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Aemop ors nepenucku

AMHCTBeHHbII sxeaypouek cepana (EXXC) — Bposxaen-
E b1 T0pok cepana (BIIC), xapakTepusyromuiics Ha-
pylLIeHHeM HpPeACePAHO-KEAYAOUKOBOM CBSI3H, KOTAQ IIO-
AOCTH IPEACEPAUI Y€PE3 MUTPAABHBIN M TPEXCTBOPYATHIN
KAQITaHbI COEAMHSIOTCSI AHIIb C OAHUM, XOPOIIO Pa3BUTHIM
AOMHHHPYIOIUM >XeAypoukoM. ITpu aTom xpoBoobpaire-
HYe B MAAOM U OOABIIOM KPYraX OCYIIECTBASIETCS ITAPAA-
AEABHO, a He TI0CAEAOBATEAbHO, KaK B HOpMe [1].

B ocHOBe reMOAMHAMHMYECKHX HAPYLUIEHHI MPU AAH-
HOM IIOPOKE A€XHUT CMEIIMBAaHHWE OKCHI€HHPOBAHHOMN
KPOBH U3 AETOYHBIX BeH U HEOKCHI'€HHPOBAHHON KPOBU
M3 CUCTeMHbIX BeH, YTO IPUBOAUT K Pa3BUTHUIO APTEPHUAAD-
HOM rumokceMun. IIpy MOCTOSHHOM BBICOKOM A€TOYHOM
KPOBOTOKE IIPOMCXOAUT OOBeMHasl Ieperpyska eAMH-
CTBEHHOTO JKEAYAOYKA H, KaK CAACTBHE, Pa3BHBAETCS 3a-
CTOMHAsL CepAeYHasi HEAOCTaTOYHOCTb [2]. AAuTeapHOE
yCHAeHHE KPOBOTOKA Yepe3 AerKHe BbI3bIBAeT U3MEHEHMs
B COCyAQX MAaAOTO Kpyra KpoBOOOpamjeHHsl M IOBBILIE-
HHe AeTrOYHOTO COCYAHCTOTO COIPOTHUBAEHMS, YTO IIPU-
BOAUT K PAa3BUTHIO MOCTOSHHOM ACTOYHOM apTePHAAbHOM
runeprensun (AAT). PasBuBaercs cuHApOM Oii3eHMeH-
repa — CHMIITOMOKOMIIAEKC, XapPaKTE€PUSYIOLUUICS ITOBBI-
IIeHHEM AABACHHS B MAAOM KpyTe KPOBOOOpaIeHUs U U3-
MEeHEHHSIMH CO CTOPOHbI APYTHX OPIaHOB M CHCTEM, B TOM
4HCA€ CHCTeMBI reMoCTa3a. B pesyabraTe cocTosiHne 60AB-
HOTO IIOCTENIeHHO YXYAIIAeTCs, HapyIIaeTCs KadecTBO
xusan [ 3,4].

Ilpu EXXC, xak u npu psae Apyrux BIIC, nosrimen
PHCK TpoMOOIMOOANYECKUX OCAOKHEHUI U HHPapKTa
muokapaa (MM). Oto 06bsACHIeTCS KaK HAAUYHeM CTPYK-
TYPHBIX H3MEHEHUI KaMep CePALld, BEPOSITHOCTBIO Iapa-
AOKCAABHBIX TPOMOOIMOOAMI, TaK M MATOAOTMYECKHMH
H3MeHEHHSIMU CO CTOPOHBI COCYAOB MAaAOTO KPyTa KpPOBO-
obpaljeHns, pasBUTHEM OJHAOTEAMAABHON AUCPYHKI[UM
U CABHTaMH B CHCTeMe reMocTasa [1,2,5,6].
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HPeACTaBAeHHbeI CAy4Yall M3 KAMHUYECKOHN IPAKTHUKH
aemoHcTpupyeT TedeHne MIM y nanmenTa ¢ EJKC.

Kannndeckuii cayvan

ITanuent b., 2002 r. p., rocIUTaAU3UPOBaH B IIAAHOBOM
mopsiAke B Kapauoaorudeckoe orpeaenue 23.01.2020r.
AAsL 0OCAeAOBAaHHS M KOppekiuu Tepamuu. Ilpm mocry-
IIA€HUH MOAOAOI YeAOBEK IPEABSIBASIA )KAAOOBI HA OABIII-
Ky TP MHHHMAABHOM (HU3MYECKON HArpysKe, OBICTPYIO
YTOMASIEMOCTb, HU3KYIO TOAEPAHTHOCTD K Harpyskam. Tak-
K€ OTMeYaA CAA6OCTD B HOTAX, IOHMKEHHbII alIeTHT, HH3-
KyI0 IpHOaBKy B BecCe, CHHIONIHOCTb I'y6, KOHUYHKOB IIaAb-
IleB PYK U HOT, YCHUAUBAIOIIUXCS IIPH YMepeHHON $uande-
CKOM Harpy3Ke.

