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BBEAEHHUE

AKTYaJIbHOCTH TeMbI UCCJIeJOBAHUS

Hopmanbnast  aHaTtoMmsi  Oyrd  aOpThl,  XapaKTEPU3YIOMIASCS  YETKOM
muddepennuanueit cynpaaopraibHbix cocynoB (Opaxuouedanbubiii ctBon (BLIC),
neBas oOmas coHHas aprepus (1OCA), neBas nonkmounuHas aptepus (JIITA), B
TOITYJISIIIAK BCTPEYAETCS B TIOJIABJIIONIEM YrcIie ciaydaes [1, 2].

Opnako npumepHo y 3% HacelaeHUs MOTYT OTMEYaThCsl aHOMAJIUU CTPOCHUS U
KOJIMYECTBA CyIpaaopTaIbHBIX COCYIIOB, 00yCIIOBJIICHHBIE abepparusamMu
smOpuoHanpHOTO mepuona [1, 3]. Cpeam menmoro psma aHATOMHUYECKAX aHOMAJWN
BBISIBIISIIOT CAaMOCTOSITEIIbHOE OTXO0K/IEHUE JIEBOM MTO3BOHOYHON apTEPHUH OT JYTH a0PThI
(5%), arteria lusoria (25%), wu3oaMpoBaHHas aOeppaHTHAs JieBas IOIKIIOYNIHAS
aprepusi (16%) u abGeppaHTHasi JieBasg MOJKIIOUYUYHAS apTEpPUsi B COYCTAHUH C
npaBoctoponHeit nyrou (12%) [1, 4]. Ilpu sToM Haumbosiee dYacToil aHOMAaMEH
cympaaopTaibHbIX cocynoB (58%) cumtaeTcs obimiee yctbe it OpaxuonedaibHOro
CTBOJIA W JIEBO# 0011Iel coHHOM apTepuu [1, 5].

B coBpemennoii gnuteparype ¢akt emuHoro yctbs bBIC u 10OCA
paccMaTpUBAETCs KaK COCTOSIHME, aCCOIMUPOBAHHOE C IMATOJOTHUEH TPYAHOW AOPTHI.
Tak, Angouras D.C. et al. [6] B cBoeM Hcciie1oBaHUH OTMETHIIH, YTO y TAIIMEHTOB C
aHEBPU3MaMH U, PEXKE, C PACCIOCHHEM TPYIHOW aOpThl BCTPEUAEMOCTh OOIIETO YCThS
BIIC u nOCA 3HauuMO BBIIIE OTHOCUTEIBHO JIIOJEH C HOPMAJIBHOW aHAaTOMHUEH
cylpaaopTaibHbIX cocynoB (26,3 mpotus 16,4%, p=0,001). Malone C.D et al. [7] u
Kaul P. et al. [8] Takxe moaTBepKIarOT STOT (aKT.

B nmutepatype omyOIMKOBaHBI JaHHBIC O TOM, YTO B TPYIITIE MAIIMEHTOB C OOIIUM
yctheM BIIC u mOCA temmbl pocTa pa3MepoB aOpThl, 0COOEHHO B BOCXOISIIEM OT/EIE,
OompIlie, YeM B TpyNIe MAIMEHTOB C HOPMAaJbHOM aHATOMHEH CympaaopTalbHBIX
cocynoB. Tak, IllamanoB A.A. wu coaBTopel [9] oTMewaroT OoJee paHHIOK
MaHH(]ecTauo aHeBpU3MAaTHYECKON TpaHCchopMaluu BOCXOJSIIETO OTAEIa aopThl B
rpynmne namueHToB ¢ oomuM yctheM BIIC u 1OCA. Angouras D.C. et al. [6], mpoBens

aHalIu3 OAaHHBbIX, IOATBCPAWIIN, YTO CKOPOCTb YBCIIMYCHHUSA Pa3MEPOB BOCXOI[}IHIeﬁ
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aopThl y MAIMEHTOB ¢ BapuaHTHOW aHaTomueld BIIC 3HauMMoO Bbillie IO CPAaBHEHHIO C
TEMH, y KOro JaHHOW aHoManuu He Obuto BhiIBICHO (0,29 mpotms 0,09 cm/B rom,
p=0,004).

Martin C. et al. [10] B cBoeM wHccemoBaHUU MPOBEIM aHAIU3 JJIACTUIHOCTH
aopTaJIbHOM CTEHKH. ABTOPBI MPUXOAAT K 3aKIIOUYEHUIO O TOM, YTO IMPHU MOBBIIICHUU
YKECTKOCTU aOpTaJIbHOW CTEHKU YBEJIMYMBAETCS PHUCK €€ paspbiBa. OTedyecTBEHHbBIC
aBTOPHI B CBOEM HCCJIEAOBAHUU TAKXKE MOJYEPKUBAIOT BAKHOCTh aHAJIM3a 3JIaCTUKO-
TOHUYECKOTO  COCTOSHUSI ~ aOpTaJbHOW  CTEHKM JJIA  ONpENEICHUS  YPOBHS
MOTEHIIUAJIBHOTO pPHUCKA AaopTajbHBIX KaTacTpod Yy TANHUEHTOB C aHEBPU3MOU
BOCXOJISIIET0 OT/Iea aopThI [9)].

VY nanueHToB C €IUHBIM YCTheM OpaxuoliealibHOrO CTBOJIA U JIEBOM 0OIIei
COHHOM  apTepuu HUMEIOTCSI OCOOCHHOCTU  BBIMOJHEHUS  XUPYPTHUUECKOTO U
OHIOBACKYJISIPHOTO  JICYCHUSI AOPTAIbHOW MATOJOTHH, CIOCOOHBIE  OKAa3bIBaTh
HETaTHBHOE BJIMSHUC Ha pe3yJbTaT OlepaTHBHOTO BMemareiabcTBa [6]. Tak, Faggioli
G.L. et al. [11] moka3amm, YTO BapWaHTHAas aHATOMHS COCYAOB JYTH YCIOXKHSET
TEXHUKY 5SHJOBACKYJSIPHOIO BMEIIATEIbCTBA HA COHHBIX apTepUsix. ABTOpPHI
MPOJIEMOHCTPUPOBAIA OTHOCUTEIIBHO OOJIBIIYI0 YaCTOTY HEKOPPEKTHOW MMILIAHTAIlUU
SHIOBACKYJIIPHBIX YCTPOWCTB Yy MAalMEHTOB C BapuaHTHOW aHatomuend BIIC mo
CPaBHCHHIO C TAllMCHTaMH, MMEIOIIMMH OOBIYHYIO aHATOMHIO cocynoB ayru (89,6%
npotuB  76,4%, p=0,1). Ilpu 3TOM CTOMUT OTMETHThb, YTO YaCTOTAa M TIKECTh
MOCJICONIEPAIIMOHHBIX HEBPOJOTUUECKUX OCJIOXKHEHUU B Tpymme oduiero ycthsi BLC u
J0OCA 3nauumo Bbiire — 20% npotus 5,3% (p=0,039).

Hecmotpst Ha Hanmuume QyHAaMEHTAIbHBIX pabOT, HA CETOAHSIIHUN JEHb B
JIOCTYITHOM JUTEpaType HEIOCTATOYHO JaHHBIX O CBS3U OOCYXKJaeMOW aHAaTOMUU
CyNpaaopTalbHBIX COCYJOB W HEBPOJOTUYECKUX OCIOXXHEHUU MPU XUPYPrUYECKOM
JICYCHUHW TATOJIOTUM TPYIHON aopThl. B eIMHCTBEHHOM TOJOOHOM WCCIIEIOBAHUN
OTMEUEHO, YTO XHUPYpPruuecKash TaKTHKa, BKIIOYAs METOJIbI IEePEOPONPOTEKINH Y
MAIMEHTOB C OOIIUM OTXOXkAeHUEM OpaxuoliedalbHOro CTBOJIA U JIEBOM 00I11Iei COHHOM
apTepud, B BBICOKOM cTemeHn BapuabenbHa. Takum o0Opa3oMm, y4YUTHIBas

aHATOMHYECKHUE OCOOCHHOCTH  DTHX MangueHTOB, BOIIPOC 3(1)4)CKTI/IBHOCTI/I u
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0€30MacCHOCTH XUPYPrUYECKOro JIEUEHUsS Yy MAlMeHTOB C BapUaHTHON aHaTOMUEH
OpaxuornedarbHOTO CTBOJIA OCTACTCS HEPEUICHHBIM .

Psin BaxkHBIX MpoOJIeM B aOPTAIbHOM XUPYPIHM JO CUX TOp HE PEIIEH — U 3TO
py TOM, YTO cama OTPaCib 3a IMOCIEAHHWE TOABI JOOWIACh 3HAYMTEIBHBIX YCIIEXOB.
[ToaTomMy m000€ wuCcieoBaHUE, HAIEJICHHOE Ha ONTUMM3AIMIO JICUCHHS JTaHHOU
KaTErOpUU MalMEHTOB, CTAHOBUTCS aKTyallbHbIM. HegocTaTouHast M3y4eHHOCTD LIEJIOrO
psga  BOMPOCOB,  KAacCalOMUXCS  aHATOMO-(YHKIIMOHAJIBHBIX,  TCHETHYECKHX,
KJIIMHUYECKUX OCOOCHHOCTEH Yy TMAalMeHTOB C EAUHBIM YCTbeM OpaxuoredaibHOro
CTBOJIA U JIEBOM OOIIEel COHHOM apTepuu, MO0y JaeT K MPOBEACHUIO PA3HOCTOPOHHETO
HAay4YHOTO aHaju3a.

Crenenb pa3padOTAHHOCTH TeMbI HCCJICIOBAHUSA

HecMoTpss Ha mnpuCTAIBbHBI HMHTEPEC UCCIENOBATENCd K aHATOMUYECKAM
BapuaHTaM JyTY aOpThl U HAKOIUIEHHBIE JaHHBIE O cBsi3u obmiero ycths BIIC u 1OCA ¢
MaTOJIOTHEN TPYyIHON aopThl (YCKOPEHHBIM POCT aHEBPU3MBI, MOBBIIICHHAS *KECTKOCTh
COCYJIUCTOM CTEHKH), CTENEeHb pa3padOTAaHHOCTH JaHHOW MPOOJIEMBI OCTaeTCs
HEpPaBHOMEPHOW W HEJIOCTATOUYHOW. B nuteparype yoenuTensHO MpoAeMOHCTPUPOBaHA
OoJiee BBICOKasl BCTPEUYAEMOCTh STOM aHOMAJIWU Yy MAIlMEHTOB C aHEBpU3MAMHU H
pacciioeHrueM aopThl [6—8], a TakKe yCTaHOBJIEHBI HETaTUBHBIC TCHACHIIUM B TEMIIaX €€
JAJIaTalliyd U 3JIACTUYECKUX CBOMCTBax cTeHKH [9, 10]. OxHako 1enbiii psj KIH0YEBbIX
aCIeKTOB oOcTaeTcs BHE (pOKyca CHUCTEeMaTUUYeCKUX wuccienoBaHuit. Ilpaktudecku
OTCYTCTBYIOT JaHHbIe 0 BiusiHUU o01ero ycthst BILIC u 1OCA Ha 4acToTy U CTPYKTYpy
HEBPOJIOTUUECKUX OCIIOKHEHUM MPU XUPYPTrUYECKOM KOPPEKIMU TATOJOTUM TPYIHOU
aopThl, a HUMEIOIIUECS €IUHUYHBbIC HAOIIOCHUS CBUICTEIBLCTBYIOT O BBICOKOU
BapraOEIbHOCTH TPUMEHSIEMBIX METOJIOB IepeOponpoTeKiuu. boiee Toro, BOMpOCH!
ONTUMHU3AIMNA XUPYPIrUUYECKOM TaKTHUKU, BBHIOOpA PEKOHCTPYKTHBHBIX CTpATeTUM U
OIICHKU UX 3()(PEKTUBHOCTH UMEHHO Yy JAHHOW KaTerOpWH MAIMEHTOB JO HACTOSIIETO
BPEMEHU HE TMOJYYMUIM KOMILIEKCHOTO perieHus. Takum oOpa3oMm, MPH OUYEBHIHOUN
KIMHUYECKOM 3HAYMMOCTH aQHOMAJUW CTENEHb €€ M3YYEeHHOCTH B  aCIeKTe
XUPYPTHUUECKUX PUCKOB M TAKTUYECKHX IIOAXOJOB OCTaeTcs (parMeHTapHOH, 4YTO

00OCHOBBIBACT H€O6XO,Z[I/IMOCTB I[&J'IBHCﬁH.ICFO HCJICHAIIPAaBJIICHHOT'O HAYYHOT'O aHaJIn3a.



eab ucciaenoBanus

[Ipoananu3upoBath BIMSAHHE OOIIETO YCThs OpaxuolnedaabHOTO CTBOJIA U JIEBOU
oOIIeil COHHOM apTepuu Ha KIMHUYECKUW W AOPTAJIbHBIM CTATyChl, a TAKKE HCXOJIBI
XUPYPrUYECKOro JICUEHHUS Y MAIIMEHTOB C AaHEBPU3MOW BOCXOASIIETO OTAENA A0PThI

3agaumu

1. ITpoBecTH CpaBHUTEIBHBIN aHAIN3 (PEHOTUITMYECKUX U TEHETHUYECKUX JaHHBIX
NaIlMEHTOB C HOPMAJIbLHOW M BapHUAHTHON aHATOMUEH OpaxuoiepaibHOro CTBOJIA.

2. [Ipoananu3upoBaTh aHATOMO-(YHKIIMOHATIBHBIC MTAPAMETPHI TPYIHONU aOPTHI Y
NAlMEHTOB C HOPMaJbHOM M BapHAHTHOW aHATOMHUEN OpaxuouedanbHOro CTBOJIA.

3. IlpoBectn CpaBHUTEIBHBIA aHAINW3 TEUEHHUS] PAHHETO IMOCIEONEPALMOHHOTO
NepPHOJIa U KIIMHUYECKHUE UCXOJIbI Y 00CYKAAEMBIX TPyl NAlUEHTOB.

4. OueHuthb 3pPEKTUBHOCTh U 0€30IaCHOCTh IMPABOCTOPOHHEW yHHMIIATEPaIbHOU
aHTerpagHoi nepdy3nuu roJOBHOIO MO3ra y MalMEHTOB ¢ HOPMAJIbHOM M BapHAHTHOU
aHarommuel OpaxuornedaabHOTO CTBOJIA TpU orepanuu hemiarch.

Hayuynast HoBU3HA

1. BnepBeie NpoOBEIEH aHAIW3 aHATOMO-(PYHKIMOHAIBHBIX OCOOECHHOCTEH
aoptaibHOi cTeHkun 1o gaHHBIM MCKT-aoprorpaduu, mnpoaeMOHCTPUPOBABIIHIA
COTNOCTaBUMbIC pE3yJbTaThl y TMAalMEHTOB ¢ BapuaHTHoOW anatomuenr BIIC
OTHOCHUTEJIbHO MAlIMEHTOB C HOPMaJIbHOM aHATOMHUEN coCya.

2. BrepBbie mpoaHaIM3UPOBaHbl PE3YyJIbTaThl MPABOCTOPOHHEW YHHUJIATEPAIbHOU
aHTerpagHoil mepdy3uu TOJIOBHOIO MO3ra IMpHU OINepanusix Ha BOCXOSUIEH aopTe B
YCIOBUSX LUPKYIATOPHOTO apecTa y nmanueHToB ¢ equHbiM ycTbeM bIIC nu 1OCA 1-ro
TAMA W 2-TO THUNA, KOTOPbI€ HE BBISIBWJIM CTATUCTUYECKH 3HAYMMBIX pPa3IMyuil B
OTHOUIEHUU PAa3BUTUSL CTOMKOrO HEBPOJIOTMYECKOro JAe@UIMTa y aHaIU3UPYEeMbIX
IPYIII MAIlUEHTOB.

3. [Ipu oleHKe HEBPOJOTMUYECKOrO cTaTyca mocie omepamuii hemiarch BmepBbie
MOKa3aHo, YTO Y MAalMEHTOB C BapHAHTHOW aHaToMued OpaxuonedanbHOTO CTBOJIA
IIPABOCTOPOHHSISI aHTErpajHasl yHUJaTepaibHas LepeOpanbHas nepdy3ust ajeKBaTHa,

saddexTrBHA 1 Oe30macHa.
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Teopernyeckasi 1 MPAKTUYECKASA 3HAYUMOCTh

1. Ha ocHOBaHMHM KOMIUIEKCHOTO KIMHHKO-HHCTPYMEHTAIBHOIO aHaJIM3a
o6ocHoBaHa A(h(PEKTUBHOCTH M O€30MACHOCTh aHTEIPAIHON YHUIIATepalbHOU nepdy3un
TOJIOBHOTO MO3ra B OTHOLLIEHWU KJIMHUYECKOTO U CYOKIMHUYECKOTO HEBPOJIOTUYECKOTO
cTaryca Mmpu omneparusx hemiarch y manueHToB ¢ eIMHBIM YCTheM OpaxuoredaibHOTO
CTBOJIA.

2. C moMoIIpI0 IPOBEACHHOTO aHallM3a Pe3yIbTaTOB aHATOMO-(DYHKIIMOHAIBHBIX
0COOEHHOCTEH IpyHOM a0pThI MPOAEMOHCTPUPOBAHBI COMIOCTABUMbBIE XapaKTEPUCTUKHU
AOPTAJIBHOW CTEHKM Yy IMAIMEHTOB C HOPMAaJIbHOM W BAapUaHTHOW AaHATOMUEHU
OpaxuoredanbHOTO CTBOJA.

MeTon0J10THs 1 METOABI HCCICAOBAHUS

B wuccnenoBanue ObUIO BKIOUEHO 259 manMeHTOB, KOTOphIE ObUIM
IIPOONIEPUPOBAHBl 1O  IOBOAY  AHEBPU3MBl  BOCXOJSILErO  OTAENA  aOpPTHI.
MeTon0710rn4ecKoil OCHOBOM MCCIIEIOBAHUS SBIIUICS KOMILIEKCHBINA MOJAXO0J, KOTOPBII
BKJIIOYAJI B C€0sI OLIEHKY HEBPOJIOTMYECKOT0 U KOTHUTUBHOI'O CTaTyca MalMEeHTOB JI0 U
1ocjie XUPYpPru4eckoro BMEUIATENbCTBA, TAKXKE OLEHKY aHATOMO-(YHKIMOHAJIbHBIX
0COOEHHOCTEW aopTaiabHOM cTeHKH 1o JaHHbIM KT-aoprorpaduu. MeToa0n0rudeckyo
OCHOBY pabOThl COCTaBUJIM MPUHIUIIBI JOKA3aTEIbHON MEIUIUHBI U OMOMEAUIIMHCKON
CTaTUCTUKA B COYETAHWH C COBPEMEHHBIMH HWHCTPYMEHTAJIBHO-aHAIUTHYECKUMU
Meroaamu. C 1enbl0 JOCTHKEHUS MOCTABIEHHBIX 33/Ja4 MPOBEAEH CUCTEMaTHYECKUUN
0030p OTEUECTBEHHBIX M 3apyOeKHBIX JIMTEPATYPHBIX HCTOYHUKOB, OTPAKAIOUIMX
COBPEMEHHOE COCTOSIHUE MPOOJIEMbI XUPYPTUUECKOTO JICUEHUSI AHEBPU3M BOCXOSIIETO
oTIeNa aopThl MPHU Pa3TUYHBIX AHATOMUYECKUX THUMaxX AYrd aopThl. OOBEKTUBHAs
CpPaBHUTENIbHAS OLEHKA paHHUX [OCICONEPALMOHHBIX JAHHBIX Y TMAalUEHTOB C
BapuanTHOM aHaromuert bBI[C w ¢ HOpManpHBIM CTPOEHHEM JyTHM  AOPTHI
o0ecrneunBanach CTATUCTUUECKON MHTEPIIpEeTaliel OJyUYeHHBIX Pe3yIbTaToB.

OcHOBHBIE 10JI0KeHUSI, BBIHOCUMBbIE HA 3aIUTY

1. ®eHorunuueckas XapakKTepucTUKa NAlMEHTOB C HOPMaJIbHBIM M BapUAHTHBIM

cTpoeHrneM OpaxuoredarbHOTO CTBOJIAa UMEET COTIOCTABUMBIN XapakTep. | eHeTrnueckuit
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NOPTPET y TMAalMEeHTOB C aHOMaiuel OpaxuonedalbHOTO CTBOJA HMEET OOJIblIe
BAapUAHTOB IT'€HOB HEONPENEIEHHON 3HAYUMOCTH.

2. AnaToMo-(QyHKIMOHAJIbHBIE MapaMeTpbl TPYIHOM aopThl y MALUEHTOB C
oOmuM  ycTheM OpaxuorieagbHOTO CTBOJIA M JICBOM 0OIIEeld COHHOW apTepuH
COMOCTAaBUMbl TAKOBBIM Y MAIIMEHTOB C HOPMaJbHOW aHatomuel OpaxuonedaabHOTO
CTBOJIA.

3. BapmantHas amatromus OpaxuorieaqbHOTO CTBOJA HE TpeOyeT H3MEHCHUS
TEXHOJIOTUM YHUJIATepaIbHOU TNEpPy3MOHHOM 3alIUTHI TOJIOBHOTO MO3ra B TEPHUOJT
LHUPKYJISITOPHOTO apecTa U He SIBISETCS (PAKTOPOM PUCKA Pa3BUTHUS HEBPOJOTUYECKHX
OCJIOXKHEHUH MpH oneparusax hemiarch.

CreneHb JOCTOBEPHOCTH M aNIPO0ALIMHU Pe3yJIbTATOB

JIOCTOBEPHOCTh PE3yNbTATOB OOYCJIOBJIEHA KOMIUIEKCHBIM, MOCIEIOBATEIbHBIM
XapaKTepOM MHCTPYMEHTAIbHBIX UCCIEAOBAHUN, BKIIOYAIOIINX TEOPETUUECKUIN aHAIN3
pOOJIEMBI, IOCTATOUHBIN 10 00BEMY KIMHUYECKUN MaTepHall U COBPEMEHHBIE METO IbI
CTaTUCTHUYECKON 00paboTku. DopMHpOBaHHWE TPYyNN MALUEHTOB B 3aBHCHUMOCTH OT
aHaToMu# OpaxuoredarbHOro CTBOJA OOECHEYMSIO COMOCTAaBUMOCTh JAHHBIX H
MO3BOJIMJIO OOBEKTUBHO OIEHUTHh BJIMSHUE H3ydyaeMbIX (DAKTOPOB Ha TMEPBUYHYIO
KOHEYHYIO TOUKY. BBIBOMIBI 6a3upyrOTCs HA HAAEKHBIX WHCTPYMEHTAIBHBIX JTAHHBIX H
MOATBEPAKACHb KOPPEKTHBIMU METOJAMH MAaTEMaTUYECKOW CTAaTUCTUKU. OCHOBHbIE
MOJIOKEHUSI JUCCEPTALMM MPEACTABIEHbl U OOCYKJEHbl Ha 3acCeJaHUsX ITHYECKOrO
KOMUTETa U MPOOJIEMHONW KOMMCCHH, YTO JOTOJHUTEIBHO MOJATBEPKIACT HAYUHYIO
000CHOBaHHOCTb U MPAKTHUUECKYIO LIEHHOCTb MOJTYYEHHBIX PE3YJIbTATOB.

Amnpo0anus pe3yJabTaToB

Marepuaisl AuCcepTaluU JOJIOKEHBI:

— ©Ha YerBeproM BcepoccuiickoM Hay4dHO-00pa3zoBaTeibHOM (QopyMe ¢
MexayHapoaHbM yuyactueM «Kapanosnorus XXI Beka: anbgaHcbl U noTeHmanm (Tomck,
2023);

— MexnayHapoHOW KOH(EpPEHIIUHU MO COCYIAMCTOM M PEHTTEeHIHIOBACKYJISIPHOM

xupyprun XXXVIII kondepenuus Poccuiickoro o0miecTBa aHTHOIOTOB U COCYAUCTHIX



10
XUPYyproB u V KOH(MEPEHINH M0 MATOJIOTHH COCYA0B Poccuiickoro HayqyHOro o01ecTna
CHCIIHAIIUCTOB M0 PEHTTCHIHI0BACKYJISIPHOH TuarHoctuke u iedennio (Mocksa, 2023);

— XXXX MexnayHnapoaHoit koHpepeHun «CoBpeMEHHbIE MOJIXO0/bl B JICUCHHE
3aboneBanuit cocynos» (Cankr-IletepOypr, 2025);

— [Tarom Bceepoccuiickom HaydyHO-00pa3oBaTeabHOM (HOpyMe ¢ MEXIYHAPOIHBIM
yuactueM «Kapanonorus XXII Beka: anbsHcel u noteniuan (Tomck, 2024);

— III CoBmectHOM cbe3ae POCOKT u PocOKMO (Cankr-IletepOypr, 2024);

— VIII Cubupckom MexayHnaponHoM aoptanbHoM cummnosuyme (HoBocuGupck,
2025).

ITo pe3ynbTaTaM uccienoBanus omyoiaukoBaHo 10 padot, B ToM uucie 4 cTaTbu
BxoaaT B BAK Muno6pnayku P®, u3z nux B «benom cnucke xypHayioB» 4 crtathy, |
WHas MyOJMKaius, 2 CBUIETEIbCTBA O TOCYJApCTBEHHOM perucTpanuu 0a3 JaHHBIX,
3 my0OyMKaIuu B COOpPHUKAX MaTEpUaAIOB KOH(PEPEHIIH.

O0beM u CTPYKTYypa AUCCEPTALMH

JluccepraniioHHasi paboTa COCTOUT U3 BBEACHUA, 0030pa JIUTEpaTyphl, ONMUCAHUS
KIMHAYECKOTO MaTepralia M METOAOB HCCIEAOBaHMs, TpeX TJaB COOCTBEHHBIX
UCCIIEIOBAaHUM 1 OOCYXAEHUN pE3yIbTaTOB, BBIBOJIOB, MPAKTUYECKUX PEKOMEHIAINN U
CIucKa JuTeparypbl. Jluccepranus npeacTtaBieHa Ha 96 cTpaHUIAX MAIIMHOMUCHOTO
TeKCTa, wWunocTpupoBaHa 22 pucynkamu u 10 Tabmunamu. Cnucok JUTEpaTypbl

conepkuT 123 nucrtounuka, B Tom yncie 13 oredectBennsix u 110 3apyOexHbIX padoT.
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I'JTABA 1. XUPYPI'USA BOCXOIAIIEI'O OTAEJIA AOPTBI
B COYETAHUU C BAPUAHTHOM AHATOMUEN
BPAXHNOHE®AJBHOI'O CTBOJIA
(O030p 1MTEPaTYpPBI)

1.1. DnuaeMuo10rusi aHOMAaJIUii COCYI0B AYTH A0PThl

B nacTosimiee BpeMst pacpoCTpaHEHHOCTh AaHEBPU3M BOCXOIAIIETO OT/IENIa A0PTHI
(ABA) B mupe cocraBisier 5,3 cmydas Ha 100 000 gemoek B ron [12]. CormacHo
MMEIOIINMCST JTAHHBIM YacTOTa BCTPEYAEMOCTH JIaHHOM MAaTOJOTMU Ha TEPPUTOPUHU
Poccuiickoit @enepanuu BapbupyeT B mpeaenax 0,16-1,06% [13].

Menuko-counanbHoe 3HaueHuE ABA COCTOUT B BBICOKOM PUCKE PA3BUTHS TaKUX
KU3ZHEYIPOXKAIOIIMX COCTOSHHMM, KaK pa3pblB aOpThl MJIM €€ PacCIOCHHE, 4TO B 94—
100% ciay4aeB NMpUBOAUT K cMepTH naienTta [14]. B menom aHeBpu3Ma BOCXOsIICH
a0pTHI 3aHMMAET JICBATHA/INIATOC MECTO B CTPYKTYpE BCeX MpUUUH cMepTHOCTH [15, 16].
Ba)xHO OTMETHUTh, YTO y JKEHIUMH PpHUCK pa3BUTUS HETAaTUBHBIX  a0pTO-
aCCOIMMPOBAHHBIX COOBITUI BBIIIE, & UX TEUCHUE TsKEIee, HeCMOTpsl Ha TO uTto ABA
YaIe BCTpeyaeTcs y My>KUHMH, YeM y KEHIUH (cooTHoIneHue 2-4:1) [17, 18].

[TonymAMOHHBIE HCCAEAOBAHUS IMPOJAEMOHCTPUPOBANIN, YTO PUCK AOPTAJIbHBIX
KaTacTpod HAXOJIUTCA B MPSIMOM 3aBUCHUMOCTH OT pazMepa aopThl. COrlacHO TaHHBIM
Elefteriades J.A. et al. [19] muamerp Bocxopsiieii aopTel 6 CM y MalUEHTOB C
HECHUHJPOMHBIMU aHEBPU3MaMU NPU3HAETCA «KPUTUUYECKUM YPOBHEM», NMPU KOTOPOM
3HAYUTEIBHBIM 00pa30M BO3pPAcTaeT PUCK aOpTalbHBIX ocioxHeHui [20]. B To xe
BpEMs [0 YTOYHEHHBIM JIaHHBIM 3Ta «KPUTHYECKAas» OTMETKA CHU3WJIACH O 3HAUCHUS
5,25 cm [21].

