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WHOAPKT MUMOKAPAA U TEMODUNNSA
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MpuBeneH BeCbMa PEAKWA KINMHUYECKWIA CRyyain coveTaHust uHdapkTa Mmokapaa
1 remodunum Tuna A. MpencrasneH kpaTkuii 0630p COCTOSIHWS BONPOCA MO [aH-
HbIM nuTepatypbl. CoenaH akUeHT Ha MPakTU4EeCKMX BO3MOXHOCTAX NEYEHUs
MHdapkTa M1Mokapaa y 60bHbIX ¢ reModuanei.
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The rare case of myocardial infarction and hemophilia A is presented. Brief review
is provided of this issue by literature data. Accent is done upon the opportunities
of myocardial infarction treatment in hemophilia patients.
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ITemodmnmsa — BpoxXIeHHOE HApyIIEeHNE CBEPTHIBAIO-
e CHUCTeMBI KPOBH, CIEIUICHHOE C Xpomocomoit X
1 TIPOSIBIISTIIONIIEeCsT HeAOCTaTKOM (DaKTopa CBEPTHIBAHMS
kposu VIII (remodwmnmsa tuna A) wim pakropa IX (remo-
¢dumug tuma B) [1]. 3aboneBaHre 3TO PeaIKOe — YHCIO
monaeit ¢ remoduieil B Mupe cocTasiisieT okoso 400000
yesnoBek [1], B Poccun — okomo 7500 yenosex [2].

Panee cumranochk [3], 4TO Hamuume TreMODMINUN
3alIAINACT OT BOSHUKHOBCHUS WIIEMUUYECKOI OOJIe3HU
cepauma (MBC). Omaako, mo3mHee OITyOJMKOBaHHEIC
paboTHI ITOKA3ajid, 9YTO C COBEPIICHCTBOBAHMEM JICUC-
HUS TeMOMUWINN YBEIWUMBACTCS IIPOIOIKUTEIBHOCTD
KW3HM 3TUX OOJNBHBIX M HapacTraeT 4MCiIo (haKTOpOB
pHCKa M COMYTCTBYIOIMX 3a0ojeBanmii, BKirodas MBC
[4]. Tak, B KaHAICKOM HCCICHOBAHUM Y 294 GOIBHBIX
reMoriIneii apreprabHast TUIIEPTCH3US ObLJIa BBISIB-
nena B 30,3%, caxapHsblit nuadet — B 10,5%, nuciaumnu-
gemust — B 22,4%. bouto otmeueno 14 caysaes UBC; 3
MMalyeHTaM OBlJIa IpOBelcHa OIepals KOPOHAapHOTO
IIYHTAPOBAHUS W 9 IMamMeHTaM — YPECKOXHOE KOpPO-
HapHOE BMEIIATEIbCTBO.

Coueranue nHbapkTa Mmuokapaa (MM) u remopumim
tuna A BecbMa penko. K 2006r B MUpoBoii iuTeparype
ObLIO OIMCAHO Bcero 36 ciyyaeB BO3HMKHOBeHUs MM
Ha ¢one remodwiun [5]. [IpyBoauM COOCTBEHHBIN KJIM-
HUYEeCKU caydait couetanuss UM u reMopuinm tima A.

