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CJIYYAH BBICOKOM OKKJIIO3UU BPIOIIIHOM AOPTHI HA ®OHE
HAJINYU S MYTAIIN ®PAKTOPOB CBEPTBIBAHUA KPOBU

N TUITEPTOMOILIMCTEMHEMUN
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OrnrcaH cirydail Xpyprudeckoro Jie9YeHHsT BBICOKOM OKKITIO3MH OPIOIITHOM a0PThI, pa3BUBIIeicS Ha (hOHE HATMIUST MyTaLIMid
(baxTOpOB CBEPTHIBAaHUS KPOBH y TIAIIMEHTa MOJIOOTO BO3pacTa 0e3 MpU3HAKOB aTepOCKIIepo3a U HapyIIeHU I puTMa cepalia.
YuuTsIBasi MOJIOION BO3PACT MALMEHTa U OCOOEHHOCTH KJITMHUYECKON KapTUHBI 3a00JIeBaHUsI, TOMTOJTHUTENBHO K CTAaHAAPT-
HOMY aJITOPUTMY TTalIMeHTY MPOBeIeHO KOMITJIEKCHOE MCCIeIOBaHUE Ha MPeIMEeT HaTUIUs MyTaluii pakTopoB CBEPTHIBAHUS
U TUTIEPTOMOIIMCTeNHeMUH. B pe3ynbrare aHamm3a yaanoch BepudUIIMpoBaTh ITUOIOTHIO 3a00eBaHus. [1ariueHT ycrnenrHo
MepeHec omnepaluio TPOMOIKTOMUM U3 UHTEPPEHATBHOTO OTAEa aopThl C a0pPTOOEAPEHHBIM MpoTe3upoBaHueM. B moce-
OTepallMOHHOM Teproie TomobpaHa ajekBaTHasT aHTUKOATYJISTHTHAsT Tepaltusl JUIsT TIPeIOTBPaIlleHUsT pellMaIuBa TPOMO0O006-
pazoBaHUsl.
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OCCLUSION OF INFRARENAL AORTA DUE TO THROMBOPHILIC DISORDERS

AND HYPERHOMOCYSTEINEMIA THROMBOSIS

V.S. Arakelyan, N.A. Gidaspov, M.S. Dzhabaeva

A.N. Bakoulev Scientific Center for Cardiovascular Surgery, 121552, Moscow, Russian Federation

A case of surgical treatment of occlusion of infrarenal aorta due to disorders of thrombotic mutations in young patient without
heart’s rhythm disturbance and atherosclerosis is reported. The diagnosis was confirmed by ultrasound imaging and angiogra-
phy of aorta. The thrombophilia screening were added to diagnostic algorithm. The patient were successful underwent
thrombectomy from the interrenal part of aorta with the aortofemoral bypass grafting. The oral anticoagulants were prescribed
in the early postoperative period to prevent the recurrence of the thrombosis.
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OxkxJr03usl MH(ppapeHaJbHOM aopThl COCTABIISICT
3,0—8,5% OKKII03UBHBIX 3a00JeBaHUI a0PTOIOMI-
B3IOIIIHOTO CETMEHTAa U sIBJsgeTcsl D-TUTIOM TOopaxe-
Hud 110 Kitaccudukanum TASC [1].

B GonblinHCTBE Cily4aeB OKKITIO3UM AOPThI SIBJISI-
I0TCSl CJICACTBMEM XPOHMUYECKOTro, KakK IMpaBUJjIo, are-
POCKJIEPOTUYECKOTO TOpPaXXeHUs aopThl U apTepuit
HIDKHUX KOHEUYHOCTei [2].

BMmecTe ¢ TeM B IuTepaType UMEIOTCS yKa3aHUs Ha
cllyda BO3HMKHOBEHHUSI OCTPOTO TpoM0OO3a aopTh
Yy MOJIOABIX MALIMEHTOB 0€3 3HAYMMOI0 aTepOCKIIEPO-
TUUYECKOTO MOPaXEHUsSI COCYAUCTOM cucteMbl. B oc-
HOBHOM OHHM pacCMaTpuUBAIOTCS KaK IOCICACTBUS
KapAuaJabHOro TPOMO03MO0IM3Ma BCIEICTBUE Meplia-
TEJBHOW apUTMUU, OPYTUX 3MOONIMI W3 TMOJOCTEN
cepaua [3].

