BonesHb BunnebpaHpa

BonesHb BunnebpaHoa — HacneACTBEHHbI reMopparMyeckunin anarHo3s, xapak Tepusyowmincs
yBENNYEeHNEM BPEMEHN KPOBOTeYeHUs, aedoununtom cpaktopa VI, cHuxeHmem aaresmeHoOCTH
TPOMOOUMUTOB 1 YYyTOCOMHbBIM TUMOM HacnenoBaHus.

WWsenckue asTtopsl [Nilsson J. M. etal., 1957; Nilsson J. M., .IUomback M., Blomback B., 1959,
1 4p.] Bbicka3anu NpeanosioXeHne o CylwecTBoBaHMN 0cob0ro goaktopa nnasmbl (hakTop
BunnebpaHpa) neduunt KOTOPOro Bbi3blBAET — yBENMYEHNE BPEMEHN  KPOBOTeYeHMst OHK
obHapyxuBanu ero Bo ppakumm 0—1 nna3mbl jaxe B T€X Cnyyasx, Koraa ee roToBuamn ns
nnasmbl, nuweHHoi goaktopa VIIl. 9T0T hakTop oTnmMyaeTcs oT PubpUHOreHa, yMeHbluaeT
BPEMS KPOBOTEYEHUS, U3MEPSEMOE METOAOM [lyke, 1 BbICTPO paspywaeTcs Npu XpaHeHum
KPOBW.

B 1960 r. J. M. Nilsson n coasT. nokasanu, 4To gaxe npu nepenusaHun gpakumm 0—1,
NPUrOTOBNEHHOM U3 KPOBK BONbHBIX reMOOUnnert u, CneaoBaTenbHO, NMWEHHOW dbakTopa
VIIl, B kpoBu ntofei ¢ 6oneaHoto BunnebpaHna HabnonaeTcs 3Ha4NTENbHOE NOBbLIWEHWE €ro
colepXaHus, 0AHOBPEMEHHO NPOUCXOAMT KOPPEKLMNS BPEMEHM KPOBOTEYEHMNS 1
KanunnsapHOro KPOBOTEYEHNS. DTN HabNoAeHNS NOATBEPAUNN CYLLECTBOBaHNE
cneumgmnyeckoro gpaktopa BunnebpaHna, KOTOpbIi UMEETCS B HOPMaNbHOW Nnasme 1 B
nnasme 60/bHbIX FreMocpunmein. bonee Toro, 660 NOKa3aHO, YTO NPY NEPENNBAHNN KPOBU
NN NNa3Mbl U3MEHEHNS KOHUEHTpauun dpaktopa VIl B KpoBu peunnmeHToB ¢ 601e3HbIO
BunnebpaHpa oTnnyaroTcs oT TakoBbIX Y nuy 60nbHbIX remodomnmeit A [Biggs R., Mathews J.
M., 1963; Lewis J. H.,'. 1964J. B nepsoM cny4yae nepenvesaHne conpoBoXAanocb YBENNYEHNEM
ypoBHs tpaktopa VIl Bbiwe pac4eTHOro; aTo NoBbIWEHWE NPOA0IXanocb 5—38 4 nocne
TpaHCcy3nm 1 0OCTUraeT UCXOOHOro YPOBHS K KOHLY 2-X CyTOK (puc, 9). Npn remocpunun A
nocne 6bICTpPoro yBennyeHns cogepxanusi paktopa VIl ero ypoeHb cTonb Xe ObICTPO
CHMXancs, 4To COOTBETCTBYeT KOPOTKOMY rnepuoay nonypacnana aToro goakropa npu
remocpunmm (10—15 4). AHanornyHble pesynbTaTthbl Obinn nonyyeHsl u P. Cornu n coasT.
(1959). R. Biggs n J. M. Maathews Habnioganu 6bicTpoe noBbiweHne ypoBHS goakTopa VI npu
nepenmBaHnm oMOPrHOreHa, KOTopblii Bbin NPUroTOBAEH U3 MNA3Mbl, IMWEHHOW
aHTUremodgunbHOTO rnobynuHa, a E. J. W. Bowie (1972). H. S. Strauss n coasT. (1965) nocne
TpaHcoy3unii cbiBOPOTKN, ancopbuposarHHoin BaSO4 u, cnenosatenbHo, He cooepXxatlen
goakTtopa VIIl. OgHoBpeMeHHO BO3HMKNO NPEANONOXEHNE O HANNYUA B Nasme
cneundpuyeckoro akTopa, KoTopblii obecneymBaeT NEPBUYHBIA FEMOCTa3 U yMeHbluaeT
BpeMs kpoBoTeyeHus. OgHako MexaHu3m ero AencTBns Obin He ICEH, Tak Kak OCHOBOM
NepBMYHOro reMocTasa siBnsietcst TpoMboumTapHblil TpoMb, B 06pa3oBaHny KOTOPOro
OCHOBHas PONib MPUHALNEXMWT aare3un n arperaumm TpombounToB. Bein npeanonoxex
pasnuyHbIi xapaktep aeguumnta daktopa VIII npn 6onesHn Bunnebpanaa n remocpununm A.
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PasButre MMMyHONOrM4yeckmMx METOLOB NCCNEeN0BaHMS, BO3SMOXHOCTb MONYYEHNS HOBbIX
cBefeHnln 0 cTpykType goakTopa VI, nossumBlascs bnaronaps ycnexam MonekynspHom
6ronorun N BHEOPEHNIO B NPAKTUKY METOLOB YNbTPaLEHTPUMYrMpoBaHNs B rpaaneHTe
MNOTHOCTMN caxapo3bl, MOHOOOMEHHOI XpoMaTorpagoumm, ABYXMEPHOT O
NMMY-HO3NEKTPOdhopesa, NPUMEHEHNE KPYNHONOPUCTOro HaTpuin-SDS no-nuakpnnamMmgHoro
3nekTpodhopesa No3BOMNAN YTOYHUTL CTpoeHune dpaktopa V. B HacToswee Bpems paktop
VIl paccmaTpuBatoT Kak MakpoMONEKYny ¢ MONEKYNSIpHOM Maccoi 6onee 106 nanbToH,
KoTopas obnagaet npokoarynsHTHOM akTUBHOCTbLIO (gpakTop VIII-K), ak TMBHOCTbIO
Bunnebpanpa (gaktop VIII-B) n aHTUreHHon aktneHocTbto (paktop VIII-AlN). YcTaHoBREHO,
4yto pakTop VIl B nna3me KpoBU He SBNSETCSH rOMOreHHON eanHULER, a COCTOUT 13
noBTOpSsitoWencs cepun cybbeanHNL, C pa3nMyHoi MonekynspHoi maccor (1—20X106
NanbTOH) U CBA3aHHbIX AUCYNbdUOHbIMU CBA3SMU. BbiICOKOMONEKY NSAPHYIO DOpMy
obHapyxuBatoT B Kpuronpeuunutate. OHa conepXunT akTUBHOCTb BunnebpaHna n nmeet
HN3KYIO 3N1eKTpogpope-TUYECKyo NOABUXHOCTb. HU3KoMONekynsipHyto oopMy HaxonsaT B
cynepHaTtaHTe, Nony4aemMoM npu LEHTPUGYrMpoBaHMm Kpuonpeumnurara. 91a gpopma
obnagaet NpokoarynsHTHON akTUBHOCTbIO M BbICOKOW 3N1EKTPOOOPETUYECKOWA
NOOBMXHOCTbIO.

