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KnuHunyeckum cny4vyam 1. XXeH, 7.10.1978, 42 r, yuntenb

B cembe cnyyaeB HacneaCTBEHHOM KoaryronaTun HeT.
B 10 net (1988 r) kpoBoTeYeHMe nocne yganeHna 3yoda.

B nocneayowem yganeHue 3yboB B ctaunoHape nog npukpbitnem C3M1 n pbakTtopa cBEpTLIBAHUS KPOBU 8
(2006 r).

O6bunbHbIX MecsYHbIX He bbino. b-2, P-2 , nocne KC BO BTOpbIX pogax KpoBoTeYeHne Ha 8- O€eHb,
yoarneHue maTku.

HocoBble KpoBoTeEUYEHUS OTpULUAeT. [pn nopesax KoXxn ANUTENbHbIX KPOBOTEYEHWUI HET

[MnaHnpyet OIAC n OKC.
20.08.2019 He 138 r\n, Tp 360 Tbic\mkn, J1 7,79 TbiC\MKN
20.08.2019 AYTB 38,3 FVIII 107,1% , vW:Ag 57,4%,

[OwnarHo3s: bonesHb BunnedbpaHga 1 Tmn 6e3 KNMHNYECKN 3HaYMMbIX remopparnyeckmnx nposisneHnn (2006-
2019).

[Toka3aHun Ons 3aMecTUTENbHOM Tepanum oakTopamMmn CBEPTbIBAHUSI KDOBU HET.
Hpu- OFEAC —Tpanekcam 2T 4 pasa B AeHb (2 Tab Bevepom nepeq GrAaC)



KnuHuyeckun cnyvyam 2. XeH, 28.02.1988 — 32 roaoa

b-3 P-3 (2008,2009,2013)
Y nouepu B 4 rojia JUIMTEIBHBIE HOCOBBIE KPOBOTEUEHM S, roctiutanu3anus B O/IKb
r€MaToOJIOrH4ECKOEe OTACIICHUE, JUAarHO3 KOAaryJonaTHy HE YCTaHOBJICH.

17.04-15.03.2013 neuenue B rematosiornyeckoM oraeineHnu [ bY3 «OKb um
H.A.Cemamko»: TsbKeas aHeMHusi, 0€peMEHHOCTh 3, 26-27 Hea, nepenuBanue OM 6 103

2015-2018 r B OAK anemus 1 cT1, 00MiIbHBIE MeCSTUHbIE, TIPEIIapaThl JKeIe3a HE
IprHUMAaNa



XKeH, 28.02.1988

13.03.2019-02.04.2019: 4epnsblii cTyi, rocnutain3amnus B I'bNeS | HB 50 r/im, ®I'JIC
3PO3UBHBINA TaCTPUT, KEIyA0YHO-KUIIEUHOE KpoBoTeueHue. C311 He noiryyana,
nepenuBanue OM 4 10361

02.04.2019-15.04.2019 nepesox B x\otx 'bY3 «OKb um H.A.Cemamikoy»: Ilory4ana
C3I1, OM.

04/04/2019 AYTB 35,5 ¢

FVIII 72,1% FIX 96,2% VWF:Ag 42,4% vWF:act5,7% FVIII/vVWF:Ag 1,7%
VWF:Rco/VWF:Ag 0,1%

JlnarnoctupoBaHa 0o1e3Hb Buiieopanaa 2 Tun BriepBble. HauaTo npuMeHeHue
KOHIIEHTpa (hakTopa cBepThiBaHUs KpoBH VI

15.04.2019 Hs 68 r\n, pepmxert 500 mr.



XKeH, 28.02.1988

[wnarHo3s: bonesHb BunnebpaHga 2 tnn (04.04.2019), cocTtosiHne Ha poHe Tepanun remate 2400 ME 1 pas
B Hep (05.2019), 2 pasa B Hep (07.-10.2019)

