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1.Metonosorus

MeTOIlLI, HCIIOJIB30BAHHBbIC 1JIdA cﬁopa/ceﬂekunn A0Ka3aTeJIbCTB:
IOUCK B DJICKTPOHHBIX 0azax JaHHBIX.

Onucanue MeTO10B, HCNOJIbH30BAHHBIX VISl cOOpa/cesleKIIMU 0KA3aTEeIbCTB:
Jloka3arenbHO# 0a30if /U1 peKOMEHIBAINi SBISIOTCS MyOIMKaMK, 0030pbl MEKYHAPOIHBIX
KIIMHUYECKNUX UCCIENOBAHUN IO TUAarHOCTHKE U JieueHn1o bB.

I'my6Guna moucka cocrasisia 6 JeT.

MeTO}_ILI, HCIIOJIB30BAaHHBbIC AJId OIEHKHN Ka4YeCTBAa U CUJIbI 10Ka3aTEC/JIbCTB:

®opym skcnieptoB 27.01.2012r.;

OreHKa 3HaYUMOCTH B COOTBETCTBUH C YHU(DHUITUPOBAHHON IITKAJION OIEHKH
yOeIUTEeTbHOCTH J0KA3aTeIbCTB MPUMEHEHHS METUIIMHCKUX TEXHOJOTUN U JaHHBIX B
coorBeTcTBHM ¢ 'OCT 3 52600 :

A) Jloka3aTeqbCcTBa YOeAUTEJbHbI: €CTh BECKHUE JJOKA3aTEeIbCTBA MPEIJIaraeMOMY
YTBEPKIACHHUIO.

B) OTHocuTeIbHASA yﬁe}lI/ITeJIbHOCTb A0KA3aTeJbCTB: €CTh JOCTATOYHO JOKAa3aTCIbCTB
B II0JIB3Y TOTO, YTOOBI PEKOMCHAOBATh JaHHOC IMPEATIOKEHUC.

C) JlocTaTOYHBIX J0KA3aTEIbCTB HET: MMEIOIINXCS T0Ka3aTeabCTB HEIOCTATOYHO IS
BBIHECEHHSI PEKOMEH/IAIINHU, HO PEKOMEHIAINN MOTYT OBITh IaHBI C YIETOM HHBIX
00CTOATENLCTB.

) ocTaTouyHO OTPUIIATEIbHBIX J0KA3aTEeJIbCTB: UMEETCS JOCTATOYHO
J0Ka3aTCJIbCTB, ‘ITOGLI PECKOMCHAOBATL OTKA3aTbCA OT MPUMCHCHHA JaAHHOT'O
JIEKapCTBEHHOT'O CPEJICTBA B ONPEICTICHHON CUTYyaITH

E) Beckne oTpunaTtejbHble 10KAa3aTeJbCTBA: HMEIOTCS JOCTATOYHO YOSIUTEIhHBIC
J0Ka3aTeNIbCTBA TOTO, YTOOBI UCKITIOYUTH JIEKAPCTBEHHOE CPEJICTBO UM METOIUKY U3
PEKOMEHIali.

MeToabl, HCTI0JIb30BAaHHBIE ISl GOPMYJTHPOBAHUS PEKOMEHIALMIA:
DopyM 3KCIIEPTOB

HNupuxatopsl nodpokavecrseHnoi npakTuku (Good Practice Points — GPPs):



Pexomenyemast 1oOpokayecTBeHHas MPaKTHKa 0a3upyeTcs Ha KIMHUYECKOM OIBITE YJICHOB
paboueii rpynmsl Mo pa3paboTke peKOMeHAANH.

DKOHOMUYECKUHA aHATIN3:
AHaM3 CTOMMOCTH HE TIPOBOJIWIICS M MMyOIHKAIUK 110 (hapMaKOdIKOHOMHUKE HE
AHAJIM3UPOBAJIUCE.

MeToa BaJauau3anuu peKOMeH1aIuii:
e BHelHsAd dKCIIEPTHAs OLIEHKA
e BuyTpennss skcnepTHas olleHKa

Onucanue MeToaa BaJIUAN3ALMU PEKOMEHAALNN:

Hacrosmue pekoMeHganuu ObUTH pelieH3uPOBaHbl HE3aBUCUMBIMHU IKCTIEPTAMU U
BpadaMy reMaToIoraMu o0IIel KIIMHYeCcKoi MpakTuKU. KoMMeHTapuu, mojgy4eHHbIe OT
HKCIEPTOB U Bpadyel reMaToJI0rOB 00CYXIAIUCh YWICHAMU pabodeld TPYIbl U ObUTH IPUHSTHI BO
BHHMaHHE.

PaGouas rpynna:

Jiis huHanBHOW peJaKIUU U KOHTPOJS KadecTBa PEKOMEHIAINN ObLTH
IIPOaHAIU3UPOBAHBI WiEHAMHU pabouei TPYIIIbI, PUCK CUCTEMATUYECKUX OMIMOOK IpH
pa3paboTke peKOMEH AU CBEICH K MUHUMOMY.

KoHcynbTanus v 3KcnepTHasi OLEHKA:

Hacrosiue pekoMenganuu ObLIN MPEACTABIEHBI IS TUCKYCCHH Ha 3aceJaHUH
npo6aemMHoit komuccuu «IIpobaempl KITMHUYECKON TpaHC]Y3UOIOTHH, TATOJIOTUH TeMOCTas3a,
XAPYPrudecKoi TeMaToI0ruM, AHECTE3UOJIOTUN U UHTEHCUBHOM Tepanun» 13.02.2013r.
PexoMmennanuu paccMOTpPEHBI U YTBEPKICHBI HA 3acefannu Y deHoro copera ®I'BY I'HI|
Munzapasa Poccun 26.02.2013r. (Beinucka u3 npotokosa No2).

2. Onpenenenne, NPUHIUNBI JHATHOCTHKH Y B3POCJIbIX.

Bbonesnp Bumnebpanna (bB) sBisercs Hambosee pacnpocTpaHEHHON KoarysonaTHew,
BBI3BIBAEMON KOJMYECTBEHHBIM U KaueCTBEHHBIM JedunutoM (akropa Bumnedpanaa (VWF). BB
cTpanaer okoio 1% nacenenus. OgHako y OOJBIIMHCTBA OONBbHBIX BB B OOBIYHBIX YCIOBHUSX
CUMIITOMBI OTCYTCTBYIOT. KonndectBo manueHtoB ¢ bB, KoTopble HYXIalOTCsI B IOCTOSHHOM
JICYECHUH, COMIOCTAaBUMO C TakOBBIM Ipu remodunuu. [Tpubnuzurensno y 70% manuentos ¢ 6B
0ojye3Hp TMpoTekaeT B Jerkod ¢opme, y ocrtanbHbiXx 30% manueHToB HaOmromaercs
CpeHeTsDKeNas Wiy Tsokenas popma 6one3nu [1].

VY GonpIIMHCTBA OOJBHBIX KPOBOTEUEHHsS] OOBIYHO YMEPEHHO BBIPA)KEHHBIE, MPOTEKAIOT
NPEUMYIIECTBEHHO 10 MHKPOIHMPKYIATOpHOMY THIy. OfHaKO WHTEHCHBHOCTh M 4acTOTa
reMopparuii BapbUpylOT B HIMPOKHUX MpeJesiaX — OT JIETKUX, MaJOCUITOMHBIX, J0 TSKEIBIX
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KJIMHUYECKUX (OPM C YaCTBHIMH MPOQY3HBIMH KPOBOTEUEHHUSMH, CO3JAIOINIMMHU YIpo3y >KU3HH
MalUEeHTa.

JAunarnocruka:

Bosnesnp Bunnebpanna uMeeT KIIMHUYECKHE 0COOEHHOCTH: BBICOKAs
pacnpocTpaHEeHHOCTh 3a00JIeBaHUs, 3HAUUTEIBHOE KOJMYECTBO JIETKUX M MaJIOCUMITOMHBIX
dopwm, BapuabenbHOCTh MabopaTopubix nokasarenend (FVII, RIPA, VWF, vWF:CB AgvWF).
310 00YCIOBICHO TEHETHYECKUMH MyTalusMH B OoiblioM reHe ¢akTtopa BuneOpanna.
[Tockonpky mpupoga reHeTHYecKnX AedEeKTOB pa3sHOOOpa3Ha, 3a00JieBaHHE XapaKTEPU3YETCs
HMIMPOKUM KITMHHYECKHM MTOTUMOP(PH3MOM.

DakTOpbI, BJAUAIINE HA pa3BuTHe U nIposiBjieHust BB (Tabauma 1).

DakTOopsI Onucanue
1.Buympennue gpaxmopwi 1 .I'enemuueckue mymayuu 6 eene ¢paxmopa
Bunnebpanoa.
2.Daxmopul 1. I'pynna kposu ABO
OKpydcaroueli cpeovl 2.Cmpecc
3. Qusuueckue Hazpy3Ku
4.bepemennocmo

KinHu4yeckue Npu3HaKku, NOBbIIIAIOIIKE BePOATHOCTh Juaruo3a bB:

» TlpucyTcTBHE CHMITOMOB TOBBIIICHHON KPOBOTOUHMBOCTHU: PELUIMBUPYIOIIHE HOCOBBIC,
JIECHEBBIE KPOBOTEUEHHUsS, KPOBOTEUYCHHS IIOCIE YAaJICHHs 3y0OB, OIEpaTUBHBIX
BMEILIATEIbCTB, MOCJIEPOJIOBbIE KPOBOTEUECHMS, MEHOPpAruu, SKXHUMO3bI, KEIyJA0YHO-
KHUIIEYHbIE KPOBOTEUEHUSI, TeMaTypUsl, TeMapTPO3bI.

Hacnencreennsiii anamue3 bB

Hwuzkue nokazarenu vWEF: Rco < 50%

[Ipu3Hakyu Me3eHXUMaIbHOU JUCIIIIA3UU

[Ipr3Haku aHTMOAUCIIIIA3UU

YV V V

Kiunuyeckue npu3sHaKku, yMeHbIIAKIIHME BEPOATHOCTDH 1narHo3a bB:
» Jlmamazonsl 3HaueHnid VWF ~ 50%
» Jlerkoe , 3NM30IUUECKOC MPOSBICHNUE KPOBOTOUNBOCTH.
» TI'pymma xposu 0 (I)
» bBepeMeHHOCTb

Kpurepusimu nuartosa 0oJsie3Hu BuiieOpanaa siBasiloTCs cJieXyONde MOKa3aTeau:

e AmHaMHe3 3a0oNeBaHUS, KOTOPBIA JOJDKEH BKIOYaTh 2 TEMOpPPAruyecKux
AMU30/1a, TPEOYIOIMNX TEPAUK WIH 3 TeMOPpParuvyecKUX dSIH30/1a OJHON U TOU
e JIOKAJIU3aIUH.