AHeBpr3Ma BOCXOAUIETO OT/IENIAa a0PThl HEPEAKO aCCOLIMMPOBAHA C PA3JIMYHBIMU
KIMHAYECKUMHU cocTosiHusiMU. Tak, ABA d4acto coueraeTcss ¢ apTepHaibHOU
NaToJIOTUE (BHYTPUYEpPENHbIE aHEBPU3MbI, BHCOYHBIM apPTEPHUMT), MATOJIOTUEH

A0OPTAILHOTO KJlallaHa, KHCTaMU MapeHXUMATO3HBIX OpPraHoB (medeHu, movek) [17, 22,

23].
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B TeueHuwe JIMTENBHOTO TMEPUOJAa BPEMEHUM AHATOMUYECKHE aHOMAIIUU
CyNpaaopTalibHBIX COCYJIOB HE MPHUBJICKAIM BHUMAHHS crenraiuctoB. OAHAKO B
MOCJIETHUE TOAbl TaKyl CHUTYyallMl0 CTalld paccMaTpuBaTh KakK COCTOSIHHUE,
accoruupoBanHoe ¢ ABA [17]. Yousef S. et al. [1] mpomemoHcTpupoBaiM, dYTO
npumepHo y 3% narueHToB ¢ ABA nuarHocTUpyroT paziuyHble aHOMAJIMU CTPOCHUS U
KOJIMYECTBA CYNpPAaOPTAIbHBIX COCYJIOB, B CTPYKTYp€ KOTOPBIX  BBISBIISIIOT
CaMOCTOSITEIIbHOE OTXOXKJICHHE II03BOHOYHOH aprepuu OT aoptainbHoi ayru (5%),
abeppanTtHyio npaByio (25%) u neByio (16%) noakmoundnbie apTepud, arteria lusoria B
COUYCTaHMH C TpaBocTOpoHHEH ayron (12%) [24-26]. Tlpu »TOoM HamOoJiee dYacCTOM
aHoMajauel COCyZOoB JIyTW aopThl CUMTAETCs oOlllee OTXOXACHUE OpaxuoledaibHOIro
CTBOJIA W JIEBOM OOIICH COHHOM apTepUH WM TakK Ha3biBaeMas Obrubs myra (58%) [1, 5].

B HemaBHeM wucCclIeOBaHMM HWMEIOTCA yKa3aHUs Ha TO, YTO YacToTa
BcTpeyaeMocT eauHoro ycths i BIIC u nOCA y namueHToB ¢ aHEBpU3MOU
BOCXOJSIIIETO  OTAEJIa aopThl 3HAYMUTENIBHO BBIIIE OTHOCUTEIBHO TPYIINbl C
HOpPMAaJIbHBIMU pa3MepaMu 3Toro otaena (24,6% npotus 14%, p=0,001) [28].

ONUAEMUOJIOTUYECKUE HCCIICIOBAHUS BBIABUIIM, YTO YAacTOTa BCTPEYAEMOCTHU
eaquHoro yctha misg bLIC u 1OCA HaxoauTcs B 3aBUCHUMOCTH OT apealia MpOKUBAHUS.
Tak, cpeaHsis pacnpoCTpaHEHHOCTh aHOMaluKM cTpoeHus: BIIC B pa3HbIX MOMYJISIUIX
cinenytomas: B Azuu — 7,4%, EBponie — 13,6%, CeBepnoit Amepuke — 15,5%. IIpu sTom
B IOxHoii Amepuke u Adpuke dYacTora BCTPEUAEMOCTHM JAHHOW aHOMAaJIUU
3HAYMTENIBHO BBIIIE, YeM B ocTaibHOM mupe — 24,2% u 26,8% cooTBeTCTBEHHO [29—
31]. Ha cerogusmHuii 1eHb B JOCTYITHOM JUTEpaType OTCYTCTBYIOT JIaHHBIE O YaCTOTE

BCTPEYAEMOCTH BapUaHTHON aHATOMMH OpaxuouedalbHOro cTBoia Ha TeppuTopuun PO.

1.2 DTnonaroreHe3 BApUAHTHOI aHATOMUM OpaxuounedaabLHOro CTBOJA

CepneuHo-cocyaucTas CHCTEMa 3aKJIaJbIBA€TCd B KOHLE BTOPOM HeIeH
aMOpHOHaNBEHOTO pa3BuTHs. HemocpeacTBenHoe GopMHUpOBaHHE MPUMUTHBHON aOpTHI
HAYMHAETCS C YeTBEPTOH Hexenu smOpuorenesa [32]. [IpumutuBHAS aopTa JENUTCS HA

BEHTPaAJbHBIA U JOPCATbHBI CErMEHTHI, KOTOpblE O0pa3yrT 6 MapHbBIX TJIOTOYHBIX
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(aopranbHbIX) Ayr. B pesynbrare perpecca JOpPCaIbHOIO CErMEHTa YETBEPTOW Mapbl
aopTaJbHBIX Iy (POPMHUPYETCS Oyra aopThl, [AE€ W3 BEHTPAJIbHOW YaCTU ITOW MHapbl
obOpazyetcs OpaxuorieanbHbIN CTBOI.

MexaHu3M, onpeleNsSomnid COXPaHEHUE UITH PETPECCUI0 CETMEHTOB a0PTAIBbHBIX
JyT, 10 KOHIIa HEU3BECTEH, OJHAKO MUTpAIMs KJIETOK HEPBHOTO IpeOHsI B IIIOTOYHbBIC
JyTU MOXKET UrPaTh OMPENENECHHYIO POJb B Pa3BUTUU PA3JIUUYHBIX AHOMAJUN CTPOEHUS
cocyioB AyTH aopthI [32, 33].

B kadectBe OJHOrO U3  BO3MOXHBIX  (DAaKTOPOB  PHUCKA  pPa3BUTHUSA
HIMOPHOJIOTHYCCKUX MYyTaIlMil paccMaTpuBaeTcs JNe(UIUT PETHHOEBON KucCiaoThl [33].
[MonrBepknmas 3to mpenmoyiokenne, Li P. et al. [34] B cBoem wuccienoBaHuu
YCTaHOBWJIM, YTO COOW OOMEHa 3TOM KUCIOTHI MPUBOAUT K HAPYIICHUIO HOPMAJIBHOTO
MopdoreHesa 4YETBEpPTOM Mapbl aopTajbHBIX nayr. Takum o0pa3oMm, BCIEACTBUE
nedunuTa WM MyTaluu “30()opM pEeTHHOEBON KHUCIIOTHI B Tpoliecce IMOpUOTeHe3a
MOTYT (hOPMHUPOBATHCS AHOMAJIMU CYNPAA0PTAIBLHBIX COCYIOB.

[Tockonbky BapuanTHas aHatomus bLIC sABnsieTcs OIHOW W3 BEPCUM Pa3BUTHS
JyTH a0pPThl U MAaruCTPAIbHBIX COCYJIOB B MPOIIECCE IMOPHUOTEHE3a, HENb3 UCKIIOUNTh
TF€HETUYECKYI0 OCHOBY IIPEAPACIIONIOKEHHOCTH K JAHHOW MATOJIOTHH.

K HacrosimieMy BpeMEHHM TIONBITKM  BBIIBUTH TIE€HETHYECKYID  OCHOBY
NPEAPACIOIIOKEHHOCTY K  Pa3BUTHIO  JTaHHOW  aHOMAaJWU  MPAKTUYECKH  HE
npeanpuHUMaInch. M3ydas atoT Bompoc, Shang M. et al. [35] monyunnu pe3ynbrathl,
CBUJIETEIIbCTBYIOLME O BBICOKOM CTENEHH HACIEACTBEHHOCTH BAapUAHTHOW AHATOMUH
CYNpaaopTAIbHBIX COCYAOB. ABTOPBI BBIJIBUTAIOT MPEANOJIOKEHUE O BpPOXKICHHOM
XapakTepe pa3BUTHS 00IIETO YCThs OpaxuonedalbHOr0 CTBOJIA U JIEBOM 00I11Iel COHHOM
apTepuu, OTBEpras TEOpUI0 IMOPUOIIOTHYECKON «cilydaHocTH». OpHuM U3
apryMEHTOB B TOJIb3y JaHHOW BEPCUU MOXKET ObITh (haKT HalWuyus OOIIHUX TEHOB,
ACCOLIMMPOBAHHBIX C LIEJIBIM PSAIAOM CEPAECYHO-COCYAHUCTBIX COCTOSHUM, B TOM YHCJIE C
aHEBPU3MOM BOCXOJSLIEH aopThl W aHOMaNMEN cocynoB ayru aoptel. CoriiacHo
JTAHHBIM JINTEPATYPHI B Mape CUONIMHTOB ¢ enuHbIM ycTheM It BLIC u mOCA HaliaeHb
BapuaHTHl HeompeneneHHo 3HauyuMoctd — VUS (ot anrm. variants of uncertain

significance) B renax COL5A2, NOTCH, FBNZ2, oTBeTCTBEHHBIX 3a pa3BUTHE
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HACJICICTBEHHBIX aHEBPU3M AOPThI, IIOATOMY B OOJIBIIIEH CTETICHU CBS3aHBI C PA3BUTHEM
aHeBpu3Mbl, ueM ¢ equHbIM ycTtheM BLIC n nOCA.

DOKCIepUMEHTAIbHBIE HCCIIEIOBAHMUSI HAa MbIIIaX I[OKa3aid, 4YTO HapyIleHHE
AMOPHOHATLHOTO pa3BUTHS C (POPMUPOBAHHEM BPOXKICHHBIX TIOPOKOB cepAmla u
COCYZIOB CBSI3aHO C (DYHKIIMOHUPOBAHUEM IIEPBUYHBIX PECHUYEK, KOTOPHIE HUTPAIOT
KJIIOYEBYIO POJIb B MOJIEPYKAHHUH TOMEOCTa3a CEepAeYHO-COCYIUCTON cuctembl [36].
[lepBruunbIe pecHUUYKH (YHKIIMOHUPYIOT KaK KJICTOYHBIC «a@HTCHHBD) I KOOPAMHAITUN
curHanbhbiX myteit NOTCH 1, Hedgehog, Wnt, TGFf3, BBIIOTHSS POJIb MEXaHOCEHCOPOB
Ha DHJIOTEIHATBHBIX KJICTKAaX M PETYIATOPOB PEMOACIUPOBAHUS IKCTPAICIUTIONIPHOTO
matpukca [37, 38].

B mnacrosmee Bpems NOTCH1 BXxoauT B maHelb T€HOB HACIIEICTBEHHBIX
aHEBPHU3M AOPThI M OTHOCHTCS K KAaTerOpUH IMOTCHIIMAILHO NMPUYMHHBIX TeHOB [39].
PeMopenrpoBanre SKCTpaleIUTIOISIPHOTO0 MAaTPUKCA ¢ TIOMOIIIBIO IIMJIMAPHOTO arapaTa
KOHTPOJIUPYETCS TOCPEJCTBOM psila MEXaHHW3MOB, BKJIIOYAIONIMX B TOM YHCIE
nepenauy curHaioB Hedgehog um Wnt, koTopple akTHBHPYIOTCS TNPU W3MECHECHUH
MEXaHUYECKON Harpy3ku, e TNEpPBUYHBIC PECHUYKM HWIPAIOT PEIIAIOINIYI0 POJIb B
BOCIIPHUATHH TOTO BIUSHUS U TIPEOOPA30BAaHUU MEXAaHUICCKUX CTUMYJIOB B KJICTOYHBIN
otset [40].

CoryiiacHoO MHEHHWIO psiia aBTOPOB, (DYHKIIMOHUPOBAHUE IMJIMAPHOTO arrmapara
MOKET OBITh aCCOIMUPOBAHO C IEIBIM PSIOM CEPACUYHO-COCYAUCTBIX COCTOSIHHUM, B TOM
yyuciie €  aHEBPU3MOM  BOCXOISIIEHM  aopThl M BApPUAHTHOW  AHATOMUEHU
OpaxuoredanbHOT0 CTBOJIA, OJHAKO JAaHHBIC O BIMSHUM IWJIHAPHOTO amnmapara Ha
pa3BUTHE WM TIPOTPECCHPOBAHHWE OCHOBHOTO 3a00JICBaHWS Pa3HOPECUYWBHI HIIH

OTCYTCTBYIOT coBceM [41].

1.3 Kiinanueckoe 3HAYeHHE 00IIEro 0OTX0KICHUA

OpaxunounedaJbHOr0 CTBOJIA U JIEBOil 00111ell COHHOM apTepun

CoriacHO  JaHHBIM  COBPEMEHHOM  JIUTEpaTypbl BapuUaHTHAs  AHATOMHSA

6anI/IOH€(I)aJIBHOI‘O CTBOJIa aCCOOMHpPOBaHa C PAAOM KIMHUYCCKHX COCTOSIHUH. TaK,
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B COOTBETCTBHUU ¢ muccienoBanuem, Dumfarth J. et al. [27] manmeHTsI ¢ eAWHBIM yCThEM
BIIC m nOCA B MeHbIIEH CTENEHU CTPANAOT apTEPHAILHOM THUIIEPTEH3HEH 110
CPABHEHUIO C MAIMEHTaMHU, UMEIOIUMHA HOPMAJIbHYIO aHATOMHUIO COCYOB JIyTU a0PThI
(73,5% npotus 81,8%, p=0,048).

Kpowme toro, ycranosieno, uto obmiee otxoxaenue bIIC nu 1OCA moxeT ObITh
aCCOLIMMPOBAHO C KOApKTalMed aopThl, a TAKXKE€ C aHEBpU3MAaMHU pPa3HBIX OT/EIOB
TPYJHON aopThl, a UMEHHO Bocxosmero otaena (80,5-83,4%), nucxoasiiero otaena
(16,2-17,5%) u nyru aoptsi (3,1-4,5%) [7, 8, 42].

O6mee yctbe BLC m 1OCA Takxke accOUMUpPOBAHO C JABYCTBOPYATHIM
aopTasibHbIM KiaamanoMm [43]. Tak, Sun J. et al. [44] B cBoeM HcciIeIOBaHUU BBISBUJIH
CTaTUCTUYECKU 3HAYUMOE pa3IM4he [0 YacTOTE€ BCTPEYAEMOCTH JBYCTBOPYATOTO
AOpTAJIBHOTO KJIallaHa y MAlHUEeHTOB ¢ BapuaHTHOW aHaromueu BLIC m ¢ HOpMasbHOM
aHaTomuei cocynoB nyru (52,6% mpotus 38,1%, p=0,011).

Brownstein A.J. et al. [45] B cBoeii paboTe onpeeInIn, YTO MAIMCHTHI C ¢AUHBIM
ycteeM BLIC m mOCA B coueTaHum ¢ KHCTaMU MOYEK SBISIOTCS MPOTHOCTUYECKUM
dbakTopoM pa3BuTHs 3a00JEBaHUN TPYTHON aOpTHI (paccioeHue, aneBpusma). Jluip y
3,75% mnamuenToB ¢ HopMaibHOUW aHaromueidl BIIC u 06e3 mnarosoruu modYeK
JIMarHOCTUPYETCS aHEBPH3Ma BOCXOJAIIErO0 OTnaesla aopThl. [ns cpaBHeHuUs: mnpu
BapuaHTHOM aHaToMuu BIIC m KHMCTax Mo4YeK ATOT MOKa3aTelb, MO JAHHBIM aBTOPOB,
BO3pacraet 10 26,3%.

OpnHoil M3 BaXHBIX OCOOEHHOCTEH MpPHU OICHKE IWHAMHUKH COCTOSIHUSI aOpPThI
SBJISIETCS CKOPOCTh POCTa €€ pa3MepoB. B nmuTepaTypHbIX UCTOYHUKAX MPEACTaBICHBI
JaHHBIE O TOM, 4TO y manueHToB ¢ oommM yctheM BIC u 1OCA Temnbl yBeIUUCHUS
pa3MepoB aOpThI, OCOOEHHO B BOCXOJISIIIEM OT/IEJE, BHIIIE OTHOCUTEIHLHO MAIlUEHTOB C
HOpMaJIbHOM aHAaTOMHMEH cyrpaaopTaibHbIX cocyaoB. Angouras D.C et al. [6], npoBeas
aHaMM3 COOCTBEHHBIX JAHHBIX, MOATBEPAUIU OTOT (akT. CKOPOCTh YBETUUYCHUS
pa3MepoB Bocxojsield aopThl y manueHToB ¢ enuHbiM ycTheM BIIC m mOCA Obuia
3HAQYMMO BBIIIE MO CPABHEHUIO C TEMH, Y KOr0 JaHHOW aHOMAJUU BBISBJIICHO HE OBLIO

(0,29 mporuB 0,09 cm/B rox, p=0,004). Ananorumuno IllamanoB A.A u coasrt. [9]
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orMeTHiii Oojiee paHHIO MaHU(]ecTalnio aHEeBPU3MATHIECKON TpaHChOpMaIiH
BOCXOJISIIIIETO OT/AENA a0pThl Y nanueHToB ¢ 00mum yctbeM BIC u nOCA.

N3yuast peHomeH OoJblIel CKOPOCTH YBEIUUECHUS PA3MEPOB BOCXO/SIIEH aOPTHI
y TAIlMeHTOB C BapUaHTHOM aHOMaHel OpaxuoredanbHOro CTBOA, ObLIa MpeaioKeHa
TEOpHsl U3MEHEHHsI MOP(OJIOTHH CTCHKH aopThl, oCHOBaHHas Ha 3 dekre Koanns [8].
Cytb nanHoro sddexra 3akmrouaercs B ToMm, uto eauHoe yctbe BLC um n1OCA
dbopMHpYET MHUPOKOE HAYAIO IYTH aO0pThl, KOTOPOE B pE3yJbTaTe OTPAHUYCHHSI
BBICOKOCKOPOCTHOTO KPOBOTOKa (DOPMHUPYET TpaJHeHT HaBICHUS MEXIYy IOTOKOM
KPOBH B BOCXOJAIIEM OTHEIC M JAWCTAIbHBIMHA OTACIAMH IPOCBETa aopThl [46].
Pe3ynbraTom nanHoro 3¢gdexra siBIsSeTCS peMOICTIUPOBAHUE CTEHKU a0PThI, BEIyIIEe K
ee MocJeAyIolel AUIaTallii, TEM CaMbIM CO3/IaI0TCS MPEANOCHUIKA K (OPMHUPOBAHUIO
aHEBPU3MbI BOCXOSIIETO OTeNa A0PTHI.

KpoMe Toro, mccienoBatensMu Menbckoro yHuBepcutera [47] oGHapykeHa
ompenesiecHHass accouuanusi BapuaHTHoW aHatomuu bBIC ¢ paccioernueM aopThl,
4acTOTa Pa3BUTHA KOTOPOU cocTaBiseT 26,7% npotus 23,3% y ManyeHToOB ¢ TAIUYHON
anatomuei OpaxuonedanbHoro creoia (p=0,38). B pamkax npoBeAeHHOro aHalW3a
aBTOpPbl ~ OTMETWJIM, UYTO B  PACCIOCHHUE  BOBJIEKACTCA  MPEUMYIIIECTBEHHO
TOPaKoaOIOMUHAIBHBIN OTNIEN A0PTHI O€3 pPacpPOCTPAHEHUS HA JYTY WJIM BOCXOJISIIUN
OTZe] a0pThI (paccioeHue aopThl THIT B 1o kiaccudukanuu Stanford).

OnHuUM U3 BO3MOXHBIX (PaKTOPOB, MPOBOIUPYIOIIUX PACCIOCHUE A0PThI, MOKET
ObiTh ec omonramus. B wuccnemoBanmu  TAIPAN  [48] Obuio  yOemuTelbHO
MPOJIEMOHCTPUPOBAHO, YTO YBEIMYCHUE JIJTUHBI CETMEHTOB a0OPThI CBBIIIE HOPMAJIBHBIX
3HAYEHUN MOXKET CIYXKWUTh MPEIUKTOPOM pacciioeHust aopthl. [lo3xke mpoBeneHHOE
uccinenosanre Wu J. et al. [49], TecTupoBaBIIMX 3Ty THIIOTE3Y, MOATBEPANIO JAHHYIO
3aKOHOMEPHOCTh. B CTpemiieHUN BBISIBUTH BO3MOKHBIE MEXaHHM3Mbl ATOTO (peHOMEHa
Lescan M. et al. [48] zaxmtounin, 9TO CJIEACTBHEM YBEIMUYCHHS JIUH AOPTAIbHBIX
CETMEHTOB SIBJISIETCS MOTEPS AJIACTUYHOCTH AOPTAIBHON CTEHKH. DTOT (DaKT B CBOIO
ouepelb MPUBOJUT K €€ OCJIa0JEHUIO M MOXXET MPOBOILMPOBATH PAa3BUTHE HE TOJBKO

AHCBPU3M, HO U PACCIIOCHUS AOPTHI.
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Bmecte ¢ TeM craHOBHUTCS BCce 0O0jiee aKTyalbHBbIM HaIpaBJIEHHWE IO OILICHKE
AIIACTUYECKUX CBOMCTB aopTalibHOM cTeHKU. CylecTByeT MHEHHE, YTO CHIDKEHHUE
AIIACTHYECKUX CBOWCTB aOPTAIBbHOM CTEHKH B COBOKYITHOCTU C YBEITMUEHUEM HATPY3KH
Ha HEE MOTYT CIYKUTb MOTCHIIMAIBHBIM MapKepOM pPa3BUTHS aHEBPHU3M C BBICOKUM
puckoMm paspsiBa aopthl [50].

OnmHuM W3 JAOCTYHHBIX M HWHGOPMATHBHBIX  WHCTPYMEHTOB  aHAIN3a
KOMIUIEMEHTapHBIX CBOWCTB AOpPTAJbHON CTEHKH B Pa3HBIX €€ CErMEHTax SIBJIAETCS
sxokapauorpapudeckoe wucciemoBanre (OxoKI) [51, 52]. JlaHHBI ~ METOJ
OCHOBBIBACTCS Ha BHIMONHEHUH JByxMepHou Speckle-tracking sxoxapamorpadum,
KOTOPBI TO3BOJIIET PACCYUTATh HUPKyMQpEpEeHIUATbHYIO0 AehOpMaIuio aopTaTbHON
TpyOku. Ilo pe3ynabTaraMm NEpBUYHOTO aHaIW3a JAHHBIX JAEPOPMAIIMOHHBIX CBOWMCTB
aopTHl, OIICHEHHBIX TIOCPEACTBOM YPECHUIICBOJHONW dXOoKapauorpaduu, ObLIO
YCTaHOBJIEHO, YTO Yy MAlIMEHTOB C AHEBPU3MON BOCXOJISIIETO OT/AEa a0PThl OTMEUAETCS
CHIDKEHUE IMOKa3zaTenied nedopMaliy BIUIOTh 10 OTPULIATENBbHBIX 3HAYEHHH, a TakkKe
MaKCUMaJbHO YBEIUYMBACTCS JKECTKOCTh CTEHKH aopThl B 30HE HAWOOJBIIETO
JUaMeTpa aopThl, YTO, MPEANOJIOKUTEIBHO, MOKET pacCMaTpUBATHCS KaK MPEIUKTOP
HETaTUBHBIX a0PTO-aCCOIMMPOBAHHBIX COOBITHH (pa3phiB, paccioeHue aopThl) [53].

Hapsny ¢ sxokapauorpadguyeckuM McclieJOBaHUEM IpeaIaraeTcsi UCIoiab30BaTh
MYJIBTUCTIHPATIbHYI0 KoMIbloTepHYI0 ToMorpaduto (MCKT) nnst KoMIIeKCHOM OLIEHKU
AIIACTUKO-Ie(DOPMAIIMOHHBIX CBOWCTB CTEHKU AOPTHI, BKIIIOUAsl aHAIH3 PACTSKUMOCTH,
KOMIUIa€HCA, LHPKYJIApHOW jAepopMmali, HHAEKCAa KECTKOCTH M MPOAOJIbHOU
nepopMannu a0pThl B COBOKYITHOCTH ¢ U3MEPEHUEM CTaHIaPTHBIX TMOKaszaresen [54].

B cBoem wuccnenoBanuun Ca3oHoBa W coaBT. [55] momuepkuBarOT BaKHOCTH
aHallu3a 3JaCTHUKO-TOHMYECKOTO COCTOSHUS AOpPTAJbHOM CTEHKH MJI ONpEeIesICHHUs
YPOBHSI TMOTEHIIMATBHOTO PHCKA aOPTAIBHBIX KaTacTpod y MalMEeHTOB C aHEBPU3MOM
BOCXO/ISIILIETO OTJIEa a0PTHI.

AHanu3 Hay4YHOM JIMTEpaTypbl IMOKa3bIBae€T MEPEKOC: aKIECCOPHbIE CBOWMCTBA
AOpPTAJILHON CTEHKHM W3y4YaJuCh B OCHOBHOM y TMAIMEHTOB C HOPMAJIbHOW aHaTOMHEU
BIIC. JlaHHBIX 00 37MaCTUYHOCTH aOpThl mpu aHoMmanusx ¢opmupoBanus BLC sBHO

HEOAOCTAaTOYHO. E,III/IHCTBGHHOC CpPaBHUTCIBHOC UCCIICAOBAHHUC HA 3TY TCMY HC BLISABUIIO
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CTaTUCTUYECKM 3HAYMMBIX OTIMYMA Mexay BapuaHTHoM anatomueir BLC wu

HOopMantbHBIM cTpoeHueM BLIC [56].

1.4 Ocob6ennoctu nuarnoctuxku odmero ycrbsi BIC u 10CA

Kinnanyeckn BapuanTHas anatomusi bBI[C He wuMeeT MNaTOrHOMOHUYHBIX
npu3HakoB. Takum o00pa3oM, OCHOBY JHMArHOCTHUKHA 3TOTO COCTOSIHUSL COCTaBIISIET
KOMIUIEKC MHCTPYMEHTAJIbHBIX METOJOB MCCIENOBaHUA, B KOTOpbI BxoauT IXOoKI',
MCKT, wmarautHO-pe3onancHas tomorpaduss (MPT) wu  anrmorpadus  [20].
TpanctopakanbHass u upecnumeBogHas IXOKI' sABISIOTCA HOCTYNMHBIMU W TPOCTHIMU
METO/JIaMH HCCIIEOBaHUS, KOTOPhIE MOTYT OBITh HCIIOJIb30BAaHBI B KadyeCTBE IEPBOU
CTYyNEHU AUArHOCTUKHU. OJIHAKO 3TH JAMArHOCTUYECKUE METOJUKH HUMEIOT HEBBICOKYIO
crenuGpUIHOCTH B OTHOIIICHUH BhIsBIeHUS 00111ero yeThs BIIC u mOCA.

30JI0TBIM CTAaHJIAPTOM JIMATHOCTUKU AHOMAJIMI COCYIOB AYTH AOPThI SIBISETCA
MCKT, ¢ nmomMomp0 KOTOPOil BO3MOKHO C BBICOKOW TOYHOCTBIO Au(depeHurnpoBaTh
aHaATOMHIO OpaxuoriedaabHBIX COCYJ0B IPU 00padOTKE MOIYUCHHBIX U300paKEHUI.

B kauecTBe albTepHATUBHOIO METOJA MCCIEAOBAHMS aHATOMHUHU COCYIOB IyTd
aopThl TaKKE€ MOXKHO HCIOJb30BaTh MAarHUTHO-PE30HAHCHOE  HCCJIEIOBaHUE.
K GeccriopHpiM  mpeuMyIliecTBaM  METOJa JIOMyCTUMO OTHECTH  BO3MOKHOCTh
MHOTOKPATHOTO BBITIOJTHEHUS MCCIICIOBAHUS, OJHAKO JIUTEIHHOE BpPEMsl MPOBEIACHUS
CaMOro HCCJEJIOBaHUsl, a TaKXKe€ psAJI M[POTUBONOKA3aHUM JJisI TAUUEHTOB C
METATMYECKUMHU KOHCTPYKIMSIMHU, DSJIEKTPOCTUMYJATOpaMU U JiepudpriuiaTopaMu
3HAYUTEIPHO OTrPAHUYMBAET BO3MOXKHOCTH MPUMEHEHHUS JTOTO JAUArHOCTHYECKOTO
METO/a.

Ha cerogusamnuii aeHb aHruorpauyeckoe HCCIeAOBaHUE SIBISETCS METOI0M
MOCJIEAHEN OUepe/ld B CHITy CBOEU MHBA3MBHOCTU. OJIHAKO B OTAEJIBHBIX CIyYasiX, B TOM
YUCII€ TPU BBINOJHEHUU 3HAOBACKYJSPHBIX MPOLENYpP, TaHHOE UCCIECIOBAHUE MOXKET

OBITH B OHpCﬂeHeHHOﬁ CTCIICHU ICHHBIM.
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AHoMmanbHasg aHatomMus  OpaxuouedaibHOrO  CTBOJAa HMMEET  IIUPOKYIO
BApUATUBHOCTH TMPOSIBJICHUH, YTO OOYCIOBIMBACT pa3HBIC IMOIXOIBI TMPHU IOIMBITKE
KJIacCU(UKAIIUH.