W3 anaMHe3a: IpU pOXXKAEHUM YCTaHOBAeH pAuarHo3 BIIC —
E’KC, TpaHCIO3HIMS MaruCTPaAbHBIX COCYAOB, OTKPBITHIN
apTepPHAAbHBIN IIPOTOK.

Ort mpeaAOXeHHON XHPYprudecKoi KOppeKIUU II0pOoKa
B IIEPBBII TOA KU3HU pebeHKa pOAUTEAN OTKA3aAKCh IO pe-
AMTHO3HBIM MOTHBaM. B Bo3spacTe 4 AeT omepaTtuBHOe Ae-
JyeHHe He BBIIIOAHEHO B CBSI3U C BBICOKOH ACTOYHOH THUIIep-
reHaueil. B 2010r. mepeHec ocTpoe HapylleHHe MO3TOBO-
ro KpoBOOOpalleHHs IO HIIEMUYECKOMY THIIy, Ha $OHe
A€JeHHS] HeBPOAOTHYECKAs] CUMIITOMATHKA perpeccupoBa-
Aa. B 20181 mo AaHHBIM aaexTpokapanorpammsl (IKI)
noxos u cyTouHoro mouuropuposanus JKI' BeisaBAsAuch
aIM30Ab Aempeccuu cerMeHTa ST KocoHmcxoasmero xa-
pakTepa A0 2 MM, 6e360AeBbIe, B yTPEHHIE U AHEBHBIE Ya-
cbl. PexoMeHAOBaHbBI IepOpaAbHbIE AHTHKOATYASHTBI, OA-
HAKO POAMTEAH He AAAH COTAACHE Ha IpHeM pebeHKOM
npenapaToB 3Toi rpynmnbl. Cnenududeckas repamus AAT
HayaTa ¢ ceHTA6ps 2019 T. moCAe TIOAYYEHHS COTAACHS PO-
AWTeAell Ha IpHeM IIPerapaToB: B HAYAABHON AO3HMPOB-
Ke 603eHTaHa 62,5 Mr 2 pasa B CyTKH, a € OKTs16pst 2019 1. —
B MIOAAEPKHBaroLer Ao3e 125 Mr 2 pasa B CyTKu.
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Tekymras Tepanus — HHTHOUTOP AHTMOTEH3KHITPEBpaIa-
romero ¢pepMeHTa (9HAAANpPHAA MAA€aT), AHTATOHUCT aAb-
AOoCTepoHa (CIIMPOHOAAKTOH), aHTHATPEraHT (aleTHACAAM-
I[MAOBasi KHCAOTA), aHTUTHIOKCAHT (Tpumerasupun), AAI-
cnienuduyeckas repanus (603eHTaH).

O6bexTHBHBIA CTaTyc: obllee COCTOSIHHE TSDKeAOe
3a CYeT CepAEYHOM HeAOCTATOYHOCTH, TUIIOKCEMHUH, BHICOKOMH
AerouHOM runeprensun. Aedurur Maccol Teaa (poct 168 cm,
Bec 43 kT, mHAEKC Macchl Teaa 15,2 kr/m?). Koxubie IIOKpPO-
BBl IIMAaHOTUYHBL ABIXaHHe >KeCTKOe, IIPOBOAUTCS IO BCEM
A€TOYHBIM ITOASIM, XPHIIOB HET, YaCTOTA ABIXaHHS 22 B MUH,
B aKTe ABIXaHHUS y4aCTBYeT BCIIOMOTAaTeAbHAs MYCKYAATypa.
I'paHuIBI CepALla pacIIUpeHbl, TOHBI CEPALIA SICHbIE, PUTMUY-
HbI€, aKIIeHT 2 TOHA HaA ACTOYHOM apTepHueil, CHCTOAMYeCKUI
ryM B 4-M Mexxpebepbe caeBa. HacToTa cepAeYHBIX COKpallle-
Huil 85 yA. B MUHYTY, apTepuaabHOe paBaenue (AA) Ha py-
kax 120/80 mmprt.crt., Ha Horax 130/80 MM prt. cT. OTtexoB
HeT. [IpoiiaeHHast AMCTaHIMSA B TecTe 6-MUH X0AbOBI 300 Me-
TpoB, uTo coorBercTByer Il PpynkmonaaprnoMy Kaaccy. Ca-
Typanua kucaopoaa 75%.