Mopdponorunyeckme n yHKLMOHaNbHblEe AedekTbl TpoMboumToB nNpu 6onesHn BunnebpaHaoa
NPOAONXalT NpMBNeKaTb BHUMaHWE nccnenoBatenein. Hekotopble aBTopbl HE 0BHAPYXMIK
MOPOPONOrnYeckmx nameHeHuin B Tpomboumtax. OgHako G. Jean (1965) ¢ nomolbto
9NEKTPOHHON MUKPOCKOMUN 0BHaPY XN N3MEHEHNS B NNIOTHBIX FPaHynax ¢ 04HOBPEMEHHbIM
NosIBNIEHNEM Kanenek Xvpa B TpombounTtax y Bcex obcnenoBaHHblx UM 60/bHbIX (10 YenoBek).

@ yHKUMOHANbHYO CNOCOBHOCTL TPOMOOLIMTOB M3YyHatoT NpW NOMOLLM UX aare3un 1 arperaumu,
NHOYLMPOBAHHON KPMONPEeLWWnTaToM, PUCTOLETUHOM (MM PUCTOMULIMHOM) N OPYTrMM
BewecTBamu. H. Braunsteiner, cpaBHMBast YACNo TPOMOOLMTOB M3 BEHO3HOW U KanuansipHoO
KPOBW, BNepBble  OOHAPYXWUN CHUXEHNE aAre3vmBHOCTW TPOMOOLMTOB Npu 6ONe3Hu
Bunnebparpa. [anbHeiwee nlyyeHne aTo-ro CBOMCTBa TPOMOOLMTOB CTaN0 BO3MOXHO nocne
TOro, kak A. J. Hel* lem (1960) npeanoxwun ceoi Meton nccnenosaHus. OH obHapyxun
CHUXeHne aareanm TpombountoB y 5 u3 15 6onbHbix. OaHako aBTop He 6bin abCoONOTHO
YBEPEH B NOJTyYEHHbIX pedynbTartax, Tak kak y u3 5 60nbHbIx Habnoganack 3Ha4nTenbHas
aHeMms C HU3KMMK nokasaTensMu remaTokpuTa. VI3BeCTHO, 4TO apuTpoumTapHbie hakTopbl
nMetoT 6onbluoe 3HaYeHne ans agre3un TpomboumTos. B 1963 r. M. B. Zucker, npumeHmnB
meToq A. J. Hellem, BbisiBuna 3Ha4ymMTenbHOE CHUXEHNE aaresnm TpoMbounTos npu 601e3Hmn
Bunnebparnpna. OnHOBPEMEHHO OHA OTMETUNA, YTO AobaBNeHNe HOPManbHOM Nnasmel
KoppurnpyeTt aToT gedekT. AHanornyHole gaHHole nonyymnu T. S. Zalz-wann (1963), A. E.
Oodergaard un coaBT., (1964), H. S. Strauss n G. E. Bloom (1964). CnocobHOCTb0
HopManM3oBaTb aaresvio TpombounToB obnagaet Takxe u nnasma Kposu 6ONbHbIX
remocpunmein A. MNocne aTux nccnefoBaHnii METOL ONPeSeNeHns aare3nmn TpomMobounTos Obin
NpennoXxeH B Ka4ecTBe OJHOM0 N3 AMArHOCTUYECKUX TECTOB Y nuL ¢ 6onesHbio BunnebpaHaa.
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OcobeHHO BbICOKOW aare3mBHOCTbIO obnanaroT TpoMbounTbl 60MbHbBIX C CaxapHbiM — AnabeToMm