C nayvasa 90-x ToIoB IPOIIOTO BeKa CTaIv IOSIB-
JISThCS PaOOTHI, YKa3bIBAIOIINME HAa HApYILIeHUE KOoary-
JISIMOHHOTO CTaTyca y MalueHTOB C TPOMOO30M aop-
Thl 0€3 MPU3HAKOB €€ aTePOCKIEPOTUUECKOTO ITopaxke-
HUS (aHEeBpU3Ma, CTEHO3UPYIOIINE MOPAKEHUS aOPThI
U apTepuii KoHeuHocTeil) [4]. B Hacrosiuee BpeMms
0oJIbIlIOE 3HAYEHUE B TeHe3e MOJOOHbBIX COCTOSIHUM
OTBOAUTCS TaKUM STUOJIOTMYECKUM (DaKTopaM, Kak
TUIIEPrOMOLIICTeMHEMUS,  aHTU(OCHOIUITUITHBINA
CUHIPOM U MyTalluM (DaKTOPOB CBEPTHIBAHUSI KPOBH.

B 3T011 CBSI3M HAM KaXXeTCsl MHTePEeCHBIM KIIMHUYEe-
CKMI cllyyaii ocTporo TpoM0o3a aopThl Y MOJOIOTO
MalKMeHTa ¢ JOKAa3aHHBIM HaJu4drueM MyTaluii akTo-
POB CBEPTHIBAaHUS U TUTIEPTOMOLIMCTEUHEMUU.

MyxuuHa, 41 roma, TOCTYIIMII B CTAlIMOHAP C Ka-
J106aMM Ha 6OJIM B HUSKHUX KOHEUHOCTSIX U B SITOANY-
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Puc. 1. KopoHaporpamma npaBoii (a) v 1eBoii (6) KOpOHAPHBIX apTepuii B MpsiMoit Tpoekiinu. KopoHapHbie apTepui MHTAKTHBI

HBIX MBIIILAX C O00EUX CTOPOH, IMepeMeKalolIylocs
xpomorty 4epe3 100—150 m. M3 anamHe3a 3aboJieBa-
HUS U3BECTHO, YTO Ha (DOHE MOJHOTO OJIArOTONIYyYUs
y MalMeHTa OCTPO BO3HUKJIIM OOJIM U HApYILIEHUE TBU-
JKeHUI B TpaBoil HUXHEW KoHeuHocTU. B mocienyio-
1IeM IBWXEHHUS B MPaBOi KOHEYHOCTHU BOCCTAHOBU-
JINCh, OJJHAKO C ATOTO TMepuoja MalMEeHT CTajl OTMe-
yaTh HaJIW4YME TOCTOSHHBIX MHTEHCHBHBIX OoJeit
B 00eMX HUXKHUX KOHEYHOCTSIX U SITONMYHBIX o0sac-
Tsx. [lauueHT amMOyn1aTOpHO TOJy4yaa KOHCepBaTUB-
HYIO Tepamnuio aHTHarperaHTamu, Ha ¢oHe KOTOpoit
00JIM B ITOKOE PErpeccUpoBaIv, HO COXPAHSIUChH MPU
xoap0e 0osiee yeM Ha 150 M. M3 ocobeHHOCTEl 00BEK-
TUBHOTI'O CTaTyca UMEJI0 MECTO OTCYTCTBUE MyIbCallMU
apTepuil HUXXKHMX KOHEUYHOCTEH Ha BCeX YPOBHSX
¢ 00eux CTOPOH.

ITo manabiM Y3UW ngyarHOCTUPOBAHBI OKKITIO3US
OPIOLIHOM a0PThl, OOILIMX U HAPYXKHBIX MOJAB3A0IIHbIX
apTepuii ¢ o6eux ctopoH. I1o TaHHBIM aHTMOKOpPOHA-
porpacduu, KOpoHapHbIe apTepUu HEe UMEIU TeMOIU-
HaMWYECKU 3HAYMMBIX CT€HO30B (puc. 1), OpromiHas
aopTta OblIa OKKJII03UPOBaHa B MH(MpapeHaTbHOM OT-
nene (puc. 2).

JlabopatopHble rokKa3aTenn o0111ero, OMOXUMHUIEC-
KOro aHajau3a KpOBM, CTaHAAPTHON KOaryjaorpaMMbl
W JIMTIUAHOTO NpodWisi HAaXOAWIUCH B Ipeaeaax HOp-
MaJIbHBIX 3HAYCHUIA.