AabopaTopHble M HHCTPYMEHTAAbHbBIE
AQHHDIE IPH NOCTYIMACHUH

OOmuit aHAAM3 KPOBH — yYMEpEHHBIH JPHUTPOLUTO3
(7,35%10'/4), cHmwKeH ypoBeHb remoraobuna oo 115 r/a,
yBeAndeHbl reMaTtokpuT A0 S50,1%, oTHOCHTeAbHast MUPHU-
HA pacIpeAeAeHUs] IPUTPOLUTOB 110 00beMy, KOIPPHIHEHT
Bapuanuu — 26% npu Hopme 11,0-16,0% u oTHOCUTeAbHAS
IIMPYHA PaCIPEAEACHHs] SPHTPOLMTOB Mo obbemy (cTa-
AapTHOe OTKAOHeHHe) — 56,3% npu Hopme 37,0-54,0%,
3PUTPOLIHU-
TOB — cpeAHHil 06beM 68,2 npu HopMe 80,0-99,0 ¢a, KoAn-

BBIIBAGHO IpeobAapaHHe  MHKPOIIUTAPHBIX
4eCTBO TPOMOOLUTOB B IIpeAeAdX pedepeHCHbIX 3HAYeHHIT
(178x10°/a). OcTaabHble MOKA3aTeAU B IPEAEAAX HOPMBL.

broxuMuyeckuil aHAAM3 KPOBU — BBIIBACHO CHIDKEHHE
copepxanus obmero 6eaka Ao S8 r/a (Hopma 65-85 1/4),
TIOBBIIIIEHHE PACTBOPUMBIX $UOPUH-MOHOMEPHBIX KOMIIAEK-
coB — 4,5 Mr% (nopma 0-3,5 Mr%), HusKuil ypoBeHb Gubpu-
Horena — 2,0 r/a (Hopma 2,0-4,0 r/A). Apyrue nokaszareau
B IIpeAeAax pedepeHCHbIX 3HAYeHHUH.

OKI': cuHycoBast apuTMUs], JaCTOTAa CEPACIHBIX COKpaIlle-
HHI 68-85 yAapOB B MUHYTY, PeTHCTPHPYETCS OTPHIATEAD-
ubiit 3yben; T B oTBeaerusx V, , (puc. 1).

Oxokapauorpadus (IxoKT') (puc.2): ABypUTOYHDIN eAn-
HBII XKEAYAOYEK, MOPPOAOTHIECKH AEBbIM, IIOCPEACTBOM Ae-
dexTa 3,3 cM coepMHEH C BBITYCKHUKOM, U3 KOTOPOIO BBIXO-
AUT aopra. AOpPTa PACIIOAOXKEHA CIIepeAU U CBepXy. XoA Ma-
TUCTPAABHBIX COCYAOB TAPAAACABHBIA. AOPTAABHBIM KAATIAH
He H3MeHeH, perypruTaius He BbIIBAeHA, PHOPO3HOE KOAB-
110 2,0 cm. Bocxoasmuit otaea aoptst 2,1 M, Ayra 1,7 cm, 1ie-
pemteex 1,0 cM. 113 HOAOCTH eAMHOTO >KEAYAOUYKA BBIXOAHT
Aerounas aprepus. dubposnoe xoabno (3,5 cm) u cTBOA
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Pucynox 1. OKI npu nocrynaeHnn
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Pucynox 2. Oxoxapauorpadus: ABynpurounsiii EXXC

A, B - ABIKeHHE CTBOPOK aTPHOBEHTPUKYASPHBIX
KAAIaHOB BO BPeMsl CEPAEYHOTO IIHKAQ.