Layton K.F. et al. [56] npemtoxwmmm kinaccudummupoBarh o0IIee OTXOXKICHUE
BIIC u nOCA nHa 3 moaruma, rje NpU TMEPBOM THIIE OMpPEAeTseTcs OOIIMA CTBOJ
OpaxuoliedanbHOr0 CTBOJA W JIeBOM oOmiei conHou aprepuu (13%). Bropoit Tun
XapaKTEePU3yeTCsl  OTXOXKIACHUEM  YCThS  JICBOM  OOmIe  COHHOW  apTepuu
HEIMOCPEJICTBEHHO OT OpaxuouedanbHoro crBoia (9%), m0pu TpeTbeM TuIIe

CyIlpaaopTalibHbIE COCYIbI OTXOIAT OT Jyrd AopThl OJHHUM CTBOJIOM (MeHee 19%)

(pucynox 1) [6, 7, 57-59].
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Pucynok 1 — Knaccudukanusa equnoro ycrbst BLIC u tOCA
no Layton K.F. et al. [56]: A —O6paxuoriedanbHbIii CTBOI
¥ JIeBasi 001Iasi COHHasl apTepust UMEIOT o0t ctBout (1-it tum); b —
JieBast 001Iasi COHHAs apTepust OepeT Havamo oT OpaxuoredaibHOro CTBOA (2-1 THIT);
B — Bce cocyibl Iyru aOpThI OTXOIAT OJJTHUM CTBOJIOM (3-i THI)

B cBoro ouepenp IllamanoB A.A. m coaBT. [9] mpemnoxuiar COOCTBEHHYIO
KJIacCU(UKALMIO, TAKXKE COCTOSIYH W3 3 TumoB. Ilpu mepBoM THIIE ONpeAeseTCs
o01ee ycThe OpaxuoiieaabHOTO CTBOJIA U JIEBOM 00IIeH COHHOM apTepuu C JUIMHHBIM
CTBOJIOM (jyiMHA obmiero ctBojia 6onee 10 mm), ipu BTopoM — enuHoe yctbe BIC u
710CA ¢ kopoTkuM cTBOJIOM (jyiiHa oO1miero ctBoia 5—10 MM) U TIpU TPEThEM THUIIC

umeetcs oomee ycrhe bLC u neBoii 0011elt COHHOM apTepHH.
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1.5 OcoGeHHOCTH XHPYPIrHYECKOr0 JIeYeHUS MATOJIOTMU IPYAHOH a0PTHI

y HalMEHTOB C BADMAHTHOM aHAaTOMMel OpaxuouedaJbHOro CTB0OJA

BrImonnHeHHE XUPYPrUYECKOTO M DHIOBACKYJISIPHOTO JICYEHUS B YCIOBHSIX
eIMHOTO YCThsl OpaxuornedanbHOr0 CTBOJA W JIEBOM 0OIIel COHHOW apTepuu
XapaKTepU3yeTcs TEXHNUIECKUMH 0COOCHHOCTSIMH, CITOCOOHBIMU OKa3bIBaTh BIUSHUE HA
KOHCYHBIA PE3yJIbTaT, B TOM 4YHUCJe TpeOyeTcs OoJiee CIOKHAs TEXHUKA 00ecIeueHus
0e30I1acHOro I0CTYyIla ¥ HaBHralluu KaTeTepa B aopte [7, 12, 60-62].

Tak, Faggioli G.L. et al. [11] moka3anu, 4To BapraHTHas aHATOMUS COCYOB JIyTH
aoptel, B ToM umcie BI[C, ycmoXHSET TEXHHWKY BBITIOJHCHHS JHIOBACKYJISIPHOTO
BMEIIIATEJILCTBA HA COHHBIX apTepusik. ABTOPHl MPOJAEMOHCTPUPOBAIH OOJBIITYIO
YaCTOTY HEKOPPEKTHOW HWMIUIAHTAIIMN SHIO0BACKYJISIPHBIX YCTPOWCTB y IAIIMCHTOB C
BapuanTHOI aHatomueit BLIC no cpaBHEHUIO C MalMeHTaMH, UMEIOIMMUA HOPMAJIbHYIO
anatomuto cocyaa (89,6% mporus 76,4%, p=0,1). [Ipu 3TOM CTOUT OTMETUTH, YTO
4acTOTa W TSDKECTh IMOCICONEPAMOHHBIX HEBPOJIOTHYCCKUX OCIOKHCHHH B TPYIIIE
obmero ycthsi BIIC u 1OCA Obuta 3Haunmo Boime — 20% mpotus 5,3% (p=0,039).
Syperek A. et al. [59] Takxke B cBOeM HCCIEIOBAaHHH TPOJAESMOHCTPUPOBAIH IMPIMYIO
cBs13b aHoManuu pa3uths bLC ¢ aMOommueckumMu HHCYIBTaMU.

Takum 00pa3om, MOJHBIM Y4EeT aHATOMHYECKUX OCOOCHHOCTEW COCYNIOB IIyTH
aoOpThI TIeped DHAOBACKYJISIPHBIM BMEIIATCIIbCTBOM Ha TPYAHOW aopTe SIBIISETCS
BOKHBIM TIYHKTOM B ITUIAHUPOBAHUM TMPOIEAYPHI, KOTOPHIM MOXET MOBJIHMATH Ha
COKpAIIICHHE PUCKOB HEBPOJIOTHYECKUX OCIIOKHEHUH B MIEPUOTICPAITHOHHOM TIEPHO/IC.

JIIsi  TUTaHUPOBAHUS OTKPBITOTO XHPYPTUYECKOTO JICUCHHS ITAIIMCHTOB C
MATOJIOTHEH TPYIHOTO OTHAENa a0pThI (B TOM YUCIE BOCXOJSAIININ OTIEN), HEOOXOIUMO
MPOBOJIUTE JIOOTICPAIIMOHHYIO TPEIU3NOHHYIO OIEHKY aHAaTOMHH CyIpaaopTabHBIX
COCYJIOB — €€ 3HAYMMOCTh B ’TOM KOHTEKCTE CTOJIb K€ BHICOKA.

Ha ceromusmamii 7eHb orepanuei BBIOOpa MpH MaTOJIOTHH BOCXOISIIETO OTACHA
aopThI, B TOM YHCJIC NPHU aHEBpU3MaX, SABJSETCS MPOTE3UPOBAHUE AOPTHI C PE3CKITUEH
Mayioli kpuBu3HBI 1yru aopthl (hemiarch) [20]. CTouT OTMETHTB, 9YTO C XHPYPrHUSCKON

TOYKMA 3pEHHUs BBINOJIHEHHWE hemiarch wuMeeT TeNblid  psAJ  HMPEUMYIIECTB:
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o0ecrieunBaeTCs KaueCTBEHHAsh BH3yalu3allus JUHUH aoOpTaJbHOTO aHAacToMO3a,
OTCYTCTBYET HATsHKEHUE aOpTaIbHOW CTEHKH, MPOAYLHUPYEMOE HAJIOKEHHBIM Ha aopTy
3KUMOM. DTU (PAKTOPHI O3BOJISIIOT 00ECIIEYUTh BHICOKOE KAYECTBO CPOPMUPOBAHHOTO
aopTaJIbHOI0 AHACTOMO3a C OJTHOBPEMEHHBIM CHH)KEHHEM pUCKa KPOBOTEUEHHUS U3 3TON
301 [63]. B TO e Bpems JaHHBIA TOAXOJM  MPEACTABIICT  COOOi
BBICOKOTEXHOJIOTMYHOE  PEKOHCTPYKTHBHOE  BMELIATENbCTBO, KOTOpPOE  Tpedyer
npoBeJeHUST TEep(Py3MOHHOM 3aIIUTHI TOJOBHOTO MO3Ta M TUIOTEPMUYECKOTO
LUPKYIATOPHOTO apecta [64].

CoriacHo akTyallbHbIM PEKOMEHJALUsAM IO BEAEHUIO MAIMEHTOB C MATOJIOTHEH
TpyaHOM aopThl aHTerpagHas nepdys3us rosoBHoro wmosra (AIII'M) cuuraercs
HauOoJee A((HEKTUBHBIM METOJIOM IIepeOpaIbHOM 3aIlIUThl BO BPEMS IIUPKYJISTOPHOTO
apecra [63, 64].

[Ipu »TOM nHCKyccuM Ha TeMY BbIOOpa ONTHUMATIbHOTO BapHaHTa aHTETrpaaHON
nepedpaabHON 3amuThl (YHUJIATEPATbHBIN WK OUNlaTEepalIbHBIN) MPU XUPYPTrUYECKOM
JICYEHUH aHEBPU3M BOCXOJSILErO OT/ENa a0PThl HE YTHXAIOT JO HACTOSIIET0 BPEMEHH.
Tak, Malvindi P.G. et al. B cBoem wuccienoBanuu mnpoBeian aHanu3 Oosee 3500
NAlMEHTOB IOCJE XUPYPTHUECKOr0 BMEIIATEIbCTBA M C(HOPMYIUPOBAINA BBIBOJ, UTO
IIPU IJTUTEIBHBIX BMEIIATEILCTBAX OMIIaTepaibHbIA BapuaHT nepdy3un siBisieTcs: 6omee
0e30macHbBIM ~ OTHOCHTENIBHO  yHWjarepadpHoro [65]. KpymHblii  MeTaaHanus,
BKJIIOUMBIIHMK HaOmogenne mnouyth 7000 OOJBHBIX, HE BBIIBUJI CTATHCTHYECKHU
3HAYMMOM Ppa3HHUIBI MEXIy IBYMs MeToaaMu nepdy3uoHHoM 3amuthl [66]. [Ipu
YHUWJIATEPAIBHOM MOAXOJI€ YacTOTa HEBPOJOTHMYECKUX OCJIOKHEHUM cocraBuia 6,9%,
npu OwiarepanibHoM — 5,8% (p=0,53); mocieomnepanroHHas JieTalbHOCTh — 9,8% u
7,6% cootBeTcTBeHHO (p=0,19).

CTOpPOHHUKHM YHUJIATEpAIbHOM LiepeOpaibHON mnepPy3uu aneuiupyroT UEIbIM
pAIOM  JOBOJOB B TMOAb3Y IP(HEKTUBHOCTH M OE30MAaCHOCTH H3TOr0 BapHUaHTA
nep(y3uOHHOM 3aIUThl TOJOBHOTO Mosra [67—69]. Bo-mepBbIX, JOMOJHUTEIBHBIC
MaHUITYJISIIUU Ha OpaxuoledanbHbIX COCyAaX CTAaHOBATCS UCTOYHUKAMHU LiepeOpaIbHON
HMOOJIMU U TMOCJEIYIOUIEr0 HEBPOJIOTMYECKOT0 AepUInTa, TOTAa KaK YHUpaTepallbHas

3alluTa ITIO3BOJIACT n30exKaTh HO,Z[O6HI>IX PHUCKOB. BO-BTOpBIX, IEPEKPECTHOC
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KPOBOCHA0)XK€HHE TMOJyHIApUiA TMpU MPOBENCHUU YHHIATEPATIbHON 1epeOpanbHO
nepdy3un OCyIIecTBISETCS HE TOJIBKO 3a cYeT BuiumsueBa Kpyra, 4To CMSTYaeT €ro
3HAYCHHE KaK JMHCTBEHHOTO M Ba)KHEHIIEro KoJuiatepanbHOro mytu. Tak, Urbanski
P.P. et al., m3mepsist KPOBOTOK B KOHTpAJIATEPATBHON CPETHEH MO3TOBOI apTepuy y BCEX
NAlMEHTOB IIOCJIE€ XUPYPrUYECKOr0 BMEIIATEIbCTBA, OOHAPYKWIM  aHOMAaJUU
Bunnusuesa kpyra y 40% narmentos [70]. Ilpu stom, cornacHo manasiM Ozatik M.A.
et al. [71], anaTromMmudeckasi HETIOJIHOIIEHHOCTh Brimn3neBa kpyra npu yHUIaTepaTbHON
nepdy3un He COMPOBOXKIACTCS Trunonepdy3neil MPOTUBOMOIOKHOTO MOIYIIAPHS.
CrnenoBatelbHO, IEPEKPECTHOE KPOBOCHAOXKEHHE B IOCTATOYHOM Mepe o0ecrieunBaeTcs
aIbTEPHATUBHBIMUA  KOJUJIATEPAIAMH — TJIA3HUYHBIMH M JIENTOMEHHHI€aJIbHBIMU
apTepUsMHU, a TaK)Ke BETBIMH HApYXHOW COHHOU aptepum [72-76]. IlpuBencHHBbIC
(dakThl MO3BOJISIOT paccMaTPUBATh YHUJIATEPAJIbHYIO IepeOpaibHyI0 NMepPy3uro Kak
INPUOPUTETHBIM BapHaHT, OCOOEHHO B CIIy4asX HENPOAOKUTENIBHOIO NEpPHOIa
LHUPKYJISITOPHOTO apecTa.

Cpenu mnpenjioKeHHBIX CAUTOB apTepUATIbHOM KaHIOJSIIUU Uil oOecredeHust
YHWIATEPAJbHON  aHTEerpagHod  mnepdy3ud  TOJOBHOTO  MO3Ta  HauOOJIBLIYIO
aKTyaJIbHOCTh MMEIOT CJIEIYIOLIME BapHAHTHI: MOJMBIIIEYHAs, TOAKIIOUHYHAs, o0uas
COHHasl apTEepHH, a Takke OpaxuoredanabHbIN CTBOJL.

Kaxnprii u3 cnoco0oB apTepuanbHON KaHIOMSAIUU XapaKTEePU3YeTCs CBOUMH
MPEUMYIIECTBAMU U HEAOCTaTKaMHu. Tak, MpU KaHIOMALMHU MOAMBIIIEYHOW apTepuu
oOecrieuynBaeTcs J1OCTaTOYHAs O00OBEMHAsi CKOPOCTh KPOBOTOKA B XOJi€ IepeOpaIbHOM
nepdy3un, OJHAKO 3HAYUTENBHBIM 00bEM MOTOKAa paclpeiesieTcsi 4yepe3 CHCTEMY
KOJUIaTepAJIe, B TOM 4YHCIIE CHCTEMBI BEpXHEW KOHEYHOCTH. [loaxkmrounynas
KaHIOJISALUS TIO3BOJISIET OOECIEUNTh a/IeKBAaTHYIO aHTETPAAHYIO0 NEp(y3Hi0 TOJIOBHOTO
mo3ra [77, 78]. HemocraTouHblii guamMeTp apTepUH HCKIOYAEeT BO3MOYKHOCTD
MOAKITIOYEHUST HMCKyccTBeHHOTO KpoBooOpamienus (MK). Kpome Ttoro, nHapymenue
TEXHUKHU KaHIOJSIUKM YPEeBaTO Pa3BUTHEM CTEHO3a WJIM TpoMOO3a cocyia, YTO, B CBOIO
ouepe/b, NPUBOJUT K MIIEMUM BEPXHEH KOHEYHOCTHM — YacTOTa 3TOrO OCIJIOKHEHMS

nocruraet 0,8% [77, 79, 80]. Kpome 3TOT0, CymIECTBYET PUCK MOBPEKACHUS HEPBHBIX



23

CIUIETeHHM, KOTOPHIHA cocTaBisieT 1o 14% cnyuaeB. Kantonsius jaeBoit o01eit COHHOM
apTepuH SABJIAETCA OBICTPHIM M TEXHHUYECKH IMPOCTHIM CIIOCOOOM TMOAKITIOYEHHUS
apTepuajIbHOM KaHIONW, OJHAKO 3a4acTyl0 IpM TaKOM BapUaHTE apTEepHATLHON
KAHIOJLILIMM MaMETp COHHOM apTepuH He mo3BojseT npoBoauTh MK ¢ mocratodHou
o0beMHON ckopocThio Tiepdy3un [80-82]. AHANOTHMYHO KAHFOJSAINW ITOAKITFOYHIHON
apTepuu IMpU OOCYKJAEMOM BApPUAHTE IMOAKIIOYEHUS AapTEPUAIbHOW MAarucTpaiu
HEOOXOJUM  JIOTIOJHUTENBHBIA  pa3pe3  MATKUX  TKaHeW, 4to  Tpedyer
MHTPAOIIEPAIMOHHOTO KOHTPOJIS 32 MOJIOKEHUEM apTePUATIbHON KaHIOJIA U COCTOSTHUEM
JOTIOJIHUTEIIBHOU PaHBI.

YuuThiBas  NOJOXKHUTEJIbHBIE M  OTPUUATENbHBIE  CTOPOHBI  KaHIOJIALMU
Opaxuonedanpubix aprepuii, Banbury M.K. et al. [82] mnpemnoxuim TeXHUKY
MPOBEJCHUSI  YHWJIATEpaJbHOW  aHTETrpagHON  1epeOpaibHOM  mepdy3un  uepes
OpaxuonedanbHblid cTBOJA. OCHOBHBIMHM MPEUMYIIECTBAMU JAHHOTO apTEPUATIBLHOTO
caiiTa CUMTAIOT aJeKBAaTHYIO Nep(y3UOHHYIO 3aIIUTYy TOJIOBHOIO MO3ra, BO3MOXKHOCTb
oOecrieyeHuss HeoOXoauMmoul pacuetHoil ckopocth MK 0e3  10OMONHUTENHHON
apTepUAIIbHON KaHIOJISIMU, a TaKKE BO3MOYKHOCTbh KOHTPOJISI 3a KAHIOJIEH Ha pa3HbIX
stanax ornepanud [83]. MHOrOKOMIIOHCHTHBIM aHaIM3, BKIIOYABIINN KIMHUYECKYIO,
WHCTPYMEHTAJIbHYIO U JIA0OpaTOPHYIO OLIEHKY pPE3yJbTaTOB lLiepeOpanbHOl nepdy3uu
yepe3 OpaxuoredandbHbIi CTBOJ, MOATBEPAWS BBICOKYIO 3(PGEKTUBHOCTH U
0€30IMacHOCTh YKa3aHHOTO CIoco0a YHHJIATEPaJbHOM 3alMThl TOJOBHOIO Mo3ra [72,
84].

HecMoTpst Ha mocTaTouHbIil 00BEM COBPEMEHHOM JIUTEPaTyPhl, B TOJIaBIISIOIIEM
OOJIBIIMHCTBE OIMYOJIMKOBAHHBIX Pa0OT MpOaHATU3UPOBAHBI OCOOCHHOCTH MPOBEICHUS
yHWJIATepaJbHOU nepPy3un U apTepuaIbHOM KAaHIOMSAIUU MPU PEKOHCTPYKIINH TPYTHON
aopTHl Y MAlMEHTOB ¢ HOPMAJIBHOM aHATOMUEN CylpaaopTalabHBIX cOCyHO0B. [Ipu aTom
MPAKTUYECKU OTCYTCTBYIOT OOCYXKACHUS U OMUCAHUSI TEXHUUYECKUX M TEXHOJIOTUYECKUX
HIOAHCOB M TIPHUEMOB Yy TMAIlMEHTOB C BapUAHTHOW aHATOMHEH OpaxuoriedaabHbIX
apTepuil, B 0cOOEHHOCTH OpaxuoledaibHOro CTBOJA.

B enuHCcTBEeHHOM acriekTe oOcyxaaemol temaTuku uccienopanuu Kaul P. et al.

[8] mokazaHo, 4TO MPU XUPYPTUUECKOM JICUCHHH aHEBPU3M BOCXOJISIIIETO OT/IEIa A0PThI
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TakTHKa mepdy3uud TOJOBHOIO MO3ra Yy TMAalHMEeHTOB C OOIUM OTXOXXJICHHEM
OpaxuonedanbHOrO CTBOJA M JIEBOM OOIIEH COHHOM apTepuu B BBICOKOM CTENeHU
BaprabenbHa, YTO COMPOBOXKIASTCS TOBBIIIICHHBIM PHCKOM  HEBPOJIOTUYECKUX
OCIIO)KHEHHII B  mocieonepaunoHHOM repuone. C  yd4eTOM  aHaTOMUYECKUX
OCOOCHHOCTEH JTaHHOW T'PYIIIBI MAIMEHTOB BOMPOC 00 3¢ dhekTuBHOCTH nepdy3UOHHON
3alIUTHl TOJIOBHOTO MO3Ta IMPH ONEpalusiX B YCIOBUAX LUPKYJIATOPHOTO OCTAETCS

HEPEUICHHBIM.

Pe3rome

HakoruieHHbIii MUPOBOW OMNBIT B XUPYPrUU TPYAHOW aOPTHl CIOCOOCTBOBAI
Pa3BUTHIO COBPEMEHHBIX MOAXOJOB U B3TJISI0B XUPYPTHUECKOTO JICUCHHS aHEBPU3M
BOCXOJISIIIEH aopThl, ATOMY BOIIPOCY TOCBSIIIAETCS Bce OOJbIIee KOJIMUECTBO
nyOJUKaIKi, a Heblid ps mpodsieM TpedyeT JOMOTHUTEIBHOTO aHAIN3A.

Ha cerogusmnuii AeHb OAHUM M3 MAJIOOCBEIIEHHBIX ACIEKTOB MATOJOTUU
IPYJHON aopThl SBISETCS B3aUMHOE BiUsHME BapuaHTHOM aHatomuu bBIC wu
aHEBPU3MBI BOCXOJSIIEH aopThl. AHAIW3 COBPEMEHHBIX JIMTEPATYPHBIX JaHHBIX
MOKa3aJl, YTO JI0 CUX TMOp HET €AMHOTO0 MHEHUS O MPEAUKTUBHOW POJIM OOIIETO yCThs
BIIC u n1OCA B OTHOIIEHMM TMATOJIOTUM TPYyAHOro oTAena aopTel. Kpome Toro, B
JUTEepaType HEIOCTAaTOYHO [JIaHHBIX O BIUSHUM TEHETHYeCcKoro Qakropa Ha
dbopMupoBaHHE JaHHOW aHOManMMM OpaxuornedalbHOIO0 CTBOJA M €ro CBS3U C
aHEBPU3MOM BOCXOJISIIIETO OT/ENIa A0PTHI.

Hapsny c¢ »tum TpeOyercs mpoBeAeHWE MHOTOKOMIIOHEHTHOTO —aHaju3a
AIIACTUKO-NIe(DOPMAITMOHHBIX CBOMCTB A0PTATbHOM CTEHKH C IIEJIbI0 TECTUPOBAHUS
TUIIOTE3bl O MOTEHIMATbHO HeraTuBHOM BiusHUM oOmiero yctbss BIIC u m1OCA Ha
aopTaJbHBIN CTATYC.

Bwmecte ¢ TeM Ha CEroHAIIHHUI JI€Hb OTCYTCTBYIOT €IMHBIE PEKOMEHAAIMHU 110
TaKTUKE W TEXHUKE TMPOBEACHUS MEep(Py3nOHHON 3alUThl TOJOBHOTO MO3Ta MpH
IPOTE3UpPOBaHUK Bocxoxsmeld aoptel (hemiarch) y mamueHTOB ¢ €IMHBIM YCTheM

OpaxuornieanpbHOTO CTBOJAa M JieBOM oOmiel coHHOM aptepun. He mnpencraBiieHO
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aHATMTHYECKUX JAaHHBIX 00 ajieKBaTHOM crioco0e 1epebpanbHoi mepdy3un Ha dTamne
IIUPKYJIATOPHOTO apecTa y 3TOM KaTeropruy NMaIeHTOB.
Takum o00pa3oM, HEAOCTaTOUHAS M3YyYEHHOCTh IIEJIOr0 psiia BOMPOCOB,
Kacaomuxcss (yHIAMEHTAIBHBIX MW  KIMHUYECKHUX AacCleKTOB JIMAarHOCTUKH |
XHPYPTUYECKOTO JICUCHUS MAIMCHTOB C BapUAHTHOM aHaToMmuel OpaxuoiedaibHOTO

CTBOJIA, HO6Y)KI[&GT K ITPOBCACHUIO PA3HOCTOPOHHCTO aHAJIUTHUYICCKOT'O UCCIICAOBAHU.



26
I'/TABA 2. MATEPUAJIBI U METObI UCCJIEJIOBAHUSA

2.1 Nepununumu

Tpan3uTopHas uIIEeMUYECKas araka — SIU30J] HEBPOJOTUYECKOM AUCHYHKIUU
BCIEACTBUE (POKANIbHOW MIIEMHH TOJOBHOrO Mos3ra 0e3 ¢GopMHpOBaHUs ouara,
COXpaHsIoluicsa MeHee 24 4acoB.

Henupuii — OCTpO€ IICHUXMYECKOE PacCTPOMCTBO, XapaKTEepU3YIOIIEECs
HapyLIEHUEM CO3HAHMS, OpPUEHTAMH M BHUMAHHUA, COIPOBOXKIAroLIeecs OpeaoM,
TaJUTIOLIMHALIMSAMY U TTApaHOMEHN.

NHcynbT — HOBBIM (DOKANBHBIN HEBPOJOTHUECKUN JEPUITUT, COXPAHSIOMUNCS
0osee 72 4acoB, WU HOBOE (DOKAILHOE MOBPEXKICHUE IOJIOBHOTO MO3T'a, BHISBICHHOE C
MOMOIIbIO KOMIIBIOTEPHOM TOMOTpadum.

JIpixatenbHasi HEJOCTATOYHOCTh — IPOJIOHTUPOBAHHAS IOCIEONEpallMOHHAS
UCKYCCTBEHHAs] BEHTWISUUS Jerkux Oosnee 48 d4acoB W/MiM  NOTPEOHOCTh
TPaXxeOCTOMMUH.

OcTpoe TMOYEYHOE TOBPEKIAECHUE — YBEIWYEHHE YPOBHS CBIBOPOTOYHOIO
KpeatnHuHa B 3 pa3a (creneHb nopaxeHus: F no kpurepun RIFLE) unu npoBeneHue
3aMECTUTEIIbHON TOYEYHOM TEpaIlH.

lNocniutanpHas J€TaNbHOCTH — CMEPTHh OT JIOOBIX MPUYMH HA TOCIHUTAIHLHOM
JTAlle.

CILCA — common origin of the innominate and left carotid artery — equnoe yctbe

1u1st OpaxuoleaibHOro CTBOJIA U JIEBOM 00I1el COHHOM apTepuu

2.2 JIm3aiiH uccJie10BaHus

B pavmkax BBIMOTHEHUS JUCCEPTAIMOHHOW paboOThl OBUIO  MPOBEACHO
OJTHOIICHTPOBOE PETPOCTICKTUBHOE OOCEPBAIIMIOHHOE HCCIICOBAHHME C IEJIbI0 OIEHKU
pPaHHUX PE3YyJIbTaTOB MPOTE3UPOBaHHSA Bocxojsmiero otraena aoptsl (hemiarch) mo

noBoay ABA y manueHToB ¢ HOpMaJibHOM U BapuaHTHOUW aHatomuei BL[C.



27

HccnenoBanune og00peHo TOKaIbHBIM 3THYecKUM KomuteToM HUU xapanonoruu
Tomckoro HUMI] (mpotokonm Ne 260 ot 7 deBpans 2024 roma) m TPOBEACHO B
COOTBETCTBHHM C ITUYECKHMMHU HOPMAMH, U3JIOKEHHBIMH B XEIbCHUHCKOW JEKIapanuu
2013 roxa.

B nccnenoanue BKIIOUEHO 259 ManMeHTOB C aHEBPU3MOUM BOCXOISAIIETO OTAENA
aopThl. Bce nmaruenTsl OblIM MTPOOIIEPUPOBAHDI B IIJIAHOBOM MOPSAKE HAa 0a3e cepaeuHo-
cocyaucTon xupypruu HaydHo-uccrnemoBaTenbCKOro HWHCTUTYTA KApAWOJIOTUHA —
dbunuana GI'BHY «Tomckuii HalIMOHAIBHBIM UCCAEOBATEILCKUN MEAUITUHCKUHN LIEHTP
Poccuiickoii akanemun Hayk» B nepuon ¢ sHBaps 2013 mo gexabps 2023 rona.
BxitoueHHble B MCCIIEIOBAaHKE MAIlMEHTHI ObUIM pa3/iesieHbl Ha JABE Tpynmbl. B nmepByto
Ipyniny BKJIIOYEHBI MAlMEHThl ¢ HOPMAJIbHBIM CTpOEHUEM OpaxuoledalibHOTO CTBOJIA
(No CILCA, n=202). Bropyio Irpymiy COCTaBUJIM IMAIMECHThI C aHOMAJUCH CTPOCHUS
opaxuonedanpaoro creona (CILCA, n=57).

Jln3aiin uccneaoBaHus MPeICTaBIeH Ha PUCYHKE 2.