° OT?II‘OH_IGHHaSI HaCJICACTBEHHOCTH - ITIOBBIIIICHHAA KpPOBOTOYUBOCTD y
POJICTBEHHUKOB | cTeneHu poICTBa.

o Jlaboparopubie nanHble - cHmwkeHue VWEF: Rco < 50% (yposenb
yOeTUTEeIIbHOCTH JJOKA3aTeIbCTB A)

JAuarnocruka 0os1e3Hu Buiiiedpanaa BKJIo4YaeT B ce0si HECKOJIBLKO ITAIOB.
ITepBuuHoe o0ciienoBanme:

Juarno3 Oone3Hn BuiieOpanna cieayeT NPEeAnoNioKUTh Y MAalMEHTOB, UMEIOIIUX B
aHaMHe3€ PEeLUANBUPYIOLINE HOCOBBIE KPOBOTEUECHHUS, KPOBOTEUECHUS TIOCIIE YJaJIeHUs 3y00B

VI OTIEpAaTUBHBIX BMEIIATENbCTB, Y )KEHIIUH, UMEIOIUX OTATOLUICHHBINA aKyIIEpCKU aHaMHe3
(mocnepo1oBbIe KPOBOTEUEHMSI, allOTIECHIO SUYHUKOB, PEIIMAUBUPYIOIINE MEHOPPATUH).

I[I/IaFHOCTI/IKa 3a00JIeBaHUsS OCHOBBLIBAETCS HA KIMHUYECKHUX JaHHBIX, PpE3yJibTaTax
na6opaTopme I/ICCJ'IG,Z[OBaHI/Iﬁ CHUCTEMBI TI€MOCTaza HW TICHCAJIOTHYCCKHUX CBCIACHUX,
YKa3bIBalOIIKWX HAa aYyTOCOMHO-AOMHWHAHTHOC HJIKM ayTOCOMHO-PEHECCUBHOEC HACIICIOBAHUC.

JIMarHoCTHYECKUE METO/Ibl, BKJIIOUCHHbIE B TIEPBUYHBIN 3Tall, SIBJISIOTCS PYTUHHBIMU. DTOT 3TaIll
JTMarHOCTUKM MOJKET OBITh MPOBEAEH B TOPOJICKHUX JAMArHOCTHMYECKHX ILIEHTPaxX MalMEeHTaM C
reMOpPpParu4eCKUM CUHIPOMOM.

1. AHanu3 KpOBH C MOACYETOM KOJIHMYECTBA TPOMOOIIUTOB
2. Arperamnus TpOMOOLIUTOB
3. AYTB
4. TIpotpoMOuH
5. T'pynma kpoBu u pe3yc (hakTop
ba3oBblii 1a00paTOPHBINH CKPHHMHT:

[IpoBoauTCS B CHENMANM3UPOBAHHBIX JAOOPATOPHUSIX IIEHTPOB IO JIEUEHHUIO KOAryJomaThuit
(ciucok yka3aH B nIpuiokeHuu). Ha 3Tom 3Tame npoBOASATCS TECThI, KOTOPBIE ITO3BOJISIOT
YCTAaHOBUTH JMArHo3 6osie3ns Bunebpanna.

1. vWF:Ag

2. VWF: Rco

3. FVILC

4. CRP mno nokazaHusM (11 UCKIIFOUECHHS BOCTIATICHHS ).

Cnennduueckne TecTsl (BHIIOJHAITCH (AKYIbTATHBHO):

Oror »Tan 1a0OpaTOPHON JMAarHOCTUKM TakXe MPOBOAUTCA B CHELHUATM3MPOBAHHBIX
nabopaTopusx IIEHTPOB IO JIEYCHUIO KOAryJomaTuié W TMO3BOJseT Oojiee  JIETalbHO
BepU(UIIIPOBATH JUATHO3 ONPEACTUB TUIT M ITOATUI 3a00JI€BaHMS.

1. vWF: Rco /vWF:Ag

2. RIPA B 1ByX KOHUEHTpALUSIX
3. vWF:CB

4. vWEF:FVIII B
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MynpTuMepHBIN aHanu3 ( UMeeT OOJIbllle HAy4yHOE 3HAYEHHUE, €CIM HET BO3MOXKHOCTU
UCCIIEIOBAaTh MYJIBTUMEPHI, TO MOKHO OlleHUTh cooTHomeHne VWF: Rco /VWF:Ag u
vWF:CB /vWF:Ag)

'eneTnyeckue UCCIeOBaHNUS TPOBOJUTCS B Cllydae pucKa poxkaeHus pederka ¢ bB Tum 3

JAnddepennunanbublii fuarao3 bB y B3pociabix



HpOBOI[HT CO ClIcAyromuuMu 3a00JIEBaHUSIMU:

JluzarperaliiioHHbIe TPOMOOLUTONIATHH

Tpombactenus I manumana

I'emodpumms A

TpomOonuTONIeHNH

Penxue xoarynonaruu (neguuut paxropos VII, XI, XIII, XII)

YVVYVYYVYYV

Puc.1 Anroputm uccienoBaHUS MAIMEHTa C MoAo3peHueM Ha bB (uutupyercs u3 3aKioueHus
3acemannsi CoBeTa HKCIEepTOB B 00sacTu jgeueHus 6one3nn Bunebpanma, 27 saapst 2011 1. B
Mockse)

Anroputm guarHoctmku 6onesHm Bunnebpanpa

VWF:RCO mmmmn) <40% —_— BB

l I

>40% VWF:RCo/VWF:Ag COOTHOWeHHe

~
/ \ <0,7/ > 0,7

FVII:C Hopma FVIIEC cHuMXeHa

| |
HelT TB/VWFZFV“I b -

l CHumkenne BMM |
Hopma CHWkenue -Tun 2N

+ysenuyexHue \

yyscreuTensHocTu RIPA .
Bce myntimmeph: { ¢ HuzkOM KOHU, ) @
l ]
BB THn 2B




3. Knaccupukanus bB

BB — Hapymienue cBepThIBAEMOCTH KPOBH, BBI3bIBaEMOE JE(PHUIIMTOM UM HApyIIeHUEM (pyHKITUH
vWF. BB — ¢enotunuveckn rereporeHHasi KoaryJomnaTus, JUIsi KOTOpOW BbIsBICHO Ooiee 20
pa3IMYHBIX MOATUIIOB UM BAPUAHTOB MOJTHIIOB.

Komurer mo nayke u cranmaptuzanuu (Scientific and Standardization Committee — SSC) npu
MexayHapoaHoMm obuiectBe mo mpobiemam Tpom6o3a u remocrasa (International Society on
Thrombosis and Haemostasis — ISTH) mepecmoTpen u ynmpocTun KiacCU(pUKAITUI0 OCHOBHBIX

turnoB bB (ta6m. 1) [2]. [3, 4].

Taoauua 2. OOHOBJICHHASA

kiaaccupuxanuu BB (ur. no [2-5])

OOHOBIEHHas Xapakrepuctuku bB
knaccudukanus bB
Tun 1 YacTuuHblid KondecTBeHHBIN nepuutr vWF
Tumo 2 KauectBennsie nedextsr vVWF
2A KauecrBennsie pedpextst VWF co cHmxenuem VWEF-
3aBUCUMON  aJre3un TPOMOOLMTOB U  U30JUPOBAHHBIM
Ie(GUINTOM BEICOKOMOJIEKYJIIPHBIX MyJIbTUMEpPOB VWF
2B KauecrBennsie nedextst VWF c moBbIIIEHHEM CpOACTBA K
GPIb Tpombo1IuTOB




2M* KauecrBennsie pedpextst VWF co cHmxenuem VWEF-
3aBUCUMOM  aare3ud TPOMOOIUTOB 0€3 H30JIUPOBAHHOTO
nepuIrTa BHICOKOMOIEKYISPHBIX MyIbTUMEpPOB VWF
2N** Bapuantel €O 3HAYUTENBHBIM CHIKEHHEM CHOCOOHOCTH
ces3biBaThea ¢ FVIIL
Tum 3 [IpakTruecku nonHoe orcyrcTBue VWF




bykBa M o03Ha4aeT MyJIbTHUMEPSHI, IIOCKOJIBKY B ILIa3ME IIPUCYTCTBYIOT KPYIIHBIE MYJIbTUMEPHI
y y ) y YICTBY. y Yy )
pa3Mep KOTOpBIX MOKET NpeBbIIaTh HOpPMaibHBIN; ** OykBa N o3nHauaer Hopmanmuro, rie
BIIEpBbIE OBbLT OMMCAH MAlMEHT ¢ TaKKUM TUIIOM bB.

boae3ns Busiieopanga tTuna 1 u 3

BB tuna 1 BcTpewaercs Hambosee 4acto, coctaBisiss oT 55 10 70% BceX AMAarHOCTHPOBAHHBIX
ciaydaeB. [Ipu BB tuma 1 kommdyectBo VWF B ompeneneHHOM cTeneHW CHIKEHO, HO (YHKITUS
KaXKJ0U MOJIEKYJIbI COXpaHEeHa.

BB tuna 3 — nambonee Tskenas ¢opma Oone3Hu, Tak kak VWF mpakTH4ecKd MOIHOCTHIO
otrcyrctByeT. [lockonbky omunoi u3 ¢pynkiuii VWF sBisercs cBsazpiBanue ¢ FVIII u ero 3amura
OT TPEXAECBPEMEHHOIO0 NPOTEONaM3a, JUIsl NalueHToB ¢ bB Tuma 3 XapakTepHO HE TOJIBKO
orcyrctBue VWF, Ho u ouens Hu3kas FVIIL:C. [l kynupoBaHus OCTpbIX KPOBOTECUEHUN TaAKUM
nareHTam Heooxoaumo BBoauTh VWF u FVIIL. BB tuma 3 Bctpedaercs penko, Toibko y 1-3%
nanueHToB ¢ bB.

boJse3ns Buiieopanga tuna 2

VY mnammentoB ¢ BB Tuma 2 nHabmromatorcst kadectBeHHblEe aedexktsr VWEF, koropwie y
OOJILIITMHCTBA TAIIMEHTOB BBIpAXAIOTCS B HemporopimoHaibHoM cHikeHnn VWEF:RCo (wmm
vWF:CB) unu vWF:FVIIIB no otHomenuto k konudectBy VWEF, ompenensiemomy mo ero
antureny (VWF:Ag). Jlnst nuarHocTUky U Kiaccudukanuu noatunoB bB tuma 2 ucnons3yror
aHAM3 CTPYKTyphl MynbTUMepoB VWF (¢ momompio snmekrpodope3a B arapo3HOM Telne, B
KOTOPOM MOYKHO BH3YyaJu3HpOBaTh MyJabTUMEpHl). Kiaccudukamms moaruma BB tmma 2
ABIISICTCST HamOoJiee CIOXKHOW 3ajauyeil, BCIEACTBHE T€TEPOT€HHOCTH (PYHKIIMOHAIBHBIX |
CTPYKTYPHBIX 1e(heKToB [6].