OPO3UBHbBIN racTpuT, XenyaoyHo-kuweyHoe kposoteyeHune (03-04.2019), 13.05.2019, 24.05.2019 HAssa 12
n K B akT ctagum (06.2019)

7.10.2019 o' AC — pedntokc a30darnT, Xp ractput, bynbbonaTtus

AHEMMNA TSXKENON, KpanHe TSXKenon CTENEHN CMEeLLaHHOro reHesa (noctremopparmyeckas,
xenesogeduumntHas) (15.04.2019, 13.05.2019), koppurnposaHHas depuHxektom 500 mr, M Ne7, nukdoep
0o aHemun 2 ct (1.06.2019)

Hedovumnt B12 (05.2019)

AHeMMA 2 CT HopMouMTapHast HOPMOXPOMHasi, AeduumT xenesa, sut B12 (11.2019)



bone3Hb BunnebpaHaa (bB)

BB B HacTosillee BpeMA cUMTaeTCHA cCaMbIM YacTbIM HapyLleHueM CBepTbiBaHUSA KPOBU
e bonesHblo cTpagaeT Ao 1% obwen nonynsauum
e Y 6onbLIMHCTBA NaumeHToB 3aboneBaHne npotekaet 6eccCMMNTOMHO
e [MpudnusntensHo 1 3 10 000 yenoBek B 0OLLEN NONYNALUNN HYyXXOaeTCHa B NeYeHnn

CTpaHbI co OOLee KonuyecTso
< < MauneHT He 3HaeT
3aboneBaHusa CTaTUCTUYECKUMU BbIABNEHHbIX Myxckon non XXeHckun non Mon HensBecTeH
0 3aboneBaHumn
AaHHbIMMU naLuumeHToB
remodounua A 108 151 159 137 741 (91%) 3 988 (3%) 9430 6%
Femocpunus B 108 30 310 27 057 (89%) 1 328 (4%) 1925 6%
'eMounna Hem3BeCTHOro BMaa 50 2 889 1 849 (64%) 127 (4%) 913 32%
BonesHb Bunnebparnga (EB) 96 74 318 24 469 (33%) 38 930 (52%) 10919 15%

BB Bbi3biBaeTcs aepuumntom nnum HapyuweHmem pyHkuum vWFE
e ['eH VWF pacnosnaraeTcs B KOPOTKOM nriede 12-n XxpoMoCOMbl

e 3aboneBaHune HacneaQyeTcs N0 ayTOCOMHO-AOMUHAHTHOMY TUMY U Nopa)kaeT OAMHAKOBO YacTO Kak MYXXYMH, TaK U
XEHLLNH

Federici AB. Diagnosis of inherited von Willebrand disease: a clinical perspective. Semin Thromb Hemost 2006; 32 (6): 555-565.



YTto Takoe chakTop Bunedbpanga (VWF)?

AxTuBauus nepBnU4YHOro remocCTas3a

CuHTe3n PyeTCA B.
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- MecTo xpaHeHuUs:

Crabunusauusa

Yeunenne e JHOOTeNManbHbIX KreTkax
e Merakapunountax (TpombounTax)

LinpkynupyeT B nnasme

vWF — 31O aare3amBHbLIU OenokK, HeobxoanmMbIn AnNs

e bonbwon MynbTUMEpPHbIW FMUKONPOTEUH, MPUCYTCTBYIOWMA B nnasme
o Kaxgbin moHoMep VWF cogepXxut onpegerieHHble JOMEHb!,
oTBevawLLUne 3a onpeaesieHHble QPYHKLUK

e Takke oOGHapyxuBaeTcs B TpoMbouuTax, B dHOOTENUArbHbIX KNeTkax,
N B Cy0aHAOTENManbHOM NPOCTPaHCTBE

e Tenbua Banbenga-lNanaga B aHgoTenmanbHbIX KreTkax
® B O-rpaHynax TpombounToB

Pavani Bharati K, Ram Prashanth U. Indian J Pharm Sci 2011;73:7-16



[MposiBneHnsa 6ones3un BunnebpaHaa (bB)