(4,7 cm) pacmmpenst. CTBOPKM KAamaHa A€TOYHON apTe-
puu He m3MeHeHsl, peryprutanus I cr. @yskimonupyer oT-
KPBITBIM apTepUAAbHBIN IPOTOK ArameTpoM 0,8 cM ¢ AByHa-
npaBAeHHBIM cOpocoM. COpoc depes AedeKT MeiOKeAyAOU-
KOBOI IIepeTOPOAKU ABYXKOMIIOHeHTHBII. IToaocTs epAuHOTO
JKeAyAOUKa pacimpeHa (KOHEYHO-AMACTOAMYECKHIl 06DbeM
298 MA), CTEHKH TUIepTPOdUPOBaHbI (IEpeAHSs CTeHKa
1,5 cm, 3apnss 1,3 cm), dpakuus Bei6poca (OB) 70%. O6pem
Aesoro mpeacepausa 21 ma. IIpaBoe mpepcepaue AMAaTHpO-
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Pucynox 3. OKI' pouHaMuka mHGapKTa MHOKapAQ
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BaHO, 00beM 45 MA. CTBOPKM MUTPAABHOTO U TPHKYCIIH-
AAABHOTO KAQIIAHOB YAAMHEHBI, AUCIIAACTHYHBL Ha Tpuky-
CIMAAABHOM KaamaHe peryprutanus III ct. AaBaenue B ae-
TOYHOHM apTepHH: CHCTOAMYeckoe 135 MMPT.CT., cpeaHee
95 MM pr. cT. 3akarouenue: BIIC, apympurounsiit EJXXC, Mop-
¢onroruuecku AeBbId. TpaHCHIOZUIMSA MAarUCTPAABHBIX COCY-
AoB. HepocrarounocTs TpuKycnuaaabHOTro Kaamana. OTKpHI-
TBIF AOPTAAbHBIN IPOTOK. BbICOKAsI AeTOYHASI THITepTEH3HU.
CoxpatureasHas ciocobrocTs EXXC yaoBA€TBOpUTEABHAS.

Yrpom 25.01.20201. (10:30) manueHT OTMeYaeT MOSB-
A€HHIe AQBSIIUX 0OAel 32 IPYAMHON B IIOKO€, He KyIHpYIO-
IUXCS PUEMOM HUTPATOB (HUTPOTAMLEPHH CyOAMHIBAAB-
1o 0,8 mr). Ha OKT perucrpupyercs aaeBanus cermerra ST
B orBepeHusax I u aVL Ha 1,0-1,5 MM B codeTaHum c penpec-
cueit cermenra ST B otBepenusx 111, aVF, V,  (puc.3A).

C mopo3peHHeM Ha OCTPBIA KOPOHAPHbINA CHHAPOM HalfH-
eHT IePEBOAUTCS B OTAGAGHHe MHTEHCHBHOM Tepamum. Ilo-
CAe BHYTPHBEHHOTO BBEACHHUS HECTEPOUAHOTO IIPOTHBOBOC-
naauteAbHOro mpemapara (keroposak 30 Mr) 60Ab B IpyA-
HOH KAeTKe He PeIJHAUBHPOBAA], CAMOUYBCTBHE YAYIIIHAOCE,
BBeAeHHe MOP(HHA He IIOTPeOOBAAOCH.

B oTAeAeHHMH MHTEHCUBHOM Teparuu 60AEBOI CHHAPOM
He PeIIMAMBHPOBAA. briaa mpopoAkeHa Ha3HaYeHHas paHee
Tepanus (9HaAanpuA 2,5 Mr 2 pasa B CyTKH, CIUPOHOAAKTOH
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Pucynox 4. TpoM60THYeCKNiT KOMIIOHEHT
B cucreme [THA (A) u cocrosiHue KpOBOTOKA
Ha MOMeHT OKOH4YaHus Tiporieaypbl (B)

S0 Mr B CyTKH, alleTHACAAUIIMAOBASL KUCAOTA 75 MI' B CyTKH,
6osentan 125 mr 2 pasa B cytkn). [IpoBopmAach KoppeKius
3A€KTPOAUTHBIX HapymieHui (runokasnemus 3,2 MMOAD/A).
25.01.2020r. (13:30) mpuHATO pemeHHEe O MPOBEACHHH
KOPOHAPOAHTHOTpaduM, IO AAHHBIM KOTOPOH BH3yaAH-
3UPOBAH TPOMOOTHYECKHMII KOMIIOHEHT Ha YpPOBHE CpeA-
Hell/ AUCTaAbHOM TPeTH TIepeAHEH HHUCXOAAIIEH apTe-
puu (ITHA) / puaronaasuoit setsu 2 (AB) ¢ xpoBoTokoMm
TIMI 2 u nepexpbitueM mpocseta 6oaee 90% (puc.4A).
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Anrnorpadudecku TpoMb 3MOOANIECKOTrO XapaKTepa — Ae-
¢$eKT HaIlOAHEHHS C YeTKMMH KOHTYPaMH, C AICTaABHBIM 3a-
IIOAHEHHeM apTepPUH KOHTPACTHBIM BeljeCTBOM 0e3 aHIHo-
rpaduyecKux MPU3HAKOB U3MEHEHUH CTeHOK cocypa. Ilpea-
IpHHSTA IONBITKAa TpoMbacnupanuu us ITHA, Bo Bpems
KOTOPOM TPOMO CMECTHACS IPOKCHMAaAbHee C IepeKpBITU-
eM IpocBeTa Ha yposHe cpeaHer Tperu ITHA u xposoro-
xoMm TIMI 0. ITocae ucrmoab3oBaHMs IPOBOAHUKOBOIO Ka-
TeTepa TpoMb cMmectuAcsi B AB 1 ¢ BoccraHOBAEHHEM KPO-
Boroka o ITHA u AB 2 ao TIMI 3. Kposorox mo AB 1
TIMI 0. 113 mpOBOAHHMKOBOIO KareTepa HU3BA€YEH OeAblil
TpoM6 1x2 M. BoccranoButs xpoBoTok mo AB 1 He yaa-
aoch (puc. 4B).