AHanmi3 paHHero
TIOCIIeONePAIIHOHHOTO epHO/Ia
EnnHoe ycThe 1) OuieHKa HEBPOJIOTHYECKOTO CTaTyCa:
BIIC u 1OCA - HHTpaoIepallHOHHEIH MOHHTOPHHT
(CILCA) (n=57) Amnaim3 aHaTOMO- OKCHTHEHAIHH TOJIOBHOTO MO3Ta;
(YHKIHOHAIBHBIX - MoHpeabckuil TecT (OIeHKa
napaMeTpoB: KOTHHTHBHOI (QYHKIIHH);
2) O1ieHKa aHTErpaIHOM IIe 3HI
- H3MepeHHe ) o Py
TOJIOBHOTO MO3Ta:
MAaKCHMAJIBHOTO
HaHHEHTHE? JIaMeTpa aopTH; ML
AHEBPHEMOH Anaymis GenorHo- L#2 ST S - TPaH3HTOPHAs HIIEMHIECKAS aTaKa;
BOCXOJIAMIETO TeHEeTHIECKHX ~ 3TaCTHYHOCTE - JeTIHpHi
OTACIA a0PTLI ocolenroctedi CTEHKI TPYIHOI 3) OueHKa TeICHHS
(n=259) A0PTEI; HOCTIeOepal[llOHHOTO TlepHojia:
- UTHTETBHOCTD HAXOAKIEHHA B ITajlaTe
- HOCETMEHTAPHOE o
HHTeHCHBHOII Tepamnu;
H3MEpPEHNE ITHHEI
. - IpOJUIeHHAs NCKyCCTBeHHAs
TpPYZHOI A0PTRI;
HopMarbHas BEHTILIANNS JTeTKHX (TpaxeocTOMIs);
TR - PeBH3HA [0 TOBOIY KPOBOTEYEHHS,;
COCYI0B AYTH - 30-1HeBHas JIeTalbHOCTD,
(0=202) - 0CTpOe [OYeTHOEe OBPekK/IeHHe
(mmanns)

Pucynok 2 — Jluzaiin uccieqoBaHus
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Omanwel ucciedosanus

CorracHO MPOTOKOJy MCCJICIOBAHUS BCE JTaHHBIE OBUTM COOpaHBI 10 OTNEpAIlHH,

Ha WHTPAOIICPAIMOHHOM JTaIle, a TAKXKE B PAHHEM ITOCJICONEPAIMOHHOM IEPUO/IC.
T'unomesa (non-inferiority)

Hanmuuue o6miero yctbst OpaxuoriedanibHOTO CTBOJIA U JIGBOM OOIIEeH COHHOMU
apTepuy HE COMPOBOXKIACTCS YBEIMYCHUEM PHCKAa aOPTOCBSI3aHHBIX COCTOSHUN W HE
MMEEeT HeTaTUBHOTO BIUSHUS HA Pa3BUTHUE HEBPOJOTUUYCCKUX OCIOKHEHUH, a TAakKe Ha
pe3yibTaThl TMPOTE3UPOBAHUS BOCXOMSIICH aOpThl OTHOCHUTEIBHO TAIUEHTOB C
HOpMaJIbHOM aHaToMuel OpaxuoredanbHOro CTBOJIA.

Kpumepuu eéxniouenus:

— BO3paCT MarueHToB crapiie 18 mer;

— HECUHIPOMHBIC aHEBPU3MBI BOCXO/ISIIIETO OT/EIA a0PTHI;

— MOANIMCaHHOE HH(POPMHUPOBAHHOE COTJIACHE HA YUACTHUE B MCCIICIOBAHUH.

Kpumepuu ucknrouenust.

— coueTaHHas aHeBpH3Ma JYTH a0PThI W/WIN HUCXOIAIIETO OT/IeIa aOPTHI,

— PaCCIIOCHHE a0PTHI;

— ApyTHE aHOMAJIMU COCYJIOB IyTH aopThl (abeppaHTHas TpaBasi MOAKITIOYNIHAS
aptepusi, arteria lusoria, caMoCTOsITETbHOE OTXOXKICHHE TTO3BOHOYHON apTepUu OT IyTH
aopThl, abeppaHTHAs JIeBas MOAKIIOYMYHAS apTepusl B COUCTAHHH C IMPABOCTOPOHHEH
JLyroii);

— OTKa3 MaIlMeHTa Y4aCTBOBATh B HUCCIICIOBAHUH.

Koneunvie mouxu uccneoosamnus

[TepBruyHas KOMOMHUpPOBaHHAS:

— HEBPOJIOTMYECKHE COOBITHSI B pPaHHEM IOCICOINEPAIlMOHHOM TIEPHOJIC
(TpaH3uTOpHAs MIIIEMUYCCKas aTaka, ICJIUPUi, HHCYIIBT).

Bropuunsie:

— TIOCIICOTIEPAIIMOHHOE KPOBOTEUEHUE, TPEOYIOITee peornepaliiy;

— OCTpOE MOYEHYHOE TOBPEXKICHHUE;
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— JBIXaTellbHas HEIO0CTaTOYHOCTh, TPEOyIomas MPOIJIEHHON WCKYyCCTBEHHOM
BeHTHIsAMHK Jerkux (MBJI);

— KapaAUuaJIbHbIC OCJIOKHCHUA.

2.3 KiinHu4eckas XapakTepucTUKA NMAallMEeHTOB

AHanmu3 mpeoneparioHHbIX JaHHBIX OOCYKIaeMbBIX IMAIMEHTOB ITOKa3ad, YTO
IpyNIbl ObUIA CONTOCTABUMBI 10 OCHOBHBIM KIIMHUKO-JIEMOTpapUueCKUM TTOKA3aTEIISIM.
CpenHuli BO3pacT MAIlMCHTOB, BKJIFOYCHHBIX B HCCIIe0BaHHE, cocTaBmil 60 [23;
79] net. [Ipeobnagany MaUeHTH MY»CKOTO 1T0J1a HaJl )KEHCKHM (cooTHOIIeHue 3:1).
OcCHOBHBIE TPENONEPALUOHHBIE XAPAKTEPUCTUKU MALUEHTOB MPEICTABIEHBI B

tabaumax 1-3.

Ta6muma 1 — [IpegonepanrionHas XxapakTepuCTHUKa MAIUEHTOB

[TapameTpsl No CILCA CILCA P-YPOBEHD
(n =202) (n=57)

Bospacr, ner 61 [23; 79] 60 [29; 77] 0,637

Myxckoit o, n (%) 145 (71,7%) 37 (64,9%) 0,344

Pocr, cm 172 [150; 194] 172 [150; 195] 0,556

Bec, kr 82 [51; 137] 85 [51; 136] 0,217

[Tno1manp MOBEPXHOCTH TeJa, 1,95 [1,49; 2,96] 2,0[1,5; 1,6] 0,495

2

ATtepockiepos aoptsl, N (%) 27 (13,3%) 9 (15,7%) 0,632

WBC, n (%) 62 (30,6%) 21 (36,8%) 0,420

ITHUKC, n (%) 17 (8,4%) 5 (8,7%) 0,956

bukycnunansHbIi 61 (30,1%) 14(24,5%) 0,420

aoOpTaJIbHBIN KJAllaH,

n (%)

ApTepuanbHas THIICPTEH3HS, 147 (72,7%) 46 (80,7%) 0,207

n (%)

KucThl moyek/ moauKucTos, N 14 (6,9%) 5 (8,7%) 0,632

(%)

Kuctel neuenn, n (%) 1 (0,49%) 1 (1,7%) 0,345
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[TapameTpsl No CILCA CILCA P-ypOBEHb
(n =202) (n=57)

OubOpuIALNs Npeacepaui, 33 (16,3%) 11 (19,2%) 0,590
n (%)
XOBJI, n (%) 10 (20,2%) 5 (8,7%) 0,290
CH, n (%) 12 (5,9%) 6 (10,5%) 0,243
[TpenmecTByomINE 11 (5,4%) 3 (5,2%) 0,938
KapIUOXUPYPrUICCKHE
BMemaTeabcTBa, N (%)

Ilpumeyanue. WBC — wumemunyeckas Oone3nb cepaua; I[IMKC —

noctuHdapkTHbIN kKapauockiepos; Cl — caxapusiii nuadet; XOBJI — xponnyeckas

0OCTpYKTHUBHAsI 00JIE3Hb JIETKUX

Tabnuia 2 — Dxokapauorpaguyeckue TaHHbIE MAIMEeHTOB

[TapameTpsI No CILCA CILCA P-YpOBEHB
(n =202) (n=57)
®B JIK, % 63 [25; 75] 62 [28; 76] 0,441
K10, mi 127 [47; 491] 127 [31; 370] 0,845
KCO, mn 48 [14; 305] 49 [19; 182] 0,639
Cmenos aopmaibHo20 K1anana
VYmepennsiid, N (%) 118 (58,4%) 28 (49,1%) 0,172
Bripakennsii, N (%) 15 (7,4%) 5 (8,7%) 0,760
Hedocmamounocms aopmanvho2o kianana
VYmepennas, N (%) 68 (33,6%) 15 (26,3%) 0,265
Bripakennasi, n (%) 34 (16,8%) 10 (17,5%) 0,935
Cmeno3z MumpanbHo2o Kianama
Ywmepennsii, N (%) 7 (3,4%) 1(1,7%) 0,068
Bripaxennsiit, n (%) 0 0 <0,999
Heoocmamounocms MumpanibHo20 Kianana
Ymepennas, n (%) 14 (6,9%) 1(1,7%) 0,559
Bripaxennast, n (%) 2 (0,9%) 0 0,449

Ilpumeuanue. ®B JIXK — dpaxuus BeiOpoca sneBoro xenyaouka; KJO — koHeuHbIH

nuactoimueckuii 00beM; KCO — KOHEUYHBIN CUCTOJIMYECKUN 00bEM
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MCKT

YpoBeHb UcCieI0BaHUS No CILCA CILCA

A0pTHI (n = 202) (n = 57) PryPOBEHD
Cunycsl BanbcanbBbl, MM 43 [25; 74] 45 [34; 70] 0,119
Cuno-TyOyIIsIpHOE 42 [20; 66] 45 [29; 72] 0,113
COCITMHCHHUE, MM

Bocxopasmas aopra 51 [29; 86] 51 [35; 69] 0,439
(Oudypxanus 1eroyHoro

CTBOJIa), MM

[TpokcumanbHas 4acTh 40 [27; 53] 41 [26; 57] 0,686
JIYTH a0PThI

(mpoxcumansuee bIIC), mm

Jlyra aopTsl (cpemHsisa 31 [34; 45] 32 [23; 43] 0,162
4acTh), MM

JlucTanbHast 4acTh AyTH 28 [25; 50] 30 [18; 40] 0,009
(mucranpaee JIITA), MM

Hucxopsimas aopta 26 [22; 41] 27 [19; 78] 0,122
(yposens JIIT), mm

Hucxopsiias aopra 25 [24; 35] 25 [18; 40] 0,353
(ypoBeHb auadparMbl), MM

Ipumeuwanue. BIIC — Opaxmonedanpaeii ctBod; JIIIA — neBas MmoaKIrOYAYHAS
aprepus; JII1 — neBoe npencepaue

2.4. Metoabl HCCIe10BAHNSA

CoBpeMeHHBIE PEKOMEH/IAIMHU 10 JUAarHOCTUKE U JICUCHUIO 3a00JICBaHUI aOpTHI
JIETJI B OCHOBY TIPEIONIEPAIIMOHHON OIEHKH CEPACYHO-COCYIUCTON (YHKIIMH, KOTOpas
pOBOWIIACK Y BeeX marmenToB [20, 85].

[Tocne cOopa m ananmmza xkajno0, aHaMHE3a U OOBEKTHUBHOTO CTaTyca MallueHTa
MIPOBOJININ MHCTPYMEHTAIbHBIC HUCCIICIOBAHMS.

Onexkmpokapouozpagus
Bcem mammenTam mnpu MOCTYIUIGHWH, TIEPEA XUPYPTHUECKUM JICUEHHWEM U B

PaHHEM IIOCJICOIICPAIMOHHOM IIC€PHUOAC BBIIIOJIHAIN SHGKTPOKaleI/IOFpa(I)I/I‘{CCKOC
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uccienopanre Ha ammapare «Cardiofax ECG 1350 K» (Nihon Kohden, Smonwust) c
peructpanuen 12 ctangapTHBIX OTBEICHUM.
Oxokapouozpagus

VY bpTpa3ByKOBOE HCCIIEIOBAHUE CEp/lla BBIMONHAIN Ha TMOPTATMBHOM arrapare
«Mindray M7» (Shenzhen Mindray Bio-Medical Electronic Co. Ltd., Kuraii). Bcem
NalyeHTaM JI0 U MOcje OMepaTUBHOTO BMENIATEIbCTBA MPOBOJAUIN TPAHCTOPAKATBHYIO
sxokapauorpaduto.  VccrmegoBanue — BKIIOYAJIO — CTaHJAPTHBIM  MPOTOKON  C
UCIIOJIb30BaHUEM ojJiHOMepHOro (M-pexum) u aBymepHoro (B-pexum) ckaHnupoBaHus,
a Tak)Ke JONIUIEPOBCKOE KapTHUpOBaHUE. PerucTpaiuio 3X0OCUTrHAIOB OCYIIECTBISIIN U3
IATH TIO3UIMH: JIEBOM NapacTEpPHAIbHOM, aNMKaJIbHOW, NPaBOM NapacTEpHAIbHOM,
AMUTACTPATILHON U CyIIpacTepHAILHOM.

Onenka (QyHKIMOHAIBHOTO COCTOSIHUS JIEBOTO JKEIYyJOYKa BKIIOYAIa aHAIU3
O0OBEMHBIX TMOKa3arejaell (KOHEYHBIM IUACTONMYECKHUN W CHUCTONIMYECKUN O0OBEeMBbI),
bpakuuu BbIOpOCa, a TaKKe H3ydYeHHE OOIed M CErMEHTApHOM COKPaTUMOCTH
MHUOKap/a.

B nporokon wuccienoBaHus TPYIHOHW aopThl BXOAWIO H3MEPEHHE JIHAMETpa
cocyla IO CIEAYIOIUM TIO3MWIMSIM: CHHYChl BanbcanbBbl, CHHO-TYyOyJISIpHOE
coenunenue (CTC), Bocxomsiiast yacTh (Ha ypoBHE Ou(ypKaluu JIETOYHOTO CTBOJIA),
JIyTa, a TAaKKe HUCXOJAIIEH OTae.

PanHmii mocieomepanMoOHHBIM  MEpUoa  MpeaycMaTpuBal KaK  MHUHUMYM
OJTHOKpPATHBIN KOHTPOJIb DXOKT .

Mynvemucnupanvruas komnvromepuas momoepaghus

C 1enpro KOJIMYECTBEHHON OIEHKHU Je(hopMallii U TeOMETPUIECKIX MapaMeTpOB
TPYAHON a0pPTHl BceM OOJIBHBIM B JIOOTIEPAIIMOHHOM U TIOCIICONIEPAIIMIOHHOM TEePHOIax
npoBoauiiock koHTpactHoe MCKT-uccnenosanue.

JIyist BU3yanu3aruu rpyJaHoM aopThl npuMeHsiack cuctema «Discovery NM/CT
570C» (GE Healthcare, CIIIA) Ha 6aze 64-cpe3oBoro kommnbsioTepHoro tomorpada. C
IENbI0 KOHTPACTUPOBAHUS COCYAHMCTOTO pyclia HCIONB30BANCS HOIACOACPIKAIIHNIA
npenapar (KOHIEHTpanus akTuBHOro BemiecTBa 370—400 mr/mi) B o0bEme 1 Mi/kr,

BBOJIUMBIN €O CKOpocThio 4-5,5 mi/c. CKaHMpOBaHUE BBINOJHSIOCH B PEXKUME
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perpocniekTuBHONW cuHxpoHu3zauuu ¢ OKI, uyrto oOecneunBaio BO3MOXKHOCTh
MOCJIEYIOIIEeTo pehopMaTUpoBaHus JaHHBIX B 10 BpeMEHHBIX HHTEPBAIOB CEPICIHOTO
[MKJIa. Y CJIOBHS 3allMCHU BKJIIOYAIM HampsbkeHue Ha TpyOke 120 kB, Tok B amanazone
300-600 MA (c OKI'-momynsmueit), mepruoa Bpamienus Tpyoku 0,4 ¢ v 3HaYCHUE TTUTYA
ot 0,20 mo 0,22 (BapuabenbHO B 3aBUCUMOCTH OT YaCTOTHI CEPJICYHBIX COKpAIEHUN).
CranpapTHas peKOHCTPYKIIMS M300paXkeHU MPOU3BOAMIIACH ¢ TONIUHON cpe3a 0,625
MM. OOpaboTKa MOJIYYeHHBIX MAaCCHBOB JaHHBIX (BKJIIOYAs CErMEHTapHBIC M3MEPEHUS
IPYAHONW aOpThl M TOCTPOCHHE TPEXMEPHBIX PEKOHCTPYKIIMIA) OCYIIECTBISIACh Ha
paboueit cranumn Advantage Workstations 4.3. I[lomumo »Toro, 10 u Tmocie
KOHTPACTHOTO YCWUJICHHMSI Yy TAIUEHTOB (PUKCUPOBAIM YPOBEHb apTEPUATIBLHOIO
naBiieHus o mertoanke Koporkoaa.

Kaxnoe u3MepeHue BIMOJIHSIOCH B INIOCKOCTH, OPTOTOHAJIBHO LIEHTPAJIBHOU OCH
aopTbl. OLIEHKE MOAJIEKAIIN CIEAYIONIME aHATOMUYECKUE CTPYKTYPhI U YPOBHU:

1) pubpo3HOE KOJIBILIO A0OPTATBHOTO KIIAIaHa;

2) cuHychbl BalibcasibBbi;

3) cHHO-TYOYJISIPHOE COCTUHEHHE;

4) Bocxosinas aopta npokcuMaibHee yeTbs BIIC;

5) nyra aoptsl (mpokcumaiibHee ycTbs JITTA);

6) HayaIbHBIN OTAE] HUCXOINEH aopThl (AucTabHee yeThs JITTA);

7) J1eBoe mpeacepaue;

8) nuadparma.

JluamMeTp BOCXOJSIIEro OT/Aeda aopThl OMpPEACNsUIM Ha YpPOBHE Oudypkanuu
JErovyHoro ctpojia. M3mMepeHus MakCUMaJIbHOTO AUaMeTpa aopThl (MM) BBITIOTHSIIN C
BKJIFOUEHUEM TOJIIMHBI COCYIHUCTOM CTeHKH. HopMann3oBaHHBIM IUamMeTp aopThl
(cM/M?) BBIYMCIISUIA KaK OTHOIIEHHWE MaKCHMAJIBHOTO JuameTpa (CM) K IUIOIIAaJu

nmoBepxHocTu Tena (M?). Jma pacu€ra rmuiomaaud TMOBEPXHOCTH Tejla MCIOIb30BaId

popmyy Mosteller: mmomans nosepxnoctu Tena (m2) 2\/[pOCT(CM)'BGC(KF)]/36OO.

Bce wu3Mepenus wu wuWHTEpHpeTanus H300paXCHUH TNPOBOIWINCH HA  OCHOBE

COIJ1aCOBAaHHOT'O MHCHHUS JIBYX OIIBITHBIX CIICHHUAINCTOB (pI/ICYHOK 3)



Pucynok 3 — 3mepeHue pa3mMepoB IrpyAHON aOpThI

C IOCTPOEHUEM OOBEMHOMN PEKOHCTPYKIIUU

Taxke HM3Mepssd JUIMHY BOCXOJSAIIETO OTHENa, AYTW aopThl U HHUCXOISALIEH
aopThl NEPNEHAUKYJSPHO LEHTPAIBHOM JIMHUM MPOCBETA COCyAAa B CIEAYIOIINUX
cerMeHTax: (PUCyHOK 4):

1-#i cerMeHT — OT ypoBHSI (UOPO3HOTO KOJbla aopTaigbHOro kinanana g0 CTC;

2-11 cermeHT — oT CTC no ypoBus otxoxnaenust bLIC;

3-11 cerMeHT — oT ypoBHs oTx0oxaeHus BLIC no ucrmyca aopTthr,

4-i1 CETMEHT — OT UCTMYCA a0PThI O YCThsl YPEBHOTO CTBOJIA.

Jis  kaxaoro mnamueHta BblOMpasid ¢a3bl CEepACUHOr0 LHMKIA: KOHEYHO-

cucronnueckas (30-40% R—R) u koneuHo-auactomrueckas (80-90% R-R).



Ty6ynapHbiii otaen
BOCXOAAIEN a0pTbl

JLyra aoprbt

Hucxopawan
aopra

-

Pucynoxk 4 — [loctpoeHue TPEKOB JJ1s1 U3MEPEHUS JJIMHBI CETMEHTOB A0PThI

JIOTIOTHUTENBHO  MPOBOAWIIA ~ BBIYHMCIEHUE  LUPKYJIApHOM  Aedopmaiui,
KOMIIJIA€HCA, KECTKOCTH M PACTSLDKMMOCTH AOPTaJbHOM CTEHKM (HAa aHaJIOTWYHBIX
YPOBHSIX UCCIICIOBAHUS) O CiieayromuM Gopmyiam (pUcyHoK 5):

Dcuc — Donac

HupkynspHas nedopmarus (%) = -100%;
Dauac
2 TC( Dcnc® — Dzmacz)
MM
Kommutaenc = ;
MM PT. CT. 4Admynbc
In CAIL Danac

HHanexc »xecTkoCcTH =
Dcuc — Danac

% 100( Deuc? — Dzmacz)
PactsxumocTh = 5
MM PT. CT. Allnynsce - Dauac

rae Dcuc — quametp B cucrony; Danac — nuamerp B nuacrony; CAJl — cuctonnueckoe
aprepuanbHoe naBieHue; JJAJl — nuacronmueckoe aprepuaibHOe nasieHue; AJlmyibc

— IIYJIbCOBOC JJaBJICHHUC.
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[MauuenT: I, 67 sieT, My»K4nHa
Al: 120/80 MM.pT.CT.

Bocxoasmasn aopra

CS=64%
Com=49
Dist =0,1
Si=6

Cunycel Banbcanbsbl  /
" TYTEL /

)

CS=3,5%
Com=19
Dist = 3,7
SI=10

Bocxoasumas aopra

CuHychl BasibcaibBbl

CS=4,3%
Com=27
Dist=0,2
SI=9

Jyra aopThbl

CS=3,7%
Com=18
Dist=0,1
Si=11

Hucxoasmasn aopra

i » R

o {
)

CS=2,2%
Com=0,9
Dist= 0,2
Sl=19

[TauuenT: H., 55 sieT, My>kurHa
A/l: 160/90 MM.pT.CT.

Jlyra aopThl
s -

CS=81%
Com=2,7
Dist=0,3

SI=5

| Hucxoasumasn aopra
R

CS=5,8%
Com=1,6
Dist=0,2
SI=7

Pucynok 5 — Onpenenenue 31aCTUYECKUX CBOMCTB a0PTAIbHON CTEHKHU

Jlns aHanuza aHatoMuM OpaxuoliedaibHOTO CTBOJIA W JIEBOM OOIEeH COHHOMU
apTepuu Hucmoin3oBanu kiaccudukanuio Layton K.F. et al. [56], rae 1-i tun — oOriee
ycThe OpaxuonedaibHOTO CTBOJAa U JIEBOM OOIIed COHHOM aprepuu, 2-M1 Thm —
OTXOXKJICHUE YCThsl JIEBOM OOIEH COHHOW apTepuu OT OpaxuoredaribHOrO0 CTBOJIA

(pucyHOK 6).



[ CILCA 1 tun ] [ CILCA 2 Tun ]

Pucynok 6 — Knaccudukanus CILCA o Layton K.F. et al. [56]

Tun nyru aoptel onpenensiii no aaHHeiIM MCKT-aoprorpaduu. Kpurepuem
CIIY’)KWJIO BEPTUKAJIbHOE pacCTOSTHUE OT Hayana OpaxuouedalbHOro CTBOJIA [0
BEpIIMHBI 1yrd aopThl. K [ TUIy OTHOCWIIM BapuaHThI, IPU KOTOPBIX 3TO PACCTOSHUE
COCTABJISIO MEHEE OJHOT0 JHaMeTpa JieBoi ooOmiei coHHoul aprepun. Ko II tumy —
BapUaHTHI ¢ paccTrosinueM B untepBasie 1-2 nuamerpa 1OCA. K III Tumy — BapuaHThI,

rJie paccrosiHue rpesbimano apa guameTpa JOCA (pucyHok 7).

N |
1-2CCA
d u{rge_tgr :

Pucynox 7 — Knaccuduxkaius TUIIOB IyTH aOPTHI
no Madhwal et al. [85].

Kopounapoepaghusa
[Tokazanus K CEJIEKTUBHON KOPOHApOaHTHoTrpaduu: BO3pacT MalMeHTOB >45 jeT
WIM HaJu4he aHAMHECTHYECKUX JaHHBIX 00 WIIeMU4Yeckord Oo0e3Hu cepla.

HccnenoBanue BBINOJNHAJIOCH Ha aHruorpaduueckoin cucreme Siemens Artis One
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(Siemens, I'epmanusa) mo meromuke Judkins. Jloctym — TpaHcheMopanbHbld WiIn
TpaHCpaJaualdbHbIMA, aHecTe3uss — MecTtHas (numokawd 1%, S5 wmom).  Jlua
KOHTPAaCTUPOBAHUSI KOPOHAPHBIX apTEpUMl MNPUMEHSUINCh PEHTTEHOKOHTPACTHHIE
npenapatbl «Omaunak 300» u «YabtpaBuct 320».
I'enemuueckoe mecmuposanue

JIJIsi TEeHeTHYecKOro aHajau3a MPOBOAWIM TOUCK pPENKuX (MOMyJSIHOHHAS
4acTOTa MUHOPHOTO ayieisi MeHee 1%) HeCHHOHMMHUYHBIX T€HETHYECKUX BAPUAHTOB,
JIOKAJIN30BaHHBIX B JK30HaX 62 T'€HOB HACIEICTBEHHBIX U CHUHIPOMAIBHBIX (opm
aHeBpU3MBl TPYAHON aopThl. BBIOOp TEHOB MPOBOAWIM Ha OCHOBAHWU JaHHBIX,
npenacrasieHHbIX B 0a3e ClinGene.

[1oTHOPK30MHOE€  CEKBEHUPOBAHWE  BBINOJHSAJIM  CICAYIOUIMM  00pa3zoM.
Beinenenne  nmesokcupuOonykiienHoBod  kucnmotel  (JJHK) w3 nefikommros
nepudeprudeckol KpoBU MPOU3BOIMIN METOAOM (PEHOI-XIOPO(POPMHON SKCTpPaKIUU.
JHK pactBopsuin ¢ momorisio 1X TE-Oydepa, pH 8.0. KauectBo u konmmuectso JTHK
npoBepsutn Ha mnpuoope crekrpodoromerpe «Nanodrop 8000» (Thermo, CIIA),
bayopumetpe Qubit 3 (Thermo, CIIIA), a Takxe ¢ momoibto 1% arapo3noro rens LE ¢
1X TAE-0ydepom, pH=8,0. CexkBeHupoBaHME KIMHMYECKOTO HK30Ma MAalMEHTOB
nposoauin Ha Tuiatgopme SOPHIA GENETICS. IIpo6onoarorosky JIHK-6ubmuorex
ocymecTBisui ¢ momonisio Habopa Clinical Exome Solution (Sophia Genetics,
Iseiimapus), KAPA Library Amplification kit KK2620 (Roche, TI'epmanus) u
maruuTHbIX yactuir Agencourt AMPure XP (Beckman Coulter, CIIIA) mo npotokoiy
Clinical Exome Solution (Sophia Genetics, IlIBetinapus). Anamusz JJHK-O0ubmmorek
npoBoawn ¢ momonipio Quyopumerpa «Qubit 3» (Thermo, CIIA) u xanmuuIsspHOTO
anektpodopesa «Bioanalyzer 2100» (Agilent, CIIA) coracHO MPOTOKOIY
npousBoauTensa. CeKBEHHPOBAaHHME KIMHHYECKOTO 5K30Ma MAI[MEHTOB BBIMOIHSIN C
nomoineio nmpudopa «NextSeq 500» ¢ Hadopom NextSeq 500/550 Mid Output Kit v2
(300 cycles) cormacHo mpoTokoiy mpom3BoauTens. Ha omuH oOpaszeln mpuxoansioch
20,55[18,23; 21,85] mumironoB puaoB, 98% [97%;98,1%] 13 KOTOPHIX BBIPABHUBAIH
Ha pedepecHbiii TeHoM (GRCh38) ¢ wmcnonb3oBanmem lllumina DRAGEN Bio-IT.

AHHOTaALIMIO BapUaHTOB BBINOJHSJIM € ucnoJib3oBaHueM mnporpaMmbl ANNOVAR.
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Knaccudukaiuio BBISIBICHHBIX BapUAHTOB 1O CTEIEHW MATOTEHHOCTH MPOBOIMIN C
ucnoip3oBanueM nHctpymMeHTa VarSome The Human Genomics Community, KOTOpBIii
MPEACTaBIIeT COO0M aBTOMATU3UPOBAHHBIN KIACCU(DUKATOP T€HETUYECKUX BAPUAHTOB
M0 CTETICHU MAaTOTEHHOCTH Ha OCHOBE aHAJM3a JTAHHBIX O TTATOTEHHOCTHU M3 HECKOIBKUX
in silico uactpymenToB, B Tom uucie CADD, Polyphen2 HDIV, Polyphen2 HVAR,
DEOGEN2, PROVEAN.