Jlerko nosiBnsoLwmecs

HocoBoe kpoBoTe4YeHue
reMaTomMb|

KpoBoTeuyeHuMe B NOfIOCTU pTa

e YannHeHne BpeMEHU KPpOBOTEYEHUS
e [NnaBHbIM 06pa3oM, KPOBOTEYEHNS U3 CIIN3UCTDIX:
* 'emaTtomsl
HocoBble KpOBOTEYEHUS
[lecHeBble KpOBOTEYEHUS
MeHopparus
BHyTpeHHUE xenygovHo-KneYHble KpOBOTEYEHNS
e KpoBoTeudeHne nocrie onepauyumn (TOH3UNIKTOMUA, yaaneHne 3yba)
e KpoBomsnunaHma B MblllLbl U cycTaBbl (Npu Tsxenbix goopmax bB)



5 NMPU3HaKoB NOBbLILLEHHOW KPOBOTOYNBOCTMU

SSIRARS IF v

YacTtoe obpa3oBaHue remaTtom,

JKXNMO30B 7

MeHcTpyaunn gnatcs
YacTtble unu npoaomMxXnuTesibHbie 7 v bonee fHen

HOCOBbLI€ KPpOBOTe4YeHUs

OnutenbHble U OOUNbHLIE 2

MeHCTpyauuu 3ameHa npoknaakm /

TamnoHa TpebyeTcs
Kakable 2 yaca u yalle
OnuTtenbHble KPOBOTEYEHUA nocre

TPpaBMbl, POAOB UITN XNPYPIrN4YeCKNX
BMelWaTernbCTB 1

CrycTku KpoBU

OnutenbHble KPOBOTEUYEHUS U3 pasmepom ¢
CIIM3UCTLIX 060M04Y€eK NOMIOCTU pTa Npu py6”e‘3y*° MOHeTy

CTOMaAToOJ1IorM4eCKnX BMellatenbCTBax

113100

1 13 100 YyenoBeK cTpagaeT OT CHMXeHUA
ypoBHeu (hakTOpOB CBepPTbIBaHUA KPOBU U
HaxoAMUTCA B rpynne pucka KpoBoTe4eHUMn

11310 000

Tonbko y 1 u3 10 000 yenoBek ycTaHOBMEH
AWarHo3, CBsA3aHHbIN C HapyLeHUeM
CBepTbIBaeMOCTU KPOBMU

1 n3 5 XeHwuH

Mpn npoBeaeHnn o6¢cnefoBaHNSA XXEHLWUH
C OOUNbHbLIMM U ANUTENbHLIMU
MEeHCTpyauusaMM ANarHo3 MoxeT ObITb
ycTaHoOBJIEeH A0 1 N3 5 XXeHLWmH

https://www.knowyourflow.ie/




OunarHoctuka bB!

N -
Koarynormyeckum CKpUHUHI B ropoACKUX fTabopaToOpHbIX
* KnnHnyeckas oueHka )
LleHTpax:
= e O6LWWMI aHanu3 KPoBK C MOACYETOM KonmMyecTsa TpPOMGOLMUTOB Mo POHMO
N e VccrnenosaHuve arperauuy TPOMBOLIMTOB C OCHOBHBLIMW UHOYKTOPaMMU:
* ?:Hﬂ”‘%”ﬂ-yva”b”b'” aHaMHes3 pucToLeTuHom, konnareHom, AP, TpoMBUHOM, aapeHanMHom
Sliclilal =il 2 Lilal s ) e OnpegeneHne AYTB, INTWN, TB n cdonbpuHoreHa