[Tpy mpoBeneHUU TEeHETUYECKOro HCCleI0BaHUS
BoIsIBIeHB GA monuMopdusM reHa ¢axkropa V (eii-
JeHoBckasi myTauwusi), reHotun 4G/4G umHruOUTOpa
aKTMBaTOopa IasMuHoreHa 1, renorun GA reHa ¢puo-
puHOreHa, rerepo3urotrHas myrauusi TC B reHe TpoM-
douuTapHoro peienrtopa ¢GuOpUHOreHa HMHTErpUHA
Oeta-3, romo3uroTHast mytauusi TT B reHe METUIEHTET-
paruapodonarpenykrasbl. AHTUTENA K KAPAUOTUTIMHY
kiacca IgG u IgM He oOHapy:KeHbI, BOTYaHOUHBIN aH-
TUKOATYJISTHT TIPU CKPUHUHTOBOM TECTE COCTaBWJI
30,9 ¢ npu pedepeHcHbIX 3HaueHusix 31,0—44.0 c.
HuarHo3 aHTU(OCGhOIUNMUIHOTO CUHIPOMA UCKITIO-
yeH. KoHIIeHTpalus TOMOIIMCTENHA B KPOBM COCTa-

58

Buia 39,66 MKMonb/1 (pedepeHCHBI WHTEpPBAT —
5,9—16,0 MKMOJIb/11).

B pesynbrare mpoBeaeHHOTO O0CIeAOBaHMST ObLI
BBICTaBJIeH jauarHo3: Tpombodunus (GA mnoaumop-
¢usm B reHe V daktopa, reHotutt 4G/4G mHrumonTOpa
aKTuBaTopa rjaasMuHoreHa 1, reHotun GA B reHe ¢u-
OpuHoOTreHa, rerepo3urotrHasi mytamusi TC B reHe
TPOMOOLIMTAPHOTO pelienTopa (puOpuHOreHa MHTET-
puHa 6eTa-3, romo3urotHas mytauust TT B reHe MeTU-
JIeHTeTparuapodoaTpeyKTasbl), FTMIIeproMOIUCTeU -
HEeMUsI, BBICOKasT OKKJTIO3UsI OPIOITHOM a0pThI, XPOHU-
yecKas nieMust HrkHux koHeyHoctelt 2b cr., HK 0.

VYuuThiBasi Hajauuue BBICOKOM OKKIIIO3UU OpIOII-
HOI a0pThl, XPOHUYECKYIO UIIEMUIO HIKHUX KOHEY-
HOCTel, MalMeHTy BbIMIOJIHEHA TPOMOIKTOMMUS U3 UH-
TeppeHaJIbHOrO OTAeja OPIOLIHONM aOpPThl C a0PTOOE/I-
PEHHBIM  OMAOYPKALIMOHHBIM  MPOTE3UPOBAHUEM
20—10—10 MM skcrutantatom «Polythese». B 1-e cyt

Puc. 2. AHrnorpamMmmMa GpIOLTHOTO OTAEIa A0PTHI, MpsiMast TIPo-
exumsi. OKKITI031si MH(GpapeHaJIbHOTO OT/AeIa a0PThI



KPATKME COOBLLUEHNA

rocJjie orepaiuy nauueHT rnojydyan HepaKIIMOHUPO-
BaHHBIM TemapuH, CO 2 CYyT — HM3KOMOJEKYJISIPHBIA
rernapuH, ¢ 5 CyT K JIeYeHUIO ObLIU J00ABISHbBI aHTaro-
Huctel ButammHa K c¢ ueneBbiM 3HaueHneM MHO
2,0—2,5, ipenapatsl rpynisl B 1 ¢oaueBas kuciaora
C LEJbI0 CHMXEHHUSI roMolucTerHa KpoBu. Yepes
10 nHel mocie XMpYypruyeckoro BMeElIATeIbCTBa Ha
(boHe npuema npenaparoB roMOLUCTEUH KPOBU CHU-
3uicst 10 12,4 MKMOJIb/JI.

C pa3BuUTHEM T€HHBIX TEXHOJIOIMI OOJIbIIOE BHU-
MaHHUe CTajo YACHSThCS U3YYEHUIO TeHETUUEeCKUX Je-
(bekTOB pazaMUHBIX (PAKTOPOB CBEPTHIBAHUSI KPOBM.
Ha navanepHOM 3Tame MccienoBaHue TPoMOOMUINA
HE HOCUJIO MacCOBOTO XapaKTepa, TECThl Ha HaJIMuue
TFeHETUYECKOW TMPeapacogoXXeHHOCTU BbIMOJHSUIUCH
nalyMeHTaM ¢ CEeMEWHbIM aHaMHE30M BEHO3HOIro
TpoM0O3a, XKeHIIMHAM ¢ HEOOBSICHUMbBIMU BBIKUIbI-
1IaMH, MOJIOJIbIM MallMeHTaM ¢ UH(pAPKTOM MUOKapaa
Y MHCYJIETOM B aHaMHe3e.