Bo Bpems 4pecKO)XHOro KOPOHAPHOTO BMEIIATEAbCTBA
BBOAMACS remaput 70-100 ea./Kr AO aKTHBUPOBAHHOTO Bpe-
menu ceeprhiBanus (ABC) 300-350 cexyHa,.

ITocae BMemIaTeAbCTBA COCTOSIHME IIAIIMEHTAa YAOBAET-
BOpHUTEeAbHOE, reMOAMHaMuKa cTabuapHas. C 25.01.2020r.
K A€YEHUIO AOOABAEHBI: CEAEKTHBHBIN [3-aApeHOOAOKATOP
(MeTOmpoAOAA CYKIMHAT B Ha4aAbHOI A03e 3,125 mr 2 pasa
B CYTKHM C IIOCAEAYIOIIMM THUTPOBAHHEM AO3BI A0 6,25 Mr
2 pasa B cytku), renaput 100 ea./kr/cyT. 1 Bapdapus S Mr.
04.02.2020T. AOCTUIHYTO LieAeBOe 3HaueHHEe MEXAYHaPOA-
HOTO HOPMAaAM30BaHHOTO oTHomeHus 2,04, oTMeHeH rema-
puH, Ao3a BapdapuHa cocraBuaa Swr. IlpoBoamaace xop-
PeKILHs PeASTHBHOM aHeMHH (reMOTpaHCY3HS SPUTPOLH-
TAPHOI B3BECU C YAAACHHBIM A€FIKOTPOMOOLIUTAPHBIM CAOEM
6€3 PeaKLuil 1 OCAOKHEHHIR).

C 25.01.2020 r. perucTpupyeTcs HapacTaHHe YpOBHeM
kpearunpocpoxunassl (KOK) po 1143 E/a u MB-ppaxuun
KOK (MB-KOK) ao 143,5E/A, BbICOKOUYBCTBUTEABHO-
ro tpomonuHa A0 0,42 Hr/MA, yBeAUdeHHe UHCAA A€HIKO-
utoB A0 9,35x10°/A, CHIDKeHHE CaTypanjMH KHCAOPOAQ
A0 70%. TTo OxoKT oT 26.01.2020T. (09:30) oT™MeyeHO cHU-
xenue OB epnHCTBEHHOTO XeAaypouka ¢ 70% mpu mocTyIae-
HUH A0 519%, MOSBUAKCH 30HBI THIIOKHHE3A IIePeAHEeOOKOBBIX,
BepXYIIEYHbIX OTACAOB XKEAYAOUKA.

Ha JKT or 26.01.2020r. (13:14) ymenbmmaach BbIpa-
JKeHHOCTb 9AeBAllMU U Aempeccun cermeHta ST, cdopmu-
poBaAMCh OTpHIjaTeAbHble 3y6rpl T B oTBepeHmsx V,—V
(puc.3B). Aaavmeiimas aunamuxka OKI' cooTseTcTBOBaAa
TeueHHI0 Q-06pasyromero HHPapKTa MHOKAPAA BBICOKUX 60-
KOBBIX OTAGAOB C BOBACUEHHEM IIePETrOPOAOYHbIX, BepXyIIed-
HBIX H OOKOBBIX OTAEAOB XKEAYAOUKA, O YeM CBHAETEABCTBYET
HOsIBA€HHE IaToAorndeckoro 3ybua Q B orBepenusix I, aVL,
V, ¢ 1 yraAybAeHMe OTpHIJATeAbHBIX 3y01i0B T B OTBeACHIMSIX
V, (025 mm (puc.3B,T).

Ha 4-e cyTku manueHT IepeBeACH U3 OTAGACHHUS peaHH-
MAITHHU B KAPAUOAOTHIECKOE OTASACHHE.