[Oodergaard A.E. etal., 1964], 4TO cBSI3aHO C HaNM4MeM B KPOBW NnasMeHHOro aktopa.
JlokazaTenbCTBOM MOCNEOHEro CYMTAOT TOT PakT, YTO Nnasma Takux 60NbHbIX, NMWeHHas
TPOMOOUUTOB, «MCNPaBNSAET» invitro oedpekT aaresuu, a ee nepe~ NMBaHMe nuLam ¢
6onesHbio Bunnebpanpoa B 6onblieit CTENEHW, YEM TpaHCAY3ns APYrux cpe, Koppurnpyert
BPEMS KpOBOTEYEHNs 1 aareaunto TpomboumTtoB. H, J. Weiss 1 coasTt. (1978) BbisiBMAM
HapyweHns aaresvmm TpoMbounToB Takmx 60NbHbIX K Cy63HA0TENNANBHOMY CNOK COCYANCTOW
060104kM, 0COBEHHO NOCNE BO3AENCTBMA Ha Hee xeMo-TpuncrnHoM. ObpaboTka 0bpasLoB
KpoBw npenapatom goaktopa VIl koppuruposana aaresmeHble CBOMCTBA TPOMOOLIMTOB NN, C
6onesHbio BunnebpaHpa. AHanornyHbelin agppekT Habnganm n 'y ooHoro 601bHOro nocne
TpaHcy3um invivo npenaparta goaktopa VIII. lNonyyeHHble gaHHbIE CBMOETENbCTBYIOT O
HapyLweHWn npouecca aare3nn TpoMoboLMTOB K CyO3HOOTENNIO, @ UMEHHO K KONNareHy, y nuu ¢
6onesHbio-Bunnebpanna. Ha ocHoBaHMM Nony4YeHHbIX OaHHbIX aBTOPbI CAEeNany BbiBOAbI O
CyLLECTBOBaHUM NNa3MeEHHOro goaktopa, HeobxoaMMoro ans aares3umm tpombountos.  [Mpwu
BbINONHEHUN TecTa Xennemabonbluoe-3HavyeHne NMeeT CKOPOCTb MOCTYNEHUS KPOBM B
KONOHKY ¢ 6ycmnHkamu. J. R. O'Brien n J. B. Haywood (1967) nokasanu, 4To npu MeaneHHoM
3anonHeHUn KOIOHKM afreams Bcerga octaeTcs B npegenax HopMbl. BoaMoxHo, 4TO
oTpuuaTtenbHble pesynbTaThl, Nony4yeHHble-S. Cronberg un J. M. Nilsson (1965) n K. M.
Dormandy (1965), 06ycnoBneHbl pa3nnynsaMm B TEXHWKE BbINONHEHUS TecTa.  Arperaums’
TPOMOOUNTOB, 0OCOOEHHO NHAOYLIMPOBAHHAS PUCTOLETUHOM, TaKXXe 3HAYNTENbHO HapyleHa
npu 6one3Hn BunnebpaHpa. 3BeCTHO, 4TO 3TOT NPOLLECC NPOVNCXOAMT B MPUCYTCTBUN
gaktopa VIM-B wn opHoronnu 6onee cneumuyeckMx peuentopoB Ha membpaHe
TPOMOOLMTOB.

Green n Muller (1978) nayyanu B3ammopneicteune doaktopa VIlI-B n TpomboumToB B HOpME C
nomouLbio BBefeHns MmedyeHHoro 1251 dpaktopa VIII-B. OHn nokasanu, 410 B NpUCyTCTBUA
puctoueTunHa dpakTop VIII-B cBsizbiBaeTca ¢ MeMbpaHoit TpoMbounToB. BeisiBNsieMble nNpu 3TOM
N3MEHEHNS aHanorMyHbl TEM, KOTOpble 0bHapyxmBarTca npu cuHapome bepHapa — Cynbe
[Bapkaran 3.C, 1974, 1979].