Tun 2A

VY namuentoB ¢ bB tuma 2A HaOmogaroTcss U30JUPOBAHHBIN AEPUIUT BHICOKOMOJIEKYISAPHBIX
mynbTuMepoB VWF u cumxennas vWF-3aBucumasi anare3us TpOMOOITMTOB. DTO CBS3aHO C
MOBBILIEHHON YyBCTBUTEJIBHOCTBIO K MeTayonporenHaze ADAMTS-13, koropas pacuienser
CBEPXBBICOKOMOJIEKYIIsIpHBIe MyIbTHMEPHl VWF, nnu ¢ nedexramu cOopku myabstumepoB VWF
BCJIe/ICTBUE HapylieHus auMmepusanuu (tun 2A, denotun [ID) wim mynbTuMepusanuu (Tun 2A,
denotuner [IC, IIC Maitamu u IIE). Ilpu ¢enorunax IIC u I[IC Maitamun BB Tuma 2A
MOBBILIAETCSI OTHOCHUTENBHAS [J0Js NMpoTOMEpPoB. bosee Toro, ymeHsImaercs 0 KPYIHBIX
mynsTUMepoB VWEF, mostomy mnpu snekrpodopese OTCYTCTBYIOT IMOJIOCHI, COOTBETCTBYIOIINE
POTEOIUTHUECKUM (pparmMeHTam (Hampumep, Tpuruieram). Ilpu ¢enorune IIE BB Tuma 2A
HapylleHa TPUIUIETHAsI CTPYKTypa MyJabTUMepoB VWF, 4To BbIpa)kaeTcsi B OTCYTCTBHH IpHU
aeKTpodope3e BHEITHUX IMOJI0C U 00pa30BaHUU BRIPAKEHHBIX BHYTPEHHUX T0J10C [6].

Tun 2B

Tun 2B BB BrimrouaeT pa3nuyHble BapHaHThl KayecTBeHHOTo aedekra vVWF, Beipaxkaromuecs B
ero nosbieHHOM cpojicTBe kK GPIb TpomGonmToB. BeneacTeue mopeimenHoro cpoactea VWF k
GPIb cBs3bIBaHME KPYMHBIX BBICOKOMOJIEKYJISIPHBIX MynbTuMepoB VWFE ¢ TpomOoruTamu
npoucxoauT Oosee 3¢h(HEKTUBHO, TMOITOMY OHHM OBICTpEE MOJBEPralOTCs PACIICIICHUIO TOJ
neiictBuem MetaionporenHassl ADAMTS-13. CneactBueM 3TOro sBISETCS YMEHBIIECHHE
KOJINYeCTBa KpyMHBIX MynbTUMEpPOB VWF. B peakux ciydasx moBbilieHHOE cpoacTBO VWF k
GPIb He compoBOXIaeTcs TMOTepel BHICOKOMOJIEKYIAPHBIX  MyiabTUMepoB VWF, u
0OHapy)XMBAETCs HOPMaJIbHAs TPUILIETHAs CTpykTypa myinbtumepoB VWF [6]. BB tuma 2B
XapaKTepu3yeTcs TOBBIIMICHHONH pPHCTOLETUH-UHAYIIMPOBAHHON arperamueii TpoMOOIUTOB
(ristocetin-induced platelet aggregation — RIPA) mox nmeicTBHEM HU3KHMX KOHIIEHTpAIUi
pucroneTdHa. Y TAIMEHTOB YacTO OTMEYaeTcsl TPOMOOLMUTONEHHS pa3IMYHON CTENeHU
BBIPAXEHHOCTH, KOTOPasi MOXKET YCUIIMBATHLCS IPU cTpecce uiu nox aeiicreuem DDAVP.
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Tun 2M

Tun 2M BB Brutouaet pa3nuuHble BapuaHThl KayecTBeHHOro aedexkra vWF, Beipaxaromuecs B
camwkennn VWF-3aBucumoli  aaresun  TpoMOOIMTOB 0€3  HM30JMPOBAHHOTO  Jeduimra
BBICOKOMOJIEKYJIIDHBIX ~ MylnbTUMepoB VWF.  OyHKiunoHanbHBI  nedekT  o0ycioBJeH
MyTalUsIMHA, B pe3ynbTaTe KOTOPBIX IPOMCXOAUT HapylleHue cBs3biBaHMs VWF ¢
TpoMOonUTaMU WU CcyOdHIoTenueM. [loHMKEHHOE CBS3BIBAHHE C TPOMOOIMTAMHU CHUXKAET
JIOCTyNHOCTh MysnbTUMepoB VWF 1 pacuieruienus MetaonporenHazoii ADAMTS-13, B
CBSI3M C ATHM pacmpejerneHue MynbTumMepoB VWF 1o MosekymsipHO mMacce coxpassiercs 0e3
W3MEHEHUHN TOCJIe UX CEKPElUH SHIOTECIHMAIBbHBIMU KIeTKamMu. Y OonbIIMHCTBA O0OJMbHBIX BB
turna 2M Habmomaercst HenponopuuoHaasbHo HU3kas VWF:RCo otHocuTensno VWF:Ag.

Tun 2N

Tun 2N BB (Hopmanaus) 6bu1 Briepssie onricad B 1990 r. [7-10]. ¥ nanuentoB ¢ bB Ttuna 2N
umeetrcs nepexkr VWF B mecre cBs3piBanus ¢ FVIIL. B pesymbraTte 3TOrO0 HE MOXKET
obpazoBarbcst komruieke VWF-FVIIL. Jlanusiii BapuanT BB omnpenenstoT ¢ momompio Tecta
cesizpiBanuss VWF ¢ FVIII [11]. ¥V MHorux mnanumeHTOB ¢ JaHHbIM BapuantoM bB panee
TUarHoCTUpoBamu remMopuiauio A jerko wim ymepeHHou creneHu Tspkectu (FVIILEC
cocraBimsier 5-22%) [9]. Korma nns nedeHus remodwimu A CTAM  TPUMEHSTH
BBICOKOOUHIeHHbIe KOHIIeHTpaThl FVIII, He comepikamue wim coaepkamuye 09eHb HeOOIbIIoe
komuecTBO VWF, BO3HUKIIA HEOOXOUMOCTh MpoBeieHUs TuddepeHIINATLHON TUarHOCTUKH. Y
nanrenToB ¢ bB Tuna 2N npu BBeieHNHM BRICOKOOUYHIIEHHBIX KoHIIeHTpaToB FVIII Habmrogaercs
IIPaKTUYECKU HOpMasbHOE MnoBblieHue aktuBHOcTH FVIIL, omnako Bpems momyxkusnu FVIII
odeHb Majyo. I medeHus: kpoBoTeueHnd y manueHToB ¢ bB tuma Hopmanaus HEoOX0auMbl
KOHIIEHTpaThI, coaepkamue kak VWF, tak u FVIIL.

4.Jleuenue bB

[lenp neyenus BB -  mOBbIIEHHE KOHUEHTPALMM WM 3aMELICHUE HEIOCTAIIIUX
(bakTOpOB CBEPTHIBaHUS KPOBH. JIeueHne MOKeT ObITh MPOMUIAKTUIECKIM UM 110 TPeOOBaHUIO
- mpu octpoM KpoBoTeueHuu. [lammentam ¢ BB perynspHoe mpoduiakThyeckoe JeUeHUe
HA3HAYAIOT pexe, 4YeM ManueHtaMm ¢ reModwiueil. OgHaKO TMpU  PEHUAUBUPYIOIIIX
KPOBOUBJIUSHUAX B CYCTaBbl WJIHM KEIYIOYHO-KUIIEYHBIX KPOBOTEUEHUSX MPOPHIAKTHUECKUN
PEXKHUM MOXKET CTaTh ONTUMAJIbHBIM METOOM JIeueHus NalueHToB ¢ bB.

[Tockonbky BB sBisieTcss KOMIUIEKCHBIM 3a00JIeBaHHMEM, BO3HHUKAIOIIUM B pe3yibTare
pa3IMYHBIX TeHETUYECKUX J1e(DEKTOB U Pa3IMYaAOUIUMCS 110 CTENEHH TSXKECTH, B TEPAITUH MOXKET
UCIIOJIb30BAaThCA  IIMPOKUN  CIEKTP  METOAOB, IMOMHMMO  3aMECTUTEIBHOM  Tepanuu
miazMatndeckumMu  koHneHtparamu VWE/FVIIL. Takue Meroapl BKIIIOYAIOT HUCIOJIB30BAaHUE
TOPMOHOB, aHTHUGUOpUHOTUTHYECKUX cpencTB u DDAVP.

Jlerkue ¢popmbl BB DDAVP nomxken ObITh EpBOi IMHUEH Tepanuu, 0JHAKO B CiIydae caaboro
OTBETA Ha JICYCHHE WM HAJIMYUH MPOTHBOIOKA3aHUN K €ro Ha3Ha4YeHWIO, IpernapaToM BbIOOpa
spisieTcst kKoHnenTpatr vVWFE/VIII [12, 13, 14].
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Kpurepun nauyana repanuu bB

He Bce mammenTtsl ¢ quarHo3zoMm bB Hyxnmatorcs B HazHaueHuu Tepanuu. Kputepuem Havana
Tepanuu SBISAI0TCS CIeAYIOIIHNE MOKa3aTeNH:

e VYcranosinenue jauarHo3a bB (yposens VWF u FVIII)
e KiuHuyeckasi CUTyalus:
1. crnoHTaHHOE KpOBOTEYEHHE
2. XUpPYpPrUYECKOE BMEIIATEIbCTBO
3. peuuaAuBUPYIOLIME KPOBOTEUEHUS, CHUKAIOLINE KaueCTBO KU3HH.

4.1 Jleuenune kpoBoTedeHUil mpu 00J1e3HM BusuieOpanaa aecMonpeccuHoOM

Hecmonpeccuna arneratr (DDAVP) - cuHTeTMueckuii aHajor Ba3olpeccHHa
(aHTHAMYPETHYECKOTO TOPMOHA) C€ MOAU(MUKAIMAMH, HANpPABICHHBIMA Ha CHWXKEHUE
MPECCOPHON (BBI3BIBAIOLIEH MOBBIIICHUE aPTEPUAIBHOTO JABJIEHUsI) aKTUBHOCTH Ba30IpPECCHHA.
DDAVP mnossbiraer konnentpaiuto VWF u aktusHocth FVIII y 310p0BBIX v, Y OONBHBIX €
Jerkoil uiu ymepeHnHoi (opmoit BB u y OonbHBIX ¢ serkoi popmoii remodpunnu A. DDAVP
BbI3BIBaeT BEICBOOOXKAeHHEe VWF 1 FVIII u3 sHIoTeInalbHBIX KIETOK.

Ioka3anusi K Ha3HAYEHUIO JAecMoNpeccuHa - jierkue popmbl BB Ttunos 1 u 2 , kpome 2B
TUNA ( ypOBEHb YOCAUTEIBHOCTH JOKA3aTEIbCTB A).

ITpu BB tuma 3 orcyrctByer VWF, KoTOpBIif MOT OBI BEICBOOOIUTECS B 0TBeT HAa DDAVP, a mpu
6onee Tskenbix (opmax BB Tuma 2 kadectBeHHBIH AedekT (akropa HE MOXKET OBITh
KOMIIEHCUPOBAH JOTIOJIHUTEIHHBIM BBICBOOOKACHNEM JIe(heKTHBIX MosieKys VWE.

