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BHCHUT OT Hanuuus (HakTOpoB HEONArompusSTHOTO MpPOTHO3a
(®HII): pacnpocTpaHeHHbIE cTaauu 3a00JE€BaHUs, pa3Mephl
omyxousu Oosee 10 cM, BBICOKHH YpOBEHB JIAaKTATJCTUPOTCHA-
3bl, HaNMU4Kre B-cumnToMoB. DddeKTHBHON Tepanuu OONBHBIX
nepBuuHoi anddysnoit B-KKJDK ¢ @HII ner. Bosnukaromiue
nociie CHOP/RCHOP peunauBsl XuMuope3ucTeHTHbI. [103T0-
MY palyOHAaJbHO NMPUMEHEHNE WHTEHCHBHBIX mporpamm [IXT
Ha HepBBIX dTamax jedeHus. Llenbro ucciaeqoBaHMs sIBUIACh
oreHKa 3(PEKTUBHOCTH U TOKCHYHOCTH MOJIU(PHUIIMPOBAHHOM
nporpammbl MNHL-BFM-90 y B3pocbIx 00JIbHBIX TEPBUYHOM
nuddysnoi B-KKJDK.

Mamepuanst u memoowt. C suBaps 2004 r. o Hostops 2011 1.
Ha sieyernne no nporpamme mMNHL-BFM-90 Obimn nipunsts! 34
GonbHbIX nepBuuHOil 1uddy3Hoit B-KKJDK B Bozpacte ot 16 10
73 ner (Menuana 48 jer). DakTopbl HEOIATOMPUATHOTO MTPOTHO-
3a (onuH u Gonee) BoisBIEHBI Y 27 (79%) 6onbHbIX. CTagus IE
obuta ycranosnena y 13 (38%), craaus IIE —y 19 (56%), cragus
IVE —y 2 (6%) 60onpHBIX (y 1 60IBHOTO OBUIO COYETAHHOE I10-
paKECHUE JKEeTMyKa ¥ MUHIQIUHBL, y JAPYroro — XKeIyaKa U KUII-
ku). [ToBbiienne konuentpauuu JIJAIT ormeueHo y 15 (44%),
B-cumnromsr — y 15 (44%) GONBHBIX. DHIOCKOITMUECKHE pa3-
Mepbl onyxonu rnpesbimany 10 cm y 16 (47%) 6onbHbIX. Y 20
n3 27 6onbubix ¢ OHIT nposenens! 4 xypca IIXT no nporpam-
Me mMNHL-BFM-90, a y 7 (rpynna 6onbHbIX crapiie 60 JeT ¢
COIyTCTBYIOUIEH COMAaTHYECKON MaToNOTneil) ObUIN MPOBECHBI
2 xypca no nporpamme mNHL-BFM-90 u 2 xypca CHOP. Eme

7 6onbubIx 6e3 OHII nomyunnu 2 xypca no nporpamme mNHL-
BFM-90 u 2 xypca CHOP.

Pesynomamut u oocyycoenue. llonHast peMrccusi JOCTUTHY-
Ta y Bcex OosibHbIX. PenuauBel pa3sunuch y 3 (9%) OoibHBIX C
OHIT uepes 2, 8 u 76 mec nocie okoHuaHus Tepanun, y 31 (91%)
OOJIBHBIX COXpaHsETCsI peMHccusi 3aboneBanus. [Ipu cpemHem
cpoke Habmonenus 39 mec (ot 1 1o 90 mec) obmmas u Ge3peru-
JIUBHAs BbDKHMBaeMOCTH y OosibHbIX ¢ @HII cocraBumu 92% u
89% cooTBeTcTBEHHO, a y 601bHBIX 6e3 DHIT — 100%. ['emaroso-
ru4yeckasl TOKCUYHOCTb 4-i CTEIIEeHU OTMEUEHa y BCeX OOJbHBIX,
IpHU 3TOM y O0JbHBIX cTapiie 60 JeT Nepuox MUEIOCYNPECCHU
B 60% cityyasix CONpPOBOXKJIAJICA PA3BUTHUEM TSKEIBIX OCIIOXK-
HeHUH (Celcuc, IEKTPOIUTHBbIE HAPYIICHUS, HEKPOTUYECKas
OHTCpOIaTus, ﬂSBCHHO-HCKpOTI/I‘{eCKI/If/’I CTOMATUT, IMHCBMOHUA
u 1p.). Kpome toro, Ha ¢one nporoaumoii [TXT ormeueHo pas-
BHUTHE CIIEYIOIINX OCIOKHEHUM: nepdoparust sxenyaxa (n = 1),
JIEKOMIIEHCUPOBAHHBIH CTEHO3, IOTPEOOBABIICH IPOBEACHHS XU-
PYPTHUECKOM pe3eKInu xeiyaka o buibpor-1 (n = 2). Tsokenbix
JKEITyJOUHbIX KPOBOTEUECHU He HAOII0AAI0Ch.

