISIPHOI HEIOCTaTOYHOCTU Y JETell W pe3yJbraThl
HACTOSIIETO UCCIeN0BAaHMS 0O0CHOBBIBAIOT 11€/16CO00Pa3HOCTh
MPOBEJCHNUS HIMPOKOTO MOMYJISLIMOHHOTO CKPMHMHTA, U B Ya-

Cnucok auTepaTyphl

1. Jlees A.C., 3axapywxuna HU.B. XKypH. HEBPOJ. U TICUXUATPUU M.
C.C. Kopcaxkosa 2000; 1: 14—17.

2. Kazanuan 11.0., Baauxos E.A. Tlatonoruueckue nedopmanuu
BHYTPEHHUX COHHBIX 1 TIO3BOHOYHBIX apTepuit. M.: Menuuunna, 2005.

3. Jloboe M.A. Vliuemuyeckue MopaxeHus: MO3ra Mpu BPOXIEHHBIX
aHOMaJMsX Tpe- M LepedpanbHbIX cocyaoB. B ¢0.: Marepuanb
Bcepoccuiickoro cummosuyma "[latoiorust cocynoB TOMOBHL U LIeU Y
neteit u y noapoctkos”. M., 2003: 36—37.

4. Jlearwok B.I., Jleaox C.D. OCHOBHBIC IPUHIIMTIBI TEMOIMHAMUKY 1
YIBTPa3ByKOBOTO ~ UCCIEIOBAHUSI  COCYHOB.  YIBTPa3ByKoBas
IMATHOCTUKA TMATOJOTMM MATMCTPANbHBIX apTephil TOJOBHI.
TpaHcKpaHUanbHOE AYIIEKCHOE cKaHupoBaHKe. B KH.: PykoBonctso
TI0 YJIBTPa3BYKOBOM auarHoctuke. Mocksa, 1997.

5. Maremaruyeckue METOJIBI B UW3YyYeHUU TeHEeTUKU
MYJBTU(AKTOPHANBHBIX 3a00eBaHuit. B kH.: YueOHO-MeTonnueckoe
nocoOue ISl CTYISHTOB By30B 1 Bpaueii. M., 1994: 80—106.

6. Mayxesuuyc 3.K., Iayawkac I1.A. Mopdonoruyeckue u3MeHeHUs
CTEHKH COHHBIX ¥ ITO3BOHOYHBIX apTEPUil MPU MX IIATOJOTMYECKUX
neperubax u nemisx. Apx. natoi. 1990; 10: 53—58.

puc. 3: [lehopmatium CoHHbIX apTepuii y MaTtepit U pedetka B ceMbe B
A - BCA'y matepu (cniesa nokasaH yrnosoii u3rub nesoii BCA,

cnpasa — S-neopmaums npasoit BCA).

b - M1 BCA y cbiHa (S-nedopmaums nesoii v npasoit BCA).

CTHOCTYM, HEMHBA3MBHOI'O aHTMOJOIMYECKOro 00CIeI0OBaHUS
0OJIbHBIX, CTPAAOLIMX MUTPEHBIO 1 MUTPEHENON00HBIMU TO-
JIOBHBIMU 00JISIMU, 2 TAKKE MALIMEHTOB C SIBHBIMU MPU3HAKAMU
COEIMHUTEIBHOTKAHHOM HexoctaToyHocTU. llenbio Takoro
CKPMHMHTA IBIIsIETCS] (POPMUPOBAHKE IPYIIIT PUCKA U TIPOBEIe-
HHUE BO3PACT-3aBUCUMOI MPOPUIAKTUKY UILIEMUUECKUX MTOpa-
>KEHUI TOJIOBHOTO MO3ra.

7. Hapoiuesa H.A., Ponkun H.A., Cokoauna HA. u O0p.
Hesponornyeckue mnposiBieHust cuHapoma Iiepca—anno. KypH.
HeBpod. u icuxuatpun ¥M. C.C. Kopcakosa 1989; 10: 48—53.

8. Tpowun B.M., Bypues E.M., Tpowun B.JI. AHrMOHEBPOJOIUS
neTckoro Bodpacta. PykosomctBo mist Bpaueil. Hisknuit HoBropon,
1995.

9. Abdul Wahab A., Janahi I.A. A new type of Ehrlers—Danlos syndrome
associated with tortuous systemic arteries in a large kindred from Qatar.
Arch. Paediatr 2003; 92: 456—462.

10. Askalan R., Laughlin S., Mayank S. et al. Chickenpox and stroke in
childhood: a study of frequency and causation. Stroke 2001; 32:
1257-1262.