ITockonbKy y pa3HbIX NaneHTOB OoTBET Ha DDAVP MoxeTr pa3nuuarbcsi, MAalMEHTy CIEAYeT
BBeCTH MpoOHYI0 103y DDAVP B orcyrcTBHe KpoBoTeueHus. Ecnu y manuenTa HaOmronaeTcs
oXpjaemoe TMoBblIIeHHe KoHIeHTpauuu VWEF, B Oyaymem npu KpOBOTEUEHHSIX Yy 3TOTO
MalyreHTa MOXKHO ucnoias3oBate DDAVP [14].

Hexenareabpnblie aBjaenus DDAVP :

e Tpan3uTopHas TaXUKApAUS

e ['onoBHas 6076 (0OOBIYHO BEIPAKEHA YMEPEHHO).

e [unonarpuemus

e 3anepikKa KUIAKOCTH (BCIEACTBHE aHTHANYpeTHIecKoTo dhdexta DDAVP).

IToBTopHOE BBeneHne DDAVP B teuenue 48 u BbI3bIBaeT ucTolleHUE 3anacoB VWF u
MOJKET MPUBECTH K Taxu(uiakcuu (CHIKEHUIO OTBETa Ha JIEYEHHUE) U OTCYTCTBHIO aJ€KBATHOTO
OTBeTa TpH nocienyrmeM HazHaueHHH DDAVP. [Ipun HE0OXOAMMOCTH IITUTEIHLHOTO JICYCHHS
PEKOMEH/IOBaH Mepexo/l Ha UCIoib3oBanue KoHeHTpatoB vVWF/FVIIL

DDAVP cnenyer npuMeEHSTh C OCTOPOKHOCTBIO y MAllMEHTOB, UMEIOIIMX B aHAMHE3E
TUTIEPTOHUYECKYIO 00JIe3Hb, OpPOHXHAIBHYIO acCTMY, THPEOTOKCHKO3, XPOHHYECKUN HEDPUT.
AO0COJIIOTHBIY IPOTUBONOKA3aHNs K Ha3HaYeHno DDAVP :

e [Iporpeccupyromuii aTepOCKIEPO3
e (CepaedHas HEIOCTAaTOYHOCTh
e Drmiencus
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e bepeMEeHHOCTb.

IIpoTokos BBeaeHHs TeCMONPECCHHA

VY nanueHToB 10 Ha3HAYCHUS JICUCHUsT HEOOXOIMMO MPEIBAPUTEILHO HA3HAYUTH TECT C
BBesieHueM DDAVP B tepaneBTrueckoit n1o3e u nocienyromum onpeaenenueM FVIIL:C uepes
30muH (ecnu mpenapat BBOAWICS B/B) U uepe3 60 MUH (eciu npenapat BBOAMWICS T1/K).
Kpurepunii 3¢ppexkTuBHOCTH - yBeJHYeHHE MPOKOATYJISAHTHOM akTUBHOCTH pakTopa VIII
> 50%.

JlecMmoripeccH BBOJMTCSI MEUICHHO B/B KarenbHO B A03e 0,3 MKr/kr, B 50 M
¢dbusnomornueckoro pacteopa B TeueHue 30 munyT. UHBEKITMN TOBTOPSIOT Uepes 12 — 24y,
oJHaKo nociue 3 —4 BBeaeHus eueOHbI a3 dekt cHkaeTcs. [loBTopHOE JIedeHrne MPOBOAUTCS
yepe3 7- 10 gueit. [Ipemapat (Hepa3BeaeHHBII) MOXKET Ha3HAYATHCS B BUIE TIOJIKOYKHBIX
MHDBEKIUI WM MHTPAaHA3aJIbHO B BUJIE CIIpes.

4.2 I'opMOHBI

VY sxenmuH npu BBeAeHUH 3cTporeHoB mnoBbimarTcss FVIII:C u vWF:RCo u anst koHTposs
YMCPCHHO BBIPAKCHHBIX MeHopparHﬁ MOKET OKa3aThCA JO0CTaTOYHBIM MNPUMCHCHUA
COJIeprKalllNX 3CTPOTeH U MPOTECTEPOH OpajbHBIX KOHTPAILIETITUBOB, BIATalUIIHBIX KOJIEI WU
BHYTPUMATOYHBIX CIUpaiel, BBHICBOOOXIAIOUIMX 3TH TOPMOHBI (YpPOBEHb YOEIUTEIbHOCTH
noka3atenbeTB B). ['opMOHBI MOKHO Ha3HA4aTh UIMTEIBHO ISl YMEHBIICHUS JJTUTEIIbHOCTH U
O6I/IJIBHOCTI/I MCHCTPYAJIbHBIX BBI,ZLGJICHI/Iﬁ. HCCMOTpH Ha HGO6XO,[[I/IMOCTB JOIIOJTHUTCIBHOI'O
M3YYEHHUs JAaHHOTO BOIPOCa, KIMHUYECKHE JIaHHbIE YKA3bIBAIOT HA TO, YTO BBEJIECHHE ICTPOTCHOB
MOYET HUCTOJIb30BATHCS JJIsl OCTAHOBKH TSKEJIBIX MAaTOUYHBIX KpoBoTeueHud [12, 13].

4.3 AHTH(PUOPHUHOINTHYECKHE CPEACTBA

e-amuHoKamnpoHoBas kucinora (AKK) um TpaHekcamoBas KuCIOTa TPEAOTBpAIIAlOT JIM3UC
O6pa3OBaBH_II/IX CTYCTKOB, CBA3bIBAAChb C AKTUBHBIMHU YYaCTKaMU IIJIABMUHOI'CHA, YTO
MPEMNSITCTBYET €r0 B3aUMOJECUCTBUIO ¢ (PHOPMHOM W TPOHUKHOBEHHUIO B (POPMHUPYIOIIHICS
TpoMO. AHTU(DUOPUHOIUTUYIECKUE CPEJICTBA YACTO MPHUMEHSIOT, MECTHO WM CHCTEMHO, IS
KYIUPOBaHUS KPOBOTEYEHHUH CO CIM3UCTBIX IMOJIOCTH PTa, HOCOBBIX KPOBOTEUECHMIA,
KPOBOTEUECHHI MOCIIE yaaneHus: 3yOOB U MeHOpparuii (ypoBeHb yOeIUTEIbHOCTH JIOKA3aTeIbCTB
B). AxntudubGpuHOIMTHYECKHE CpeAcTBA MOXHO KoMOuHHpoBaTh ¢ DDAVP  wmm
KOHIIEHTpaTaMu (DaKTOPOB CBEPThIBAaHUS KpOBHU. [12, 13]

4.4 MecTHOEC JIeUECHHUE

[Ipu nerkux ¢opmax bB, korma DDAVP He MoXeT OBITH HCHOJIB30BaH, M OCOOEHHO B
CTOMATOJIOTHH (HampuMmep, MpH yAaJeHUH 3y0a) B KauecTBE albTEPHATUBHI BBEICHUS
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KOHICHTPATOB (baKTOPOB CBCPTHIBAHHA KPOBU MOKHO HCITIOJIB30BATh MCCTHBIC TCMOCTATHYCCKUC
Cpe/CTBa, Takue Kak GUOPHUHOBBIN K€l oTaenpHO Wik B couetanuu ¢ €-AKK. [15, 16]

4.5 3amectuTenbHas Tepanus KoHueHTpaTamu vVWEF/FVIII

[Tpu orcyrcTBun 3pdexra or DDAVP npenapatom BeiOOpa 1 jiedueHus u npodunaktuku bB
SBIISIIOTCSL BUPYC-MHAKTHBHpOBaHHBbIe KOHIEHTpaThl VWE/FVIIL, koTopbie comepkaTr OoibIoe
konmuecTBo VWF ¢ pacnipeneneHnemM MyJabTUMEPOB, MAKCUMAJIBLHO MPUOIMKEHHBIM K TAKOBOMY
HOPMAaJIbHOM TIJIa3Mbl KPOBH YeJIOBEKa (YPOBEHb YOS TUTEILHOCTH T0KA3aTEIBCTB A).

B npouecce npousBoxacTBa npenapaToB A jedeHuss BB BO3MOXHO yjpaneHHe 4acTH
MYJBTUMEPOB W HApYLICHHE CTPYKTYPbl MYJIBTUMEPOB H, KaK CIEICTBUE, HApyIIEHUE HX
(YHKIMOHAIBHOM AaKTHBHOCTH. B CBA3M € JTUM NPEANOYTEHUS JIOJDKHBI OTAABATHCS
npenapaTaM, UMEIOLINM CIEAYIOUINE XapaKTEPUCTUKHU:

» He JO0KHBI coiepxkarh ¢akrop VIII B KOHLICHTPALlUX, IIPEBBILIAIOIICH
KOHIIeHTpanuto ¢aktopa BumneOpannma, T.K. co3naHue H30BITOYHOW aKTUBHOCTH
¢daktopa VIII B kpoBu OonbHbIX ¢ BB B cpaBHeHHUM ¢ akTHMBHOCTHIO (hakTopa
Bunnebpania MOXKeT IPUBECTH K Pa3BUTHIO TPOMOO30B, ONACHBIX JUIS KHU3HH;

» HeoOXxomumo yuuThiBaTh cooTHomenue wmexay VWFEFR:Co u FVIILC mpwu
OIpeIeNIEHUH J103bl, HEOOXOIUMOM ISl BBEJICHMS,

» Tpemnaparbl, KOTOPbIE COAEP’KaT BHICOKOMOJIEKYJIsIpHbIE MynbTHMepbl VWE, mMerot
CPaBHUTENBHO O0Jiee BEIpa)KEHHBIE T€MOCTaTUUECKUE CBOICTBA;

» JIOJDKHBI 00J1a/1aTh BBICOKOI BUPYCHOM 0€30IaCHOCTBIO.

[Ipumenenne mnazmaTuyeckux KoHueHTpaToB (akropa FVIII, cranmapruzoBaHHbIX MO (hakTopy
Bunnebpanna, co3gaer BO3SMOXKHOCTh IPOBOJHUTH TEPAIUIO B CIETYIOIUX PEKUMAX:
e 110 TpeOOBAHUIO, ISl KYTUPOBAHUS KPOBOTCUCHHI
e B OpOPHUIAKTHIECKOM  PEXKHUME, JUTS IIPEAOTBPALLECHUS BO3HUKHOBEHUS
reMopparu4eckoro CUHAPOMa.

Jlo3y KOHIIEHTpaToB (akTopoB Iasmarudeckoro (akropa VIII + dakropa
Bumiebpanna, npenHazHaueHHOro JUIst JjeueHus bB, HeoOXoauMo paccuuTHIBaTh Ha OCHOBAaHUH
VWF:RCo akTuBHOCTH, KOTOpas JOJDKHA OBITh yKa3aHa B WHCTPYKIIMU TPOW3BOIUTEIS.
Boccranosnenne mo VWEF:RCo y B3pocnbix A0mKHO ObITh mpubamsurensHo 1,5-2% Ha
nnpysupoBanayto ME VWF:RCo/kr maccer tena. Ilpu BBemenue no3et 50 ME/kr cnemyer
oxunare yBenuuenne VWEF:RCo B nuamazone 75 — 100 %. Taxkum oGpazom, noza 50-60 ME
VWF:RCo/kr maccel Tena peKOMEHJIOBaHa TMalleHTaM ¢ HHU3KOW 0a30BOM aKTUBHOCTHIO
VWE:RCo. V nereii ypoBeHb BOCCTaHOBJIEHUS MOXKET ObITh HUKE B CHIY (DU3NOIOTHYECKUX
0coOeHHOCTEH.