lMokasaHo, 4To nna3meHHas ppakumna 0—I n kpronpeunnuTat 0AHOBPEMEHHO C BPEMEHEM
KPOBOTEYEHNS 1 afresmeit TpoMboLUMTOB' KOPPUrMpyeT 1 MHAYLUPOBAHHYO PUCTOLLETUHOM
arperauuto. MNpu xpomaTtorpadun KpruonpeunnuTata BoisBneHa 6enkosas gopakuums,
obnaparwowas aktmeHocTblo goakTopa VIII-K. B pesynbTarte uMmyHusa" unm KponmkoB 3TOM
dopakumern nonyyeHa aHTUCbIBOPOTKA, KOTOpas . invitro HapywaeT oyHKLMIO HOpMasbHbIX
TpoMbounToB Mo TNy TpombouuTonaTum npu 6onesHn BunnebpaHaa, T. €. OHa COQEPXUT
aHtureH cpaktopa VIII. TpaHcdyans kpuonpeumnutata y nuu ¢ 6onesHbto Bunnebpanaa
NoALEpPXMBAET arperauuno TpPoMOOLMTOB PUCTOLETUHOM B TeyeHne 24-36 u.
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Y nbTpacTpykTypHyto nokanusauuto goaktopa VII-Al' uccnepnosanun mHormne astopsl [Piovella
E. etal., 1978; Sultan J. etal., 1978; Weiss H.J. etal., 1978]. C nomMoLbt0 31EKTPOHHOM
MUKPOCKOMUM TPOMOOLIMTOB, MEFraKapMoOLMTOB W SHAOTENNANbHbIX KNETOK YenoBeka
onpegnensinu cogepxanue goaktopa VIII-Al', npm 3TOM ncnonb3osBann MEYEHHbIE
PEPPUTUHOMIETEPOMMMYHHbIE CbIBOPOTKW. BKNOYEHUS heppuTrHA BbISIBNIEHBI BO BCEX 3TUX
knetkax. B Tpombouutax coaktop VIII-Al' nokanuaosancs kak ondysHo B LmTonnasme
KNeTOoK, Tak 1 Ha UX BHelWwHeh MembpaHe, NocnenHee CBsS3aHO, O4EBUAHO, C ero agcopbumer
13 NNasmbl, Tak Kak Npv 0TMbIBaHUM TPOMOOLMTOB 3Ta YacTb cpakTopa VIII-Al He
BbiSBNSANAch. [MOCKONbKY N3BECTHO, HTO MEYEHHbIE (PEPPUTMHOM aHTUTENA HE MPOHMKAIKOT
Yyepe3 UHTaKT-Hble KNeTOYHbIE MEMOpPaHbI, 0OHaPY X EHNE MEYEHbIX MPELUNUTATOB BHYTPU
TPOMOOUMNTOB 1 MErakapunoLnTOB CBUAETENBCTBYET O CEKPELIMM STUMU KNeTKaMmn dpakTopa
VIII-Al". PaHee 370 6b110 foKa3aHO ANS KNeToK 3HA0TENUS invitro.

J. Sultan n coaBT. (1976) c nomowpbto MeTona, paspabotaHHoro C. Laurell, nokasanu, 4To
dgoakTop VIII-Al' oTcyTCcTBYET B nna3me 1 nusatax TpoMOoLUTOB NLL C TSXENO (OPMOiA
6one3nn Bunnebparnnoa. OtcytctBme dpaktopa VII-Al 66110 NOATBEPXAEHO pe3yibTaTamu
3NEeKTPOHHO-MUKPOCKOMUYECKOrO NCCNeaoBaHus, nocne o0bpaboTkn aHTUCBIBOPOTKaMM K
goakTopy VI, coeanHeHHbIMK ¢ Nnepokcnaasoi. [ocne 0gHOKPaTHON U MHOrOKpaTHbIX
TpaHcdy3nii kpuonpeunnuTarta y Bcex 601bHbIX HabN0AaN0Ch YMEHbLIEHNE BPEMEHN
KpOBOTEYeHWs, NoBbllweHne B KpoBu YpoBHSA dpakTopa VII-Al' n goaktopa VIII-B. OgHako
pakTop VIII-Al' He BbISIBNSINCS HU HA NMOBEPXHOCTU, HW B Nn3aTax TpoMboumToB. NHKybaums
invitro TpoMbOLMTOB 6ONIbHBIX C HOPMABLHOW NNAa3MOW TakXe He NPMBOAMA K MOSBNEHNIO
dgakTopa VIII-Al' B nn3aTtax TpoMbOLMTOB 1 HA NX NOBepPXHOCTU. Ckopee BCero 3To CBS3aHO C
NEehEKTHOCTbIO TPOMOOLMTOB, HE CNOCOBHLIX Npu 6onesHn Bunnebpanna ancopbuposatb
gakTop VIII-Al'.  OpHOBpeMeHHO npegnonaratT, 4TO U MerakapuouunTbl” Npu aToM
3aboneBaHun He cNOCOOHbBI B OTNIMYMM OT HOPMasbHbIX CMHTE3npoBaTb chakTop VII-Ar.
Broxumunueckune nccnenosaHus TpoméoumnToB npu 6onesHn Bunne-bpaHaa, BbINONHEHHbIE J.
Caen un C. Causin (1962), no3sonunu obHapyXmnTb B HUX NOBbIWEHHOE coaepxaHue ATP n
pasnuyHoe cooTHoweHne ATP/ADP. A. A. VicaaksiH (1966) oTMeTUN CHUXEHNE B TpoMboLmTax
60nbHbIX YPOBHS MONoYHOM kncnotol, ATP n ADP. CooTHoweHne ATP/ADP coctaBnsino
1,0—1,5, T. €. CyweCcTBEHHO He OTNM4anocboTHOpPMbI. H.. Stormorken (1967)
TakXeobHapyxunanosbiweHneypoBHAATP, 4TOCONPOBOX Aan0CbBO3PACTaHMEMKONMYECTBAN
ADP wu, cneposatenbHo, coxpaHeHnemcooTHoweHns ATP/ADP.