3axniouenue. Ilpumenenne unrencuBHoi ITXT no mporpam-
Me mNHL-BFM-90 npu nepuunoit quddysnoit B-KKJIXK mo-
3BoJIsieT 1ocTHYb OT 89 10 100% crolikux pemuccuil kak y 60ib-
Heix ¢ @HII, Tak 1 y nauueHToB 0e3 MPU3HAKOB arpeCcCHBHOTO
TEYECHUS OITYyXOJH. YUUTHIBAsI BBHICOKYIO TOKCHYHOCTB JICUCHHS
B CTapIled BO3pacTHOI rpyrme, ajs TakuxX OOJbHBIX MU3Y4aeTcs
BO3MO>KHOCTb PEAYKIUHN 103 XUMUOIIPEIIapaToB.

MporHocTnyecKkoe sHaYeHMe HaTypaibHbIX KWIEPHbIX KNIEeTOK Y 60/1bHbIX XPOHUYECKUM NTNMPONENKO30M
E.H. 3otuHa, T.IN. 3arocknHa, O.B. Manbix
OIbYH Knposckuin HAW rematonorun n nepenmsanua kposun ®MBA Poccumn

Beéeoenue. Knunuueckoe TeueHHE XPOHHYECKOro JM)O-
nerikoza (XJIJI) xpaitne rereporenHo. Kak mokaspiBaeT mpak-
THKa, crparuduxanus O6onpHbIX XJIJI Hempocra M HyxHaercs
B COBEpIIEHCTBOBAHUU. M3BECTHO, UTO 3J0KaYE€CTBEHHBIM pOCT
BO MHOTOM OOYCIIOBJIEH B3aHMOJACHCTBHEM OITyXOJIH C HMMY-
HOKOMIIETeHTHbIMH KileTkaMu. OcobGenHoctbio XJIJI saBnsercs
HEIMIOCPEACTBEHHOE BOBJICUCHUE B OIYXOJEBbIH MPOLECC KIETOK
MMMYHHOH cHCTeMBbl. [laHHBIE JIUTEpaTypbl U HAIIM COOCTBEH-
Hble HaOIIOJEHUS YKa3blBalOT Ha Pa3HOOOpa3Hble HapyLICHHs
UMMYHHOTO oTBeTa y OosbHbIX XJIJI, B TOM umcie U CHCTEMBI
€CTECTBEHHOH PE3UCTEHTHOCTH OPraHM3Ma — HaTypaTbHbIX KHJI-
nepHbix Kierok (NK-kierok). Ilenpto Hacrosiiero mccienoba-
HUS SIBUIACh OLIEHKA HMPOIHOCTUYECKOTO 3HAYECHUS BEIMUMHBI
cootHomeHnst NK-kieTok u kineTok omyxoneBoro kimona XJIJI.