Haubonee pactipocTpaHeHHOI B €BPOIECKOI To-
MyJSLUMU SBJISIETCS JIeMIeHOBCKash MyTallus — MyTa-
ms pakTopa V [5, 6], medekTHOro pakTopa, KOTOPLIiA
SIBJISIETCSI CTOMKUM K MPOTEOJUTUUYECKOMY BO3/EMCT-
BUIO akTUBMpoBaHHOro nporemHa C. B Hamiem Ha-
OJII0ICHUM MMeJla MECTO TeTepO3UTOoTHas MyTalus V
dakropa G1691A.

BaxxHyo pojib B peryasiuuy ¢GpuOpuHoOIM3a Urpaet
WHTUOUTOpP aKTUBaTOpa IUIa3MUHOreHa | Tuna
(PAI-1), xoTopblii, HakaruiMBasich B (hMOPUHOBBIX
CTYCTKax, MPUBOAUT K CTaOMIM3alIMK CTYCTKA U yBe-
JIMYEHUIO PE3UCTEHTHOCTU K ¢udpuHommu3y. BapuaHt
4G/4G cBsi3aH ¢ HauOosbllIeil akTUBHOCThIO PAI-1,
BapuaHT 5G/5G — ¢ HOpMaJIbHOM WM HU3KOU aKTUB-
HocTbhlo [7]. ¥V mamueHTa Oblda BbISIBJICHA MYTallus
B T'€éHEe MHIMOMTOpE aKTUBaUMU Ijaa3sMuHoreHa PAI-1
¢ natonorndeckum reHoruriom 4G/4G.

Ien TpomOouuTapHoro peuentopa (GpuOprHOreHa
o0OecrieuyrBaeT B3auMOIeiCTBUE TPOMOOIIUTOB C (hro-
PUHOT€HOM I1a3Mbl, BCJIEACTBUE YETO TPOUCXOAUT ar-
perauusi TpPoMOOLIMTOB U 0oOpa3oBaHue Tpomba. B ciy-
yae rnojuMmopdusMa TpOMOOLIMThI MPUOOpPETaloT Mo-
BBILIEHHYIO CKJIOHHOCTb K arperanuuvu, 4To BEAET
K yBeJIMYEHUIO pucka MH(papKkTra Muokapaa. Kpome
TOTO, HAJIMYME TaKoro rnojumMopdusma o0ycjaoBInBa-
eT HM3KYI 3(@EeKTUBHOCTb aHTHUArperaHtoB [8].
B Haiiem KJIMHUYECKOM MpuMepe Oblia BhISIBICHA re-
Tepo3UroTHas popma rnoJnuMop¢u3mMa B reHe TpoMOO-
LIMTapHOTO pelenTopa pudpuHoOreHa.

Ien ¢ubpuHoOreHa KoaUpyeT aMUHOKMUCIOTHYIO
IOCJIeI0BaTEeJIbHOCTh OeTa-llenu (QUOpPUHOIEHA.
N3 ¢pubpuHoreHa obpasyercsd (pUOpUH — OCHOBHOM
KOMIIOHEHT KpPOBSIHOIO cryctka [9]. ¥V Hamero naiu-
€HTa OTMEYaJoCh HaJu4yue MaToJOTMYeCcKOro IoJju-
Mmoppusma G455A B reHe ¢uOpMHOreHa, 4YTo BelIeT
K runep@ruOpruHOreHEMUU.

[uneppruOprHOreHEMHIO TaKXKe BbI3bIBACT T'UIIEp-
TOMOLMCTEMHEMUSI, UHTepEC K KOTOPOi BO3pOC B IO-
clielHee HECATUJIETUE B CBSI3M C BBICOKOUW 4YacTOTOM

TpoMOOOOpa3oBaHusa. [oMouMCTEMH yrHeTaeTr He-
CKOJIBKO @aHTUKOATryJISHTHBIX MEXaHU3MOB, OIIOCPEIY-
IOIIMX YyJacTue SHAOTENMUS B MATOJOTMYECKOM MPO-
mmecce, B pe3yJbTaTe 4ero yMEPEHHO IOBBIIIEHHbIC
YPOBHU FOMOLIMCTeMHA MOTYT MPUBECTU K apTeprallb-
HOMY ¥ BEHO3HOMY Tpom6o03y [10].