Bonbhoii 4., 47 net, moctymui B KiinHuky 12.09.2015
B 13.25 ¢ xano0amMu Ha 601 3a TPYOIUHOM ITpY HE3HAYN -
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TeIbHOU (PM3MUIecKoit Harpy3Ke U B OKOE, HE KYITHPY-
foIIrecs IMpUeMOM HUTPATOB. 3a00JIe]l yTpoM, BHAYAlIe
00JI KyITUPOBAIMCh HUTPAaTaMU, 3aTeM HHUTPATHI IIepe-
CTaJIM TIOMOTaTh, B CBSI3M C Ye€M BBI3Bal “CKOPYIO
nmomomip”. JnarHo3 reMo@uiaInM TUMAa A YCTaHOBJICH
B netrctBe. Ilojmydaer 4yepe3 AeHb MHPY3UIO (hakTOpa
VIII B no3e 2000 equHUI, TIpY BO3HUKHOBEHUY TeMap-
Tpo30B BBoauTcs 4000 equaMI. MMeeT rpymiry KpoBu B
(III) Rh+. B anamHe3e s13BeHHas 00J1e3Hb 12-TH mepcT-
HOM KUWINKHU, XEIYIOUYHO-KHIICYHOE KPOBOTECUCHMUE.
CreHOKapousl HAIIpSKEHUsI OKOJIo 7 JeT (Tepromude-
CKM TIpMHUMAaET HUTPATHI), apTepUaTbHAasI TUIICPTCH3MS
okoio 7 aer (mpuHUMaeT 10 MTr sHajmampuiaa M 5 MT
Oucorposiona).

OOBEKTUBHBIC MaHHBIC TIPU MOCTYIUICHHH: WHICKC
Macchl Teia 28 F/Mz; apTepuajibHoOe mapiaeHue 117/76 mm
PT.CT.; myJbC 69 ya./MHUH; YUCIO AbIXaHUI 17 B MUHYTY;
B JICTKUX JbIXaHWE BE3UKYJISIPHOE; TOHBI CEpAIa pUTMIY-
HBIE, IITYMBI HE BBICTYIINBAIOTCS.

Ha DKI' — genpeccust cermenTa ST 1o 1 MM B oTBe-
nenusax I, 11, avL u 1o 2 MM B OTBeAeHUSIX VS—VG.

JlabGopaTopHBIe TTOKa3aTeH IIPH ITOCTYIICHUH: TPOTIO-
HuH [ 1,7 vr/mt (HopMa a0 1 Hr/mit), 4yepe3 6 4acoB Tpo-
mouuH I — 22,6 HI/MII; aKTUBMPOBAaHHOE YaCTHYHOE
TpoMOoIacTuHoBoe BpeMs 53,1 cek; ¢ubpuHoreH 4,7
r/1; O-mumep 0,37 MKT/MII; IpoTpOMOMHOBOE Bpems 11
ceK; TpoMOMHOBOE BpeMs 12,7 cek; reMorinobuH 144 r/m;
SPUTPOLTUTHI 4,21X1012/J'I; TPOMOOLINTEI 286X109/I[; JIeiiKo-
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LIUTHI 8,1x109/n; m1oKo3a 7,67 MMoJib/1; KpeatuHuH 117
MKMOJIb/J1; OOLII X0aeCTepUH 9,6 MMOJIb/JI, XOJeCTEPUH
JINTIOTIPOTEUIOB BBICOKOM TTOTHOCTH 0,9 MMOJIB/JT; XOJTe-
CTEPUH JINTIOTIPOTEUIOB HIU3KOM TUIOTHOCTH 7,3 MMOJIb/TT;
TPUTITALICPUIBLI 3 MMOJIb/JI.

B cBs13m ¢ Hm3kmM pruckom 1o mkane GRACE (MeHee
108 6a/IoB) M ¢ y9eToM reMopmiIny, MHBa3MBHAsI ITHA-
THOCTHKA U JICICHNUE HE TIPOBOIIIINCE.

Oxokapauorpadus ot 12.09.2015: dpaxuusa BEIOpoca
neBoro xexynouka (JIXK) mo Cumricony 43%, runokvHe-
3Us BCEX aNWKaJIbHBIX, 9aCTW MEOMAJIBLHOTO TIEpemHe-
IIeperopogOYHOT0, MEIHAIBHBIX — IIEpeOHEer0 W 3ai-
Hero, MeauajJbHOTO 00KOBOro cermeHToB JIZK, MuTpasnb-
Hasl peryprutanus 3 cTeleHU (IKCLIEeHTPUYHAs CTPYS
BIOJIb 3aHE-00KOBOM CTCHKH JICBOTO IIPEICEPINSI).