Bamupanmio unentudunuposannbix Variant of Uncertain Significance (VUS —
aHTJI. — BAPUAHT TeHAa HEM3BECTHOTO KIIMHUYECKOTro 3HaueHus) B reHax FBN1, MYH11,
COL3Al, COL4A5, NOTCH1 u PLOD3 ocymecTBiIsId MpH TOMOIIA IIPSMOTO
JIBYHAIIPABJICHHOTO CEKBEHHpOBaHUsA 1Mo CiHTepy Ha aBTOMATHYECKOM CEKBEHATOPE
«3730xI DNA Analyzer» (Applied Biosystems, CIIIA). I[lonuMmepasHyro LEMHYIO
peakiuto (IT1IP) mpoBoauiau ¢ UCHOIB30BaHUEM TOTOBOM peakIMOHHOM cMecu HS-Taq
[TIIP-Color (2%) (Poccus) u mnogoOpaHHBIMH TMpaliMepaMud B COOTBETCTBUHU C
npoTokoiaoM  (upMmbl-uzroroButens.  [Ilpaiimepsl  ObIM  mOAO00paHbl 1O
nocienoBaTenbHocT reHoMa hg38 ¢ momompio uHCTpyMeHTa Primer Quesr Tool u
Primer Design and Search Tool. s ounctku ITLP-ipoaykTOB HCIONB30BaIM HAOOp
pearecHTOB: TepMoJaOMiIbHYIO 5k30HYKiIeasy Exo | (Thermo Scientific, CIIIA),
TepMoIadbmibHyto 1enounyro docdarazy kpesetkn SAP (Thermo Scientific, CIIIA),
BOJly ICMOHM30BAaHHYIO, ITPOAYKT MTOJIMMEPA3HON LEMHOM peakuuu. s nmocieayrouen
MOCTAHOBKM  CEKBCHUPYIOIICH  pEakUW  HWCIIONBh30BadM  HAOOp  pearcHTOB:
cexkBeHupytommii Habop BigDye Sequencing kit v3.1 (Thermo Scientific, CIIA),
MATUKPATHBIN CeKBeHUpyomuii Oydep, mnpaiimep npsmon wunum oOpartubii, [I1[P-
MPOJYKT, BOAY JEHOHU30BAHHYIO. JIJIsI OYMCTKH MPOAYKTOB CEKBEHUPYIOIICH pEeaKIuu
ucrosib3oBa  Habop peareHtoB D-Pure (Nimagen, Hunepmanner). Ouuctky
MIPOBOJIMIIN COTJIACHO TPOTOKOITY, TpHiIaraeMoMy K Habopy. Busyanuzaruio u ananms
pe3yIbTaTOB CEKBEHHPOBAHHUS OCYIISCTBIISIIN C TIOMOIIBIO MPOTPAMMHOTO 00eCIIeUeHUS

UGENE (v42.0 Unipro, Poccus).
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Texnuxa xupypauueckozo ie4eHus

BceM nmanyeHTaM BBIIOJHSIIM XUPYPTUUECKOE JICUCHUE aHEBPU3MbI BOCXOISIIETO
oTlieja aopThl B 00bEME MPOTE3UPOBAHMS BOCXOMSIIETO OTAENA a0pThl C 3aXBAaTOM
MaJiol KpuBHU3HBI 1yru aopThl (hemiarch).

Omnepanuio NPOBOJAWIM B YCIOBHAX yMepeHHOW rtunorepmun (25-31°C),
yHWIATepaJbHOM aHTerpaanoil nepdysueii rososHoro Mosra uepe3 bLIC ¢ oObeMHoOM
cKopocThio 8—10 MJI/KI/MUH, a Takke C MOJAJEp:KaHuEM apTepUaIbHOrO JAaBJICHUSA Ha
ypoBHe 60—80 MM pT. CT.

[Tocne cpeaMHHON CTEPHOTOMHH BBIJACISUIM MPOKCUMAIBHBIE CETMEHTBHI BCEX
CyINpaaopTalibHbIX cocynoB. [log koHTponem nepeOpanbHOW OKCUMETPUU U YPOBHS
apTepuaIbHOTO JaBlieHUs BbHINONHsIM OokoBoe omxkatue BLIC mis popmupoBanus
aHACTOMO3a C JIMHEWHBIM COCYIUCTBIM TpoTe30M 10 MM MO THUIy «KOHEI[ B OOK» C
MOCHEAYIOIMIMM  COEAMHEHHWEM  C  apTepUajbHOM  MarucTpajlbl0  armapara
UCKYCCTBEHHOI'O KpoBooOpaieHus. [IpaBoe nmpencepane ucnoab30Baiu sl BEHO3HOM
KAHIOSAUU. VICKyCCTBEHHOE KpOBOOOpAIIEHHE MOAKIIOYAIM [0 CXEME «IpPaBoOe
npencepaue — bBIC» u HauMHaNM OXJIAKACHUE Tejla NalMEHTa [0 IIeJeBOM
temneparypel. Kapawomnermyeckuii  apect MNPOBOAWIM  TIYTEM  CEJIEKTUBHOU
aHTerpagHoi (apMaKOJIOTHYECKON XOJOI0OBOM KApJIUOIUIETHH B YCThS KOPOHAPHBIX
aprepuii pactBopoMm «Kycrommom» (Kohler Chemie GmbH, Tepmanus). Ilpu
JIOCTUKEHUU HEOOXOAMMOMN TeMIepaTyphl Tejla HaYMHAIU UUPKYJISATOPHBIN apecT
HUKHEH TTOJIOBUHBI TeJa C YHWJIATEPAIbHOW aHTerpagHou nepdy3ueit ToJoBHOTO Mo3ra
yepe3 OpaxuouedanbHbiii cTBoJ. CTEHKY aopThl pe3elrpoBaiv, GOpMUPOBAIH KOCOH
JMCTAIIbHBIA @aHACTOMO3 OT MPOCKITUU YCThsI JICBON MOJIKIIOYMYHON apTepUH A0 YPOBHS
OpaxuorieaibHOTO CTBOJA, UCIOJB3Yysl TEXHUKY «OTKPBITOTO» aHactomo3a. I[lo
OKOHYaHUHU JUCTAIBHOTO aOPTAJIBHOTO aHACTOMO3a 3aBEPIIAIH [UPKYISATOPHBIA apecT
HUKHEH TTOJIOBUHBI TeJla M HAYMHAIM COTPEBaHue Tela nanuenta. [lanee hopmupoBanu
MPOKCUMAJIBHBIA A0pTaJIbHBIN aHACTOMO3 HA YPOBHE CHHO-TYOYJISIPHOTO COCIUHEHUSI.
[lo mnoxazaHWsIM MPOTE3UPOBAIM KOPEHb aOPThl C HCIOJIb30BAHUEM H3BECTHBIX
METOJIMK, a TakK)K€ BBINOJHSJIA COYETAaHHbIE BMEIIATENIbCTBA HAa KJallaHaxX cepala,

KOPOHAPHBIX apTEpUsIX.
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L]epebpanvras oxcumempus

Hst  omenkum 1nepeOpanbHOit  okcumeTrpun  (rSO2, %) mpaBoro W JIEBOTO
NOJIyIIapUid PEerucTpUpOBaIN TMokaszarenu MHPpakpacHoi crektpockonuu (NIRS) na
anmapate «INVOS 5100» (Somanetics, CILIA). U3mepenust mpoBOAMIN Ha CIEIYIOIINX
JTanax oOIepalyH: HCXOAHbIE 3HAYEHHsS, MOMEHT HWHHIHAIUU HCKYCCTBEHHOIO
KpOBOOOpAIlleHHs], TepUO]] IUPKYJIATOPHOro apecrta, 3aBepuienne MK u oxkoHuaHue
ONEPATUBHOIO BMEIIATEIbCTBRA.

Monpeanvckas wikana oyeHKU KOSHUMUBHBIX PYHKYULL

KorHuTHuBHBIN CTAaTyC MAIlMEHTOB OLICHUBAIW MPHU TMOCTYIUICHUH B CTallMOHAp
(UCXOJIHbIE JTaHHBIC), a TaK)KE€ B TEUECHHUE MEPBBIX JABYX HEACNb MOCJE MPOBEICHHOU
onepanuu. Jns ero oreHku wucnoib3oBanu mkary MoCA (MoCA-tect, Montreal
Cognitive Assessment), koropas BKJIIOYAaeT OLCHKY BHHMAaHHS, pPCYH, IaMSITH,
UCIIOJIHUTENbHBIX ~ (PYHKIUH, BU3YaJbHO-TPOCTPAHCTBEHHBIX  HABBIKOB, 3HAHUS
MPEAMETOB, OPUEHTAllMM W OTCPOYEHHOTO BOCHPOU3BEICHHS CHUMBOJIOB. HukHei

IpaHuIlell HOPMAJIbHBIX 3HAYCHHUH ObLT ypoBeHB > 23 6autoB u3 30 Bo3MoKHBIX [87].

2.5 MeToabl cTAaTUCTHYECKOIT 00pa0OTKH JTaHHBIX

CraTucTUYeCKHil aHalu3 BBIIOJIHEH C HWCIOJb30BAHWEM IMaKeTa MPUKIATHBIX
nporpamm  STATISTICA 10.0 for Windows. ®opmupoBanue ©0a3bl JAaHHBIX
ocymiecTBisuiochk B cpene Microsoft Excel 2010 (Microsoft Corp., CIIA). IIpoBepka
KOJIMYECTBEHHBIX TOKa3aTelled Ha HOPMAalbHOCTh paclpeiesieHuss MPOBOAMIACH C
nomomipto  kputepus  lllammpo—Yunka.  OmucatenbHas — CTaTHCTHKA IS
KOJIMYECTBEHHBIX TPU3HAKOB: NPU HOPMAJIbHOM paclpeleieHun — CpelHee
apupmetrnueckoe (M) u crangaptHoe oTkiaoHeHue (SD); mnpu pacmpejenceHuw,
OTJIMYHOM OT HOpMaJIbHOTO, — MeanaHa (Me) 1 MeXKKBapTUIIbHBIH pazmax (Q25-Q75).
KauecTBeHHBIE W KaTeropHabHBIC JaHHBIC TWPEJCTABICHbI a0CONIOTHBIMH (N) U
OTHOCUTEIBHBIMU (%) YaCTOTAMH.

CraTucTueckoe CpaBHEHHME HE3aBHUCHMBIX TPYII MPOBOAMIN CIETYIOIINUM

06pa30M. I[J'IH KOJIMYCCTBCHHBIX IEPEMCHHBIX, pacupeacicHuc KOTOPBIX
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COOTBETCTBOBAJIO HOPMAJIbHOMY 3aKOHY, NMPUMEHSJIM MNapaMeTPUUYECKUl t-KpuTepuil
CrprofieHTa; TpHU OTCYTCTBUM HOPMAJIIBHOCTM — HEMAPAMETPUUYECKUN KpUTEPUI
Manna—-YuTHu. [[ns KaTeropraJbHBIX TMOKAa3aTENEd HCHOJb30BaJIU Y>-KPUTEPHIA
[Iupcona (a mpu COOMIOAEHUU COOTBETCTBYIOIIMX YCIOBUHW — TOYHBIM KpHUTEpUI

dumepa). Paznuuus cuntany craTUCTHYECKU 3HaYUMbIMU T1pH p <0,05.
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I'JIABA 3. ®EHOTUIIMYECKUE U TEHETUUYECKUE JAHHBIE
Y MALUUEHTOB C BAPUAHTHON AHATOMMEMN
BPAXUOLIE®AJIBHOI'O CTBOJIA

3.1 ®enorunuyeckKkue JaHHLIE

[Tpu ananuze PEHOTUNMUECKUX KPUTEPUEB B KOTOPTE MAIMEHTOB, BKIIOYAIOIINX
BO3PACTHBIC, TIOJOBBIE M POCTO-BECOBBIC XAPAKTEPUCTHKH, HE OBLIO BBISBICHO
3HAaYUMBIX MEXIPYMIOBBIX paznuuuii (pucyHok 8). Tak, B HcCcleqyeMbIX Tpymmax
npeobiananu manueHTel Myxkckoro mona (71,7% B rpymme No CILCA u 64,9% B
rpymme CILCA, p=0,344). Bospact namuentoB B rpymmne No CILCA cocraBun 61+1,8
ger, B rpynne CILCA - 60£1,7 ner. Anamu3upyembie aHTPOIIOMETPUUYECKUE

IIOKAa3aTCJIN ITIalITNCHTOB B o0enx I'pyiiiax OBLIIH CONOCTABUMEI.

deHOTUNNYECKNE NOKA3aTeNU nauneHToB

172 172
p=0,556
82 85
61 60 p=0,217 o
p=0,637 P
R | 1,945 2

BO3PACT, NET POCT, CM BEC, KI' NAOLWALb MOBEPXHOCTU

TENA, M2

No CILCA m CILCA

PucyHok 8 — @eHOTUIINYECKUE TTOKA3aTEIN NAllUEHTOB

Takxe TpoBeJIeH aHaJIN3 CTPYKTYpPbl COIMYTCTBYIOIIEH M (DOHOBOM MATOJOTUU Y

00CYy)KIaeMbIX IMaueHToB (Tadymna 4).
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Tabmuma 4 — Ctpyktypa (POHOBOM M COMyTCTBYIOMICH MATOJOTHH Y MAIIMEHTOB

Hozonorus No CILCA CILCA P-YPOBEHD
(n=202) (n=57)

ATtepockiiepo3 aoptsl, N (%) 27 (13,3%) 9 (15,7%) 0,632

HBC, n (%) 62 (30,6%) 21 (36,8%) 0,420

ITUKC, n (%) 17 (8,4%) 5 (8,7%) 0,956

bukycnuaanbHblil a0pTaIbHBIN 61 (30,1%) 14(24,5%) 0,420

kianad, N (%)

ApTepuanbHas THIIEPTCH3UA, 147 (72,7%) 46 (80,7%) 0,207

n (%)

KucTel mouek (MOJIUKKCTO3), 14 (6,9%) 5 (8,7%) 0,632

n (%)

Kucter neuenw, n (%) 1 (0,49%) 1(1,7%) 0,345
Ilpumeuanue. WBC — wumemunyeckas Oone3nb cepana; [IMKC —

NOCTUH(APKTHBIN KapAHOCKIEPO3

[Ipu cpaBHHTENHPHOM aHAM3€ TPYMI MAIMEHTOB IO YacTOTE BCTPEYAEMOCTH
JTUCITUTIUJIEMUH, caXxapHoro auabera, (GUOPWIULIIMU TpeACEepAuil Takke He ObLIOo
BBISIBJICHO CTATUCTUYECKU 3HAYUMBIX paznuuuid. [lpu cpaBHeHuu rpymnm oOpariaeT Ha
ceOs1 BHUMaHUE pa3HHIlA B yacToTe aTepockiepo3a aopTtel: B rpymme No CILCA stot
nokazarenab cocraBun 27 (13,3%) cnydaii, torna kak B rpymnne CILCA — 9 (15,7%)
CITy4aeB, OJIHAKO JIAHHOE pa3Iudue He ObLJIO CTaTUCTHYECKU 3HaUYUMBIM (p=0,632). D10
HaXOAMJIOCh B COOTBETCTBHH C YaCTOTOW MIIEMHUYECKOW OOJIe3HM cepila, KoTopas B
rpymme No CILCA cocrasuna 62 (30,6%) caygas, B rpynne CILCA — 21 (36,8%)
cinyyaid, p=0,420. Takke 4acToTa BCTPEYAEMOCTH apTEPUAIBHON THIIEPTEH3UN B TPYIIIE
CILCA 46 (80,7%) cnyuaeB mnpeBbllliaja aHAJOTHYHBIN IMOKa3ateab B rpymme NO
CILCA 147 (72,7%) cnyuaeB, OJHAKO pa3HHUIA HE Oblla CTATHCTUYCCKU 3HAYMMOMN
(p=0,207).

bukycnunanbHbli aopTanpHbIi Kianad Berpevaics y 30,1% nmanueHToB B rpyrire
No CILCA u y 24,5% — B rpymnne CILCA (p=0,420). Xots nabmomanach
ompenenéHHas pa3HUIlA B YacTOTE BBISBICHUS, CTATHCTHYECKON 3HAYUMOCTH DITHU

pasimianAa HC JOCTHUTIIN. AHanoru4Ho IIpn CPaBHUTCIIBHOM aHAJIM3C HC OBLIO BBISBJICHO
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CTAaTUCTUYECKU 3HAYMMBIX PA3jMYdidi B OTHOIICHWH YAaCTOTHI BCTPEUAEMOCTH
KHUCT/TIOJIMKUCTO3a TTOYEK U TICUYCHH.
3.2 'eHeTHYeCKOE TECTUPOBAHHUE

['enetnyeckuit ananu3 mpoBogwics y 42 mauueHToB: y 31 mamueHta rpymibl
No CILCA u y 11 nanuenrtoB rpynmnsl CILCA.

B xoxe ananuza Obulo BbIABIEHO 120 T€HOB, OTBEYAIONIUX 32 AMOPHUOHAIBHOE
pa3BUTHE CEPACYHO-COCYOUCTOM cHUCTeMbl. B Humx Obllo o0OHapyxeHo 6346
TeHETUYECKUX BApPUAHTOB, BKJTFOUAIOIIHNX KOPOTKHE MHCEPIUH/AeNeNH,
CUHOHMMHUYHBIC/HECHHOHUMUYHBIC OTHOHYKJICOTHIHBIE MUCCEHC-3aMECHBI W BapHAHTHI,
MPUBOJAIIME K 00pa30BaHUIO CTOM-KOJOHA WM HapyIIaloIIue CauT criakcunra. J{is
UCCJIEIOBaHUSI OTOMPAJIUCh MHCCEHC-3aMEHBbI, KOTOpbhIE OKa3bIBAIOT BIMSHHUE Ha
AMUHOKHCJIOTHYIO TIOCJIE0BATEIbHOCTh O€JIKa W Ha BapUAHTHl, NPHUBOJSAIINE K
0o0pa30BaHUIO CTOM-KOJIOHA WM Hapyllalwlue caTt crutaiicudr. Eime ogHum
KpUTEpUEM BbIOOpa cTana TiIyOMHAa MPOYTEHHUS, KOTOpas COCTaBWJIA HE MEHee
30 nmpourtenuit Ha 0Opasel.

[Tocne mnpoBemeHHOTO OTOOpa BCEM 3aJaHHBIM KPUTEPHUSIM COOTBETCTBOBAI
121 Bapuant. Bce oroOpaHHBIE BapHaHTHl OBLIM KIACCH(PHUIIMPOBAHBI TIO0 CTEMECHU
MAaTOTeHHOCTU. JIJi1 OIEHKM TaTOT€HHOCTH WCIHOJb30BAIUCH KBl MPEAUKITUU
naroreHHoctu Varsome/Franklin/Intervar, CADD (Phred).

Tak, B Xxo/1e moncka ObUT BISBJICH T'eH maroreHHoro Bapuanta CCDC39 — ¢.610-
2A>G, xotopsiii oOHapyxeH y manuenta rpynnbel CILCA, Bwipaxaromuiics B BUIE
OJIHYKJICOTHIHOM 3aMEHbI, TPUBOAIIEH K MOTEPE aKUENTOPHOTO caiiTa CIUIaiiCHHTa.

Bcero y ananuzupyembix nanueHToB 0110 BhIsiBIeHO 67 VUS B 38 renax, u3 Hux
57 BapuantoB (36 renoB) B rpynmne NO CILCA u 13 BapuanToB (12 reHoB) B rpymnme
CILCA. Hekoropble BapuWaHTbl WU TE€Hbl NEPECeKalucCh MeXay rpymnmnamu. Tak,
obmumu s obeux rpymn rexmamu sisiores HYDIN (€.12076G>A), HOXA3
(c.1127G>A) nu COQ9 (¢.826C>T). Ilpu ananmm3e MAIMEHTOB C Pa3HBIM CTPOCHHEM
OpaxuornedanbHOr0 CTBOJIA OBUTH BBISBIICHBI TCHETUUYECKHE BAPUAHTHI OJHUX U TEX KE
renoB. MEGF8, MKS1, GALNT11l, DNAH9, DNAH5, KMT2D, CCDC40. Onnako

CTOMT OTMETHUTh, 4TO TOJbkOo y marueHToB CILCA Obin oOHapyxen VUS B renax
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ANKS6 (c.2564T>C:p.Phe855Ser (rs200644058)) u FBN1 (c.7841C>T:p.Ala2614Val).
Onnako BapuanT C.2564T>C rena ANKS6 knaccuduimpyercss Kak BEpOSTHO
NaTOreHHBINA, HO TAaKXKe JAaHHBIA BapHaHT Mo oreHke nokaszarenst CADD otHocutes K
BBICOKOITIATOTeHHOMY BapuaHTy. [Ipu ananm3e Ha nacrpymente AlphaMissense nannsbrit

BapHaHT OTHOCAT K BCPOATHO ITATOT'CHHOMY.

Pe3rome

[IpoBeneHHBI JE€TATU3UPOBAHHBIM AaHAINW3 OCHOBHBIX (EHOTHUIMYECKUX H
TEHETUYECKUX JAHHBIX Yy MAIMEHTOB C HOPMaJIbHOM M BapuaHTHOM aHatomuen BLIC
YCTaHOBUJ, YTO (EHOTUNMYECKUII TOPTPET MAUEHTOB O0€uX TIpynn HMeeT
COIMOCTaBUMBIN XapakTep. | eHeTHdeckoe TEeCTUpPOBaHHE, KpoMe OOmmX Ajisi o0eux
rpynn VUS B rerax HYDIN, HOXA3 u COQ9, nonogHUTENbHO BBISIBUJIO Y TAIMEHTOB
C BapuaHTHOM aHatomuei OpaxuouedanbHoro crBosa VUS B renax ANKS6 u FBN1,

a Taxoke matoreHHbIN Bapuant rera CCDC39.
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I'JIABA 4. AHATOMO-®YHKIIMOHAJIBHBIE XAPAKTEPUCTUKHN
T'PYJITHOU AOPTHI

4.1 OuneHka reoMeTpH4eCKNX IAPaMeTPOB a0PThI

JUig aHanu3a reoOMETPUYECKHX IIOKa3aTelied CTEHKH aopThl ObUIM OTOOpaHBI
72 nmaumenTa, u3 Kotopbix 44 manuenta Bxoauin B rpynmy No CILCA, 28 — B rpymnmy
CILCA (tabawuma 5).

Cornacno nanabiM MCKT ObLIO OTMEUYEHO, UTO TyOYJsipHasi 4acTh BOCXOISAIIEH
aopThl HWMeNla TEHACHIMIO K YyBenuwdyenwto y mnamueHtoB rpymmbel No CILCA
otHocuTenbHO TManueHToB rpynnsl CILCA — 51 [43; 70] mm npotuB 49 [41; 69] mMm
cooTBeTcTBeHHO (p=0,266). 1 Ha000pOT, pa3mMepbl KOPHS aOPThl UMEIU TEHIACHUUIO K
yBenuuenuto B rpynmne CILCA — 45 [34; 70] mm nipotus 44 [32; 65] mm, p=0,319. [Ipu
stoM B rpynne CILCA mMakcuManbHBIN pa3Mep KOpHS aopThl cocTaBuia 70 MM, B TpyIme
No CILCA — 65 mMm. AHanu3upys pa3Mepsl JyTd a0pThl, y 00€UX TPYIII MalueHTOB 3TO

MoKa3aTelib ObLI COMOCTaBUM 0€3 MPEBBIIIEHUS HOPMAJIbHBIX 3HAYCHUH.

Tabmuma 5 — Pazmepst rpynHoi aopTsl o qanubiM MCKT

[Toka3arenu No CILCA (n=44) | CILCA (n=28) pP-ypOBEHB
Kopenb aopThl, MM 44 [32; 65] 45 [34; 70] 0,319
TyOynspHas 4acTh 51 [43; 70] 49 [41; 69] 0,266
BOCXOJSIIEN a0PThI, MM

AopTanbHbIN HHIEKC, CM/M? 2,6 [1,7; 3,5] 2,5[1,8; 4,05] 0,086
Jlyra aopTbl, MM 32 [24; 41] 32 [25; 39] 0,842

[Ipn aHanw3e NJMH CErMEHTOB TPYIHOW AOpPTHI OBLIM BBISBICHBI CIEIYIOIINE
ocobenHoctn (Tabmumna 6). JlnmHAa KOpHS aopThl B HCCIEAYyEMBIX Tpymmax Oblia
corocrtaBuma u cocraBmwia 23 [13; 39] mm B rpymme No CILCA u 25 [13; 40] mm B
rpynne CILCA. Bmecte ¢ 3TuM TyOyJISpHBIN OTIEN BOCXOAAIIEH a0OpThl ObLI 3HAYUMO
muaHee B rpymme No CILCA — 86 [63; 123] mm mpotuB 82 [40; 103] MM B rpymme
CILCA — 82[40; 103] mm (p=0,018). D10 B CBOIO OYepeab OTPa3WIOCh Ha OOIIEH
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JUTMHE BOCXOJsIIeN aopThl (0T aopTanbHoro kinanana a0 BI[C), koropas Obuia 3HauuMO
6omnpmie y manuerToB rpymmsl NO CILCA 113 [89; 144] mm mpoTtus 108 [63; 143] MM B
rpynnie  CILCA (p=0,021). H3mepenHast MHA Iyrd aopThl JIEMOHCTpUpPOBaja
TEHJICHIIMIO K POCTY y MalMeHTOB ¢ BapuaHTHOU anatomueid BIIC — 58 [32; 88] mMm
npotuB 54 [35; 81] MM, oOAHAKO MOJYYEHHOE pa3IM4YME HE JOCTUIJIO IOopora
craructuyeckoit 3Haunmmoctu (P=0,355). KoneOanus pa3mMepoB B MPOKCHMAIBHON U
CpemHeW 4YacTu TPYAHOW aopThl B aHAIM3UPYEMBIX TPYIIAx HE OTPa3WINCh Ha
nokasareyie OOIIeH JJIMHBI BOCXOISIIET0 OTAeNa W Jyrd aopThl, KOTOpas OblLia

conoctaBuma (p=0,113).

Ta6auna 6 — JImuHbl cerMeHToB aopThl 10 JaHHBIM MCKT

JlnmHa No CILCA (n=44) | CILCA (n=28) P-YPOBEHB
KopeHb aopThl, MM 23 [13; 39] 25 [13; 40] 0,306
TyOynspHas yacts BoA, MM 86 [63; 123] 82 [40; 103] 0,018
BoA 113 [89; 144] 108 [63; 143] 0,021
(ot AoK no BIIC), Mmm

BoA (ot AoK mo BIIC), 20 (45,5%) 8 (28,5%) 0,156

> 115 mm, n (%)

BoA (ot AoK mo BIIC), 24 (54,5%) 20 (71,5%) 0,154
<115 mm, n (%)

Jlyra aopTbl, MM 54 [35; 81] 58 [32; 88] 0,355
CerMeHT aopThI 168 [133; 218] 161 [120; 202] 0,113
KOPEHB-TYOYISPHBIi

OTICN-Ayra, MM

Ilpumeuanue. AoK — aopranpHbiii kiamadH, BoA — Bocxopgsmas aoprta, BLC —
OpaxuoriedanbHbIA CTBOJ

[Ipu n3yueHun KpUBU3HBI JyrH aopThl (Tabiuua 7) ycTaHOBIIEHO, uTO | T nyru
CTATUCTUYECKHU 3HaUYMMO yaie Bcrpevancs B rpynme CILCA no cpaBHEHHIO C TPyIIION
No CILCA (89,3% u 63,6% cootBercTtBenHo, p=0,036). B to xe Bpems III tun nyru
(«roTmdeckas ayra») goctoBepHo mpeobiagan B rpymmne No CILCA (27,3% npotun
3,6% B rpynnie CILCA, p=0,017). ITo II Tunmy ayru aopThl MEXIPYNIOBBIX PA3IUYUIA HE
BbIsABJIEHO (p=0,774).
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Tabnuua 7 — Pacnpenenenue nauueHToOB MO TUITY AYTH aOPThI

Tun gyru No CILCA (n=44) CILCA (n=28) P-YPOBEHb
| Tin 28 (63,6%) 25 (89,3%) 0,036
Il o 4 (9,1%) 2 (7,1%) 0,774
1 T 12 (27,3%) 1 (3,6%) 0,017

4.2 OueHka 3J1aCTHKO-1e(OpPMAllHOHHBIX CBOMCTB A0PTAJIbHOM CTEHKH
4.2.1 llupkyasipuas nepopManus a0pTajabHON CTEHKHU

Ha ananmu3upyembix YpOBHSX aopThl HE OBUIO BBISBICHO CTATUCTHYECKU
3HAYMMBIX PA3JIMYUU 110 MTOKA3aTENI0 HUPKYJIAPHON JedOopMali CTEHKHA a0PThl MEXKTY

rpynnamu NO CILCA u CILCA Ha Bcex ypoBHSX (PHCYHOK 9).