Ilo AamHBIM cyTOouHOro MouuTOpupoBaHHs OKI'
or 29.01.2020T. 3NM30A0B HIIEMHH MHOKApAA He 3aperu-
crpuposado. OxoKI' ot 05.02.2020T. — yAydImuAach Cokpa-
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tuteapHas crnocobrocts EXKC (OB 55%), coxpansiorcs
Ipe>XHHe 30HBI TUITOKHHE3A.

Cy0ObpeKTUBHO OTMe4aeT HEKOTOPOe YMEHbIIEHHE OABIII-
KH, TTOBbILIEHHE TOACPAHTHOCTH K QU3UYECKOH HarpysKe.

Yepes Tpu HepeAU IAIMEHT BBIIHCAH Ha aMOyAaTOpHOe
Habatopenue ¢ pmarnosom: BIIC, EXXC, ABynpurouHslit Ae-
BBIH JKeAYAOUEK, TPAHCIIO3HIIUS MATUCTPAABHBIX COCYAOB, OT-
KPBITBII apTepUAABHBII IPOTOK, AePEKT MEXOKEAYAOUKOBOM
IIepeTOPOAKH, HEAOCTATOUHOCTb TPHKYCIUAAABHOTO KAAIa-
Ha, HEAOCTATOYHOCTD KAAIIAHA A€TOYHOH apTepuHu. Bricokas
AeroyHas runeprensus. Q-obpasyromurt ”HGAPKT MHOKapAA
(Tpom60amboanaeckuit — 11 Tum) ¢ noabemom cermenta ST
B BBICOKHX OOKOBBIX OTAEAAX C BOBAEUYEHHEM IlepeAHerepe-
TOPOAOYHBIX, [TepeAHEBEPXYILEYHBIX i OOKOBBIX OTAEAOB Ae-
BOTO KeAypouka ot 25.01.2020 . Tpombacnupanus us ITHA
ACIMPAIIOHHBIM KaTeTEPOM U IIPOBOAHHKOBBIM KaTeTepOM
ot 25.01.2020r. XpoHHdecKkas cepaedHas HEAOCTAaTOYHOCTD
ITa crapun, ynkumonaabsbrit kaacc [II-IV mo NYHA.

PexoMeHAOBAaHO IPOAOAKUTD TEPAIIHIO, BKAIOYAIOLIYIO
9HAAAIPUA S MT B CYTKH, CITIUPOHOAAKTOH S50 MI B CYTKH, a1le-
THACAAMIIMAOBYIO KHUCAOTY 75 MT CyTKH, METOIIPOAOA CYK-
nuHaT 12,5 Mr B cyTKH, BapdapuH S Mr B CyTKH, 603eHTaH
125 mr 2 pasa B cyTku. Jckaranusa AAl-cnenuduyeckoit Te-
paInuy He IpOBeAeHa M3-32 OTKa3a POAUTEAEH.

O6cyxpaeHne

OaHO¥M 13 0CHOBHBIX IpH4uH passurusd VIM y pereit sB-
asiorest BIIC [6]. Boabmuncrso BITC, B Tom uncae u EXXC,
MIMEIOT IIOAUT€HHO-MYABTH(AKTOPHAABHBIA THII HACACAOBA-
HUS U AMIIb HEe3HAYUTEABHOE KOAMYECTBO MMOPOKOB 00YCAOB-
A€HO XPOMOCOMHBIMH HapYIIEHUSMH, MyTaljiefl OAHOTO Te-
Ha MAH QaKTOPaMU OKPYXKAIOIei cpeasl [2, 7].

YacroTa EJXC cocrasasger oxoao 0,13 ma 1000 HOBOpOX-
AeHHBIX. IIpOrHO3 ecTecTBeHHOTO TeueHHs 3a00AeBaHHS He-
OAAroNpHUATHBINA — 63 OIlepaTUBHOIO BMENIATeALCTBA HoAee
60% aereir c EXXC ymuparoT B TeueHHe IIePBOTO TOAA XKU3HU
[2]. Hanboaee 9acThIM BAPUAHTOM AQHHOTO HOPOKA SIBASIET-
CsI ABYTIPUTOYHBIH ACBBIH XEAYAOUEK C TPAHCIIO3UI[HEeH Mary-
cTpaAbHbIX apTepwi [ 1, 2].