Takmm 06pasom, yctaHoBNEHO, 4TO doakTop VIII ssBnsieTcs 6€nKoBbIM KOMMIEKCOM, MMEOLWNM
no KpanHen mepe 4 Buga akTMBHOCTW: 1) KoarynsHTHas, Kotopas y4acTByeT BO BHYTPEHHEM
MexaHun3me ceepTbiBaHus (paktop VIII-K); 2) aHTureHHas, sbisiensgemas crieumdpuyecknmm
Kponnybummn aHtucbiBopoTkamu (dpaktop VIII-Al'); 3) akTMBHOCTb, B3auMoOenCcTByowWwas ¢
TpombouuTamy Npu NEPBUYHOM remMocTase 1 Heobxoaumas Anst HopManbHbIX aare3um
TpoMbounToB, 1 BpeMeHu kpooTedeHus (cpaktop VIII-B); 4) akTmBHOCTb, cnocobeTBytowas
arperaumm TpoMbounToB B HopMe 1 nNpu 6onesHn BunnebpaHaa B npucyTCTBMM
puctoueTtumHa(daktop VIIP-kod.).

4/8



BonesHb BunnebpaHpa

MokasaHo, 4To 6one3Hb BunnebpaHoa MMeeT HEeCKONIbKO KIMHUYECKUX N FEHETUYECKUX
BapnaHToB. CornacHo gaHHbIM J. M. Nilsson n coasT. (1979), paznuyaroTcs 4 BapnaHTa
6one3Hn BunnebpaHaa.

BapuaHT | — 3T0 knaccuyeckasl pacnpocTpaHeHHas goopma 6onesHn BunnebpaHaa. Mpw Hel
Hab N oA TCS KONMYECTBEHHAA HEQ0CTAaTOYHOCTL 6enkoBoro komnnekca gakrtopa Vil un
CHUXEHWe Bcex BUaoB ero akTusHoctn. OTBET Ha BBeAeHNe KOHUeHTpaTos chakTopa VIl
aBnseTcs TunnyHbiM ans 6onesxHn Bunnebpanpa. [ng aToro BapmaHta xapakTepeH
ayTOCOMHO-AOMUHAHTHbIA TUN HACNeaoBaHUS C PasHO CTENEHbIO NEHETPAHTHOCTU. OnncaHbl
TakXe cnyyam ¢ ayTo-COMHO-PELLECCUBHBIM TUMOM HacnenoBaHus. o KNIMHMYECKUM n
nabopaTopHbIM NPU3HaKaM pPasnuyatoT TsXenble U nerkne goopmbl 3abonesaHus. Mpu
BapuaHTe | BbisBnsoT 50% akTusHocTu cpaktopa VIII-Al', npornopumoHanbHoOe CHUXeHne
ypoBHS cpakTopa VIII-K, yennyeHne BpeMeHn KpOBOTEYEHUS, HAPYLLEHME aare3vm un
arperaumm TpoMOOLMNTOB, CHUXEHNE UMK OTCYTCTBME (PaKkTOpa, OTBETCTBEHHOrO 3a
PUCTOLIETUHOBYIO aKTUBHOCTb nnaambl (paktop VIII-P-kod.). MNMpwu Taxenon dpopme goaktop
VIII-Al" obHapyXuBatoT B Nna3Me TOJIbKO C NMOMOLbIO MMMYHOPAANOMETPUYECKOTO METOAA; OH
He COOEPXUTCS HY B TPOMBOLIMTAX, HU B COCYAUCTON CTEHKE. Y HEKOTOPbIX BONbHbIX
HabntoaaeTcs M3MEHeHNe aNeKTPogopeTNUYEeCcKon noasuxHoctn gaktopa VII-Arl.

BapwuaHT Il xapakTepuayetcs HopMmanbHbiM cogepxaHuem gpaktopa VII-AlT npu
nccnegosaHum No Metony, npennoxeHHomy C. Laurrel n MOHMXEHHbIM YPOBHEM 3TOr0O
goakTopa npu NCMNosib30BaHUM OBONHOIO NEepPeKpPecTHOro MMMyHoanekTpogopesa. OH
COOEPXUTCS Kak B TpoMboLMTaX, Tak MB COCYAUCTON CTeHKe. Pasnnums B konuyecTee
goakTopa VIII-Al' cBazaHbl ¢ NosiBNEHNEM aHOMalbHbIX MONEKY U CHUXEHNEM ero aHTUreHHOM
peakTusHocTu. ComepxanHune dpaktopa VIlI-K HeCKONbKO HUXE HOPMbI, BPEMS KPOBOTEYEHUS
yBENNYEHO, afiresns TpoMOOLNTOB YMEHbLUEHA, arperauns pucToLeTUHOM HA3Kas Nim
cybHopmanbHas. Peakuusi Ha BBeneHue goaktopa VIl tunuyHas ans 6onesHn BunnebpaHpa.
OuyeBnaHO, NOSIBNEHME 3TOr0 BapMaHTa CBA3aHO C MyTaLmMen ayTOCOMHOro reHa, 4to
NpPUBOANT K CMHTE3Y Monekyn dpaktopa VIl ¢ HapylWweHHOM CTPYKTYPOR U USMEHEHHON
3NeKTpPoPOopPEeTNYECKON NOABUXHOCTbLIO.