Mamepuanst u memoowvt. B uccnenoBanue BKIroueHbl 123
60mbHBIX XJIT—76 (62%) My>xunH 1 47 (38%) SKeHILIMH B BO3pacTe
ot 35 no 82 ner (memmana 59,5 roma). Y 72 (59%) maumeHToB 3200-
JieBaHUE ObLIO JUarHOCTUPOBAHO BIIEPBbIE, U3 HUX Y 48 (67%) 6011b-
HBIX KOHCTaThupoBaHa ctamus A, y 17 (23%) — cramus Bu'y 7 (10%)
—craaust C. Cpenut 00ce[oBaHHBIX OONBHBIX 27 (22%) HaXOIMITHCH
B Iepuozie pemuccuu 3adonesanusl, y 24 (19%) nabmonaics peuu-
quB XJUI. OueHKky MMMyHO(EHOTHIIa JUM(OUIHBIX 3IEMEHTOB
TIPOBOJIVITH € TIOMOIIBIO TIPOTOYHOH [IUTOMETPHH € HCIIONB30BaHHU-
eM criennpuIecKrx MOHOKIOHaNbHbIX antuten ("DAKO", lanus).
Hapsiiy ¢ 5THM onpeznessiii BeJIUYHHY COOTHOLICHHUSI a0COMIOTHOTO
yucna NK-knerok (CD3-CD16/56%) k abCOIIOTHOMY YHCITy KIOHA
kietok XJUT (NK-knetkn/kinerku XJIT). KiteTku omyXoneBoro Kio-
Ha BBIJEISUTH 110 Kodkcempeccuu antureHos CD19°, CDS5*, CD23",
cnaboii skcripeccunt CD20 u CD79b, orcyrerBuro CD10 u FMC7,
a TaKKe PECTPUKIUM JIETKUX Lleneld MIMMYHOIIOOYJIMHOB — K WM
A. Pe3ynbrarsl IpeCcTaBlIeHb! B BUE CpeaHel apuMeTHIeckoil u
95% nosepurenbHoro naTepBaia (I1).

Pezynomamur u oocysycoenue. Ilpu n3ydeHun cyOnomyssnu-

OHHOTO COCTaBa JIMM(OLUTOB Nepr(HEepHUIECKOi KPOBH Y OOIBHBIX
XJIJT BbIsSIBJICHBI M3MEHEHHsI COOTHOIICHHUs NK-KICTKH/KIeTKH
XJUL. ¥V nmanueHToB ¢ BrepBble BbsiBIeHHbIM XJ1JI 3Hauenue co-
orHomennst NK-xnerku/kinerku XJIJI pasusinocs 0,06 (95% AN
0,04-0,08). Y GOJNBHBIX C MPOJIBUHYTHIMH CTAIUAMH 3a00JICBAHHS
(B u C no Binet) nabnronanocs 6osee BbIpa)KEHHOE CHIKEHUE Be-
muauHbl cooTHoeHnst NK-knetku/kinetku XJ1JT, vem y 60mbHBIX
co craaueit A. Y OONbHBIX C MPOJBUHYTHIMH CTAMSIMH BEIUYH-
Ha cootHomienus: NK-knerku/kierku XJIJT cocraBuna 0,03 (95%
J11 0,02-0,05), Torna kak y 00oabHbIX ¢ paHHel cragueid XJIJI ona
pasustace 0,08 (95% AU 0,05-0,10; p = 0,036). Ilpn n3yuenun
BenmuuHbl cootHomeHus NK-kierkn/knerku XJIJI B 3aBuCHMO-
CTH OT dTana 3a00JIeBaHKs BBISBICHO, YTO HAN0OJIEE BHIPAKEHHOE
CHIKEHHUE JAHHOTO ITOKa3aTelIsi 0TMEYAIOCh Y OOJBHBIX € PEIrA-
BOM 3a0oseBanus. BennunHa cooTHomIeHHsT NK-KICTKH/KISTKH
XJIJT B 3101 TpymIie nanyueHToB Oblia B 3 paza HUKE aHaJIOTUYHO-
TO 3HAUEHUsI 3TOTO MOKA3aTelsl B IPyIIe OOJIBHBIX C BIIEPBbIC Ha-
raoctupoBaHHbiM XJUJI u cocraBuna 0,02 (95% AN 0,01-0,04;
p = 0,042). Kpome toro, BenmuuuHa cootHomeHus: NK-knetkn/
kietkn XJIJI y GonbHBIX co cTaaueli A 3aBucesa OT BApUaHTa Te-
yeHus: 3aboneBanus. [Ipu mporpeccupyromieii Gpopme ero 3Have-
HHE OBUIO MMOYTH B 2 pa3a HIDKE, YeM TP MHIO0JCHTHOM TCYCHUH
XJUT n pasrsutocs 0,05 (95% M 0,03-0,06) u 0,09 (95% AU
0,07-0,11) coorBercrBenno (p = 0,014). Ilpu npoBeneHUn ogHO-
(haKTOPHOTO aHaJM3a YCTAHOBJICHO, YTO HH3KAasl BEIUYMHA COOT-
nomenust NK-knerku/kinerkn XJLJT npenckasbiBacT KOPOTKYHO BbI-
JKMBaeMOCTb, CBOOOHYIO OT JieyeHus (p = 0,023).