PazAmdHbIe BapHaHTBI XHPYPrUYeCKOTO A€YEHHS HOCST
IpEUMYIeCTBEHHO MAAAMATHBHBIA XapakTep, MPU 3TOM Ae-
rOYHasl TMIIEPTEH3US U IIOBBIIIEHHE ATOYHOIO COCYAHMCTO-
rO CONPOTHBACHHMS MOTYT CTaTbh IIPOTHBONOKA3aHUIMHU
AASL TIPOBEACHUsI KOPpeKUud [2]. Aerodsas rumepreHsms
M CHHAPOM Jii3eHMeHTepa — HanuboAee JaCcThle U Cepbe3HbIe
OCAOXHEHHsI, OOYCAOBAGHHBIE IOCAEACTBUSIMH HEKOHTPO-
AMPYeMOTO CHCTEMHO-AETOYHOTO IIyHTUPOBaHHs KPOBU [4].
PasBuTne cMHApOMa Di3eHMEHIepa COIMPOBOXAACTCS MPO-
IPECCHPOBAHHEM CEePACUHON HEAOCTATOYHOCTH, Iiepebpo-
BAaCKYASIPHBIMU COOBITHSIMH, HM3MEHEHHSIMU CO CTOPOHBI
CBEPTHIBAIONIEH CHCTEMBI KPOBH, NOAMOPTaHHBIMU Hapylie-
HusMH. [Ipy HeBBIIOAHEHMM TPAHCIAAHTALMU KOMIIAGKCA
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CepAlle-AeTKHe HAU ACTKHX C KOPPeKIIHeil OCHOBHOTO Aedex-
Ta TIPOAOAKHTEABHOCTD JKU3HH ITAIEHTOB He IPEeBBIIIAeT
20-30 Aet, Harb6OAee YACTOM IPUIMHOM CMEPTH CTAHOBSITCS
OCTpBbIe CEPAEIHO-COCYAUCTbIe CObbITHA [8, 9].

AerouyHasi runmepTeH3Hs B COYETAHHH C T'MIIOKCEMHEN
BBI3BIBAET PSIA KOMIIEHCATOPHBIX M IATOAOTHMYECKHX CABH-
rOB — Pa3BHUBAETCS IPUTPOLIUTO3, TOBBIMIAETCS FeMATOKPHT,
BSI3KOCTb KPOBH, BCAEACTBHME AHOMAABHBIX KOAIyASIHOH-
HbBIX MEXaHH3MOB IIOT€HLIUPYeTCs IpoLjecc TpoMboobpaso-
BAHMUS, YCYI'yOASIOIIMICS HAAMYMEM AMAATHPOBAHHBIX Ka-
mep cepana [2, 4].

Peoaormyeckue GpakToOpbl, 3HAOTEAHAABHAS AUCOYHKITHS
1 TIAPAAOKCAABHASI IMOOAMS SIBASIIOTCSI ITyCKOBBIMU MEXaHH3-
MaMU Pa3BUTHs TPOMOOIMOOAMYECKUMX OCAOKHEHHMI. Ao-
IIOAHHTEABHBIMM OTSITOLJAIOIIMME  (AKTOPAMH MOTYT CAy-
KUTb HAPYILIEHHS] CEPACYHOTO PUTMA M HAAMYME BEHO3HBIX
xarerepos [2].

OAHAKO y IaI[eHTOB C CAHAPOMOM Ji3eHMeHIepa MOy T
OTMeYaThCsl He TOABKO TPOMOO3BI, HO M CIIOHTaHHbIE KPOBOTe-
YeHMsI, KOTOpbIe CBS3BIBAIOT CO CAOXKHBIMH Ie€MOCTaTUYECKH-
MM HapyIIeHMsMH: N3MeHeHUsIMH TpoMboLuTos (Tpombonu-
TONeHNUS ¥ TPOMOACTEHNs), HAAMIMEM AHOMAABHBIX KOATyAS-
LIMOHHDIX MEXaHM3MOB (CHIDKeHHeM BuTaMuH K-3aBHCHMBIX
daxropos cpeprriBanms kposu (§axropr 11, VII, IX u X),
¢axropa V, yBeanueHneM $HOPHHOAUTHYECKON aKTHBHOCTH
¥ ucromenueM dpaxropa ¢pon Buasebpanpa) [10]. [panman-
ckas C.E. ¢ coaBT. NOKa3aAH, YTO KPOBOXapPKAHbE 3HAYUTEAD-
HO yallle BCTPeYaeTcs IIPU CUHApPOMe Dii3eHMeHrepa o CpaB-
HEHHIO C MAMOTIATHYECKOi1 AerO4HOM runeprensueit [ 11].