Yepes cyTku 00JIbHOIM ObLI MEpeBeNeH U3 OTAese-
HUS KapAUOpeaHNMAaIIH B KapINOJIOTNUECKOE OTIeIIe-
HUE JUIST TPOBEOCHUS HaJbHEUIIETo 0O0CICHOBAaHUS
1 JICICHMUSI.

Oxokapamorpaduss or 17.09.2015 — dpakuusa
BeiOpoca JIK 44%, BblpaxkeHHasl TUIIOKMHE3UsI 3aIHeil
creHku JIZK, runmokrHe3ust MeauaibHOro 00OKOBOTO, yMe-
peHHasT THITOKMHE3WST alTMKAJIbHBIX — HIDKHETO M O0KO-
Boro cerMeHTOB JIK, MuTpanbHasT peryprutamus 3 cTe-
MEHU C SKCHEHTPUIHOM CTpYEH.

Bbruto mpoBeneHO cyrouHoe MoHUTOpHUpoBaHUe DKI
(22.09.2015) — cpemHecyTO4YHasT 4acTOTa CEPAECYHOTO
puT™Ma 66 B MUHYTY, S1M30[bl TOPU3OHTAILHOM IEIpec-
cnu cermeHTa ST 1o 1,5-2 MM Ipu pM3NIECKOM HaTrpy3Ke
(xonpba) 6e3 ykazaHUI Ha BOSHUKHOBEHUE OOJIH.

24.09.2015 GompHOIT OBLT BEITIMCAH IJISI aMOYIaTop-
Horo noseynBaHud ¢ aguarHosom: UBC: UM 6e3 monn-
eMa cermeHTa ST mepeaHe-00KoBoi cTeHKM 0T 12.09.2015.
besbosneBasg wuemMus Muokapaa. lurneproHuueckas
605e3Hb 3 cT. Juciummnemus. S3BeHHas 601e3Hb 12-Tn
IIepCTHOI KUIITKA B aHaMHe3e. [eModumms Tura A.

PexomeHmoBaHO TPMHUMATE aTOpBacTaTUH 20 MT/CYT.,
6urcomnposoi 1,25 Mr/cyT., TM3WHOIIPWII 5 MT/CyT. B cBs13n
¢ HaTUYMeM TeMOMWIMU OBLIO PEHICHO BO3IEPKAThCS
OT Ha3HAYCHMS TBOMHOI aHTHATPEeTaHTHOM TepaITii.

IMocnenyronue 1,5 Mecsiia 4yBCTBOBAJI CE0s1 HETLIOXO,
HO ¢ 07.11.2015 cTtamm OecOKOWTH OOJNHM 3a TPYAMHOMU
mpy (PU3NIECKON Harpy3Ke, B CBSI3U C YeM ITCpUOTMNIC-
CKM IIPUHUMAJI HUTPATHI.

15.112015 oxono 16.00 Bo3HWKIA OaBdAmasg OOJb
B TPYIHOM KJIETKE, B CBSI3U C YeM HEOTHOKPATHO MIPWHM -
MaJl HUTPOTLJINIIEpUH Oe3 saBHOro 3¢ dekra. M3-3a Bo3-
HUKHOBCHMSI ONBIIIKY 1 KaIllJIT BBI3BAJI OpUTaILy CKOPOU
nmomomn. bBreimo 3adpukcupoBano masiaeHume 100/70.
Ha DKI B 18.00 — sneBamg cermenra ST B oTBeIeHUM
avR mo 2 mM, menpeccus cermeHta ST B otBemeHusx 11,
111, avF V3—V6 1o 3 mMm. Beenen MopdwuH. [JocraBieH
B crammoHap B 18.46.