11. Beighton P. The Ehlers—Danlos syndromes in heritable disorders of
connective tissue. St. Louis: Mosby, 1993: 189—250.

12. Bojinova V., Dimova P., Belopitova L. Clinical manifestation of cere-
brovascular hipoplasias in childhood. J. Child. Neurol. 2000; 15:
166—171.

13. Croisile B., Deruty R. et al. Aneurysm of the internal carotid artery
and cervical mega-dolicho-arteries in Marfan syndrome.
Neurochirurgie 1988; 34: 342347 .

14. de Veber G. Stroke and the child's brain: an overview of epidemiolo-
gy, syndromes and risk factors. Curr. Opin. Neurol. 2002; 15: 133—138.



OPUMVIHATIBHBIE CTATBI. KnuHinyeckas Hesponoris

15. de Veber G., Chan A., Monagle P. et al. Anticoagulation therapy in
pediatric patients with sinovenous thrombosis: a cohort study.
Neurology 1998; 51: 1622—1688.

16. Dobrin P.B., Mrkvicka R. Failure of elastin or collagen as possible
critical connective tissue alterations underlyng aneurysmal dilatation.
Cardiovasc. Surg. 1994; 2: 484—448.

17. Fisher R.G. Stroke in children. Their relationship to intrinsic pathol-
ogy of the carotid artery. Am. Surg. 1982; 48: 344—350.

18. Gardella R., Zoppi N., Assanelli D. et al. Exclusion of candidate genes
in a family with arterial tortusity syndrome. Am. J. Med. Genet. 2004;
30: 221-228.

19. Giroud M., Lemesle M., Madinier G., Manceau E. et al. Stroke in
children under 16 years of age, clinical and etiological difference with
adults. Arch. Neurol. Scand. 1997; 96: 401—406.

20. Huemer M., Emminger W. Kinking and stenosis of the carotid artery
associated with homolateral ischaemic brain infarction in a patient
treated with cyclosporine A. Eur. J. Pediatr. 1998; 157: 599—601.

21. Keidan 1., Shahar E., Barzilay Z., Passwell J., Brand N. Predictor of
outcome of stroke in infants and children based on clinical data and
radiologic correlates. Arch. Paediatr. 1994; 83: 762—765.

BpoxpeHHast U3BUTOCTb BHYTPEHHEN COHHON apTepuy

22. Kirkham F.J., Prengler M., Hewes D.K., Ganesan V. Risk factors for
arterial ischemic stroke in children. J. Child. Neurol. 2000; 15:
299-307.

23. Kittner S.J., Adams R.J. Stroke in children and young adults. Curr.
Opin. Neurol. 1996; 9: 53—56.

24. Kramarow E., Lentzner H. Health and Aging Chartbook US, 1999.
Hyattsville, National Centre for Health Statistics, 1999.

25. Menovsky T., van Overbeeke J.J. Cerebral arteriovenous malforma-
tions in childhood: state of the art with special reference to treatment.
Eur. J. Pediatr. 1997; 156: 741-746.

26. Pascual-Castroviejo 1., Viafio J., Moreno F. et al. Hemangiomas of
the head, neck, and chest with associated vascular and brain anomalies:
A complex neurocutaneous syndrome. Am. J. Neuroradiol. 1997; 17:
461-467.

27. Shievink W.1., Limburg M., Oorthuys J.W. et al. Cerebrovascular dis-
ease in Ehlers-Danlos type IV. Stroke 1990; 21: 626—632.

Congenital pathological tortuosity of the internal carotid artery:

population screening and genetic aspects

M.A. Lobov', P.O. Kazanchyan', S.N. Illarioshkin?, A.O. Chechetkin’,
E.A. Valikov!, O.P. Sidorova', T.Yu. Tarakanova', M.A. Lotareva', M.N. Borisova'

"MONIKI named after M.V. Viadimirov, Moscow
?Research Center of Neurology, Russian Academy of Medical Sciences, Moscow

Key words: pathological tortuosity of the internal carotid artery, screening, duplex scanning, dysplasia of connective tissue,
Ehlers—Danlos syndrome, segregation analysis.

In the present work results of screening of different variants of
pathological tortuosity of internal carotids in a general children
population and in a selected group of children suffering from
migraine and migraine-like headache are presented. High preva-
lence of pathological tortuosity of internal carotids, including

hemodynamically significant variants of tortuosity in both inves-
tigated groups, is noted. Data of clinical, morphological,
genealogical and genetic investigations confirmed hereditary
determinancy of pathological carotid tortuosity and its interrela-
tion with hereditary syndromal pathology of connective tissue.