Mpw BapmaHTe |l conepxaHune daktopa VIII-K Haxooutca B npenenax Hopmbl, a paktopa
VIII-Al" cHMXX€EHO, BpeMsi KPOBOTEYEHNS yBENNYEHO, PETEHUMNS TPOMOOLMTOB MOHNXEHA,
arperaums TpoMOOLNTOB PUCTOLLETMHOM HE3HAYMTENBHO YMEHblUeHa. Trn HacnenoBaHNS
ayTOCOMHO-PELECCUBHBbIN.

BapwaHT |V xapaktepuadyetca HU3Kon akTmsHocTbio goaktopa VI, yennyeHHbIM BpemeHeM
KpOBOTEYEeHUs, HopManbHbIM ypoBHeM dpakTopa VIII-Al', yMeHbleHHON peTeHunen
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TPOMOOUMNTOB 1 HOPMaNbHOW arperaumnein pucToLeTUHOM. dnekTpodoopeTnyeckas
noasuxHocTb cpaktopa VII-Al' B npenenax HopMbl. Arperaums TpoMOOLMTOB KONareHoM,
anpeHannHoMm, ADP TakXxe He HapylweHa. Tun HacnenoBaHUs — CUEMIEHHbIA C NOJOM.
B03MOXHO, 4TO 9TO 0AMH M3 BapnaHToB remoomnum A.

«[TpnobpeTeHHblin» cMHAPOM BunnebpaHaa BO3HMKAET Y 60/IbHbIX C UIMMYHONOTMYECKMA 1
numcpbonponugpepatmeHbiMM 3abonesaHusmMm B peadynbTtaTe Toro, 4to IgG obpasyeTt komnnekc
c 6enkom cpaktopa VIII. Mpn 3ToM BLICTPO M3MEHAOTCS BCe BUAbI akTMBHOCTM doakTopa VIII.

KnuHnyecknmn nposiBneHnsiMmn Npu knaccuyeckon doopme 6onesHn BunnebpaHpa sBnstoTcs
KPOBOM3NNSHNS NOL KOXY U B CIU3NCTbIE, HOCOBLIE KPOBOTEYEHUS, @ Y XEHLWMH — U
MeHopparun. Y 20 60/bHbIX, HAXOAMBWNXCS NOL HaWWM HabNoaeHNEM, 3apPerncTpMpoBaHbl
cnenywowme Buabl remopparuuy. Yaule Bcero 0TMeYanucb HOCOBbIE U MATOYHbLIE KPOBOTEYEHUS.
MpuyeM y oeBoYek Npu HACTYMNNEeHNW NONOBOI 3PENOCTU, Kak NpaBunio, CTUxanmn HoCOBblE U
NOSBNSNNCb MATOYHbIE KpoBOTeYeHUs. Mpun Tsxenoi popme 6onesnn BunnebparHoa moryTt
BO3HMKATb reMapTpo3bl, NoAobHbIe reModpunmyeckm. XenyaoyHo-KueYHble KPOBOTEYEHNS
N rematypus Habnoganucb OTHOCUTENbHO peako. B Hawmx HabnoaeHnsx oHn Hbinm
OTMeYeHbl Y 2 60MbHbIX.

Mpumep. BonbHasa K. J1. H., 32 neT, HaxoanTtcs non HabntooeHNeM remMaTonornyeckoro
otaenenns UHNWITIK ¢ 1963 r. OuarHo3: 6one3Hb Bunnebpanpa. Cuntaet cebs 6onbHOM ¢
BO3pacTa OOHOro roga, korna cranum nosBasTbCH CUHAKM Ha KOXe TyNOBULA N KOHEYHOCTEN.
C 2 neT NoSABUNMCH YacTble N 0BUNbHbIE HOCOBbLIE KPOBOTEYEHMS, KPOBOTEYEHMNS U3 NPSMOIA
KUWKW. HeoaHOKpaTHO neyunack B cTaumMoHapax no MecTy XUTenbcTBa ¢ AnarHo3oM 60ne3Hb
Bepnbroda, xots ymcno tpomboumToB Beeraa 6bino HopManbHbiM. B 1954 . BO3HKK
remapTpo3 NpaBoro koneHHoro cyctasa. C 1962 r. Ha4anMCb MEHCTpyaLumn, KOTopble cpasy
Xe NpuHAnn xapaktep MeHopparuu, npogonxaswmxcsa o 30—35 gHen w
CONPOBOXOABLINXCS Pa3BUTUEM TsxXenoin aHemmnn. [uarHo3 6one3Hn BunnebpaHpa 6bin
ycTaHoBfieH B 1963 r. Ha OCHOBaHWM YBENMYEHNS BPEMEHN KpoBOTEYeHNS 00 40 MUH,
HapyweHns noTpebneHns npoTpombuHa, Tecta reHepauum Tpombo-nnacTnHa  3a
cyeT  cHmxeHusa gpaktopa VIIl. bonbHoM npoBoannock nedyeHve remotpaHcgysuamm, AKK,
BHYTPVBEHHbBIMU NHAY3NAMUCEPOTUHMHA. B pe3ynbTate neyeHust yaoasanocb [oOMTbCS NULb
NpekpalleHns o4epesHOro MaToYHOro KpoBoTeyeHns- B 1955 r. npu buoxnmmnyeckmnx
nccnenoBaHmsax TPOMOULIM-TOB BbISIBNIEHbI CHUXXEHNE COAEPXaHNsa afeHnnoBblx  kucnot ADP
n ATP, a npy 3neKTPOHHON MUKPOCKONUN — U3MEHEHME  CTPYKTYpbl PUOPMHOBOrO
cryctka. bonbHoli 6bin0 Ha3HaveHo nedveHne npenapatom ATP, no 2 Mn 1%