UunprynapHaa gebopmaumsn

N C o C \a W\ G
-0,5 o NO) (’\:\\’\\\CO\ o < P 0‘4\(’.{0\3\ < S\(\ = S\(\P‘ \\Q’eg\ QQ,&@
) Qo <\Qo Q\\J\ oo w{b

CILCA No CILCA

Pucynox 9 — HupkynsipHas nedpopmanusi aopTaabHON CTEHKU

OnHako CTOUT OTMETUTh, YTO Ha ypoBHE (UOPO3HOTrO KOJIblIAa A0PTATBHOTO
kianada y nanueHToB B rpynmne NO CILCA nabniomaercs oTpULIaTENbHOE 3HAYEHUE
UPKYJISIPHOU nedopmanuu B cpaBaennu ¢ nanueHTamu rpymmsl CILCA (-0,17 [-5,66;

5,84] nporus 3,37 [0,79; 11,4], p=0,118). Takke Ha ypOBHE CHHO-TYOYJISIPHOTO
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COEMHEHMsI YCTAaHOBJICHO, YTO LHUPKYJsipHas nedopmanus Obuta B 3 pa3a MEHbBIIE B
rpynme ¢ eauabiM yctbeM BLIC m 1OCA, yeM B rpynmne ¢ HOpMaJIbHOM aHATOMHUEN
cocyna (0,89 [0,49; 2,59] mpotus 2,7 [0,20; 4,22], p=0,230). Kpome sT0OT0, Ha YpOBHE
muadpparmel B rpynne CILCA nabmioganock yBeanMueHHE 3HAYCHHS] aHATU3UPYEMOTO
noka3zarens B 1,5 pasa no cpaBuenuto ¢ rpymmnoii No CILCA (4,19 [1,29; 8,79] npoTus
2,94 10,69; 6,80], p=0,503) cOOTBETCTBEHHO.

4.2.2 KoMIUIaeHC a0pPTAJIbHOM CTEHKHU

[Ipn u3MepeHnn KOMIUIaGHCA CTEHKH aOpThl Ha OIpPENesIEMBIX YPOBHSIX Oblia
oOHapy)XKeHa pa3po3HEHHas OuHamMHKa mnokazartened (pucyHok 10). Tak, Ha ypoBHe
¢ubpo3noro kompla aoprampHoro kiamana B rTpymme CILCA  anamusupyemblii
napaMeTp aopTajibHOM CTEHKH HMeNl 0ojiee BbICOKOE 3HaueHue, yeM B rpymnmne NO
CILCA (1,92 [0,22; 5,16] npotus 1,09 [-1,74; 3,2], p=0,136). IIpu 3TOM KOMILIacHC
aopTaJIbHOM CTEHKH Ha YpPOBHE CHHO-TYOyisipHOTO coequHenus: B rpymmne No CILCA
ObuT B 2,5 pasa Boitie otHocuTensHO rpymmsl CILCA (1,53 [2,05; 3,08] mpotus 0,61 [—
0,17; 2,36], p=0,338).
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Pucynox 10 — KommiaeHc aopTaibHOU CTEHKH
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Taxxe cTouT OTMETHUTH, uTO Ha ypoBHe Auadparmbl B rpynmne No CILCA Obun
BBISIBJICH OoJiee HU3KU KoMmIutaeHe 1o cpaBHeHwuto ¢ rpymmoi CILCA (0,64 [0,85; 1,31]
npotuB 1,18 [0,48; 2,11], p=0,296). Ilpu aHamu3e Ha ypOBHE KOPHS aOPTHI,
BOCXOJSIILIETO OT/AENa M HHUCXOMSIIEro OTAeda TPYIHOM aopThl MOKazaTean Obuin
conoctaBuMbl. O000IIast TOTyYEeHHBIE JaHHBIE, CTOUT OTMETHUTh, YTO B 00EUX Ipymmax
HaOJIIoAAJICS COMOCTAaBUMBIN TPEH]I KOMILJIa€HCA a0pTaIbHOM CTEHKH Ha BCEX YPOBHAX

WU3MEPEHUS.

4.2.3 PacTA:KUMOCTDH A0PTAJIbHON CTEHKHU

B OCJIOM IIPpH aHAJIN3C PaCTHKHNMOCTH CTCHKHU pr,HHOﬁ dOpThI Ha BCCX

AUArHoCTUPYCMBIX YPOBHAX HE OBLI0 3aC1)I/IKCI/IpOBaHO CTaTUCTUYCCKHN 3HAYUMBbIX

MEXTPYIIOBBIX pa3nuuuid (pucyHok 11).
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Pucynoxk 11 — PacTs:KuMOCTB aOpTaIbHONU CTEHKH

Onnako OBUI OTMEYEH PsAJI XapaKTEPHBIX OCOOCHHOCTEM B MPOKCUMAIbHBIX
ormenax. Ha ypoBHe ¢uOpO3HOrO KOJbIIAa HU3KUAW TOKA3aTellb PaCTSHKUMOCTH

aopTaJbHOM CTEHKHM HAOMIOJaiCcs y NAUMEeHTOB ¢ BapuaHTHOM aHatomued BIIC
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OTHOCHTEJIFHO TAIMeHTOB C HOpMaibHBIM cTpoeHmeM cocyna (—0,17 [-0,31; 0,35]
npotuB 0,26 [0,04; 0,06], p=0,113). OgHOBpeMEHHO C 3TUM Ha YpPOBHE CHHO-
TyOYJIIPHOTO COEMHEHMs aHaIu3upyeMbiii nokaszatens B rpynmne CILCA okazaincs B 3
pasa Beiie 1o cpaBHenuto ¢ rpymmoii No CILCA (0,16 [0,28; 0,34] npotus 0,05 [0,02;
0,026], p=0,648) (pucyHoxk 11).

4.2.4 /KecTKOCTh 20PTAIbHOI CTEHKHU

[Ipyn aHanu3e MHAEKCA >KECTKOCTU AaOPTAIbHOM CTEHKH BOCXOJSIIEro OTea,
JIyTU, HUCXOMASIIErOo OT/ENIa aopThl pe3ysbTaThl ObUIM COMOCTaBUMBI. BmecTe ¢ Tem
CTOUT OTMETUTh, uTo B rpymnne CILCA na ypoBHe (uOpo3HOro Kojiblla ObUT 3aMeueH

Oojiee HU3BKUM HWHIEKC JKECTKOCTHM (BIUIOTH [JO OTPHULATENIBHBIX 3HAYCHUM)
ornocurensHo rpymmabl No CILCA (-0,02 [-0,08; 0,05] mpotus 0,03 [0,01; 0,12]
(p=0,03).
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Pucynok 12 — Inaekc )KeCTKOCTH a0pTalbHOM CTEHKH

HaHPOTI/IB, 0oJsice BBICOKHH HHIACKC KECTKOCTH CTCHKH aOPThI Ha6moz{anc51 Ha

YPOBHE CHHO-TYOYJIIPHOTO COEAMHEHUs] B Tpynme ¢ HopmaiabHOM aHatomueidr BI[C
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(0,15 [0,07; 0,41] mpotus 0,09 [0,03; 0,15], p=0,273). Heo6X0a1MO MOAYCPKHYTh, UTO,
HECMOTPS. HA OTCYTCTBHE CTAaTUCTHYECKH 3HAYUMBIX MEXTPYIIIOBBIX Pa3JIUYUH,
YKECTKOCTh A0OpTaJbHON CTEHKH Oblja BBINIEC y MAIIMEHTOB C HOPMaJbHOM aHaTOMHUEU
BIIC Ha BceM MNpOTSKEHUHM BOCXOJAIIETO OTHeNa, AYTM W HUCXOIAUIEH aopThl C
MaKCUMaJIbHbIM 3HAUEHUEM Ha YPOBHE CUHO-TYOYJISIPHOTO COEIMHEHUS C TIOCTENEHHBIM

CHI)KEHUEM K JUCTAIBbHBIM OT/IeNIaM I'pyAHOM aopThl (pUcyHOK 12).

Pe3rome

[IpoBeneHHBI aHAIW3 aHATOMO-(PYHKIMOHAIBHBIX IOKa3aTelled aopTadbHOU
CTECHKHU Yy TIalIMEHTOB ¢ HOpMaibHOU aHatomuen BIIC u ¢ BapuantHoil anatomueit BLC
BEISIBIJI HECKOJIbKO 3akoHOMepHocTed. Bo-mepsrix, B rpynme CILCA otmeden daxr
CTaTUCTUYECKM 3HAYMMOIO YKOPOYEHHUSI BOCXOISIIEM aopThl C OJHOBPEMEHHBIM
YIJIMHEHUEM KOpHS W Jyrd aopThl. BO-BTOPHIX, y OOJIBIIMHCTBA MAllMEHTOB 3TOU
KOTOpThl KpHWBU3HA AYTrd aopThl HMMeeT OoJiee MOJOTUM XapaKTep OTHOCUTEIBHO
MaIMEeHTOB ¢ HOpMajibHOU aHatomueit BIC.

[Ipn aHanmu3e 31aCTUKO-Ae(OPMAIIMOHHBIX CBOMCTB AaOPTaJIbHOW CTEHKU TAKUE
MoKa3zaTelid, Kak IUpKyJsipHas aedopmaiius, KOMIUIAGHC U PAaCTSHKUMOCTh, HUMENH
COMOCTaBUMbIC TIOKa3zarenn B obOeux rpynmnax. [Ipm 3TOM UHIEKC KECTKOCTH

aopTaJbHOM CTEHKH NpPaKTUYECKU BCEW TPyAHOM aopThl ObL1 Bhilie B rpymme NO

CILCA.
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I'JIABA 5. PE3YJIbTATBI XUPYPTHUECKOI'O JIEYEHU S
MAIIMEHTOB C AHEPU3MOM BOCXOJSIIETO OT/JEJA AOPTHI
B I'PYIIIIAX C HOPMAJIbHOH U BAPUAHTHON AHATOMMEN
BPAXUOIE®AJIBHOI'O CTBOJIA

5.1 UuTpaonepauoOHHbIA MepHOA

CpaBHeHME Pe3yJIbTaTOB B JABYX aHAJIM3UPYEMbIX IPYIIAax MoKa3ajio, 4YTo oOias
JUTUTEIIBHOCTh OTIEPAINH, TMPOJAOHKUTEIBHOCTh HCKYCCTBEHHOTO KPOBOOOPAIICHUS,
BpeMsl CEpJEYHOTO apecta W TMEepHoj IUPKYISATOPHOIO apecTa C aHTerpagHou

nep(y3uei roJOBHOTO MO3ra ObLIH COMOCTaBUMBI (pUCyHOK 13).

MHTpBOﬂepaLI,MOHHbIe AdHHbIE

g

B Bpemsa UCKYCCTBEHHOTO

270 KpoBOObpalleHMA, MUH
CILCA
H Bpemsa cepgeyHoro apecra, M1H
Bpema uMpKynATOpHOro apecta
c AlNrM, mun
- Ob6uwee Bpems onepauuun, MmH
No CILCA

Pucynox 13 — lnTpaonepaiimonapie JaHHBIC
AIIT'M — anrerpaanas nep(dy3usi TOJIOBHOIO MO3ra

CTpyKkTypa COYETaHHBIX KapAHUOXUPYPIHMUECKUX ONepalfil y MaluueHTOB 00eux
TPyl HE KMMeEJIa 3HAYUMMBIX PA3IMYMil M BKIIOYaja IMPOTE3UPOBAHUE AOPTAIBHOIO
KJIallaHa, PEKOHCTPYKLHIO KOPHS aopThl, AOPTOKOPOHAPHOE IIYHTHPOBAHUE U HX

coueTanue (pucyHok 14).
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CoueTaHHbIE ONIEpalUU

100

90

90
80

70
60
50
40
30

20
20 20

10 17 B
11 6 5 2 0 6

No CILCA CILCA

MAK, n KLW, n Mpoueaypa Bentall-DeBono, n NAK+KLL, n Mpoueaypa David, n

Pucynoxk 14 — CtpyKkTypa COUYE€TaHHBIX OIEpaluii:
KII — xopoHapHO€E LIYHTUPOBAHUE;
[TAK — npoTte3npoBaHHe a0PTaJIbHOTO KiIanaHa

Omneparnyu IPOTE3UPOBAHUST A0PTAIBHOTO KJIallaHa COCTABWIIM OCHOBHYIO JOJIO
COUETAaHHBIX KapJAHOXUpyprudeckux pmermiarenbets. Tak, B rpynmne No CILCA gacrora
POTE3UPOBaHUs aopTaibHOTrO KiamaHa coctaBmia 90 (44,5%) ciydaeB, B Tpymme
CILCA — 20 (35,1%) cnydaeB 0Oe3 3HAYUMBIX MEKIPYIMIOBBIX paszauuuii (p=0,174).
[Mponienypa David Obuta BeimoiHeHa Heckosibko peke B rpymnme No CILCA, yem B
rpynme CILCA — 20 (9,9%) ciyuaes npotus 6 (10,5%) cirydaes. Takke CTaTHCTHYCCKU
3HAYMMOTO Pa3jIMyMs [0 3TOMY IMOKa3aTellto nojydeHo He Obuto (p=0,916). YactoTa
BBITIOJTHCHHSI AOPTOKOPOHAPHOTO IIIYHTHUPOBAHUS B OOEUX TPYIIax HE Pa3inyajoch:
B rpynne CILCA — 5(8,7%) cnyuaeB, B rpynne No CILCA — 17 (8,4%) cnyuacs,
p=0,956. Ctout otmeTuth, uro B rpynmne No CILCA motpedHOCTh B OJJHOMOMEHTHOM
IPOTE3UPOBAHUN A0PTAJIBHOIO KJIallaHA U AOPTOKOPOHAPHOIO IIYHTHPOBAHMS YacTOTa

coctaBmia 2,9%, npu stom B rpymnme CILCA Takux omnepaiuii He BBITTOTHSIIH.
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5.2 PanHuii mocJjieonepauMoOHHbIN MEePHO

Teuenue PAHHCTO IIOCJICOIICPALIMOHHOIO IICpHOoaa Yy O6CY>KI[3€MI)IX IManrCHTOB

npecTaBieHo B Tabmuie 8.

Ta6auna 8 — PanHuii mociieonepanmoOHHbIA MEPUOT

[Toka3zaTenu No CILCA CILCA P-YPOBEHb
(n=202) (n=57)

[Tamata MHTCHCUBHOW TEPAITNH, 2 [1; 46] 2 [1; 32] 0,026

KOHNKO-JICHb

Hespomnoruueckue coobitus, N (%) 11 (5,4%) 2 (3,5%) 0,542
Hncynom, n (%) 2 (0,99%) 0 0,449

THA, n (%) 1 (0,49%) 1(1,7%) 0,345

Henupuii, n (%) 8 (3,9%) 1 (1,7%) 0,414

JlpIxarenbHas HeI0CTaTOYHOCTh, N (%) 14 (6,9%) 1(1,7%) 0,142

OcTpoe TOYEYHOE TIOBpEXKACHHE, N 6 (2,9%) 3 (5,2%) 0,418

(%)

Pecrepnotomust  (kpoBoTeueHue), N 6 (2,9%) 4 (7,01%) 0,170

(%)

["ocnuranpHas JgeTalbHOCTh, N (%0) 7 (3,4%) 0 0,152

Ilpumeuanue. TUA — TpaH3UTOpHAS UILIEMUYECKAST aTaKa

CornacHO TOJYYEHHBIM JaHHBIM YacTOTa HEBPOJOTHYECKHX OCIOXKHEHHHA B
o0erx aHaJIM3UPyeMbIX Tpymnmnax Obiia comoctaBumon — 5,4% B rpynmne No CILCA u
3,5% B rpynne CILCA. CtouT OTMETHTb, YTO 3HAUMUTEIBHYIO JIOJNIO B CTPYKTYpE
HEBPOJIOTHYECKOTO JAeQUIMTa COCTABUIM JEIUPUO3HBIE cocTostHHs. HecMoTps Ha
OTCYTCTBUE 3HAUYMMBIX MEXKIPYMNIOBBIX pa3duuid Mo 3ToMmy mnokazarento (p=0,414),
HaOmofancs Bocxonsmmii TpeHa 1o uactore aemupus B rpynmne No CILCA
otHocuTenbHO manueHToB Trpynmbl CILCA — 3,9% u 1,7% coorBeTcTBeHHO. CXOXKas
KapTHHa Oblla OTMEYEHa B OTHOIIEHUM CTOMKOTO HEBpOJormueckoro neduiuta. B
rpynne No CILCA yacroTa MHCY/NbTa B paHHEM MOCJIEONEPALMOHHOM Iepuoje Oblia

nuarnoctupoBana y 0,99% mnanumentos, a B rpynne CILCA maHHOTrO OClOXHEHHS HE
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obuto (p=0,449). TpaH3uTOpHas WIIEMUYECKas araka ObUIa JWMArHOCTHPOBAHA B
€AUHUYHBIX CIIydasix B 00€uX rpymmnax.

[Ipu anHanmu3e mOCIEONEPAIIMOHHBIX HUCXOJ0B YCTAaHOBJIEHO, YTO YacToTa
JIXaTeIbHOM HEIO0CTATOYHOCTH, NoTpeOoBaBuied npomiéHHot MBJI, B rpynme No
CILCA xapaxTepu3upoBaioch TeHJCHIMEH K pocTy B cpaBHeHuu c rpymmoi CILCA
(6,9% u 1,7% COOTBETCTBEHHO), OJHAKO ATO pa3IMuhe HE ObUIO CTATUCTUYECKU
3HaunMbIM  (p=0,142). B TO e BpeMs JIUTEIBLHOCTH JICUCHHUS B OTJEICHUU
WHTEHCUBHOM Tepamnuu okazajach n1octoBepHo Oobiie B rpynmne No CILCA (p=0,026).

B rpynne CILCA oka3aJiCh BBIIIE YaCTOTA 3aMECTUTEIBHON MOYEYHON TEpAIiU
10 MOBOJY OCTPOro MOYEHYHOI'O MOBPEXKICHHS, a TAK)KE YAaCTOTa PECTEPHOTOMHUHU U3-32
MOCJICONEPAIIMOHHOTO KpoBOoTeueHHsl. OJIHAKO MO 3TUM KPUTEPHUSIM Takke He ObLIO
BBISIBJICHO CTATUCTUYECKH 3HAUYMMBbIX PA3IUYUi.

Pannsisi mocneoneparmonnas netanbHocTh B rpymmne No CILCA cocraBuia
7 (3,4%) cnyuaeB. Y 3THX MalMEHTOB MPUYMHON CMEPTH SIBHJIACH TOJMOPTaHHAS
HenocratouyHocTh (N=6), ommH mamuent ymep ot COVID-19. B rpymme CILCA

JIETAJIHOCTH HE OBLIO.

Pe3rome

AHanu3 paHHETrO NOCJIEONEPALHMOHHOTO NEPUOJA HE BBIABUI CTATUCTHYECKHU
3HAYMMBIX MEXTPYIIIIOBBIX Pa3IMYUid 110 CTPYKTYpE M YacTOT€ TOCIUTAJIbHBIX
OCJIO)KHEHUM — TEYEHHE TMOCICONEPAMOHHOTO MEpUoaa y NaUMEHTOB rpymnmn No
CILCA u CILCA 6buio comnoctaBUMbIM. BmecTe ¢ TeM YCTaHOBJIEHO, YTO MAIMEHTHI
rpynmbl CILCA 1oCcTOBEPHO MEHBIIE BPEMEHH MPOBOJUIN B OT/ICJICHUH UHTEHCUBHOU
Teparnuu. ITo 00YCJIOBICHO MPEUMYIIECTBEHHO 00JIee HU3KON YacCTOTOU JbIXaTeJIbHOM
HEJI0OCTaTOYHOCTH, MOTPEOOBABIICH MPOJICHHOW MCKYCCTBEHHON BEHTUJISIIUU JICTKHUX,

B JIAHHOM TpYyTIIIE.
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TJIABA 6. AHTETPAJTHASI HEP®Y3US 'OJIOBHOI'O MO3T A
Y HAIIMEHTOB C HOPMAJIbHOW 1 BAPUAHTHOU AHATOMUMEWN
BPAXHOILIE®AJIBHOI'O CTBOJIA

6.1 [lepeOpanbHasi OKCUTeHALUS

[To naHHBIM HMHQPpPAKPACHOW CHEKTPOCKOMUU B 00EMX aHATU3UPYEMBIX TPYIIax

MMallUCHTOB YPOBCHb OKCUI'CHAIIMKM TOJIOBHOTO MO3ra B TCYUCHHUC BCEH OIICpannun

HaXoAWICA B Auama3one 62—72% (pucynok 15).

No CILCA

80
70
60

50

CILCA
80
70
60
50

—rSO2 [Mcnpasa =rSO2 M caesa
72
70 47 49
69 72 469 _— 67
63
Mexoanoe  MHuumaums MK LA Koneu MK KoreL,
3HA4YEHWE onepaumu
—rS02 M cnpasa =—rS0O2 M caesa
70 70 70 69

66

70

62

McxoaHoe  UMruumauma MK LLA Koneu MK KoHeLl,
3HA4YeHune onepauxuu

Pucynok 15 — IlepeOpansnast okcumerpus (rSO, %) roJoBHOTO MO3ra

B rpynmnax No CILCA u CILCA

I[Ipu  ananuze  Hambojee  «KPUTHUYECKOTO»  dTama  XUPYPrUUECKOTO

BMEIIATEILCTBA — MEPUOJIa ITUPKYISATOPHOTO apecrta — y OOCYXKJIaeMbIX MaIlMEHTOB

obo  otmedeHo cuenyrpomiee. B rpymme No CILCA  ypoBenb 1epeOpaibHOM

OKCHUTeHaIMM JIeBoi remucdepsl coctaBun 67%, npaBoit remucdepsl — 63%, mpu 3ToM

YPOBEHb MEXreMuc@epanbHOH acCUMMETPUU Ha 3TOM dTale OMNepalud He MPeBbIIIall

4%. VY mammentoB rpymmbl CILCA moka3arenu OKcUreHalMu JIEBOM W MpaBoOi
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remucdep TOJIOBHOTO MO3ra B 3TOT MEPUOJ BMEMIATEILCTBA OBLIM HA ypoBHE 66% u
62% cooTBeTcTBeHHO. MexreMucdepalibHas aCHMMETPUSI B IaHHOM TPyTINe MalMeHTOB
Takxe coctaBuia 4%.

Cy6ananu3 kosiebanuii nepedpaibHON okcureHanuu B moarpymmax CILCA 1-i
tun U CILCA 2-ii Tun BBIABWII, YTO €€ YPOBEHb HAXOJWJICS B CXOXKHUX Mpenenax 61—
72%. Ilpu sTOoM Ha »3Tame IUPKYJIATOPHOTO apecTta ¢ aHTerpajaHou mnepdysuen
TOJIOBHOTO MoO3ra MexmnonymiapHas acummerpus B moarpymnme CILCA 1-ro tuma

cocraBmia 6%, B moarpynmne CILCA 2-ro tumna He npebiimaia 4% (pucyHok 16).

CILCA 1 tun
—rSO2 M cnpasa =—rSO2 M caesa
80
72 73 73
70 67
71 70 70 68
60 61
50
UcxoaHoe  UHuumaums UK LA Koneu MK KoHeu,
3HQ4YEeHUEe onepauum
CILCA 2 tun
—rSO2 [Mcnpasa =—rSO2 M caesa
80 70 5
70 L %‘59
68 69 69 68
60
62
50
UcxoaHoe  Uuunumauma UK LA Koneu MK KoHnel,
3HAYeHue onepauum

Pucynox 16 — IlepeOpanbHast OKCUTEHAIIHS TOJIOBHOTO MO3Ta
y naiuentoB CILCA 1-ro tuna u CILCA 2-ro tuna

Knunnyeckuii npumep
[Taruent L., 45 neT, NOCTYNMII B KApAUOXUPYPrUIECKOE OTAEICHUE C JUArHO30M
aHeBpu3zMa Bocxojsmero otnaena aoprtel. [lo manaeiM MCKT pa3mepsl aoptbl
COCTaBJISUIA: HAa YPOBHE CHHYCOB BanbcanbBbl — 35 MM, Ha YpOBHE CHHO-TYOYJISIPHOTO
coenunenus — 40 MM, Ha ypoBHE Oudypkanuu JerogHoi aprepun — 60 MM, Ha YpOBHE

npoKkcuManbHOW dYactu ayru — 34 mm (pucynok 17). M3 ocobGeHHOCTEH Oblia
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JMarHOCTHpOBaHa BapHaHTHas aHatoMusi OpaxuornedanbHoro crtsona — CILCA 2-ro
tuna. C y4eToM BBISIBICHHON aHEBPU3MbI BOCXO/SIIErO OTAENa a0pThI MAIUEHTY ObLIO

3AINTAaHUPOBAHO IIPOTE3UPOBAHUC BOCXOAAIICTO OTACIIA A0PTHI.

Pucynoxk 17 — Jloonepannonnas MCKT-nanaoprorpadus.
OO0beMHast peKOHCTPYKITUS

Onepanusi MpoOBEJICHA dYepe3 BEPXHECPEAUHHYIO MHUHHUCTEpHOTOMHIO. Jliis
MPOBENCHUSI AHTErpagHON Tepdy3und TOJOBHOTO MO3ra OCYIIECTBIISIA KaHIOJISIIHIO
BIIC 4epe3 BIIMTHIA COCYIMUCTHIM TpoTe3 10 MM ¢ MOCIENYIOUIMM COEAUHEHUEM C
apTepuaIbHOM MarncTpajbio ammapaTra MCKYCCTBEHHOTO KpoBooOpamienusi. Ha stame
nHunuaun  MK-nokazaTenn mepeOpaibHONM OKCHTCHAIIMH TOJOBHOTO MO3ra ObUIH
BhIIe 60% 0e3 MeKIoMyIIapHoi acumMeTpun (prucyHok 18).

Xupyprudeckasi TeXHUKa MIPOBEICHUS aHTeTPaHON Tiep(y3un TOJIOBHOTO MO3Ta
y alueHTa uMesia TexHuueckue ocooeHHoct. C HavyasioM 1iepeOpaibHON aHTerpaHoM
nepdy3un OJOKUPOBAIM KPOBOTOK OTACIBHO B JICBOM MOJKIIOUMYHOW apTepUH U

HaKJIaJpIBAIM OTIEIbHO 3axuM Ha eanHoe ycrbe BLIC m n1OCA, ocymiecTBisiss Takum



61
obpazoM  OwmiartepaabHyI0  aHTErpagHyl0 mepdy3ui0  TOJIOBHOTO  MO3Ta

UPKYJIATOPHBIM apEeCTOM HW)KHEH MOJIOBUHBI Tela (prucyHok 19).

L64
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Pucynox 18 — Ilokasarenu nepebpaibHOM OKCUT€HALIUN
Ha dTare UHUIMAIUA UCKYCCTBEHHOTO KPOBOOOpAIlICHUS

Pucynok 19 — Anrerpannas nepdy3ust roToBHOTO MO3ra y MallMeHTOB

¢ CILCA 2-ro tuma: A — cxema IpoBeAcHUS IiepeOpanbHOi epdy3nu;
b — untpaonepanuonnas ¢pororpadus
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Ha srane anTterpaanoit nep¢y3uu TOJIOBHOTO MO3Ta C IUPKYISATOPHBIM apecToM
HWOKHEH TIOJIOBHHBI Teda (OPMUPOBAIM KOCOM JUCTalIbHBIM aHACTOMO3 MEXIY
aopraibHbIM mpoTe3oM u  ayroi aoptel  (hemiarch). CormacHo nmaHHBIM
UHTPAOTICPAllMOHHON  LiepeOpalbHON  OKCHUMETPHH, 3HAa4eHHE  LiepeOpanbHOI
OKCUMETPUM B JIEBOM UM IPAaBOM IOJYIIAPUSIX TOJOBHOIO MO3ra BO BpeMs

HUPKYJISATOpHOro apecta coctaBuin /0% 0e3 MEXNoaylmapHOM acuMMETpUU

(pucynok 20).

BAEOLINE N ELENT 19X ALAE ALDIO ONAFF NXT N

Pucynox 20 — Ilokasarenu apTepuaabHOTO JTaBICHUS
U 1epeOpanbHO OKCUI€HAllMK Ha ATane aHTerpagHon nepedpanbHOl
nepy3un U HUPKYJISATOPHOTO apECTa HUMKHEH MOJTOBUHBI TeIa

[lo 3aBepieHMH aHACTOMO3a BO30OHOBJISUIM MCKYCCTBEHHOE KPOBOOOpAIIEHHE C
pacueTHO 00BEMHON CKOPOCTBIO Mep(y3uu € MOCTENEHHBIM COTPeBaHUEM MAallMEHTA.
3aTteM CcPOPMHUPOBAIM MPOKCUMAIBHBIM aOpTalbHBIA aHACTOMO3 HAa YPOBHE CHHO-
TyOyJIIpHOTO COEIUHEHMs. 3HAYeHHE IepeOpaqbHOW OKCHUMETPHH JIEBOIO M MPaBOro
noaymapui B koHue oneparuu coctaBuiin 70% u 71% cooTBETCTBEHHO.