Yro KacaeTcs MpOPHAAKTHKH TPOMOOIMOOANYECKUX OC-
AOXXHEHHI IPH CHHAPOMe DFi3eHMeHrepa, TO MPOCAEKHUBA-
eTCsl HeOAHO3HAYHOe OTHOIIEHHE K HA3HAYEHHIO IIePOPAAb-
HBIX aHTUKOATYASHTOB [2-4, 8]. DTo cBA3aHO C TeM, 4TO
IPH BHICOKOM PUCKe MHCYABTOB M TPOMOO30B 3TH Ke IalfH-
€HTBI CKAOHHBI K PA3BUTHIO KPOBOTEYEHHI X KPOBOXAPKAHbSI.
OaHa 13 TOUeK 3PEHHsI COCTOUT B TOM, YTO A€YeHHe AHTHKOA-
TYASIHTAMHU Y OOABHBIX C TPOMO03aMH AOITYCTUMO IIPH OTCYT-
CTBUM KPOBOXapKaHbs [8].

IIpu aHaAM3e pe3yAbTaTOB MCCAEAOBAHHA KPOBHU Hallle-
TO Mal[eHTa BbIABACHBI U3MEHEHUSs, XapaKTePHbIe AAS TUIIO-
KCeMHHU. BOABIIMHCTBO IIOKa3aTeAeil KOAaryAOrpaMMbl Ha-
XOAMANICh B IpepeAax pedepeHCHBIX 3HAYeHUH, HO yBEAH-
YeHHOe KOAMYECTBO PACTBOPUMBIX (HOPUH-MOHOMEPHBIX
KOMIIAeKCOB (4,5 MI%) U HHU3KMIl ypoBeHb QUOpPHHOTEHA
(2 1/A) CBHAETEABCTBYIOT 06 aKTHBALIMK CHCTEMBI CBEPThIBA-
HMs KPOBU M MOBBIIIEHHH PHCKA BHYTPUCOCYAUCTOTO TPOM-
6006pasoBaHms. JTO yKAa3bIBAET HA IIOBBIIIEHHYIO BEPOST-
HOCTb Pa3BUTHs KaK BHYTPHCOCYAMCTOrO Tpomb603a, Tak
M IapaAOKCAABHBIX TPoMO0aMboamii. OpHAKO HPOQHAAK-
THKA TPOMOOIMOOANIECKUX OCAOKHEHHI paHee He IIPOBO-
AHAACD, TaK KaK POAUTEAH peOeHKa OBIAU OTpPHIJATEABHO Ha-
CTPOEHbI OTHOCUTEABHO ITPHeMa AHTHKOAT yASIHTOB.

Paspumuiicss FIM y manueHTa HOCHA TPOMO09IMbOAITe-
CKMH XapaKTep, YTO IOATBEPKAAIOT AAHHbIE KOPOHAPOAHTHO-
rpa¢un. C BBICOKOM AOAEH BEPOSTHOCTH MOXKHO IPEATIOAQ-
raTh, 4TO K OCTPOE HApYIIEeHHe MO3TOBOrO KPOBOOOpaIjeH s,
nepeHeceHHOe pebenkoM B 2010T., MMeAO aHAAOTHYHYIO
NPUYHHY.

B mamreit xamHuKe 9TO mepBbIf cayvait passutua MIM
y Moaoporo deaoBeka ¢ EXKC. Ilpu amaamse aureparypsr
HaM YAQAOCDH HAWTH TAK)XXe AUIIb eAVHIYHbIe onucanus UM
y OOABHBIX C CHHAPOMOM JFf3eHMEHIepa B MOAOAOM BO3-
pacre. Maroe koAMYecTBO MHPOPMALIMK U OTCYTCTBHE YeT-
KUX PeKOMEHAQAITMI BBI3bIBAET 3aKOHOMEPHBIE CAOXHOCTHU
IpU BeAeHHH 3TUX MareHToB. OcoOble BOIPOCHI OCTAIOT-
Csl OTHOCHTEAbHO IIPUMEHEHHs aHTUKOAT yASIHTOB, YYUThIBAsI
CAOXHBIE U3MEHEHHsI CO CTOPOHbI TeMOCTa3a y 3TOM IPYIIIbI
OOABHBIX.

ITpeacTaBAeHHBIN KAMHHUYECKUH CAy4all AeMOHCTpPHUpYeT
ecrectBenHoe Tedenue BIIC, c popmuposanuem cuappoma
Onsenmenrepa, a IM sBHACS KAMHMYECKOM MaHUpeCTAIMeH
U3MEHeHHI CO CTOPOHbI CUCTEMbI FéMOCTa3a.

Kongauxm unmepecos ne 3assien.

Crarpsanmocrynuaa 17.07.2020
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