pacTBopa €XeOHEeBHO B COoYeTaHUnm C NpueMoMm X>XeHon marHesum no 300 mr 3 pasa
B CYTKW, @ TakXe NevyeHne cHayana MeTuiTeCTOCTEPOHOM, a 3aTeM NMHAPEKYHONHOM Mo
obwenpuHaTol MeToanke. B pesynbtate neyeHns y.60nbHOM NONHOCTbIO HOPMaNN30Bancs
MEHCTpyanbHbli umkn. C 1966 r. MeHcTpyaumum  6binn perynsipHbiMM — no 5 oHen yepes 28
nHen. ['emopparnyeckuin gmartes CoOXpaHsncs B BUAe eOUHUYHbIX CUHSIKOB Ha KOXe W
YMEpPEeHHbIX fleeHeBbIX KPOBOTEeYeHNn. bonbHas 3akoH4YMna MeanumuHCKoe yynnuuie u
paboTaeT MeanUMHCKOM cecTpoid. B 1977 r. npon3BeneHacMHOB3KTOMUS B CBSI3N C
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reMapTpo30M MPaBoro KONEeHHOro cyctasa. Bo BpeMsi onepaunv  npovnsBoanInCh
nepenueBaHns kKpuonpeuunutarta no 5—7 0o3 B cyTku. OCNOXHEHWUI BO BpeMs onepauun He
ObiNo.

B 1980 r. 6onbHas 6bina noBTopHO UccnenosaHa B LIHWAITIK. Bpemsi kpoBoTe4YeHUst 38 MUH,
yposeHb thaktopa VIl 19%, arperauns, uHoyumpyemas puctoueTMHOM, OTCYTCTBYET, nocne
nepenueBaHns 8 [03 KpuonpeumnuTata BbisiBfieHa TunuyHas ans 6onesHn BunnebpaHnoa
peakuuns Ha TpaHcyauto (puc. 10). Takmm obpasom, anarHod 6bin NoATBEPXAEH Yepe3 17
neT nocne nepeoHa4vanbHOro nccnenosaHns. HecMoTps Ha coxpaHsowmincs geconumnt
gakTopa VIII, 3HaunTenbHoe yBennyeHne BpeMeHn KPOBOTEYEHNS U HapYyLLeHre arperauun,
NPOSIBNEHNSI KPOBOTOYMBOCTM y BONBbHOW B HACTOSILEE BPEMS BblpaXXeHbl YMEPEHHO,
MaTOYHble KPOBOTEYEHMUS B pe3ynbTarte CUCTEMATUYECKOro npmema peros KOHT23aLenTMBHbIX
npenapaTos 1 nogaepxmsatowwero nevyeHnsa npenapatramm ATP NonHOCTbIO KynupoBaHbl 1
MEHCTpyauun ctanu perynsapHoiMi. nntenbHoe nevyeHne KoOHTpauenTUBHbIMK Npenaparamu
He NPVBENO K pas3BMTUO NOBOYHbIX SiBNeHWiA. B yacTHoCcTU, He Habnoaanockb ero
oTpuuaTenbHOe BNNSHME Ha (PYHKUNOHAIbHOE COCTOSIHNE MeYeHu, YTO NoATBEPX AaeTCs
HOpMasibHbIM YPOBHEM aMMHOTpaBcdepas, WenovyHon docarasbl, a Takxe pesynbraramu
CKaHMpoBaHWs 1 renartorpagum.

Ponbl npyn 6one3nn BunnebpaHoa 4acto (HO He BCeraa) ConpoBOXAa0TCH 3HAYNTENBHOM
KpoBonoTepeit. ¥ 60NblIMHCTBA XEHIWNH BO BpeMst bepeMeHHOCTM ypoBeHb cpakTopa VI
MOBbIWAETCH, YTO CHUXAaeT pUCK KpoBoTedeHus. OgHako cTpykTypa daktopa VIl otnnyaetcs
OT HOpManbHON. B nocneponosom nepuone gaxe npu oTCYyTCTBUN KPOBOTEYEHUIN XEHLLNHbI
LOMXHbl HAXOANTLCA NOA HAabNKAEHNEM Bpaya 13-3a ONacHOCTN NO34HUX KPOBOTEYEHUI B
CBSA3M CO CHUXeHueM ypoBHs dpakTopa VIl nocne ponos.