B 3aBucumoctu ot Tuna bB M0kHO BBIOpaTh pa3Hbie TEPAeBTUYECKUE TIOIXO/bI.
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Tun/moatun bB [Ipenapat BeIOOpa AJnbTepHATUBHBIE METOJIBI U JOTOJHUTEIHLHOE
JIeUYCHUE
1 DDAVP AHTU(GUOPUHONIUTHYECKUE CpE/CTBa,
actporensl, kKoHneHTpat VWEF/FVIII
2A Konnentpar AHTUPUOPUHOTUTHIECCKIE CpE/CTBa,
vWEF/FVIIL ACTPOTEHBI
2B Konuenrpar
vWF/FVIIL
M Konuenrpar
vWEF/FVIIL
2N Konnenrpar
vWEF/FVIII
3 Konnenrpar Konnenrpar vWEF/FVIII WA
vWEF/FVIIL TPOMOOKOHIIEHTpAT

B nienom, nepuon nonyxuzan VWF:RCo nomken ObiTh paBeH nepuoay nonyxkuzau FVIILC B
cBsi3u ¢ 9tuM KoHueHtparel VWEF/FVIII nHasnavarotes kaxapie 12-24 yaca npu XUpypruuecKux
BMEIIATENIbCTBAX W MJACHTUYHBIX COCTOSHHUSAX, a TaKKe MOTyT ObIThb Ha3HAaYeHbl B BHJIE
IPOIOJKUTEIHLHON HHDY3UH.

4.6 Jleuenue 1Mo TpeOGOBAHUIO U KPATKOCPOUYHAS NPOPUIAKTHKA

s 3amecturenbHOM Tepanuu npyu bB HCHoNb3yl0T pa3nuyHble MOACIIH:

Jledenue no TpeOOBaHUIO B CIIydae BOZHUKHOBEHHUS KPOBOTCUCHHSI

[Ipodpunaktuyeckoe JiedeHUWe JJIs1  TNPENOTBPAIICHUS KPOBOTEUCHHH WIIM  €ro
OCJIOKHCHUH.

CaMOCTOSITCJIBHOC BBCACHHUC HpenapaTOB manuceHTOM, €CJIM OH npomen 06yquHe 148
Ha6JHOI[aeTCH B MCOUIIMHCKOM ueHTpe.

[TockonpKy MpoQUIAKTUYECKOE JICYCHHE TMOJYyYaeT OTHOCHUTEIbHOE HEOOJBIIOE YHUCIIO
MAalMeHTOB, JI0 HACTOSIIEr0 BPEMEHHM HE TMPOBEACHO KPYITHBIX MCCIIEIOBAHUMA TI0
KIMHNYCCKUM HNCX01aM HpI/I HpO(l)I/IJIaKTI/I‘IeCKOM HpI/IMeHeHI/II/I KOHLIGHTpaTOB
vWEF/FVIIL

Konnentparet vVWF/FVIII nokazansl nmpu BB Tuma 3, tuna 2B (MOCKONIBKY MCIOJIB30BAaHUE
DDAVP moxet BbI3BaTh TPAH3UTOPHYIO TPOMOOIMTOIIEHHIO), a TaKXXe BceM marentam ¢ bB
tana 1 u 2, y KOTOPBIX OTCYTCTBYET OTBET WJIM MMEIOTCS MPOTHBOINOKA3aHUS K Ha3HAYEHUIO
DDAVP. Hecmotrps Ha TO, uto MuHHManbHOe 3HaueHne VWF:RCo, HeoOXxommmoe s
NOJJIepKaHUsl HOpPMaJbHOro remocra3a npu bB, He ompeneneHo B XoAe NPOCHEKTHUBHBIX
UCCJIEI0BaHMM, TpeaBapUTENIbHbIE JaHHBIC, MOJIYyUYCHHBIE B PE3YJIbTaTe PETPOCIEKTUBHBIX
WCCJICIOBAHMH, CBUCTEIBCTBYIOT O TOM, 4TO IpHu 3HaueHnn VWF:RCo 6omee 30% crnonTanHbIe
KPOBOTEUCHHS M3 CIM3UCTHIX 000JI0YEK BO3HUKAIOT PeaKo. [21]
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4.7 TakTHKa reMOCTATHYECKOH Tepanuu NPH KPOBOTEYEHUHM M3 CJIU3HCTBIX HOCOBOH M
POTOBOM MOJOCTH

KpoBoTeueHne n3 CAM3UCTHIX POTOBOM M HOCOBOW MOJIOCTH Hallle HAOIIOAAETCS Y MOJOIBIX
MaIMeHToB ¢ Oose3HbI0 Brnebpana.

JInsi OCTAaHOBKM KPOBOTEUCHMS HA3HAYAETCsl TPAHEKCaMOBasi KHUCJIOTa MEpPOpabHO WU
MecTHO. [Ipu KpOBOTEUYEHWH W3 CIU3UCTBIX TOJOCTH pTa IMOJOCKAHUS C TPAHEKCAMOBOU
KUACIOTONH MOryT ObITh 3¢dextuBHbl. Eciin Ha ¢oHe Tepanmuu TpaHEKCaMOBOH KHCIIOTOH He
ynaercsi JOCTUTHYTh 3 dekra, To HazHauaeTcss DDAVP wnu konnenTparst vWE/FVIILL

Bo Bpemsi kpoBoTeueHMit U3 mosioctd Hoca (akrtop cBepThiBaHUs KpoBu VWE/VIII
BBOAAT B 1103¢ 40 - SOME vWF /kr kaxnasie 12 - 24q B Teuenne 2 —3 mHel. JlmuTenbHBIC WIH
PELMIUBUPYIOIIME HOCOBbIE KPOBOTEUEHHS] MOTYT MOTPeOOBaTh MECTHOW TepamuH, HarpHMep
MPUKWUTAHKS CIM3UCTOM HOCA WJIM JIa3€pHOM Tepanuu, U JICUCHUS TPAHEKCAMOBOW KHCIOTOM
IPOAODKUTENBHOE BpeMs. [21] JleueHue necHEBBIX KPOBOTEUEHHMM OCYLIECTBIIETCS MO TOH ke
CXEME, 4TO Y NPU HOCOBBIX KPOBOTEUECHHUSX.

4.8 TakTHKa reMocTaTH4YECKOI Tepanuu Npu yAaJeHuH 3yoa.

e HeocnoxHeHHOE yaaneHHe OJHOTO 3y0a MOXKET OBITh MPOBEACHO IOJ PETHOHATLHON
aHEeCTe3UeH U IO IPUKPBITUEM TPAHEKCAMOBOU KUCIIOTHI.

e [lpu OCIOKXHEHHBIX SKCTPAKIUAX IMOKAa3aHO Ha3HaueHue koHIeHTpatoB VWEF/FVIII,
Yale BCero JOCTaTOYHO OJTHOTO BBEICHUS. TpaHekcaMoBasi KUCJIOTa Ha3HadaeTcs Ha 5-7
nHen. [21]

e [Ipu MHOXECTBEHHOM yJajeHHH 3yOOB, HAJTMYUE OCTPOrO BOCHAJIEHUS B OKPYXAIOIIMX
TKaHAX TIeMOCTaTHYecKas Tepamusi B TE€UEHHE MEpBbIX TpeX JHEW Mocie yAaJeHUs
NPOBOAMTCS  €XKEJHEBHO. MecTHas aHecTe3uss He MpoTuBomnokazana. OoOmee
00e300yIMBaHNE TPOBOJUTCS C MPUMEHEHHEM BHYTPHUBEHHOTO HapKo3a U Ha3HAYaeTCs
M0 MOKA3aHUSIM.

e DbricTpas ocTaHOBKa KPOBOTEUYEHMS JOCTHTaeTCsl MOCPEACTBOM BBEIEHHS KOHILIEHTpaTa
vWF/VIII 3a 1u go ymanenuss 3y6a. OOBEM TreMOCTaTUYECKOW TEpanud MOKET
KOPpPErupoBaThCsl B 3aBUCHMOCTH OT KOHKPETHOM KIMHMYECKON CUTyalluu: Xapakrepa
MaTOJIOTUYECKOT0 Tpollecca B O0NAacTH yHaJeHHOTO 3y0a, oObeMa ONEepaTHBHOTO
BMelarenscTBa. llpu arpaBMaTMUHOM yJOal€HUM OAMHOYHBIX TOJBMKHBIX 3yOOB U
OTCYTCTBHM TOCJEONEPALIMOHHOTO KpPOBOTEUYEHHUS] YHCIIO BBEICHUM KOHIIEHTpAaTa
vWEF/VIII MmoxeT ObITh COKpaIeHO.

e B mocneomnepanioHHOM TepUOie OCMOTP OOJIBLHOTO CTOMATOJIOTOM OCYIIECTBIISETCS 10
nokazaHusiM. [IpuMeHeHHe MECTHBIX T'€MOCTATUYECKUX, TAMIIOHAJA JYHKU SIBISIOTCS
METOJ0M BBIOOpA.

o CompoBoauTeNbHAs TEpamus HA3HAYAETCS COBMECTHO CO CTOMATOJIOTOM W/WIIH
YEJTIOCTHO-JIMLIEBBIM XUPYPTOM I10 TTOKA3aHUSIM.

4.9 TakTHKa reMOCTATHYECKOM Tepanuu NP MEeHOPParusXx.

Jleuenue meHopparuii y xeHiuH ¢ bB:

e TpaHekcamoBasi KHUCJIOTa

e DDAVP

e  Konnentparslt VWF/FVIII

e  OpanbHbie KOMOMHUpOBaHHBIE KOHTpanenTuBhl (KOK).
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TpanekcaMoBasi KHCIOTa CHHXKAET PUCK KPOBOIIOTEPH BO BPEMSI MEHCTpYyallMu TPUMEPHO Ha
50%, Ha3HayaeTCcsl TOJBKO HAa BpPEeMsl MEHCTpyallliH, B HEKOTOPBIX CIydasx TOJIbKO Ha IepBbIE
nau. Ecim TpanekcamoBas kuciota U KOK neaddexTuBHbI, BO3MOXKHO, HazHaueHue DDAVP
i koHuneHTpatoB VWF/FVIII na Bpems Mmenctpyanuu. DDAVP Ha3znausaeTcss MakcumMyMm Ha 3
JTHSI B CBSI3U C PUCKOM 3aJIEPKKU KUIAKOCTH. [21]

MaTouyHble KPOBOTEUEHHUS MPOAOTKUTEIHHOCTHIO O0blle 7 CYTOK SIBISIOTCS MOKa3aHUEM
JUTSL 3aMECTUTEIHbHON TeMocTaTnueckoi Tepanuu. C 3TOH 1enbio BBOAIT (aKTOp CBEPTHIBAHUS
kpoBu VWF/VIII B noze 40 -50 ME vWF /kr uepe3 244 B TeueHue 2 — 4 THEH B 3aBUCUMOCTH OT
MHTEHCUBHOCTHU KPOBOTEUECHHUS.