3axntouenue. Y 6onpubx XJIJI ¢ pasnmuyHBIM KIMHUYECKUM
TedeHHeM 3a00JieBaHUsI HaOIIONAeTcsl TOCTOBEPHOE HM3MEHEHHUE
BenmmuuHbl cooTHommeHust NK-knerkw/wretku XJUJI. Haumbonee
HU3KHeE rTokazarenu cootHomenuss NK-kinerku/kinerku XJ1JI cBoii-
CTBEHHBI OOJIBHBIM C MPOABUHYTHIMU CTAIMSMU, TPOTPECCUPYIO-
M teuernreM XJ1JI 1 ¢ penuauBoM OIyXoJIeBoro npouecca.

OnbIT NCNONIb30BaHUA POMUMNIOCTIMA NPU XPOHNYECKO MIMMYHHOI TPOMGoLMTONEHUY, Pe3NCTEeHTHOI
K npepLuecTBylolWen Tepanun
N.N. 3oToBa, K.M. A6aynKaabipoB
OIBY Poccuinckuin HAW rematonorum n TpaHcoysunonorunm ®MBA Poccum, CaHkT-lNeTepbypr

Beeoenue. immynnas tpombonutonenus (MTII) xapakre-
pHU3yeTCs TOBBILICHHBIM pa3pylIeHHEeM TPOMOOLIMTOB U/ He-
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JOCTaTouHOM MX mponykuuer. Y 8—10% OoIbHBIX pa3BUBAETCS
Tsbkenas popma 3a00JeBaHuUs, PE3UCTEHTHAS K TPAJAULHOHHBIM



lpunoxeHue

METO/1aM Teparuu — KOPTUKOCTEPOU/IbI, BHYTPUBEHHbIE UMMYHO-
[I00YJIMHBI, CIUIEHIKTOMUS. BO3MOXKHO, 3TO CBS3aHO C T€M, YTO
JaHHBIE METOJIBI JICUCHNSI HE HAPaBICHBl HA CTUMYJISLIHIO TIPO-
JIYKIHU TPOMOOIUTOB. BHeapeHHe B KIMHUYECKYIO MPAKTHKY
aroHHUCTOB TpOM6OH03TI/IHOB])IX PeUenTOPOB, MOBLIIAOIINUX BbI-
paboTKy TPOMOOLIUTOB, TO3BOJISIET 3HAYUTEIHHO PACIIHPUTH BO3-
MOXHOCTH KOHcepBaTtuBHOTo JieueHus UTII. B HacTosmee BpeMs
B Poccum 3apeructpupoBaHo JBa rpenapara JaHHOW IPYIIIbI —
POMHILTOCTUM H 3nTpomOorar, 3pPpeKTUBHOCTh KOTOPBIX TIPOIC-
MOHCTPHPOBaHA B KPYITHBIX MEXYHAPOIHBIX PaHIOMH3UPOBaH-
HBIX UCCJICAOBAHUAX C KOHTPOJBbHBIMU I'PDYIITIaMU.