Mpw 6one3Hn BunnebpaHaa onepaTuBHble BMeLWATENbCTBA, 0COBEHHO B MONOCTM PTa,
COMPOBOX AATCs 06UNbHBIMU KPOBOTEYEHUSIMU. B TO Xe BpeMsi HPIoWHO-NONOCTHbIE
onepauuy UHOTr4a MOXHO npona3soanTb 6e3 cneunanbHoi noarotoekn. C BO3pacToMm
KPOBOTOYMBOCTb CHUXAETCs, UHOr Aa HOPMann3yeTCst U BPeMs KPOBOTEYEHMSI.

OunarHos Taxenbix cnyyaes 6one3Hn BunnebpaHaa obbl4HO HE NPeACTaBNAET 3aTPyLHEHWNA.
OH oCHOBbIBAETCS HA TUNNYHOM aHaMHe3e, XapakTepe KPOBOTOUYMBOCTU U AaHHbIX
nabopaTopHbIX UCCNenoBaHWI (YBENUYEHNE BPEMEHUN KPOBOTEYEHNS, UBMEHEHMWE
napumnanbHOro TPoMboLWracTUHOBOIrO BPEMEHM, CHIXEHME YpoBHS doakTopa VI, a Takxe
agresuv n arperaumm TpoMbounToB, aKTUBMPOBAHHOM pucToLeTUHOM) . [lnarHo3 6onesHu
cpenHer TaxecTun Tpebyet 6onee TwaTenbHOro UccnefoBaHus TpomboumTos. B
COMHUTENbHbIX CNyYyasx Ans NOATBEPXAEHNS AnarHo3a HeobxoammMo n3yyvatb U3MEHEHNE
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BPeMeHu kpoBoTeyeHus, aktnsHocTn goaktopos VIII-K, VIII-ATT, VIII-B B oTBeT Ha TpaHchy3uto
cBeXel nnasmbl, KpuonpeuunutaTa unm KoHueHtpara dpaktopa VIl

B HacToswee Bpems Ans nevyeHns n npounakTUkm KpoBoTEYEHWIA, NPY NOAroTOBKE U
NPOBEOEHUN XMPYPrn4ecKux BMeWaTenbCTB UCNONb3YIOT opakumio 0—1 nnasmsol,
Kpuonpeunnutart 1 cBexXyto nnasmy. [Npu nepennBaHumn atux TpaHCAy3NOHHbIX Cpes
HOpManu3yeTcs BPeMS KPOBOTEYEHUS, NoBbllwaeTcs akTuBHOCTb dpaktopos VII-K v VIII-AT,
6onee onNUTENbLHOE BPEMS COXpaHsAeTcs akTMBHOCTb pakTopa VIII-K n Habniopgaetcs
ee.BTOpuYHbIr Nk Yyepes 5— 30 4 nocne TpaHcdysun. daktop VIII-Al' nocne nepenveaHus
noboli cpenbl OLICTPO ncyesaeT n3 kposu. KodbakTop, NnoanepXXmsatowmii arperaumo
Tpombouutos puctoueTrHoM (VIII-P-kodp.), yonaetcs onpenenntb Yepesd 24—36 4 nocne
TpaHcdy3uin. Bpems KpoBoTe4eHna HOpMann3yroT BCe Cpefbl, KPOME BbICOKOOYULILEHHbIX
KoHUueHTpaToB goakTopa VI, Ho 3ToT agpdhekT Hanbonee KPaTKOBPEMEHHBIA.

MNpw nevyeHnn KPOBOTEYEHNIA U3 HOCA, MONOCTM PTa U BO3HMKAIOWMX NOCNE SKCTpakLummn 3ybos
nokasaHbl MHrM6uTopbl prbprHonmnaa. Mpu 06MNbHBIX AANTENBHBIX MATOYHbIX KPOBOTEYEHMSIX
XOPOLWN 3PEEKT NONYHEH NPU NPUMEHEHNM OpanbHbIX KOHTpPaLEnTNBHbIX CPeaCTB.

LanbHelwwnii nporpecc 3HaHuin 0 6onesHn BunnebpaHoa MoxeT OblTb OOCTUMHYT NyTEM
n3yyeHms 6enkosoro komnnekca gaktopa VI, a Takxe CTpyKTypbl €r0 HOpManbHbIX U
naTonormyeckmx cybbeanHuu. lNocnenHee BO3MOXHO TONIbKO B TOM Clyvae, eCnv yaacTcs
N30NMPOBATb MX M3 HOPMANbHOW NNasmbl U Nna3mbl nnL ¢ 6onesHbio Bunnebpaxaa.
"eHeTUYeckmne acnekTbl 3aboneBaHns TakxXe LONXHbl ObITb YTOYHEHDbI. Pa3BnuTune reHeTuku,
0COOEHHO FEHHOW MHXEHepUN, CO34AET NPEANOCHINKA ANS UCMPABNEHUS TEHETNYECKOr0
JedoekTa npu gaHHOW NaTonorum.
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