[lepopalibHble KOHTPALENTUBBI UCIIOJIB3YIOTCS ISl KYTUPOBAHUSI MEHOPPAruil Mo cTaHAapTHBIM
cxemaM, IPUMEHSEMbIM B THHEKOJIOTHH.

e T'opMoHaibHBII remocras - y OKEHIIMH JAETOPOJHOr0 BO3pacTa  Ha3HAa4YeHHE
NepopaIbHbIX KOHTPAIENTUBOB (CHMHTETUYECKHUE aHAJIOTU ICTPOr€HOB U T'€CTAr€HOB) 10
CTaHJapTHBIM cXeMaM. [ OpMOHBI MOKHO Ha3HAauyaTh JJIUTENBHO JJS YMEHBUICHUS
MPOJOHKUTETLHOCTUA U OOMIIBHOCTH MEHCTPYaIbHBIX BBIICICHUN.

JIHI-BMC «Mupena» (J1eBOHOpPrecTpen)

e KpoBoTreuenue Ha (poHe OPraHUYeCKON MATOJOTMM MHUOMETPHA .
ITocne TUCTCPOCKONINU U PE3YJILTATOB 'MCTOJIOTUYCCKOTO UCCIICAOBAHUA OIPCACIISACTCA
TaKTHKa BEeJICHUS: TOPMOHAJIbHAs Tepanus WK OolepaTUBHOE JIeueHHE
B NEpUMCHOIIAY3€ TPH MATOJIOTHU SHAOMCTPHUA HA3HAYACTCA a6J'I$II_[I/I$I SHAOMCTPHUA

4.10 TakTHKa reMocTaTH4YeCKOH Tepanuu npu kposoreyeHun u3 KKT

Oco0oe BHUMaHUE TpeOyeTCs MPH JICUCHUH JKETYJOYHO-KHIIIEYHBIX KpoBoTeueHHUH. [Tpu
AQHTHOJIUCIUIA3NH, KoTopas BeiABiIsgeTcs Yy 1,1%-6,5% OONbHBIX, MPOBEACHHE JIOKATBHBIX
FeMOCTAaTHYECKHUX TMPOIEIyp, TaKUX KaK OJJIEKTPOKOAryIslus, Ja3epHas (OTOKOATYIISIIHS,
cKJIepoTepanusi, anruorpadus ¢ smOonu3zanuei He Bceraa 3¢dexrusno [20].

PenunuBupytomue KemyIouyHO-KUIIEYHbIE KPOBOTEUEHMs O€3 sA3BEHHOTO aHaMHe3a
MOTYT OBITH 00yciOBIEeHbI cuHapomMoM Heyde, mpu KOTOpOM MMeeTCs COueTaHHasi MaTOJIOTHS:
AOPTAJIBHBI CTEHO3, AHTMOAMCIUIA3MS M KeNyJOYHO-KUIIEeYHble KpoBoTedeHus. IlpuunHoit
KPOBOTOUYHMBOCTH SIBJISIETCSI OCelaHHE KpPYMHbIX MyabTHMepoB VWEF Ha moBpexIeHHBIX
AOpTAJIBHBIX KJIAllaHAX B 30HE U3MEHEHHOT'O KPOBOTOKA U IOCTOSTHHON MOBBIIIEHHON Harpy3KH.
Xupypruueckasi KOppeKUuusi aopTajbHBIX KJIANAHOB MPUBOJIUT K HOPMAaJHM3alMM KPOBOTOKA,
COXPaHEHMIO  MYJbTUMEpHOW  KoMmmno3uuuu  ¢akropa BuueOpanna M KynMpOBaHHUIO
kpoBoreueHuit  [20]. Ilpu peunmpusBupyrommux kposoreueHusx u3 JKKT remocrarnueckas
Tepamusi Ha3HadaeTcs B  NPOPHIAKTUYECKOM  pexuMe. BropuuHas mnpo¢uiakTuka
koHuentparamu VWE/FVIII  ocymectBusercs B no3e mo 40 ME VWEF:RCo/kr 2-3 paza B
HEJENI0 WM 4Yaime, B KOMOMHAIMM C TPaHEKCAMOBOW KHCIOTOW Ha KOPOTKHM WU
HPOIOJIKUTEIbHBIN IEPHO.

JledeHne mnanUEeHTOB NPOBOAUTCH COBMECTHO C TraCTPO3HTEPOJOrOM H Ha3HAYeHHEM
NPOTUBOSI3BEHHOM Tepanuu.

4.11 TakTHKa reMOCTATHYECKOH Tepanuy NpM XUPYPru4ecKuX BMemAaTeJbCTBaX U APyrux
HHBAa3HBHbBIE NIpoLeypax.

anypruqecm{e BMeHIaATEJIbCTBA A0JKHBI HNPOBOAUTLCH B CHEHNUAIUIUPOBAHHBIX
HEeHTpax mo Je4YCeHUu1o FeMO(l)HJII/II/I CrieAJINCTAMHA UMCKOIMMU ONBIT JICUCHUSA 00JILHBIX €
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0oJie3HbI0 BuiieOpanaa npu HaJIM4YMH KOAryJa10ru4ecKkoi JadopaTopuu ¥ BO3MOKHOCTBIO
onpenegenus aktuBHocTd VWF u FVIII kpyriaocyro4Ho.

Hens remocratnueckod tepanuu — pocTikeHue ypoHsa FVILC > 50% (ypoBeHb
yOeIUTEeITbHOCTH J0KA3aTeILCTB A).

e Harpyzounas pmo3a koHmenrpara ¢akropa VWEF/FVIIL cocraBnger 50-60 ME
VWEF:RCo/kr nist maniueHToB ¢ HU3KUM ucxoaHbM ypoBHeM VWEF:RCo.

o TloanepkuBaromue 10361 00BIYHO HIKE U cocTaBlsitoT 25-40 ME VWF:RCo/kr kaxasie
12-24 gaca. Yepe3 24-48 yacoB KOHIEHTpAT BBOAUTCS B PEXKHUME pa3 B JICHb WIH Yepe3
JIeHb B T€UEHUE MOCIEONEePAlMOHHON HEAEIH.

e Monutopunr npokoarynssHTHoN aktuBHOcTH (FVIIL:C), MakcuManbHBIM ypOBEHb HE
nospkeH npessimath 150%, B CBSI3U ¢ pUCKOM TPOMOOIMOOINYECKHX OCIOKHEHUH.

e Koarynornueckue TeCcTbl JOKHBI TMPOBOAWUTHCS B TeueHue 7-10 gHeld B
MOCJICONEPAIMOHHOM MepHoie ¢ onpeaenenueM aktusHoctd VWEF u FVIILL

e TpanekcamoBas kucnora B go3e 10 mr/kr B/B 3a 30 muHyT M0 omeparuu wiu 20-25
MI/KT TIepopajibHO 3a 2 yaca J0 omnepanuu. TedyeHue IOCIIeoNnepalioOHHON HeaeIu
TPAHEKCAMOBYIO KMCJIOTY Ha3HAYaIOT Kaxable 6-8 yacos. [21]

Tpancdy3uss TPOMOOB3BECH HA3HAYAKT MNALMEHTAM C TskKeJbiM TedeHuem bB eciam He
yaaeTcs 10CTUYb KOHTPOJIsI reMocTa3a BBeJaeHneM KoHenTpara VWEF/FVIIL. [21]

4.12 Jleuenue 0oJ1e3Hu BusiedOpanaa Bo BpeMsi 0epeMeHHOCTH U PO/JI0B

[Ipu neyenun OepemeHHbIX xeHUIMH ¢ BB HeoOxoaumo 3Hate kak Tun BB, tak u FVIIL:C u
vWF:RCo B m1a3me kpoBu.

e [lpu nerkux u cpemanersikensix ¢opmax ( Tunm 1, Tun 2 BB) xonnentpamus vWF B
a3Me KpoBU OO0bIYHO Bo3pactaeT K III TpumecTpy OepeMeHHOCTH, B HEKOTOPBIX
ClIy4yasiX J0 HOPMaJIbHBIX 3HAYEHHWW, W Ha O3TOM JTale 3a4acTyld OTCYTCTBYET
HE00XO0IMMOCTh MPOBEICHHUS TEMOCTATUYECKOH Teparnuu.

e B I u Il pumectpax 6epemenHocTH KoHIeHTpanus vWF moBbIaeTcsi HE3HAYUTEIBHO,
YTO YBEJIIMYMBAET PUCK CAMOIIPOU3BOJILHOTO ab0pTa CO 3HAUYUTENHHON KPOBOMOTEPEH.

o Ilpu tmxensix ¢opmax (tun l,run 2,tun 3 bB) aktuBHocte VWF Bo Bpems
OepeMEeHHOCTH BO3pacTaeT HeAOCTaTouHo. I[Ipu HEOOXOAMMOCTH TI'eMOCTaTHYECKOM
Tepanuu Mpu 3TUX Tunax bB ciexyer ncnosib30BaTh KOHIEHTPATHI, coaepxkamue VWF
[18]. [o3a KOHIEHTpaTa ompeiensieTcs B 3aBHCHUMOCTU OT ypoBHs (axtopa VIII y
MAlUEeHTKH, ornpeeneHHoro B 28 — 30 Hemens 6epeMEeHHOCTH.

e [lpu coorBercTByIOImEH npodpUIaKTUKE KeHHMHbBI ¢ BB moryr poxath
CaMOCTOSITENIbHO, C MPOBEACHUEM dnuaypaibHol aHectesuu, eciu FVIILC cocrasnser
He menee 40 %;

e KkecapeBo ceueHre MoxHO npoBoauTs npu FVIIL:C ve menee 50 % [13, 19].

e VYV xeHmuH ¢ bB mOBBIIIEH pPUCK TEPBHUYHOTO W BTOPUYHOTO IMOCIEPOJOBOTO
KpOBOTEYEHMS, IOCKOJbKY IOBBIIMICHHAas KOHUeHTpauuss VWF B 1mmasme KpoBH
CHIDKAeTCsl cpa3y ke mocie poaoB. Puck Oomnee BbICOK y keHIMH ¢ bB Ttuma 2 mo
CpPaBHEHUIO C KEHITMHAMU ¢ 0oJiee pacpocTpaHeHHBIM TiroM bB — tumowm 1.

e [locne ponoB kouneHTpanuio VWF y Bcex keHuH ¢ bB HeoOxoqumo ompenensTs B
TEeUeHue, Mo KpaitHel mepe 2—3 Henenb. 3HAUUTENbHOE CHIDKeHHE KOoHIeHTpauuun vVWF

18



BCKOpE TOCJE POJAOPA3PELICHUs MOXKET CIYXKUTh MOKa3aHueM K nmpumeHeHuto DDAVP
[18].

e Bribop CpokOB M METOJOB pOAOpA3pelIEHUS] IO CTaHJIAPTHBIM aKyIIEPCKUM
noka3aHusM. B OONbIIMHCTBE CilydyaeB OEPEMEHHOCTb U POJIbI Y MALIUEHTOK C 00JIE3HBIO
Buwinebpanna mnpotekaroT 0€3 OCIOKHEHHH U JaKe OKAa3bIBAIOT OJIaronpusiTHOE
BOSHCﬁCTBHe Ha KIMHHUYECKOEC TCUYCHUC 336OHeBaHI/I$I. Brinucka INAaIMEHTOK W3
CTallMOHapa JIOJDKHA TMPOM3BOAMTHCS HE paHee CeIbMbIX CYTOK IIOCJI€ POJIOB
(caMOnpOU3BOJIBHBIX) U B CPEHEM Ha JIECSAThIE CYTKHU MOCIIe KecapeBa CEeUeHUsI.