Mamepuanst u memoos. B PocHUUTuT Tepanuio pomu-
mioctuMoM nosydunu 20 6onbHbIX Xponuueckoi UTII (19 xen-
muH U 1 Mmyxu4rHa) B Bo3pacte ot 30 10 69 ner (cpeaHuii Bo3pact
53 roga). Menuana qnmrensHoctd UTII ¢ MOMeHTa TMarHoCTHKH
15 net (ot 3 no 47nert). Jlo Ha3HAYEHUs] POMMIUIOCTHMA Y BCEX
OOJIBHBIX OBLIO OTMEUEHO OTCYTCTBUE OTBETA MJIM HECTOUKUH OT-
BET Ha NPeIIeCTBYIOIYI0 Tepanuio. OAHy JTHHUIO TEPAnH 110-
ayuuniu 12 (60%) GonbHBIX, 1Be uHNK Tepanuu — 6 (30%), Tpu
nuHA# Tepanuu 1 6onee — 2 (10%). Ha MoMeHT Havyana Tepanuu
pomuruioctuMoM 4 (20%) OONBHBIX MONTyYasd JiedeHHe MO MOo-
oy UTII (mpexnuzonon B no3e or 5 10 30 mr/cyr). Cpennee
coziep KaHie TPOMQOLIMTOB J10 Hagaia Teparii POMHUILIOCTHMOM
cocraBmio 22 x 10 /n (447 x 10 /n). POMHIUIOCTUM TIPUMEHSIITH
B CTapTOBOI1 03¢ | MKI/KI MOAKOXKHO 1 pa3 B HeNelo ¢ mocie-
Jytolie sckananuen 10361 10 10 MKI/KT MaKCUMAaJIbHO B 3aBHCH-
MOCTH OT COAEPIKAHUS TPOMOOLIUTOB.

Pesynomamut u oocyscoenue. OTBETOM Ha JICUCHHE CUHTA-
JIOCh YBEITMUCHUE KOIMYEeCTBA TPOMOOIMTOB Bhiie 50 x 10%/11.

MaxkcumaibHasi IPOIOKUTEIBHOCTD JICUEHUS! POMUILIIOCTHMOM
coctapuna 53 Hel. Mejuana yucia TpOMOOLMTOB Ha YPOBHE
neneBoro Beime 50 x10 /1 Oblma qocTUTHYTa K 4-H Henene u
OCTaBajach TaKOBOW Ha MPOTSKEHUU BCEX IIOCIEAYIOIIUX He-
Jenb Tepanuy. TpomOouuTapHslil oTBeT focTUrHyT y 17 (85%)
6ompHBIX. Y Beex 20 (100%) 60nbHBIX OBUTH KYTTUPOBAHBI TEMOP-
parudeckue nposisieHusi, skitodas 3(15%), He OTBETUBIINX Ha
TEpaIuio MOBBIIIEHUEM KOJIMYECTBA TPOMOOLUTOB JI0 LIEJIEBOTO
ypoBHs. MakcHMaIbHBIH TPHPOCT TpomboIuToB 10 470 x 10%/71
ObuT oT™MeueH y 1 OonbHOI Ha 12-i1 Hexene Tepanuu MpH J103€
POMMILIOCTHMA 5 MKI/KL. MeuaHa CyTOUHOH 103bI POMHUILIOCTHU-
Ma JUIsl TTOJ/ICpYKaHUsl OTBETa cocTaBmia 3,2 MKI/KL. Y 3 00ib-
HBIX, JUINTEIIFHOE BpPeMs MOJIYyYaBLIMX IPEIHU30JIOH, Iperapar
ObUT MONHOCTBIO OTMEHEH K 5-H, 10-if u 17-i Henensam Tepanuu
pomuIuiocTUMOM. HebmaronpusTHeIe sSBIEHHST OBUTH BBIPAKEHBI
MHUHHMMAJIBHO ¥ HE MOTPEOOBAIM KOPPEKLUH PEXUMa JO3UPOBa-
HYS WIM OTMEHBI POMHIUIOCTUMA (yMEpPEHHasl TOJ0BHasl 00Jb Y
20% O0IBHBIX, TeMaToMa B MecTe HHbeKIMH y 30%, apTpairun
y 10%).

3akniouenue. IlpencraBiaeHHble Pe3yabTaThl MOATBEPKAA-
0T 3QPEKTUBHOCTD HCIIOJIB30BAHMS POMHILIOCTUMA Y OOJIb-
HBIX XpoHHueckoit UTII mpu pedpakTepHOCTH K MPEIIIECTBY-
outel Tepanuu. Y OOJBIIMHCTBA OOJIBHBIX OTMEUEH ObICTPBIH
3¢ (deKT B BUJC YBETUYCHUS U CTAOUIU3alUN YPOBHS TpoMOO-
LUTOB, YMEHBILIEHUSI TEMOPPAruuecKux IPOSBICHUHA B NEpH-
0[]l Tepally B COUYETAHUU C XOPOULIEH MEePEeHOCUMOCTBIO IIpe-
maparta. Takke MpoAeMOHCTPUPOBaHA BO3MOXKHOCTH IOJHOMN
ormenbl Tekymen tepanuu UTII. Habnronenue 3a 60abHBIMU
IPOOJIXKAETCS.