OO0BEKTUBHO: 00JILHOM BO30YXKIEeH, KOXXHEIC ITOKPOBEI
OJemHBIC, BIAXKHBIC, YMCIIO MBIXaTeIbHBIX ABIDKCHUN 38
B MUHYTY, B JICTKMX BJIaXHBIC XPUITBI HAIl BCEMU JICTOU-

HBIMH TIOJISIMU, TOHBI Cepila TIIyXue. ApTepuaabHOE
nasieHue He onpenensercs. [Tyasc 120 ya./muH. bonb-
HOI OBIT WHTYOMPOBaH, HavaThl pPeaHUMAIIMOHHBIC
MEPOIIPUSITHSI, HO OHU OKa3aInuCh OC3YCIICITHBIMU.
JleranpHBIT Wcxonm HacTymmn depe3 40 MUHYT IOCIe
TMOCTYIUICHUS B CTAIIOHAP.

Ha ayroncuu npusHaku UM nepenHee — GOKOBOIA
¥ HIDKHEU cTeHKU. Ha mormepeyHoM cpese cTBoJIa JIeBOM
KOPOHApPHOM apTepny OOHApY:KEHO CYXKEHME IIPOCBETa
6onee yem Ha 90% aTepoOCKIEPOTUYCCKUMM MacCaMu
¢ TIpU3HAKaMHU BBIPAKEHHOTO KaJIbIIMHO3A.

06cyxaeHue

Ony0IMKOBaHHBIX pabOT IO COYETAHUIO TeMO(DUINHT
nu MM Becbma He3HauuTedbHOe uucio. B pabGore
Girolami A, et al. poBeneH aHanu3 36 ciydaes UM
u remodunum [5]. CpegHuii Bo3pacT OOJIBHBIX TeModu-
el 661 44 roma. bonpmmHcTBO UM OBUIM TIepeaHe-
6okoBbIMU (12 cnydaeB), HikHe-3agHMe MM Gbliu B 6
ciyuasx, B 4 ciyvasx MM 6buin 6e3 3y6ua Q; 6 ciaydaen
WM 06Ut MyJnsTU(OKATBHBIMUA, B OCTaJbHBIX CIydasix
nokanu3anust UM He 6buta onrcana. 22 cirydast UM Bo3-
HUKJIX BO BpeMs WM cpa3y Iociae WHPY3MU KOHIICHT-
pata paktopa VIII. 7 ciyyaeB UM 3aKOHUMIUCH JieTallb-
HbIM ucxonoM. B 7 ciydasx nocie UM pasBuiach cep-
IeyHasg HeOOoCTaTOYHOCTh. OmHOMY NaIMeHTy ObLIa
MpoBelicHa TIepecagka cepAlla 4yepe3 S5 MeEcsIeB IIOCIe
M. ABTOpHI ITOJUYEPKUBAIOT, UTO BhICOKast yactotra UM
nocie uHdysuit gakropa VIII wim KoHUeHTpaTa Mpo-
TPOMOMHOBOTO KOMILIEKCA TPEOYeT TIIATSIbHOM KIIMHH-
YeCKOl OIEHKM KaXIOTOo ITalleHTa IUIST BBIPAOOTKH
aJeKBAaTHOTO TEPAIIEeBTUIECKOTO IOIXO0/a.