Pannuii mocneonepalMOHHBIN TIepUOA MPOTEeKand cTabuiabHO. [lamueHT ObLI
HKCTYOMpPOBaH B MEpPBbIE CYTKH IMOCJE OMNepaluu U nepeBelieH B ooOmyro manaty. Ilo
nanHpiM - MCKT-nanaoprorpaguum Ha 4-¢ CyTKM BCE aOpTajlbHbIE aHACTOMO3bI
COCTOSITETILHBI, IPU3HAKOB PACCIOCHUS U aHEBPU3MATHUECKOW TpaHChHOpMAIIUU aOpThI
He oOHapyxeno (pucyHok 21). Ha rocmurtaibHOM 3Tame He OBUIO BBISBICHO
MOCJICONEPAIIMOHHBIX OCIIOKHEHUM, B TOM YHCIE HEBPOJOTHYECKOro AeduiuTa.

[TarmeHT BhINIMCAH U3 CTaMOHapa Ha 15-€ CyTKHU B yAOBIECTBOPUTEILHOM COCTOSTHHM.



Pucynok 21 — Ilocneonepanmnonnas MCKT-nanaoptorpadus.
OO0beMHast peKOHCTPYKITUS

JlaHHBIA KIMHUYECKUN TIpUMep JeMOHCTpUpyeT ¢akT d>(PPeKkTuBHOCTH U
Oe3o0macHOCTH aHTerpagHON Tepdy3ur TOJOBHOTO MO3ra, MPOBOAMMON dYepes
OpaxuonedanbHbiii cTBOI, y nanueHToB ¢ CILCA 2-ro Tuna Bo BpeMs XUPyprudecKoi

PEKOHCTPYKIIUK BOCXOJISIIETO OT/IENIa A0PTHI.

6.2 HeBpoJsioruieckuii craryc

B pannem mnocneornepanvonnom mepuoie y 12 (4,6%) mnanueHTOB OBLIM
3apETUCTPUPOBAHBl  HEBPOJIOTUYECKUE  OCNOXHEHUA. CpaBHUTENbHBIA  aHAJIU3
CTPYKTYpbl W YacTOThl ATHUX OCJIO)KHEHHM HE BBISBWJI CTAaTUCTHUYECKU 3HAYMMBIX
pasnmnumii (Tabnuia 9). B cTpyKType HEBPOJOTHUECKUX OCIOXKHEHHH MPEBATMPOBAIIH
JETUPUO3HBIE COCTOSIHUSI — 9 cilydaeB, 4To coCTaBWIO 75% OT OOIIEro KOJWYecTBa
NAIMEHTOB C TMOCJIEONEPAMOHHBIM HEBPOJIOTHYECKUM AepuuuToM. Ilpu 3TOM BakHO

noxuepkHyTh, uto B rpynne No CILCA ¢ukcupoBanach TEHASHIMS K POCTY YaCTOTHI
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nemmpus 1o cpasHenuto ¢ rpymmoid CILCA — 8 (3,9%) ciywaes mpotuB 1 (1,7%)
crydqas  (p=0,414). Takxxke HE0OXOIUMO OTMETHUTh, YTO DJIHU30ABI TIpyOOH
HEBPOJIOTUYECKOW  JUCPYHKIIMM CO CTOPOHBI TOJOBHOTO Mo3ra  (MHCYJIBT)
orcyrctBoBanu B moarpymmne CILCA. Ilpu stom B moarpymme No CILCA B nByx

(0,99%) cityuasix ObLI TUATHOCTUPOBAH CTOMKHIA HEBPOJIOTHMYCCKHUI JCUIINT.

Tabmuua 9 — HeBponmoruueckuii cTraTyc B paHHEM MOCICONEPALMOHHOM

MCPUOAC Y AHAJIU3UPYCMBIX ITAITUCHTOB

[Tokazarenb No CILCA CILCA P-ypOBEHb
(n=202) (n=57)

Wucynet, n (%) 2 (0,99%) 0 0,449

TpaH3uTOpHAs HIIEMHUYECKas aTaka, 1 (0,49%) 1 (1,7%) 0,345

n (%)

Hemupuii, n (%) 8 (3,9%) 1(1,7%) 0,414

IIpu npoBenmenun cyOaHammM3a B OTHOIICHHUM HEBPOJOTHYECKOTO CTaTyca B
MOATPYIIIIaX HE OBLIO OTMEYCHO HEBPOJOTHUYECKOro AchHUIIMTA TOCIE Olepaluu y
nanueHToB rpynnsl CILCA 2-ro tum, Torma kak y nanpeHToB CILCA 1-ro tuma 6putm

AUArHoCTUPOBAHBI 110 OAHOMY CJIIy4dar0 TPAH3UTOpPHASA MIICMHUYCCKAA aTakKa U I[CJII/IpI/II;'I

(tabmura 10).

Tabmuuna 10 — Hepomoruueckwii craryc B paHHEM MOCICONEPAIIMOHHOM

nepuoje y nanueHToB B noArpynmnax 1-ro tun CILCA u 2-ro tunm CILCA

CILCA 1-ro tunia | CILCA 2-ro tuma

[Toka3arenp (n=29) (n=28) P-ypOBEHb
Wncynet, n (%) 0 0 > 0,999
TpanzuTopHas 1 (3,4%) 0 0,321

uireMudeckas ataka, N (%)

Tlenupuii, n (%) 1 (3,4%) 0 0,321
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6.3 KorHuTUBHBII cTaTyC

VY aHaNMM3MpyEeMBIX MAIIMEHTOB PACCMAaTPUBAINA TUHAMUKY KOTHUTUBHOTO CTaTyca
B TEPUOTEPAIMOHHOM TEPUOJIE, pacCUuTaHHyl0 ¢ ucnois3oBanueM MOCA-tecta. Ha
noornepanmonHom 3tarne B rpynne No CILCA cymma 6amioB coctaBuia 24, B rpyIie
CILCA »st1oT nokasarenb JOCTUT ypoBHs 26 OamoB. IIpoBeneHHBIN cTaTHCTHUECKUI
aHallM3 HE BBIABWI 3HAYMMBIX pa3IMUUi 1O HJTOMY IIOKA3aTeli0  MEXIY
aHanusupyembiMu rpynnamu (p=0,49).

CormacHo  pesynmpraraMm  MoCA-TecTa,  TPOBEICHHOIO B  paHHEM
nocieoneparmonaoM mepuoae B rpynme No CILCA, cymma 6amioB mocturia 25,
B rpynme CILCA — 23 6amna. Takum oOpazom, B rpynmne No CILCA Obuta orMeueHa
ciabas moyiokutenabHas AuHamuka (+4%), a B rpynmne CILCA — cnabas oTpunatenbHast
muHamuka (—12%). CrouT OTMETUTh, YTO W Ha TMOCJICONEPAMOHHOM JTare
CTATHCTUYECKH 3HAYMMBIX pa3JIMYMid 10 aHAJTU3UPYEMOMY TIOKA3aTeIr0 MEXIy

rpymmnamMu He 0bu10 BhIsiBICHO (p=0,11) (pucyHoK 22).

]

30
25 -
20 -
15 A
10 -
5
0_

mCILCA mNo CILCA

B6aAA

Ao onepaupn  llocae onepaumm

Pucynok 22 — KOrHUTUBHBIN CTAaTyC aHAIU3UPYEMbIX MMallMEHTOB
110 U NIOCJIE OIepanun
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Pe3rome

Ha ocHOBaHWY OLIEHKH MOCJICONEPAIMOHHOTO KIIMHUYIECKOTO U CyOKITMHUIECKOTO
HEBPOJIOTHYECKOTO  CTaTyca, a TakKe  HMHTPAONEpAI[MOHHBIX  IOKa3aTesen
MPOJIEMOHCTpHUpOBaHa 3(PHEKTUBHOCTL M 0€30MacHOCTh IiepeOpasibHOM mepdy3un
TOJOBHOTO MO3ra y TIAI[MEHTOB C HOPMAalbHOW W BapHaHTHONM aHATOMHEU
OpaxuonedanbHOro cTBoNia. B 00eux Trpymnmax MalMeHTOB HE JOCTHUTHYT TOPOT
CTaTHUCTUYCCKOW 3HAYMMOCTH II0 BCEM CpaBHHBAeMbIM mapameTpaM. OTMeueHo
OTCYTCTBHE JIFOOBIX HEBPOJOTMUECKUX OCIOKHEHWH y marueHToB noArpymmsl CILCA

2-TO TUIIA.
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I'JIABA 7. OBCY/KAEHUE PE3YJIbTATOB

O6mee ycrbe mna BIIC u nOCA sBiseTcs oOAHMM W3 Haubojee dYacTo
JUArHOCTHPYEMbBIX aHOMAJIbHBIX BApUAHTOB CTPOCHHMSI CYIpaaopTaIbHBIX cocy1oB (15—
58%) [2, 26, 86]. CorimacHO JaHHBIM JIMTEPATyphl 3Ta KOTOpPTa MAIMEHTOB,
MPEANOJIOKUTEIbHO, 00Jiee CKIOHHA K Pa3BUTHIO MATOJIOTMM BOCXOJSINEH aopThl C
Oosee OBICTPBIM TeMIlOM yBenwueHus 3toro otaena [/, 8, 10]. Kpome Ttoro,
BBICKA3bIBACTCS MHEHHE O TOM, uTo Takas aHatomuss BIC wmoxer yxynmarh
MOCJICONEPAIIMOHHBIE PE3YJIbTaThl MPU XUPYPTUUECKOM JICYEHUU MATOJOTUMU TPYIAHOU
aopThl, B MIEPBYIO OUEPE/Ib BCIEACTBUE YBEIMUCHUS PUCKA PA3BUTHSI HEBPOJIOTUUYECKUX
coowbITHit [9, 59, 87].

JloonepaliMoOHHBIM aHAJIM3 aHAaTOMHUYECKOTO CTaTyca aopThl U €€ BETBEH HMMEET
CYIIIECTBEHHOE 3HAYCHUE MPHU OIMPEACIICHUN TaKTUKH XUPYPTUYECKOr0 BMEIIATEIHCTRA.
Tak, Setacci F. et al. [2] nemoHCTpUpPYIOT, YTO U3-3a OCOOCHHOCTEH aHATOMHUH yT'H
aopThl HEOOXOAMMO O0Jiee CIOXKHOE U JUIMTEIbHOE BMEMIATENIbCTBO JIJIsi 0OECIICUEHMS
aJICKBaTHOM 30HBI MOCAJKU CTEHT-Tpad)Ta M COXpaHeHUs nepdy3ur TOJOBHOTO MO3ra
IPU  DHIOBACKYJISIPHOM JICUCHMM aHEBPU3M TPYJHOrO OTjAela aopThl. Takxke
BapUaHTHAs AaHATOMUS CYIIPAAOPTAIbHBIX COCY/IOB BIMSIET Ha BEIOOP MecTa KaHIOJSAIUN
Jutst obecrieueHus nepdy3un roJOBHOTO MO3Ta, a TakKe Ha BBIOOp Buja nepdy3uud BO
BpeMs IUPKYJATOPHOTO apecta TpH XUPYPTHUECKOM JICUEHWHW aHEBPU3MBI
BOCXOJISIIETr0 oT/eNa aopThl. OJHUM U3 KPUTUUYECKHU BAKHBIX ACIIEKTOB 3TOW CTOPOHBI
BOIpPOCA SIBIISIETCST BBIOOP Tepdy3HMOHHOW CcTparerud Ipu repedpomporekiuu [87].
HecmoTtpss Ha 3HaUYMMOCTh JAHHOW MPOOJIEMBI, Ha CETOJMHSIIHUN JIEHb B JOCTYITHOM
JUTEPAType HEJOCTATOYHO J0Ka3aTeIbHOW 0a3bl O BIUSHUA aHATOMHUYECKUX aHOMAJIUN
OpaxuolieanbHOrO CTBOJIA HAa OCOOEHHOCTH XHPYPTrUYECKON TEXHUKUW M PEe3yJbTaT
OTIEpAaTUBHOTO BMEIIATEILCTBA HAa TPYAHOM OTEIIC a0PTHI.

Jlist pemieHuss JaHHOW 3a7a4yM OBLJIO TPOBEICHO HACTOSIIECE WCCIICIOBaHUE,
B KOTOpOE ObLIO BKJIFOYEHO 259 MalMeHTOB ¢ aHEBPU3MON BOCXOJISIIIETO OT/EIa a0PThI
B codyeranun ¢ HopMmaibHOU (rpymma No CILCA) u BapmantHoU (rpymma CILCA)

anatomueit BIIC. B paboTe Oblia mpoBelieHa KOMIUIEKCHAs OLEHKA aHAJIM3UPYEMBbIX
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napaMeTpoB y oOCYyXJIaeMbIX MAallMeHTOB Ha J0- M IMOCJEONEpPAllMOHHBIX 3Tarax
XUPYPrUYECKOrO JICUEHHUs, BKIIOYAs BOMPOCHl (EHOTUIIUYECKOTO M TE€HETHUYECKOTO
BJIMSIHUS M aHATOMO-(YHKIIUOHAJIbHBIX XapaKTEPUCTUKU IPYIHON aOpTHI.

CoriacHO JaHHBIM MPOBEACHHOTO aHajlIW3a J0ONEPALMOHHAs XapaKTEPUCTUKA
NAIMEHTOB ObUIa COMOCTaBUMa MEXIY OOCYKIAaeMbIMU TIpyNIaMH IO OCHOBHBIM
aHTPOIIOMETPUYECKUM KPHUTEpPHUSAM: BO3pacT, IOJ, POCTO-BECOBBIE IAPAMETPBl U
oAb MOBepXHOCTH Tena. Kpome »3Toro, B wHcciaenoBaHuu ObUT  TPOBEICH
CpPaBHUTEIBbHBIM aHamu3 (OHOBOI/comyTcTBYIOLMIEH marosorud. OCHOBHBIMH B
CTPYKTYype KOMOPOUAHOCTH ObUIU: aTepockiepo3 14%, OukycnuaaibHbI aopTaIbHBINA
KJyanas 29%, KuCThl TapEHXUMATO3HBIX OPTraHoB §8%.

CorylacHO JJaHHBIM JINTEPATypPhl COUETAHUE ATEPOCKIEPO3a U aHEBPU3MBI aOPTHI
BCTPEYAETCS] OTHOCUTEIBHO YaCTO. YCTAHOBJIEHO, YTO y 3THUX HO30JOTUUA HMEIOTCS
o0IIMe MaTOreHeTUYEeCKHEe MEXaHU3Mbl M (akTopbel pucka. B psjge HaydHbIX paboT
aTepoCKIIEpPO3 paccMaTpuBaeTcs Kak (akTtop pa3BuThs aHeBpu3Mbl aopthl [88]. Tak,
Goncharova I.A. et al. [89] B cBoeM uccIiieOBaHUM BBISIBHIIHN, YTO aT€POCKICPO3 AOPTHI
W aHEBpPU3Ma aopThl HMMEIT NEPECEKAIIINECS MOJIEKYJIPHbIE MEXaHU3MBI MU
T€HETUYECKUE H3MEHEHHUs, YTO CBUJIETEIbCTBYET O BO3MOXHOW B3aMMOCBSA3M 3THX
NATOJIOTMYECKUX  IpoueccoB. HecMoTpss Ha  A0CTaTOYHBIA  MacCUB  JAHHBIX
OTHOCUTEJIBHO HW3Y4YEHUS AAHHOIO BOIIPOCA, HA CETOAHSIIHMA JEHb NPaKTHYECKU
OTCYTCTBYIOT MCCJIEJOBAHUS O COYETAHUHU aTEPOCKIIEPO3a U aHEBPU3MbI BOCXOSIIETO
oraena aopTel y mnanueHTtoB ¢ eauHbiM yctheM BLC um 1OCA. B mnpoBeneHHOM
UCCJIEIOBAHUM YacTOTa BCTpedyaeMocTu arepockiepos3a aopTsel B rpymmne No CILCA
coctaBmia 27 (13,3%) ciayuaeB npotus 9 (15,7%) ciyuaer B rpymme CILCA (p=0,632).
Takum 00pa3oM, He ObUIO BBISIBICHO YBEIMUEHHOM YacTOTHI aT€pPOCKIEPOTUYECKOTO
MOPa)KEHHUS a0pThl y MAIMEHTOB C BAPUAHTHON aHaTOMKEN OpaxuouedanbHOro cTBOIA.

CornacHo JaHHBIM JIUTEPATyphl y MAIMEHTOB C BapuaHTHOM aHatomued BIIC
YacTOTa BCTPEYACMOCTH OuWKychuaaipbHOro aoptaimbHoro kianana (BAK) Beime
OTHOCHUTEJILHO TIAIIMEHTOB ¢ HOpMaJlbHOU aHaTomuei cocyna [90]. YuurteiBas Hanudue
aHOMAJIMM AOPTAJBHOIO KjamaHa y MalMeHTOB ¢ BapuaHTHBIM cTpoeHreMm BILIC,

BBIABJICHHAA YBCIMYCHHAA YaCTOTAa pPas3sBUTHA aHCBPHU3M BOCXO,Z[HIHCﬁ A0pThl MOXKCT
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ObITh B ONpENeNeHHOW cTeneHu oOycioBieHa 3hdEeKToM OMKYyCTUAATBHOTO
aopTaJIbHOTO KiTamaHa [43, 91].

B mHacrosimield nuccepTaluu  BbIsIBIIEHHas yactoTa Bcerpedaemoctd  BAK
OTIIMYaJIach OT ONyOJMKOBAHHBIX AaHHBIX. Tak, yactora BctpeyaeMoctu bAK B rpynmne
CILCA cocraBuna 24,5%, a B rpynne No CILCA — 30,1% (p=0,420). BeposrHo,
oOpaTHOE COOTHOIIIEHHWE aHOMaluil aopranbHoro kianaHa u BIIC B aHanmuzupyembix
rpynnax c6ajiaHcupoBajo B3aUMHBIA HeraTUBHBIN 3(h(EKT Ha aOpPTaIbHYIO CTEHKY U HE
MO3BOJIMIJIO PEANIM30BATHCSl YBEIUUYEHUEM YacTOThl aHEBPU3MbBI BOCXOJSINEH a0OPThI Y
narerToB rpymmbsl CILCA.

Kpome »3TOro, B sureparype MpeACTaBIE€HbI JaHHBIE O COUYCTAHUHM aHEBPHU3M
IPYIHOI a0pThl C HaXOJKaMU B MAPEHXWMATO3HBIX OpPraHax, HapUMeEp C KUCTaMHU
nouek [92]. Tak, mo manasiM Brownstein A.J. et al. [45], y narieHTOB ¢ 00IUM yCTheM
BIIC u 10OCA B coyeTaHuu ¢ KUCTaMH NIOYEK PUCK PA3BUTHUS AaHEBPU3MbI BOCXOISIIETO
otaena Beile. [lpu npoBeaeHUH aHamu3a MONMYYEHHBIX B JIUCCEPTALlMU JAHHBIX OBLIO
BBISIBJICHO, YTO YaCTOTa BCTPEUAEMOCTH KHCT MOYeK He3HaunMo Bhiiie B rpymme CILCA
B cpaBueHun ¢ rpynmnoii No CILCA — 14 (6,9%) npotus 5 (8,7%) ciaydaes (p=0,632).
Takum 06pazom, Ha OCHOBAHUH MPOBEACHHOTO aHAINM3a HE MOATBEPKACHO yBEINYCHUS
YacTOThl IMATHOCTUPOBAHMS KHUCT MOYEK y nmanueHToB ¢ aHoManusamu BIIC. Bmecre c
TEM BIIOJIHE BEPOSITHO, 4YTO TaKO€ pa3uyve MOXKET ObITh 3HAa4UMbIM B OoJjee
MacCIITa0HBIX UCCIEAOBAHUSIX.

C nenpto moucka GyHIaMEHTAIbHON IudQepeHranum Mexay MarueHTaMu ¢
HOpMaJIbHOM U BapuaHTHoi aHaromued bBIIC Obut0 NpoBeAEeHO TIeHEeTHYecKoe
tectupoBanue. Y maunueHtoB rpynnsl CILCA BeisiBieHo 13 TeHOB HeomnpeaeneHHOU
3HAYUMOCTH B JIOTIOJIHEHHE K Yyke u3BecTHbIM paHee FBN2, NOTCH1 u COL5A2 [93,
94]. Mo pe3yabTaram ucciaenoBanus y manueHToB ¢ CILCA BrepBbie ObL BBISIBICH
BapuanT C.610-2A>G rena CCDC39, «koropblii, BEpOATHO, MOXET OBITh
HETMOCPEACTBEHHO CBsA3aH ¢ pazButreM eauHoro ycrbs BLIC u 1OCA. CTouT 0TMETUTD,
4TO BBISIBJICHHBIN BapHaHT reHa, HaOMoJaeMblil y HOCUTENICH pa3sTuYHbIX (PEHOTHUIIOB,
UMEET pa3HbIi YPOBEHb TMPOSIBICHHUS €ro IEHETPAHTHOCTH: OT OTCYTCTBHS

KJIMHUYECKOr0 TPOSABIACHHUS 110 TsbKenoro 3aboneBanus [44, 93]. Taxke crouT
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OTMETHUTbh, YTO HAWICHHBIA T'€HETUYECKUN BAPUAHT MOXKET SBISTHCS MOIUMDUKATOPOM
JUISL APYTOro TEHETWYECKOTO BapHWaHTa, a HE OBITh MPUYMHOW pPa3BUTHS aHOMAJIUU
ctpoernsi BIIC. C ydeToM 3TOro MOXXHO TpEIroJjiaraTh O HAJIWYUHM CBS3M BapuaHTa
€.610-2A>G rena CCDC39 ¢ pa3zsutuem BapuantHoii anaromun BLIC.

Kpowme 3toro, y marueHToB ¢ BapuanTHON aHatomuel BL[C B cTpyKType T'eHOB C
HEOTpeIeTICHHON 3HAYUMOCTBIO OBLITH BBISIBIICHBI MUCCEHC-3aMEHBI
.2564T>C:p.Phe855Ser rena ANKS6 u €.7841C>T:p.Ala2614Val rena FBN1. Oxgnako
BapuaHT C.7841C>T rena FBN1 oGnagaeT HU3KMM TIOKa3aTejeM IMaTOTEHHOCTHU IO
kinaccudpukaropam CADD (Phred=23,6) m AlphaMissense (0,112) [89]. B cBomo
ouepeb y BapuanTa €.2564T>C:p.Phe855Ser rera ANKS6 nipocexnBaercsi coueTaHHe
aHEBPU3MbI BOCXOJSIIETO OTJENa a0pThl C MATOJIOTHEH yTH, CTEHO3a aopTaJIbHOIO
KJIamaHa U XpOHHYeCKoW Oonie3Hu modyek. O BEpOSITHOM BBICOKOM BKIIAJ€ B Pa3BHUTHE
eaudoro ycthsi BIIC u mOCA roBOpHUT BBICOKUI TMOKa3aTellb MaTOT€HHOCTH JAHHOTO
BapuaHTa 1o kiaccuduraropam CADD (Phred=28,3) u AlphaMissense (0,972).

YuutsiBas HEO/THO3HAYHBIE (eHOTUTIO-TEHETHYECKHE 0COOEHHOCTH
o0Cy)X/1TaeéMbIX  TAIMEHTOB,  MPOBEJACHUE  JIETAJbHOTO  aHajiu3a  aHATOMO-
(YHKIIMOHATBHBIX CBOWCTB a0PTaIbHOW CTEHKH MPEACTABIISACTCS IIEIECO00pa3HBIM C
IEJbI0 BBISIBJICHUS KPUTEPUEB, CIIOCOOHBIX TMOBJHUATH HA OINPEJCICHHE CTPAaTeruu
XUPYPTUUECKOTO BMENIATENIbCTBA.

C y4eToM COBPEMEHHBIX PEKOMEHIALUHK MO JICYEHUIO AHEBPU3M TPYyAHOU H
TOPaKoaOJOMUHAIBHOM AOPTHI KJIIOYEBBIM KPUTEPUEM JUIsl TPUHATHUS PEHICHHUS O
XUPYPrU4eCKOM BMeEIIATEIILCTBE SABJSCTCS auameTp aopThl > 5 cm [13]. OmHako Bce
OOJIBIIIC aBTOPOB TMPHU3HAIOT HECOBEPIICHCTBO JAHHOTO KPUTEPHS MPH BHICTABICHHH
nokazanuid K oneparu. Takx, Mansour et al. [95] B cBoeM ucciaemoBaHHM TTOKA3bIBACT,
yTo B 80% cnydasx HHMCCEKIMS aOPThl NMPOMCXOAUT NPH MEHBIIEM JHAMETPE A0PThI
(«aortic size paradox»). B ¢Bsi3u ¢ 3TUM BeIETCS MOMCK HOBBIX KPUTEPHEB M MOPOTOBBIX
3HAUYEHUN C OOJIbIIEH MPETUKTUBHOM TOYHOCTHIO A0PTO-aCCOIMUPOBAHHBIX COCTOSHUU.
B nacTosee BpeMs Bce Oobliie BHUMaHHUE YACTSETCS TAKOMY MapamMeTpy, Kak JJIuHa
aoptel. [lo mMaHHBIM psifa HCCIEIOBAHUN 3Ta XapAKTEPUCTHKA 110 CPABHEHHIO C

AUaMCTPOM cCoCyda IPOABIISCT 60J'IBHIYIO YYBCTBHUTCIIbBHOCTb B OTHOIICHHUHU aOPTO-
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aCCOIMUPOBAHHBIX ocioxHeHUH (28% npotus 4%) [96-99]. Bonee Toro, B kauecTBe
MOPOTrOBOr0 3HAYEHMS JUIMHBI BOCXOAIIEH a0pThl (OT aOPTaIbHOrO KjamaHa J0 yCThs
BIIC) Wu J. et al. [49] onpenenunu ypoBeHb Oosiee 115 MM. ABTOpBI yCTaHOBHIIH, YTO
PHUCK aOpTAJBHBIX COOBITUI MTPU NPEBBILIEHUN STOTO MOPOra 3HAYUTEIBLHO BO3PACTAET.

B nanHOM uccienoBaHuM ObUT MPOBEJEH aHAINW3 aHATOMUYECKUX IMapaMeTpoB
aopThl, BKJIOYas JAMAMETP M JJIMHY HE TOJBKO BOCXOJSIIEH aopThl, HO U JPYrUX
OTJZIEJIOB I'PYTHOM a0PThI. BBIABIECHO, 4TO ITPU CONOCTABUMBIX pa3Mepax rpyIHON aOPThI
y 00CYX/JIaeMbIX TPYIIl MalMEHTOB TUAMETp TYOYJSIPHOM 4YacTU BOCXOJSINEH aOpThI
ob11 Oompiie y mamueHToB Tpymmbl NO CILCA OTHOCHTENbHO TAIMEHTOB TPYIIIIBI
CILCA — 51 [43; 70] mm mpoTtuB 49 [41; 69] mm cootBeTcTBeHHO (p=0,266). U
Ha000pOT, pazMepsl KOpHs aopThl ObuTH Oosibiie B rpymme CILCA — 45 [34; 70] npoTuB
44 [32; 65], p=0,319.

[Ipu nmpoBeneHNM aHaM3a JJUH CETMEHTOB aOPThl Y MAIMEHTOB C aHEBPU3MOIl
BOCXOJSIILIETO OTJeNa B 00CYKJIa€MBIX TPYINax YCTAHOBJIEHO, YTO MPU COMOCTaBUMBIX
napameTpax JAuaMeTpa aopThl JJIMHA HEKOTOPBIX CErMEHTOB pa3iuyaiack. Tak, 3a cyeT
TyOyJIIpHOTO CETMEHTa BOCXOJSLIEr0 OTAeNia aopThl B TIpPYIIE C HOpPMaJIbHON
anaromuerr BLIC cerMeHT BOCXOAsIIEN aopThl OT AOPTAJIBHOTO KJIAllaHA IO YCThA
OpaxuorieanbHOTO CTBOJIA ObLT CTATUCTHYECKH 3HAYMMO JUIMHHEee. HecMmoTps Ha TO
4YTO HU B OJIHOM TpYyIIiEe CpeHUE 3HAYCHMs IJIUHBI BOCXOSIIENH aOpThl HE TOCTUTAIIU
«KpuTHYEeCKoroy» mopora, y 45,5% mnamuentoB ¢ HopMmaibHOM aHatomued BIIC u y
28,5% mnanuenTtoB ¢ BapuanTHOWM aHaTtomueil BIIC perucTpupoBanoch MOBBIIICHHUE
MOPOTrOBOr0 3HAYEHMSI IJTMHBI Bocxoadiiero otaena aoptol (115 mm). Takum obpazom,
ObLJIa TOJIydeHa MHBEPCUOHHASI KapTHHA: y MallMEHTOB ¢ HOpMaibHOU aHaTomuen BIIC
NOTEHUUATBHBIA PUCK Pa3BUTHS A0PTO-aCCOLMMPOBAHHBIX OCIOXKHEHMN ObLT Ha 17%
BBILIIE OTHOCHUTEJIBHO MAaIMEHTOB ¢ BapuaHTHoW aHatomued BIIC. Taxxe B rpymme c
enHbIM ycTheM BLIC m 1OCA BBISBIEHO YBENMYEHHUE pa3Mepa U JJIMHBI KOPHS, HO
CTAaTUCTUYECKU 3HAUMMBIX paziuuuii oOHapyxkeHo He Obuio. IlomyueHHbIe HaHHBIE
Hanui noareepkacHue B uccienoBanuu Della Corte A. et al. [100], roe Taxke He
ObUTIO OTMEeUeHO BiMsiHUS BapuaHTHOW aHatomMuu BLIC Ha anuny TyOynspHON 4acTu u

KopHs aoptsl [101].