YacTtoTa BpOoXKAEeHHbIX 3a6051eBaHMNi1 CUCTeMbl reMocTasa
E.M. NBawkumHa, C.U. Bopoxuosa, C.B. rHaTbes, J1.H. Tapacosa, M.A. TumodeeBa
OrbYH Knposckuin HAW rematonoruu n nepenusanusa kposu OMBA Poccun

Beeoenue. I'emoduius u 605e3Hb BusieOpaHia coCcTaBIsOT
80—-85% OT Bcex HacleICTBEHHBIX HApYIICHUH CBEPTHIBAEMOCTH
kpoBH. Ocrasiuecs 15-20% npuxozasarcs Ha AedULUUTH GakTo-
poB cuctemsl remoctaza: @I, OII, OV, OVII, ®X, ®XI u OXIII,
a Taxke TpomoOormTonaTuu. Yactora remodminn A koneonercs
or 7 no 18 ciayuaeB Ha 100 000 My>kKCKOTo HaceyeHust, reMOQpH-
muu B — ot 1 10 5. PacnipoctpanenHocts Oone3nu BumieOpanaa
coctaBisieT 1-2% B MOMYIISAINN.

Mamepuanvr u memoowi. B xaunuke Kuposckoro HUMN
TeMaToJIOTHH ¥ NepeTMBaHMs KPOBH 3a MOCJIEIHHUE 5 JIeT ObUIO
obciieioBaHo 268 GOJBHBIX C FEMOPPArHUCCKUMH JIHATE3aMHU.
JlMarHocTrKa BpOX/IEHHBIX 3a00J€BaHUI CHCTEMBI KPOBHU OC-
HOBBIBAJIaCh Ha pe3ylbTarax IoKasaTeneil (yHKIHMOHAIbHOU
CIIOCOOHOCTH TPOMOOIMTOB € Pa3IMYHBIMU HHIYKTOpamu (pu-
cromuumHoM, AJID, agpeHanMHOM, KOJJIareHOM), aKTHBHOCTH
(akropa Buneopanna (VWF), anturena dakropa BunneOpanaa
(VWF:Ag), conepxxanus ®I, OII, ®V, OVII, OVIII, OIX, OX.

Pesynomamot u oocysycoenue. I'emodunus A Obuta nuarHo-
crupoBaHa 'y 146 (54%) mun My>kcKoro mosa B Bo3pacte ot 10 mec
10 54 ner (Menuana Bospacra 21,5 roma), remoduius B —y 18
(7%) ot 4,5 roma no 53 ner (menuana Bospacra 19 ner). Tsoke-
JI0€ TeYeHHUE 3a00JIeBaHHUs OTMEYANIOCh Y 54 OONBHBIX, CpeIHEH
CTEeTIeHH TsDKeCTH — y 98 m nerkoe —y 12. AHTHTENa K aHTHTEMO-
¢unbHbIM m100ynuHaM A u B BoisiBiieHsl y 74 (50%) u 5 (27%)
OOJIBHBIX COOTBETCTBEHHO. bone3ns BuieOpanga ycraHoBieHa
y 50 (19%) GonbHbIX B Bo3pacte oT 1 roxa go 60 et (MeauaHa
Bo3pacta 16 set), u3 Hux y 30 xeHuuH u 20 myxuut. Cpeau
o0ciieioBaHHBIX ObLTO 28 jeTei (MeanaHa Bo3pacra 7,5 roga) u
22 B3pocibix (Meauana Bo3pacta 26 jer). [lepBwiii Tun 3abose-
BaHMs yCTaHOBJICH y 33 (66%) nauueHToB, U3 HUX y 14 BbIsB-
neHo cumxkenne aktuBHoctu VWE, vWF:Ag, OVIII u crenenn
PHCTOMUIIMHUHAYIINPOBAHHOM arperaluy, YT0 KIMHAYECKH IPO-
SIBJISUIOCH TSDKEJIBIM FeMOPPArHYeCKUM CUHAPOM. Y 6 OOJIBHBIX
YCTaHOBJICH codeTaHHbIi nedunut asmMenHoro vWFE, vWF:Ag
u aktuBHOCTH @ VIII npu HOpMaATBHON PUCTOMULIMHOBOM arpera-