TunepromonucTenHEMMSI MOXET BO3HMKATh IIPU
BJIMSIHUM KaK IMTPUOOPETEHHBIX (BO3PACT, IOJI U pa3inyg-
Hble€ COCTOSIHUSI, CBSI3aHHbIE C J1e(PUIIMTOM BUTAMUHOB
By, B, 1 onneBoii KUCI0ThI), TaK ¥ HACJIEACTBEHHbBIX
¢akTopoB (reHeTndyecKue AeeKThl METUICHTETPAruI-
podomarpenykrassl — MTI®P, nucraTHOHCMHTETA3bI
U METUOHMHCHUHTeTa3bl) [11].

Mytauss MTI®P oGycriosnuBaer aeheKT BHUTa-
MUH-B,-3aBUCMMOro peMeTUIMPOBAHKA TOMOLIMCTE-
WHa B METMOHMH. Y mauueHToB ¢ reHotunom T/T ypo-
BEeHb TOMOILIMCTEHA B KPOBU Ha 25% BEIIIIE, YeM y JIAIT
¢ C/C-renoruriom [12]. B Halem ucclieqoBaHUM ObI-
Jla BBISIBJIEHA TUIIEPTOMOLIMCTEMHEMUST U TOMO3UTOT-
HOE€ HOCUTEJIBbCTBO MYyTallUM METUJIEHTeTparuapodo-
JlaTpenyKTa3bl.

Takum 006pa3oM, y MalIMEHTOB C OKKJTIO3MEM OproIil-
HOTO OT/eJIa a0pThl 0€3 MCTOYHNKOB BO3MOXKHBIX 3M-
0onuit 1 aTepocKiiepo3a BhISIBJIEHUE MyTallUii (haKkTo-
POB CBEPTHIBAHUSI KPOBU U TUIMEPTOMOLIMCTEMHEMUU
uMeeT OOJIbIIIOEe 3HAUYEHUE B OOBSICHEHUM 3THUOJIOIMU
HapylleHUil B cBepThIBawlIei cucteme. B GolbIIMH-
CTBE CJIydaeB ITOKa3aTeId CTaHZApPTHOM KOaryJaorpaM-
Mbl KPOBM HE OTPaxKaloT peaJibHOM KapTUHBI Hapylle-
Huli tunepkKoaryasiuvu. OJHaKO y MallMeHTOB MOJIOA0-
ro BO3pacTa C BHE3aIllHBIM HayaJoM, OTCYTCTBUEM
COMYTCTBYIOILIEH MAaTOJOTUM BBISIBJICHUE TEHETUYECKOM
MPeaPacIioNoKEHHOCTH K TPOoMOOOOpa30BaHUIO T03-
BOJISIET IIPOTHO3MPOBATh PUCK peluauBa TpoMOo03a
MPU OTCYTCTBUU COOTBETCTBYIOILIETO JICUCHUSI.

HecmoTps Ha Hanuuue Wid OTCYTCTBHE MYTalludit
(akTOpOB CBEPThIBAHMUS, IMAllMEHTaM MOKa3aHO XU-
pPypruyeckoe BOCCTaHOBJIEHWE HOPMaJIbHOM MTPOXOIU-
MOCTH apTepuaJbHOro pycia. OQHAKO BBISIBIEHUE
TpoMOOUINIA, UX coyeTaHue ¢ aHTUDOCHOIUNUI-
HBIM CHUHIPOMOM WJIM TUIIEProMOLIMCTEMHEMUEN 3a-
CTaBJIIET MALIMEHTOB HAXOIMTHCS MOA IJIMTEIbHBIM
BpaueOHBbIM KOHTPOJIEM, TaK KaK U pe3yJbTaT XUpyp-
TMYECKOTO JICUCHUSI, U PUCK peLAnBa TpoMOooOpa-
30BaHMSI OCTAIOTCSI BBICOKUMU O€3 IMPOBEACHUS aHTU-
KOaryJsiHTHOM Teparuu.

YunTeiBas MOJIOIONM BO3pacT MallMeHTa, BIIEPBLIC
BBISIBJIEHHBII 311301 TpoM0OO3a apTepruaibHOro Oac-
ceiiHa, OTCYTCTBME MATOJIOTUU cepjlia, HapylleHUN
pUTMa U UCTOYHUKOB BO3MOXHOI 3MOOJIMU, BEPOSIT-
HO, OCHOBHOI TIPUYUHON TPOMOOOOPA30BaHUSI SIBJISI-
eTCs HaIm4yue MyTauuii (paKTOpOB CBEPTHIBAHUS KPO-
BU U TUIIEPTOMOILIMCTEUHEMUSI.
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