72

Ha ceroansiiinuii neHp mpobiieMa U3y4eHHUs 3MacTUYeCKUuX U AeOpMaIlMOHHBIX
CBOMCTB aopTanbHOU cTeHKH npu oMo MCKT manonsydyeHa. 3a4acTyro X OLICHKA
BBITIOJIHAETCS C HCMOJIb30BAHUEM  YIIBTPA3BYKOBBIX METOJOB HCCIEIOBAaHUS U
MarHuTHO-pe3oHaHcHoi Tomorpaduu [107-109]. Croutr oTmMeTuTh, YTO AOpTAIHHAS
CTEHKa CIOcOOHa K TIPOLECCY CaMOpEeryjlupoBaHus U MOAJEpkKaHUIO OanaHca
9JIACTUYHOCTH M MPOYHOCTH IPH HM3MEHEHHH MEXaHMYeCKuX Harpy3ok [110-112].
JlanHast cHOCOOHOCTh CTEHKM aOpThl BO3MOKHA Ojaroaapsi BHEKJIETOUHOMY MAaTPHUKCY
OEJIKOB aOpThl, KOTOPBIM CHHTE3UPYETCS B OTBET Ha TpPaHCPOPMALUIO XUMHUKO-
MexaHndeckoro okpyxkenums [113, 114]. Ora wunbopmanus oOiagact OOJNBIIUM
NOTEHIIMAJIOM B OTHOUIEHUM KAUYE€CTBEHHOW OLEHKH CTEHKHU A0PThl, KOTOPas B CBOIO
ouyepeb MOKET OKa3bIBaTh BJIMSIHHE HAa BBIOOP CTPATErMU XUPYPrUUYE€CKOro JICUEHUs
BOCXOsIIero otena aopthl [102—-106].

Jis  GopMUpOBaHUS  KOMIUIEKCHOW  aHAaTOMO-()YHKIMOHAJIBHOM  KapTHUHBI
AOpPTAJIbHOM CTEHKH Yy O0OCY)XJIaeMbIX MAlMEHTOB, KpPOME H3yYEHUS aHATOMUYECKUX
XapaKTEPUCTUK TpPyNI MAlUMEHTOB, ObUI MPOBEAEH AaHAIM3 JJIACTUYECKHX U
ne(OpMAlMOHHBIX CBOMCTB, BKJIIOYAIOIIMM KOMIUIAEHC, pPacTsDKUMOCTb, HWHJAEKC
KECTKOCTH, LIUPKYJSAPHYIO Ae(POPMALIMIO HA BCEX YPOBHSIX A0PTHI.

Takum oOpazom, y manuentoB B rpynmne CILCA Ha ypoBHE CHHO-TYOYJISIpHOTO
COEJIMHEHHs A0PTAJIbHASI CTCHKA MMEET HU3KUH KOMILIAEHC, a TAKKE XapaKTepu3yercs
MEHBIIIEH PaCTSHKUMOCTBIO U MEHBIIIEH CIOCOOHOCTHhIO K LUPKYJISIpHOU Jaedopmaiiuu.
Takxke MOXHO TPEAIONOXKUTh, UYTO TMAIUMEHTHl C HOPMAJbHOM aHATOMHUEHU
CYNpaaopTAIbHBIX COCYIOB HMMEIOT 00Jiee CKOMIPOMETUPOBAHHYIO CTEHKY aOpThl B
cpaBHeHUM ¢ mnanueHtamMu ¢ eauHbIM ycTtheM BbIIC m nOCA. OpHako B CBsI3UM C
OTCYTCTBUEM CTaTUCTUYECKH 3HAYUMBIX PE3YJIBTATOB MOXXHO MPEANOIOKUTh, YTO
ANACTUKO-NIe(OpMAIIMOHHBIE CBOMCTBA A0PTAJIbHOM CTEHKH Y MALIMEHTOB C BApUAHTHOMN
anatomueil BIIC comocTaBUMBI ¢ TaKOBBIMH Y MAlMEHTOB C HOPMAJIBHOM aHAaTOMHEH
COCYJIOB JIyTH.

OOpamaer Ha cebs BHMMaHHE TOT (DAKT, 4YTO B JIUTEpaType HEAOCTATOYHO
JAHHBIX O BIUsSHWM BapuaHTHOW aHatomuu BIIC Ha pe3ynpTaThl NpPOTE3UPOBAHUS

BOCXOI[}IHICﬁ a0pThl, B CBA3M C UYEM OBLT IMPOBCACH aHAJIM3 TCUYCHHA PAHHCTO
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nocieoneparonnoro nepuoga y mamueHtToB ¢ CILCA uw No CILCA mocne
XUPYPTrUUYECKOT0 JICUCHHUSI aHEBPU3M BOCXOISAIIETO OTAENA.

AHanu3 TEYeHUs PAaHHEro IMOCJIEONEPAIMOHHOIO TMEepHoJia B HCCIEIYyEMBIX
rpynnax BKJIIOYall OLEHKY YacTOThl U CTPYKTYpBI MOCIECONEPAMOHHBIX OCIOKHEHUM,
a TAaK)K€ YpPOBEHb M TMPUYUHBI JIETAIBHOCTU. PaHHUE HCXOABl MPOTE3UPOBAHUS
BOCXO/JISIIEH AOPThl CTATUCTMYECKH 3HAUYMMO HE PA3IMYAIUCh MO YacTOTE Pa3BUTHS
JIBIXaTeNIbHOM HEIOCTaTOYHOCTH, YacTOTE PAa3BUTUS OCTPOTO TOBPEXKACHHUS IOYEK,
NOTpeOOBaBIIETO MPOBEACHUS TeMOIUANIN3a, a TAKKE MOTPEOHOCTH B peoneparusix mno
noBoay KpoBoTeueHus. OJIHAKO CTOMT OTMETUTh, YTO YacTOTa JbIXaTeIbHOU
HEJIOCTATOYHOCTH, TPEOYIONMIEH MPOJICHHON HMCKYCCTBEHHOW BEHTHJISIIUU JIETKUX B
4 paza yamie Habmonmanack y manueHtoB rpymmsl NO CILCA (6,9% npotus 1,7%,
p=0,142). C yyeToM »3TOr0 [JIUTEILHOCTh HAXOXKJACHUS IMAIlMEHTOB B Majare
unteHcuBHOM Tepanuu B rpynne NO CILCA Obuia craTUCTHYECKH 3HAYMMO OOJIbIIe
(p=0,026).

Pannsis mocneomneparmonnas jetanpHOCcTh B Tpymme No CILCA cocraBuia
7 (3,4%) cnyuaes. JleranprocTr B rpymme CILCA He ObuIO.

[TomydeHnHble B AuUCCEpPTAllMU JaHHBIE MO3UTUBHO COOTHOCATCS C PE3yJIbTaTaMu
uccienosanuss Dumfarth J. et al. [27], koropbie aHanM3UpOBaM PE3yJIbTATHI
XUPYPTUUECKOTO JIEYEHUSI y MAIlMEHTOB C PACCIOCHHEM aopThl U PAa3HOW aHATOMHUEH
BIIC. B pabote Takxe ObUIO MNPOAEMOHCTPUPOBAHO OTCYTCTBHE CTATUCTUYECKHX
3HAUMMBIX Pa3JU4YMi B OTHONICHUH OCJIOXHEHHWW B paHHEM TOCIEONEePaMOHHOM
NIEpPUO/IC, a TAKXKE PAaHHEH JIETATBHOCTH Y aHATU3UPYEMBIX MAIlIEeHTOB.

Hcxonms w3 HTOr0 HA OCHOBAaHWM IIONYYCHHBIX PE3YJIBTaTOB M JIAaHHBIX
JUTEpaTypbl MOKHO KOHCTaTUPOBaTh, uTo Hanuuue eauHoro yctbst BLIC u 1OCA nHe
OKa3bIBaCT HETaTMBHOTO BIHMSHUS HA TEYCHHE PAHHETO MOCICONEPAIMOHHOTO Meproia
Ipy  XUPYPTUYECKOM JICUEHWW AaHEBPHU3M BOCXOJSIIETO OTHENa aopThl, BKIIOYAs
JICTATBHOCTb.

3amura TOJOBHOTO MO3ra MNpU TOMOLIM MNepPy3ud Ha CEroJHSALIHUN JIeHb
OCTaeTCsl KIIIOYEBBIM AaCIEKTOM OPraHOMPOTEKIMH MPH OINEepalusX Ha BOCXOSIIEM

OTACJIC aOpPTHhI. TaK, Inpru JJIUTCIbHOM PCAYIUPOBAHHOM KpOBOCHa6)K€HI/II/I T'OJIOBHOTI'O



74
MO3ra BO BpeMs IUPKyIATOpHOro apecra (Oomee 50 MHMHYT) yHWIAaTepaabHas
aHTerpaHas nep@ysusi rTOJIOBHOTO MO3Ta MOTEHIIUAIBHO XapaKTePU3YeTCsl CHIKEHHBIM
npoduiiem Oe3omacHocTu. bunarepanbHas anTerpaaHas nepdysusi TOJIOBHOTO MO3ra B
CBOIO ouepenb TpeOyeT MOMOJHUTENbHBIX MaHUMYIAUUA ¢ OpaxuouedarbHbIMU
apTepUsIMU, YTO COMPSIKEHO C YBEIMYEHHEM PUCKA HEBPOJOTHYECKUX cOObITUM [115—
117].

Takum o00pazom, HECMOTpPS Ha TO YTO B COBPEMEHHOH JHTEpaType BeayTCs
JUCKYCCUU TI0 BBHIOOPY METOJIa 1epeOpONpPOTEKINH, LENbIA Psifi aBTOPOB CUUTAET, YTO
IpU HEMPOJOJDKUTEIILHOM IUPKYJISTOPHOM apecTe yHHIaTepalbHas LepeOpanbHas
nepdy3us sIBiIseTC HanboIee ONTHMAJIBHBIM Moaxo10M [66—70,115-118].

CrnenoBatenbHo, ipu kaHtoisinuu BIIC co3nmaroTcst onTuManbHble YCIOBUS IS
NPOBEJCHUS AaHTErpagHOW Tepy3uH TOJOBHOTO MO3ra, a TakkKe HMEETCS Pl
JIOCTOMHCTB  Mepell PEKOMEHJOBAaHHBIMM  CHOCOOAMU  KAaHIONSAIMU —  MPaBOM
HOIKTFOYNIHOMN/TIOIMBITIIeYHOM apTepui [119-123].

OddexkTuBHOCT M 0E€30MaCHOCTh AHTETpPajHON Mep(y3uu TOJOBHOTO MO3ra
yepe3 bBIIC, oTMmeueHHas pa3HbIMH aBTOpamMH, B TOM 4YHCIe Oa3upyeTcs Ha
OMyOJMKOBAHHBIX HCCICIOBAHMIX O AMHAMHUKE HEHpPOH-CTIeNM(UYECKON €HONa3bl U
KOTHUTHBHOT'O CTaTyca ONEPUPOBAHHBIX manueHToB [116-118].

B pamkax nuccepranmoHHOW paboOThl ObLT MpoBeleH aHaiu3 3(PQGEeKTUBHOCTH
aHTerpagHoi nepdy3ruy TOJOBHOTO MO3Ta y MAIMEHTOB ¢ HOPMaJbHOW U BapHWaHTHOU
anatomueit BILIC.

[To manubiM uH(pakpacHoil cnekrpockonuu B rpynnax CILCA u No CILCA
YPOBEHb OKCHUTEHAIIMM TOJOBHOTO MO3Ta B TEYCHHE BCEH OMNepanuyd HaxXOAWJICS B
nuanazone 62—72%. Ilpu ananmu3e MaHHOTO MOKa3aTens B MEPUOJ LUPKYISTOPHOTO
apecta ObUIO OTMEYEHO: B OOCYXJIaeMbIX TpYIIAaX YpPOBEHb MEXreMHucpeparibHON
aCUMMETPHUH Ha TOM JTare onepamnuu He npesbiman 4%. IToT HakT CBUAECTEILCTBYET
00 ajzieKkBaTHOM 11epedpaibHOM nepdy3un 000UX MOIyIIaApUNA TOJIOBHOTO MO3Ta.

CornacHO TOJYYCHHBIM JaHHBIM YacTOTa HEBPOJOTHYECKHX OCJIOXHEHHH B
aHAMM3UPYEMBIX rpymmax Obiia comoctaBuMon — 5,4% B rpymnme No CILCA u 3,5% B

rpynnie CILCA (p=0,542). 3HauuTeNbHYIO [I0JII0 B CTPYKType HEBPOJOTHYECKOrO
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nedumuTa coctaBuiu aenupuosnbie coctosinus: B rpynne No CILCA ona Obuia Belie
otHocutenbHO rpymmbl CILCA — 3,9% u 1,7% cooTBETCTBEHHO.

Opnako Dumfarth J. et al. [27] B cBoeM uccieqoBaHHM MPU aHAIW3E PAHHETO
MOCJIEONEPAIIMOHHOIO NEPHOJA MOCIE XUPYPTHUECKOTO JIEUEHHSI OCTPOIrO PACCIOCHUS
aopThl OTMETUJIM, YTO B Tpynne ¢ BapuaHTHou aHaromued BIIC yacToTa MHCYNBHTOB
ObLTa 3HAYUMO BBIIIIE B CPAaBHEHHWH C HOpMajbHOW aHaToMuel cocymoB ayru (24,5%
npotus 10,2%, p=0,009). Ilo MHEHUIO aBTOPOB, BEPOATHBIMU NPUUMHAMHU PA3BUTHS
TSKEJIOTO0 HEBpOJIOrHUeckoro Aedunura y nanueHToB ¢ enunbiM yctbeM bLC u n1OCA
cramu. (i) pacnpoctpanenue auccekiuu Ha bBIIC; (ii) ajapTepHaTUBHBIC BapUAHTHI
uepedponporekuru (0ecnepdy3nOHHBIM LHUPKYISATOPHBIA apect, nepdys3us uepe3
Oenpennyto apteputo). Syperek A. et al. [59] u Samadhiya S. et al. [60] Takxe
IPEANOIATral0T, 4TO BapuaHTHas aHaTtomus bBIIC MoxeTr wurpate OgHy M3 BELYIIHMX
poJiell B pa3BUTUM WHCYJIbTA y MAIMEHTOB, MEPEHECIINX XUPYPTUUECKOE JICYCHUE T10
NOBOJy MATOJIOIMU IpyAHOU aopThl. [lo MHeHMIO aBTOpPOB, eanHoe yctbe bLIC u 1OCA
CO3/1aeT TEeMOJUHAMHYECKHE YCJIOBUA [UISI a’po- H MaTepUATbHOH AMOOIHH
KapOTHIHOTO OacceiiHa, MPeUMYIIECTBEHHO C JIEBOW CTOPOHBI.

HecmoTpss Ha OTCYTCTBHE 3HAYUMBIX MEXIPYMIOBLIX pa3Iudii, dYacToTa
HeBposiornueckux ocnoxHeHuit B rpynmne CILCA otnocurensHo rpymmbsl No CILCA
Obl1a MeHbine. OMHUM U3 MOTEHIIMATBHBIX (PAaKTOPOB, CIOCOOHBIX OKa3aTh BIMSHHUE Ha
CHW)KCHHE YPOBHS IepeOpanbHbIX ocnoxHeHuld y marueHToB ¢ CILCA, moxer ObITh
BapuaHT oOecrneueHus I1epedpanbHo mnepdys3uu. [IpeAnonoxuTensHO, KaHIOJSITUS
BIC nns anterpagHoil mepdy3uu TOJIOBHOTO Mo3ra PEr Se OKas3blBaeT MO3UTHBHOE
BJIMSIHUE HA HEBPOJOTMYECKUN CTAaTyC MMAUMUEHTOB. BO3MOXKHBIM MEXaHWU3M 3TOTO
3aKJTF0YAETCSl B OCOOCHHOCTSAX apTePUATBHOTO IMOTOKA, KOTOPRIH mpu KaHtosuu bIIC
HampaBlieH HE TOJBKO KPAaHUAIBHO B TOJIOBHOW MO3T, HO M KayJaJbHO B HAMpPaBICHUH
JyTH aOpThI, YTO CO3/Ia€T TEMOJWHAMUYECKUN Oapbep, MPEMSITCTBYIONIUN a’po- U
MaTepHaNbHOU IepeOpaibHOM SMOONHMH TIOCHIE CHSTHS AOpPTajJbHOTO 3aXKHUMa U
BOCCTAHOBJICHUH CEPJICUYHON ACSITEITHHOCTH.

Hns  Oonee  ngetanbHOrO — mMOHUMaHUS 3 @exkTuBHOCTH  oOecredeHus

OwnarepanbHOW TNepy3uu TOJIOBHOTO MO3Ta BO BpeMs IUPKYJIATOPHOTO apecta
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narueHToB ¢ CILCA Obu1 mpoBeieH aHaIn3 HEBPOJOTUYECKOTO CTaTyca U MmoKa3aresei
nepedpanpHoil okcurenanuu B noarpynmnax CILCA 1-ro tuna u CILCA 2-ro tuna.

[Ipu mpoBeneHnn aHayu3a KojaebaHuil iepeOpaibHO OKCUMETPUH B MOATrpyIIax
CILCA 1-ro tum u CILCA 2-ro Tum Ha 3Tarne MUpKYJISITOPHOTO apecTa C aHTeTPaIHON
nepdy3ueit roJoBHOTO Mo3ra MexnonymapHas acummetpust B noarpynmne CILCA 1-ro
tuma cocrabsmwia 6%, B moarpynmne CILCA 2-ro tuna nocrurna 4%. U3 storo cnemyer,
YTO NMPUMEHEHNE METOJUKHU OWIaTepaIbHON aHTETpagHON mepdy3uu TOJOBHOTO MO3Ta
yepe3 BIIC y manmentoB ¢ CILCA 2-ro Thma MOXHO paclieHMBaTh Kak OoJiee
3¢ (HEeKTUBHYIO.

OreHKa TOCIIEONEePAIMOHHOTO HEBPOJIOTHYECKOTO CTaTyca y TAlUeHTOB B
noarpynmnax rpynnel CILCA Ttakxke He BbISIBHIIA 3HAUUMbBIX paznuuuid. [lpu
MIPOBEICHNH Cy0OaHan3a B OTHOIIICHUH HEBPOJIOTHYECKOTO CTaTyca He OBIJI0O OTMEYECHO
HEBpoJIOTHYeckoro aeduiura mnocie omnepanuu y nanumeHtoB rpymmbl CILCA 2-ro
tuma, Torna kak y marueHToB CILCA 1-ro tuma OblIM TUarHOCTUPOBAHBI 1O OJHOMY
CIIydaro TpaH3UTOpHas HimeMudeckas ataka (3,4%) u nemupuii (3,4%).

Hcxons 13 MoMydeHHBIX PEe3yJbTaTOB MOXKHO MPEIOIOKUTh, YTO €IMHOE YCThE
BIIC n 1OCA y nmanveHToB He yXyAIaeT TEYEHUE MOCIEONEPALMOHHOTO NIEPUOAA MPH
aHTEerpagHON mepdy3un rOJIOBHOTO MO3Tra BO BpeMs XUPYPTrHYECKOTO BMEIIATEIHCTBA
Ha BOCXOJISIIIIEM OTJIEJI€ A0PTHI.

B 3akiroueHwe CTOUT OTMETUTh, YTO MPOBEACHHBIM KOMIUIEKCHBIA aHaJu3
MEePUOTIEPAIMOHHBIX JIAHHBIX, BKIIIOYasi TEHETUYECKOE TECTUPOBAHKE, aHAIN3 aHATOMO-
(GYHKIIMOHATIBHBIX TapaMETPOB AOPThI, & TaK)KE COIMOCTABJICHUE HEIOCPEICTBECHHBIX
pe3yIbTaTOB XHUPYPTHYECKOTO JICUCHHUS, HE BBIABWJI 3HAYMMBIX PA3IHUANA MEXKIY
MAlMEHTAMU C AHEBPU3MOM BOCXOJIAIIEH aOPThl MPU HOPMAJIbHOW WM BapUAHTHOMU
anatomun BLIC. Bmecre ¢ TeM nuccepranuonHas pabota oOHaxuiIa UEIbIA psiJl HOBBIX

3a/1a4, TPEOYIOMINX PEIICHHUS.
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OI'PAHUYEHUA UCCIIEJOBAHUA

JluccepraimonHasl paboTa UMEeT HECKOJIbKO orpaHuucHuid. MccnenoBanue nmeer
OJIHOLICHTPOBBIA PETPOCIEKTUBHBIN Xapakrtep. Hecmorps Ha TO, YTO MCXOIHBIN
aucOaaHe TPYII MO KOJUYECTBY BKIIOYCHHBIX MAIMEHTOB OOYCIOBICH OOBEKTUBHO
OoJiee HU3KOHM pacIPOCTPAHCHHOCTHIO BAPUAHTHOW aHATOMUH B MOMYJISIIAN, 3TO MOXET
OrpaHUYMBATh CTATUCTHYCCKYI0 MOIIHOCTh aHAlM3a MEPBUYHBIX M BTOPUYHBIX
KOHCYHBIX TodYeK. [IpuHMMas BO BHHMMaHHE MHPHMEHEHHE au3aiiHa non-inferiority,
pe3yJIbTaThl CICIyeT HWHTEPIPETUPOBATH C OCTOPOKHOCTHIO H3-3a MOTCHIIUAIBHOM
HECOMOCTaBUMOCTH KOTOPT IO CKPBIThIM (hakTopaM. Takum o00pa3oMm, Helb3s
HIOJTHOCTBIO MCKJIFOUUTh, YTO OTCYTCTBUE CTATUCTUYCCKU 3HAYMMBIX Pa3]IMYUi CBSA3aHO
C HEJOCTATOYHOW MOIIHOCTBIO JJISl BBISBICHHS PA3HUIBI B MajoOW Trpymme, a He ¢

HCTUHHOM PKBHUBAJICHTHOCTHIO.
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BbIBO/1bI

1. Ha ocHOBaHWU T€HETHYECKOTO TECTUPOBAHUS aHAIM3UPYEMbIX MAIMEHTOB B
rpynne ¢ enuubiM yctbeM BLC m nmOCA BoisiBnenst rensl ANKS6 u FBN1 ¢
HEOIpeACICHHON 3HAYMMOCTBIO, a Takke mnaToreHHeli BapuanT reHa CCDC39,
KOTOpbIE HE OOHAPYKEHBI Y MAIMEHTOB ¢ HopManbHOI anatomuei BLIC.

2. CTeneHb AJIOHTAIMKA BOCXOJSIIEH aopThl (0T aopTaibHOro Kiamana a0 BI[C)
Ha 4,6% Oosblie B rpymnme ¢ HopMmanbHoU anatomuen BIIC B cpaBHeHUM ¢ BapUaHTHOMN
anatomueit BL[C (113 [89; 144] mM nipotuB 108 [63; 143] mMm, p=0,021).

3. Dmactuko-AehOpMAMOHHBIE XapaKTCPUCTUKH AOPTAIBHOW CTEHKH Ha
YPOBHE BOCXOJSIIErO OTHENA, AYTH, HUCXOMSIIIErO0 OTHENa aopThl, BKIIOYAIOLIUE €€
KOMILUIA€HC, HWHJEKC >XECTKOCTH, PACTSHKUMOCTh M MPOJIOJIBHYIO Jedopmaluio, y
MalueHToB ¢ HopMmanbHOW anatomuer BIIC u ¢ BapuanTHOM aHatomuen BIIC
COIIOCTaBUMBI.

4. TedyeHWe pPAHHErO NOCIECONEPALMOHHOIO MEpPUOJa IMOCIEe MNPOTE3UPOBAHUSA
BOCXO/IAIICH aOpThI y MAIMEHTOB ¢ HOpMaJIbHOU U BapuanTHOU aHatomuent BIC numeer
COINOCTAaBUMBIM XapaKTEp B OTHOIICHWU YACTOTHI JbIXaTE€IbHOW HEIOCTATOYHOCTH,
AMU30I0B OCTPOTO TMOYEHYHOTO TMOBPEXKICHUS U TMOTPEOHOCTH PECTEPHOTOMHM IO
II0BOJ1Yy KPOBOTEYEHHSI, 4 TAKKE PAHHEH JIETAJTbHOCTH.

5. BapuantnHas anaromus BILIC He yBenuuuBaeT 4acTOTy pPa3BUTHUS CTOMKHX
HEBPOJIOTHYECKUX COOBITHI MO CPAaBHEHHIO C MAIlMEHTaAaMHU C HOPMAaJbHBIM CTPOEHUEM
cocyna, Jenupusi W TPAaH3UTOPHBIX HIIeMHuecknx arak THA B paHHeM
MOCJIEONEPALTMOHHOM IIEPUOJIE.

6. bunarepanbhHas aHTerpagHas nepdy3us TOJIOBHOTO MO3ra y MaIlMEHTOB C
BapuanTHo aHatomueil BIIC 2-ro Tuma u yHuUnaTepaibHash aHTerpaaHas nepdys3us
rOJIOBHOI'O MO3ra y NallMeHTOB ¢ BapuaHTHOU aHaromuer BLIC 1-ro Tuma He yXyamaroT

HGBpOJ’IOFI/I‘—IeCKI/Iﬁ CTaTyC B paHHECM ITOCJICONICPAITMOHHOM IICPHUOAC.
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INPAKTHYECKHUE PEKOMEHJIALINUN

1. Hamuuue HOpMaJIBHOTO WJIM BapUAHTHOTO aHaroMuyeckoro crpoenus BIIC
HE HMMEET pEeIIAoNIEro 3HA4eHWs] B BBHIOOpE WM W3MEHEHUU TpU ONpEACIICHUU
XUPYPrUYECKOW TAKTUKM B OTHOILIEHUM JUAarHOCTUKU W JICYEHHUS Y IMAILUEHTOB C
AHEBPU3MOM BOCXOMSAIIEU aOPTHI.

2. llpm HamMUMM TEXHUYECKOM BO3MOXKHOCTH Yy TMAIMEHTOB C BapUaHTHOU
aHaTomueil OpaxuonedaabHOTO CTBOJIa IEJI€CO00pa3HO MPOBOJUTH OMIIATEPATBHYIO
aHTerpaJHyo nepdy3uro rojaoBHOro mosra nyreM kanwoisiuuu BIC ¢ HamoxeHuem

3axuMa Ha equHoe yetbe bLIC u nOCA.
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CIIMCOK COKPAIIEHUI

ABA — aHeBpH3Ma BOCXOSIIETO OTAENa a0PThI
AoK — aopTanbHbIii Ki1anaH

AIII'M — anrterpaanas nepdy3us roloBHOIO MO3ra
BAK — OuKycnuaapHOTO a0pTalbHOTO KilanmaHa
BIIC — 6paxuoniedanbHbIi CTBOJ

BoA — Bocxopsmas aopra

JIHK — ne3oxkcupnOOHyKIIEMHOBAs KUCIIOTA

NBC — nmemuueckas 060Ji€3Hb cepiia

NBJI — uckyccTBEHHAs1 BEHTUIISALMSA JIETKUX

NK — uckyccTBeHHOE KpOBOOOpaIlleHHE

KJ1O — KoHEeUHBII TUACTOIUYECKHN 00BEM

KCO — koHeuUHbI! CUCTOINYECKUN 00BeM

KIII — xopoHapHO€ HIyHTUPOBAHUE

J10OCA — neBas oO11asi COHHasi apTepus

JITTA (JITIKA) — neBast HOAKIIOYMYHAS apTEPHS
JIIT — neBoe npexacepane

MPT — mMaruuTHO-pe30HaHCHAst ToMorpadus
MCKT — mynbpTHCTIUpATIbHAS KOMIBIOTEPHAsT TOMOTpadus
[TAK — npore3upoBaHre a0pTalIbHOTO KJIallaHa
[MNKC — noctuH(papKTHBIN KapIUOCKICPO3

II1IP — monuMepasHas LenHas peakuus

CJI — caxapublii Tuaber

CTC — cuHO-TyOyJISIpHOE COSTUHEHNE

THUA — TpaH3UTOpHAs UIIEMUYECKAs aTaKa

®B JIXX — dpakmus BEIOpOca JE€BOT0 KeTya0uKa
XOBJI — xpoHudeckast OOCTpyKTHUBHAsI 00JIE3Hb JIETKUX
OKI' — sanekTpokapauorpaMmma

OxoKI—xokapauorpadus
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