uuH. Y 5 OONBHBIX OTMEUYEHO yMeHbleHue coaepkanus VWF u
€ro aHTUTEHA B COYECTAHNH C TUC(YHKIIEH PUCTOMUIIMHIH Y-
poBaHHOH P00 pu HopMasbHOI akTuBHOCTH D VIII. M30m11-
poBannoe cumxenne ypousa VWF n vWF:Ag 3apeructpupoBano
y 3 nmui. YV 7 6onbHBIX nedunut miasmenHoro vVWF couerancs
C HU3KOH aKTHMBHOCTBIO PUCTOLIETMHOBOW arperaiuu; coiepka-
Hue OVIII Obl1 HOPMANBHBIM WIIM YMEPEHHO CHHIKCHHBIM. Y
13 OONBHBIX OBUIM 3aPETUCTPHPOBAHBI 3HAYHUTEIBHBIC HapYIle-
HUSl PUCTOMHULMHUHIYIIUPOBAHHON arperanyu Mpu yMepeHHOM
cumxennu conepxkanust VWF u OVII; u3 aux y 10 atu n3me-
HEHUSI COYETANHMCh ¢ TUChYHKIHMEH KPOBSHBIX IUIACTUHOK MOJ
BiausgHueMm AJ1® u anpenanuna. BepositHee Bcero, 3Tu O0JIbHBIC
MMeJIH OIWH M3 MOATHIIOB BTOPOro Tuma 3aboneBaHus. Beumy
OTCYTCTBUSI BOBMOXXHOCTH BBISIBIISITH MYJIETUMEPHYIO CTPYKTYPY
vWF, muddepennuanbayto auarHocTuky 0ose3nu Bunebpanna
2 TUMa Mbl He TPOBOAMIIH. TpeTuii T 3a00JIeBaHNS YCTAHOBIICH
y 2 00cienoBaHHbBIX, OH XapakTepuzoBaics: oTcyTcTBreM VWE,
vWF:Ag U puUCTOMUIIMHON arperanuu, a TaKXe CHUXEHHEM
OVIII. U3BectHO, uTo O0sIe3Hb BuieOpania xapakrepusyercs
HE TOJIBKO CHIYKEHHEM YPOBHS HJIHM KauecTBa Oenka, HO M ITOBBI-
LICHUEM CTETeHHU arperaluuy ¢ pUCTOMULIMHOM. JlaHHBIN TIOATHIT
3a00JIeBaHMsI 3aPETUCTPUPOBAH Y 2 OOJIbHBIX.

Jlpyrue BUIIBI KOATyIIONATH i BRISIBICHBI Y 16 OOJIBHBIX, Cpeln
KOTOPBIX ObUIM U MpHOOpeTeHHble; y 38 nul oOHapykeHa AuC-
(yHKIMS TPOMOOIIMTOB HEYCTaHOBJICHHOTO TeHE3a.

3axnwouenue. 3a mocnenHHe 5 NET B TeMaTOJIOTHUECKON
KJIMHUKE 0OCIIEJOBAHO U IPOJICUCHO 268 YeI0BEK, U3 KOTOPBIX
61% cocraBuim 6onbHBIE TeModuimeit A u B, 19% — 6one3nbio
Bunnebpanna, 14% — tpombounrtonarusmu, 6% — ¢ Ipyrumu
BUJIaMU HapylleHui remocrasa. [lonyueHHbIE pe3yabTaThl pac-
IPEIeNICHNS] TI0 HO30JOTHSIM COBIAAalOT CO CPEIHECTaTHCTH-
YeCKUMH JaHHBIMH MO cTpaHe. HW3KWil TPOLEHT BBISBICHHS
6one3Hu BuuteOpania cBsi3aH ¢ TPYAHOCTSIMU JTUATHOCTUKY U He-
JIOCTaTOYHBIM HHPOPMHUPOBAHUEM O HEH COTPYIHHUKOB JieueOHO-
NpOoQUIAKTHIECKUX YUIPEKICHUH.
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