I'enernyeckuil puck HaciaenoBanusi 6oJe3Hu Buiedpanaa cocrasiasier 50% He3aBHCHMO
0T 10JIa I10JA.

B TaGmuiie cyMmMupoBaHbI pEKOMEHIAITNHY 10 BEJCHUIO KeHITMH ¢ BB Bo Bpems 6epeMeHHOCTH 1
POJIOB.

Pexomenoayuu no eeoenuto scenwun ¢ bB 60 epems bepemennocmu u pooos (IUT. 1o [22])

e bosbiioe 3HaUYeHWE HMMEET MOJJEpkKaHUE KOHTakTa Mexay LleHTpamu KOMIUTEKCHOM
oMOIIM OOJILHBIM TeMO(UIIHEH U aKyIepaMu U Ha000poT.

e Ha pannem strame u B III TpumecTpe OepeMEHHOCTH CIIEIyeT ONpeAessiTh 0a30BYIO
aktuBHOCTH FVIII 1 vVWF.

e KecapeBo ceueHune He PEKOMEHJIOBAHO B CBSI3M C PHUCKOM KpoBoTeueHus. B ciyuae
BBITIOJIHEHHS KecapeBa cedeHus 3HaueHne FVII:C nomkno coctaisats 6omee S50 %.

e [IpoBenenue snuypanbHoii anecte3uu gonyckaetcs npu vVWEF:RCo 6onee 40 %.

eBo Bpems pofOB HE Cle[yeT HaKIaAblBaTh CKAJIBII-JICKTPOMBI JJIs HAONIONCHUS 3a
peOeHKOM.

e CnenyeT u3beraTh MPUMEHEHUS BAKYYM-IKCTPAKTOPA.

e [locne pomoB MOXET OBITH MOKA3aHO TMPOBEIEHUE CIIeNUATBLHOTO 00CIeI0BaHUS,
BKJIIOYasi YJIbTPa3BYKOBOE HCCJIEIOBAHUE TOJIOBBI ISl MCKIIOYEHUS BHYTPUUYEPETTHOTO
KPOBOU3JIUSHHUSL.

e Axymiepam cieayeT MOMHHUTh O PUCKE OTCPOUYEHHOI'O MOCIEPOJIOBOTO KPOBOTEUEHUS Y
JKeHIIMH ¢ bB.

e Uepes HECKONBKO JHEH TOCIe  pOJOpa3pelIeHuss HEeoOXOAUMO  ONpeAeTHTb
koHieHTpanuo VWF u aktuBnocts FVIIIL.
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HoBopoxaeHnnbie

[Tockonbky BB B OONbIIMHCTBE CilyyaeB HACIEAYeTCS MO ayTOCOMHO-JOMUHAHTHOMY THITY,
3a00J1eBaHNEe MOT'YT HaclleZloBaTh JIeTH 000MX MOJ0oB. TeM He MeHee, TOPOJIOBYIO AUAarHOCTUKY
BB 00bIYHO HE MPOBOAAT, MOCKOJBKY PUCK Pa3BUTHS KPOBOTEUCHUH Y HOBOPOXKIECHHBIX B
OOJIBIIMHCTBE CITy4acB HEBENUK [22].

Tsoxenyro Gopmy (tun 3) BB MOXHO THAarHOCTUPOBATH Cpasy ke MOCIe POXKICHHS MO 00pasiy
MYTIOBUHHOW KPOBH, OJHaKo Ooiiee jerkue ¢opmel BB auarHoctupoBaTh y HOBOPOXKIEHHOTO
MPAKTUYCCKU HCBO3MOKHO, ITOCKOJIBKY IOCJC POXKACHUA KOHUOCHTpALUA vWF 3HauuTenbpHO
noBbliaercs. Kaxxymmuiics HOpMalbHBIM pe3yibTaT TecTa MOKET MacKUpOBATh JIETKYIO (hopmy
bB. IToaTomy o0cnenoBanue pedeHKa clieyeT OTI0KUTh Ha HECKOJIBKO MECSIICB.

IIpodunaxkruka Tpomodosa.

[Ipopunaktuka TpomOO3a HE MOJDKHA MPOBOJUTHCA PYTHHHO maiueHtaM ¢ bB Bo Bpewms
XUPYpPrudecKoro BMemarenbcTBa. OHa MOXKET ObITh HA3HAUYEHA B CBSI3U C MOBBIIICHHBIM PUCKOM
TpoM0O03a  OOJNBHBIM, TOJYYalOIUM BbicOKMe 10361 KoHneHTpata VWE/FVIIL (ypoBeHb
yOeIUTEeITbHOCTH JOKA3aTeIbCTB A).

4.13 lIpopuaakTka KpoBOTEeUeHHd pu 00J1e3Hn BuisieOpanga

Y HEKOTOpBhIX MaIMeHTOB ¢ TsokeasiMu (opmamu BB (B ocHoBHOM mipu BB thma 3)
HAOIIOTAI0TCS PEIUIMBUPYIONINE KPOBOTEUCHUS CO CITU3UCTHIX 000JIOUEK HIIM KPOBOUBIUSHUS B
CyCTaBbl, HAIIOMUHAIOIME TaKOBble MpU reMouinu. Takue KpOBOTEUEHHUS MOTYT HapyllaTh
MOBCETHEBHYIO JIEATEIHHOCTh M MOTYT TPUBOAWTh K HAPYIICHUIO (QYHKIMH CyCTaBOB
(apTpomatum). ApTpomnatus Takke HaOmogaeTcss y nanueHToB ¢ bB tuma 2N, ocobeHHO B Tex
ciyuasix, korna FVIIL:C cocraBnser menee 10%, u y nmanueHToB ¢ Tspkenoi ¢popmoit BB tuma 1,
y koTopeix koimudecTBO VWF u aktuBHOCTh FVIII MoryT ObITh CHWXEHBI. PenmmuBupyromue
KPOBOMBJIUSIHUAS B CYCTaBbl BBI3BIBAIOT OOJIM, JETCHEpPATHBHBIE W3MEHEHHUs CyCTaBa, OTEK U
ymenbiienne OJIC. B Takux ciydasx pekoMeHAyeTcs Ha3HadaTh MPO(UIAKTHYECKOE JICUCHUE
[17] (ypoBeHb yOeaWTENHbHOCTH MOKa3aTenbcTB B). OmHAKO TaHHBIX PETPOCHEKTUBHBIX WIIH
MIPOCTIEKTUBHBIX HCCIEAOBAaHUN IO BTOPUYHOW JOJTOCpPOUYHON mpoduinaktuke mpu bB Ha
CETOAHSIIHUN JIEHh HEIOCTaTOYHO. [109TOMY peKOMEHIAINU 0 PeXXUMaM MPO(HIAKTUKYI TPU
bB ocHOBaHBI Ha OMBITE TPOPUITAKTUYECKOTO JICUCHHS Y OOJTBbHBIX TeMO(UITHEH.
[Ipodunaktuyeckoe JieyeHHE COKpallaeT JIUTENbHOCTh TOCHUTAIM3AIMM U CHUXKAeT
nOTpPeOHOCTh B TpaHCy3HUsIX.
e JIpodwunakTuka nokazana Bcem nainyenTaMm ¢ bB tun 3 u manmeHTaMm ¢ KauyeCcTBEHHBIMU
nedexramu (hakropa Bumnebpanaa, BB tum 2, TsokensiM TedeHHEM THI | TPy HATHYUU
y HUX T€MOPpParuyeckoro CHHIpoMa
e Pexomennyercs HazHaueHue Tutazmarmueckoro (akrtopa VIII + dakropa Bumnebpanna
(VWEF:RCo) B no3e mo 50 ME/kr maccel Tena no ¢axkrtopy Bumiebpanga 2 — 3 paza B
HEJEIIO VI MPeI0TBPALEHUS] KPOBOTECUEHHUH.
e AxrtuBHoctb VWF:Rco u FVIIIL:C nomkHbI MOCTOSSHHO KOHTPOJIUPOBATHCS.

4.14 Tepanus nauueHToB ¢ ajioanTuresamu Kk VWF,
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Kpaiine penxko y HEKOTOpBIX MAalMEHTOB ¢ TumoM 3 BB Moryr BwIpabaTweiBaTh
aistoaHTHTeNa K (hakropy Bumnnebpanna.

VY mnanueHToB ¢ WHTHOWTOpaMH (ammo-aHtutenamMu aHtu VWEF) mpumeHeHue
(dakTopoB cBepThiBaHUs, cofepxkamux vWF He a3QdekTnBHO, KpOMe TOTO, MOKET
BBI3BIBATh TSDKEJIBIE MOCTTPAHC(Y3HOHHBIC peakiuu Omaromaps (HOpPMUPOBAHHIO
UMMYHHBIX KOMILIEKCOB (YpOBEHb yOSAUTENILHOCTH JOKa3aTeNbCTB [1).
Haznavaercs PEKOMOMHAHTHBIN (akTop B OOJBIIMX J03aX BO BpeMs
xupyprudeckoro  BmemarensctBa.  UyHtupyromas  (By-pass)  tepamnus
aKTUBHPOBAHHBIM NMPOTpoMOnHOBBIM KomIuiekcoM (aPCC) u rFVII, takxke Moxer
OBITH Ha3HAYCHA (YPOBEHb YOSTUTEIHHOCTH JI0KA3aTEeIbCTB B).

PexomOuHaHTHBIA akTHBHpoBaHHBIA (akTop VII, (3nrakor —anbda) - rFVlla;
Novoseven® «Novo Nordisk », Haaus, Koarun —VII «®apmcrarnapr OAOy,
Poccus

AKTHBUPOBaHHBIN MPoTpoMOMHOBBIN KomIuiekc aPCC — @eiiba ® “Bakcrep”
CIOA

YuuThiBasi, 4TO YMCJI0 NANMEHTOB ¢ HHTUOUTOPOM K VWF HeMHOro4muc/jiieHHo, B MUPOBOii
NpPaKTHKe JiedeOHble TMPOTOKOJbI BeleHMs Npu HHruoOuropHoii ¢opme BB He
pa3padoTaHbl.