CI0XHOW MEIWIIMHCKON IIPOOJIEeMOIl y OOIBHBIX
remMopuaMell IBIACTCS KaTeTepu3aius apTepuii. B ote-
YeCTBEHHOU paboTe Mo KaTeTepu3alluy apTepuit y 00JIb-
HBIX C ITaTOJIOTHE CMCTEMBI KPOBH IIPUBEICHBI JaHHBIC
1o 8 OOJIBHBIM ¢ TeModuInell 6¢3 YTOUHEHNS KOHKPET-
HbBIX IPUYMH IS IPOBEICHMS MHBa3UBHOTO JiedeHus [6].
Bo Bcex ciydasix mpoBoauiIach 3aMeCTUTEIbHAS TEPAITHS
(akTopamu cBepTBEIBaHUS KpoBH. Hu omHOrO remoppa-
TUIECKOTO OCJIOKHEHUS Y OOJBHBIX ¢ TeMODUIneil pu
MPOBEACHNN KaTeTepH3allii apTepUil 3apeTUCTPUPO-
BaHO He OBLI0. ABTOPBI IIPUIILUTH K BEIBOLY, UTO IIPU pa3-
BUTUH KPUTHMIECCKUX COCTOSTHUI W HAJIMINU TTOKa3aHUIA
KaTeTepu3alns apTepyrii MOXET 1 TOJDKHA OBITh MCITOJIb-
30BaHa y OOJBHBIX C MATOJIOTHEI cucTeMBl KpoBu. Dak-
TOPOM pPHCKA TEMOpPParmdIecKnX OCIOXHEHUM y TaKMUX
OOJIBHBIX SIBIISICTCSI YMCIIO TIOMBITOK ITYHKIIMI apTepuii
npu Katetepwsanuu. [Ipm KateTepmzanum OempeHHOMI
apTepuy TeMOpparnyeckKnue OCJIOXHEHMS BO3HHKAJU
qaIie, 4eM IIpH KaTeTepru3allni JIyIeBOI apTepH.

B pabore Mannucci P, et al. mpeacTaBieHBl peKOMeH-
JAlM TI0 BEOCHWIO OONBHBIX TeMOMWINEHl ¢ OCTPBIM
KOpPOHApHBIM CHHAPOMOM. PexomeHmyeTcsl MpUMEHSITH
JIy4eBOM JOCTYyN KakK 0ojiee 0e30MacHBIl B OTHOLIEHUN
KpoBoTteueHuii [7]. Bo Bpemst imarHocTM4eCcKoi KopoHa-

118



KIMHWUYECKNIA CNYYAIA

porpadum 1 CTCHTUPOBAHUS IIPEAJIaracTCs BBECTH OOJTIO-
coM 40 En/kr dakropa VIII, 3atem gepe3 12 vacoB — 20
En/kr m mommepxuBaTh B KpoBW Ha ypoBHe 80 Em/mn
Ha BCEeM IIPOTSLKEHUHU BBEICHMS TeltapuHa. I1pu mpume-
HEHWM IBOMTHOM aHTMArpeTaHTHON Tepaliy peKOMEHIY-
erca BBoguTh (akrop VIII yepes aenp B mosze 50 Ex/kr
[Tpu TpOIOKUTEIFPHOCTH JICUCHUS IBYMST aHTHATperaH-
TaMd 10 | Mecsma peKOMEHAyeTCS IIOANePKUBAThH
B KpOBM KOHIIEHTpaIuio KpoBu (akTopa VIII Ha ypoBHe
30 En/mn. IpenmouytrTeabHee MCIIOIb30BAaHUE TOJIOME-
TAJUTMIECKUX CTCHTOB.

B oTHomeHUM TIpeaCcTaBICHHOTO KIMHHYICCKOTO
HaOJIOAeHUsS — 3TO MepBbIM ciyyail coueranusi UM
u remodwmu u3 6osee yeM 7000 crygaeB UM B Hatmei
kamHuKe 3a 10 jet. OTCyTCTBUE IPaKTUISCKOTO OIThITa
o JieyeHU10 UM ¢ Takoii penkoii 1 OrmacHOM NaToJIOTUEN
KaK TeMOoGUINS He TTO3BOJIMIIM HaM PEIINTLCSA Ha IIPOBe-
IeHue KopoHapHO# aHTHorpaduu. Kpome Toro, mHBa-
3MBHOE BMEIIATEJILCTBO, KaK OTMEYeHO BhIlIe [7],
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