IIpenapatbl koHuenTpara vVWF/FVIII, ucnonszyemsbie s tepanun bB B Poccnu:

I'emate® Il (paxrop cBeprbiBanus kpoBu FVIII+ ¢pakrop Busieopanna)

CSL Behring

CoorHomenne VWEF/FVIII: 2,4/1

IMoxa3zanus
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Jleuenne u nmpoduIaKTHKa KPOBOTCUCHUH WIIM KPOBOIIOTEPH BO BPEMsI OlEepaIuii y TMalueHTOB
c Oone3npro BwmieOpanma, ecim MOHOTepanus JIeCMONpPecCMHOM Hedh(EKTUBHA WIH

IIPOTHUBOIIOKA3aHa,

Jledenne w mpoduIakTHKa KPOBOTCUEHWH Yy TANMEHTOB ¢ Temodwimeir A (BpOXKIEHHBIN

neuuut gaxropa cBepreiBanus Kposu VIII);

MoXeT HCIOoNb30BaThCs S JICUYCHUS M NPOPHUIAKTHKHA KPOBOTEUEHHMH Y MAI[MEHTOB C
npuoOpereHHbIM AeuuutoM (akropa cBepThiBaHus KpoH VIII U y manueHToB ¢ HaTU4UEM

aHTuTeN K (hakTopy cBepThiBanus kposu VIII.
IIporuBonOKa3aHUA

IToBbImeHHas YYBCTBUTCIIbHOCTDb

I'emate II mnpexncraBmsier cobOoi mpemapaT ¢ BBICOKUM COJepKaHUEM (aKTopa
BunneOpanna, moka3aBIIMi CBOK  BBICOKYIO KIMHHUYECKYHO 3(PGEKTHBHOCTH HAa OCHOBAaHUU
JUINTEJIHLHOTO OIbITa HWCIOJNB30BaHUS M Ha IMPEUMYIIECTBaX [0 CPAaBHEHUIO C JPYTUMHU
nmpernapaTaMu ¢ HHU3KUM cojepkaHueM (akrtopa BumneOpanma. Pa3smepbl M OTHOCHTETHHBIN
COCTaB MYJIBTHMEPOB MAKCUMaJbHO OJM3KM K TAaKOBHIM B HOPMAJbHOW IJIa3MbI YEJIOBEKA, B
CBSI3M C OTHUM BBICOKOMOJIEKYJsipHbIE (opmbl VWF  00mamaroT  BBICOKOW PHCTOIIETHH-
KO(hakTOpHOW aKTHBHOCTBHIO W obOecmeunBaroT 3¢hdexTuBHBIA Temoctaza. ['emare I1 sBisiscek
npenapaToM BbIOOpa Ui JeueHus OosiesHn BuiuieOpanna, CcTaHIapTH30BAHHBIM IO (aKTOPY
BunneOpanna, mpu3HaH «30J0THIM CTaHAAPTOM» MPOGUIAKTUKA U JICUCHUS KPOBOTECUCHHUN TIPH
Oone3nn BuiuteOpanaa u siBisieTcst nepBbIM 07100peHHbIM K mipumeHeHuto B CIIA, Espore u
npyrux crpaHax. ['emare Il ceprudumupoBan B 6onee yem 35 crpanax ¢ 1982 roxa. JlanHbie
MHOTOYHCIICHHBIX MCCIICOBAHUM MOKa3adu KPATKOCPOUYHYIO U JOJITOCPOUYHYIO OE30MacHOCTh U
3G (HEeKTUBHOCTh TPH KOPPEKIUU TEMOCTATHYECKUX ACPEKTOB Yy TMAlMEHTOB C OOJE3HBIO
BunneOpanna. HemaBHO mnpoBeneHHbIE HCCIEAOBAHUS TaKKe IIOKa3ajld T'eMOCTaTHYECKYIO
neHHoctb I'emare Il B HMCKIIOUMTENBHBIX KIMHUYECKHUX YCIOBHUSX, B TOM YHCIE TIpU
XUPYPrUYE€CKUX BMEIIATEILCTBAX.

Bce BbimenepeyncieHHOE TMO3BOJIMIIO POCCHHCKHAM DJKCTEepTaM B 0OO0JACTH JICUEHUS
Oone3nn BumneOpanma, cumrare ['emare I mpemaparom BbeiOOpa il JiedeHus OO0Je3HU
Bunnebpanna. YuutsiBas To, uto ['emare 1 comepuT 3HAUUTETHHO OOJIBIINI ypOBEHB (DakTOpa
Bumnebpanna no cpaBHenuto ¢ (akropom VIII, oH pexomeHIyeTcs B KauecTBe Ipemnapara

BbIOOpA MPH MPOBEJCHUN 3aMECTUTEIILHOM TEpaNiy 10 TPEOOBAHUIO U JUTS TPOPUITAKTUKH.
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Buaare (¢pakrop cBeprbiBanust kpoBu FVIII+ ¢akrop Buiiedopanna)
Octapharma
coorHomienne VWF/FVIIL; 0,9/1

MMoka3anust

Jleuenne u npouIaKTHKAa KPOBOTeUEHH Tipu Oone3nu BuineOpanaa (mpu KOJIMYECTBEHHOM

W/WIIK KauecTBEHHOM nedurnure pakropa Bumnedpanna);
Jleuenue u npouaKkTHKa KPOBOTEUECHUI MPH BPOKAECHHONU TeMOPHINH A;

Jleuenne W TPOQPHUIAKTUKA KPOBOTEUEHHH Yy MALMEHTOB C NPHOOPETEHHBIM JAehUIIUTOM

¢axTopa cBepThiBanus kposu VIII.

IIporuBOonOKa3aHus:

Herckuii Bo3pacT 10 6 ner (B CBSI3M C HEJOCTATOYHOCTHIO JAHHBIX); IMOBBIIICHHAS

YYBCTBUTCIIbHOCTD

Buiate — OTHOCHUTCS K HOBOMY IIOKOJIEHHIO KOHIeHTparoB ¢aktopa VIII(VWE/FVIII).
[Ipenapar He cOAepKHUT albOYMHUH, IPOILEN ABOWHYIO BUPYCHYIO MHAaKTHUBalUio. BriOpaHHbIE
METOABl OYUCTKH TO3BOJSIOT BhIEHATh Komiuieke VWE/FVIII B ycrnoBusx, 3amuimaromimx
CTPYKTYypy Oenka. Bumare OBICTpO pacTBOpsieTCsl B HEOOJBIIOM OOBEME PACTBOPHUTENS, UTO
MO3BOJIAET COKpPATUThb BpeMsl IPOBEJIEHUS HHBEKUMU. Bunate xapakTepusyercss BbICOKOMN
CTETEHBI0 OYMCTKM B OTHOIIEHWH o00oux QakrtopoB- kak VWEF, tak u FVII, npu stom
coxpaHeHa TpurUieTHas cTpyktypa VWF. Bunate He Bb3bBaeT akkymyssiuuu FVIII,
XapaKTepU3yeTcsi BBICOKOW A(PPEKTUBHOCTBIO H  XOpOIIeH IEepEeHOCUMOCThI0. Bumate
ceprudunupoBan B 26 crpaHax EBpocoroza, CIHIA, Kananme, bpaswmmu u ABcrpanuu.
[IpocniekTHBHbIE KIMHHYECKHE HCclieAoBaHUs 3¢ (deKTuBHOCTH U Oe3omacHOCTH Bumare mpu
IIPOBE/ICHUM OINEPATUBHBIX BMEIIATEIbCTB Yy MALIMEHTOB C pa3au4yHbIMM TUaMu bB mo3Bomsior
PEKOMEHJIOBATh €ro I 3aMECTUTEIbHOM TI€MOCTaTUYECKOM Tepanmuy B KadyecTBE Ipenapara

BEIOODA.

Nmmynart (¢paxrTop cBeprbiBanust Kposu FVIII)

Baxter
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cootnomenne VWF/FVIII: 0,5/1
Iloka3anus:
6one3np Bumuiebpanna ¢ HegoctarouHocThio akropa VIIIL
IIpoTruBonoka3anus

[ToBbIIeHHAs! 4YyBCTBUTENBHOCTD, C OCTOPOKHOCTBIO Y JeTeH 10 6 JIeT.

HMmmyHnar mnpexacraBiser co00i  BHICOKOOYHMIIEHHBIH  JTHOMMIN3UPOBAHHBIA  KOHLEHTpAT
KoMIiekca ¢GakTopoB cBepThiBaHus KpoBu VIII m Bumnebpanma, NpUTOTOBICHHBIM U3
YeJIOBEYECKOW IJIa3Mbl, JBaXKIbl BUPYCHHAKTUBUPOBAHHBIM (00paboTka ropsyuMmM mnapoM u
COJIbBEHT-AeTeprenTHas oopadotka).Kommieke dakrop VIII/paxrop Bumnebpanna coctout us 2
monekyid, ¢akropa VII (FVII) u ¢akropa Bumnebpanga (VWF), ¢ pasnuuneiMu
busnonornueckumu  pyaknusmu.  T.k. kxonmentpamus FVIII B 2 pasa mnpesblmaer
koHIeHTpauuio VWEF, npenapar npenMyIiecTBEHHO HCIONb3YeTCs AJs JICYSHHs MalueHTOB C
I'emodmmmeit A. BosmoxHo ncnonbs3oBanre MiMMyHaTa y manueHToB ¢ 6oie3Hp Bunebpanna ¢

HesocTaToyHOCThIO pakTopa VIII.

Cnucok cokpameHui

bB — 60one3ns Bumiebpanna

FVII — ¢paxTop VIII

FVIIIL:C — npokoarynsHTHast akTUBHOCTH (pakTopa VIII

vWF- pakrop Bumiebpana

vWF:RCo — pucrorneti kopakTopHas akTHBHOCTb

vWF : Ag— anturen ¢dakropa Bunnebpanna

vWF : Agll- anturen Il ¢pakropa Bunnebpanga

vWF:CB — kosareHcBsi3blBatonias akTHBHOCTb

vWEF:FVIIIB- ¢akrop Bumiebpanna ¢akrop VIII cBsa3biBaromuii Tect

RIPA- arperaiust TpoMOOLIMTOB, HHIYLIUPOBAHHAS] PUCTOLIUTHHOM
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GPIba - perientop Ha MeMOpaHe TPOMOOIIMTOB
ADAMTS-13 -meTtamionporenHasza
DDAVP- necmonpeccuH ( 1-nuamuno-8-D- apruHuH Ba30npeccuH)

ME- Mexnaynaponnast Enunuiia, cooTBeTCTBYIOIIAsi COBpeMEHHbIM cTanaapTam BO3 s

npemnapatoB (akropa VIII

AKK - €- aMuHOKanpoHOBasi KUCJIOTa

[Ipunoxenue
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Crenuann3upoBaHHbIEC TAOOPATOPHH , B KOTOPBIX BBITIONHSAIOTCS Oa30BbIE U CTICIIHATBHBIC
WCCJICIOBAHMS TI0 TUarHOCTHKE OoJe3Hn BueOpanaa HaXoasTCs B BEIYIIHX
I'emaronornueckux nenrpax PO :

®OI'bY I'ematonorundeckuit ueHtp Munzapasa Poccuu

125167 Mocksa, HoBsrit 3p1k0BCKui ipoe3n 4, Ten.+7(495) 612 21 23

®OI'Y Poccuiickuit HUU rematonoruu u Tpancdy3uonorun

191024 Cankr-IletepOypr, 2-1 CoBetckas yi., 16, Ten. (812) 717-07-97

Kuposckuit HUM rematonoruu u nepenuBanus kpoBu Munsnpasa Poccuu

610027 Kupog, yn.Kpacuoapmeiickas, 72, Ten. +7 (8332) 67 52 76
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