Cneuunduueckune Koaryrnormiyeckue mccnengoBaHusa ans
NaGopaTopHble BepudmkKauum guarHosa - B crneumanusnpoBaHHbIX LLeHTpax no
nccrenoBaHus rie4yeHunIo KoaryrnonaTtum:

e VWF:RCo/VWF:Ag — COOTHOLLEHNE PUCTOLLETUH-KOPAKTOPHOW
aktmsHoctn VWF ¢ aHTureHom VWF

MonekynspHas e FVIII:C — aktnBHOCTbL FVIII

AnarHocTuka
e RIPA — puctoueTnH nuayumpoBaHHas arperaumsa TpomMbounToB B ABYX
KOHLEHTpaUUsX puctoMuumHa (ansa yTouHeHus Tvna bB)

o MynbTumepHbIn aHanu3 VWF (B HEACHBIX Crlyyasix)

KnuHnyeckve pekomeHgaumm no auarHocTuke v nedeHuto 6onesnm Bunnebpanaa, 2018r., 303yns H.W. n coasT..



CKPUHMHIOBLIE AMarHoCcTu4eckue
nccnepgosaHuga: AYTB, INNTB (MHO), TB

AkmueupoeaHHoe qacmu4Hoe mp0M60nnachHoeoe epemMs
(AYTB)
YAnuHeHwve:

« Hepoctato4vHocTb FVIII, IX, Xl, Xll, konnyectBeHHOM Unn Kka4ecTtBeHHOM
nedekte dpaktopa BunnebpaHaa (remodpunua A,B,C, bB)

* Hanu4yue BOJTYAHOYHOro aHTUKoarynsaHrta (a.1. ONnoKMPYHOLMX aKTUBHOCTb
doakTopoB cBepThLIBaHUSA KpoBu B npodbupke - APC)

* [lpn kombuHauum cHmxkenna FXIl n @B (BB noatun Can-Luero)
 OcTtpbin ABC
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FEY3 HO "Huseropogckana obnacTtHan kKnMHKMYecKan bonbHMuya WM. H.A. CeMmawxo
603126, r. HuHsil Hosropod, yn. Poawodosa, 190

Tenadan/harc: Ten. (831) 435-79-31, (831) 438-95-50 Koa ryrnonatmgd

" CrpaxHom;
Aapec
Lwarnoz -
“” ‘ll“‘l“ SBKAIYHE, TNAaTHEIE YONYTH mEHHFT NP3
7TBZIBO3 Oraeneme:
ik DaTa necrynnenia cbpama 16.01.2018
| Meewosawmereca | pemmra | JTUL | pegepesciuin wirepsan |

[loctoBepHoe noBbilleHne AYTB,
notomy 4to R A4TB> 1,2, Ho A4TB
OOCTOBEPHO HOpManuayeTca rnocne
TecTa C UCNonb30BaHNEM OOHOPCKOW
nfiasmbl (CbIBOPOTKN) — AHTB mix
noytn Hopma, R AYTB mix < 1,2.

HAESC LMPKYNEDYIOUETD AHTHKGAMNYNAHTA i 9.1 oToyTCTRMe % 0.0 - 15.0
!—EH%J---—I--—IIIIII---—-—I-—I---I-----I—IIIIIIII—IIIIII—----—---————! -------- Iﬂ “E‘:@H IIIIIIIIII E IIIIIIIIIIIIIIIIIIIIIII E --IIIIIIII--IIII—I-III—-II-: IIIIIIIIIIII e -
Komraosmapes: Manorsarynmgan no AYTE. N pecyremeyor koppecudn A4YTE noprinsssd ponopeson nidwod (AYTE mix). WUA <15,
OTCFTCTRMG MHrHBeTOpa.

CobCTBEHHbIE AaHHble aBTopa
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FBY3 HO "Hmueropoackas o6nacrHan knnknyeckan 6onsHmuya um, H.A, Cemawxo"
603126, r. HrokHwit Hoaropog, yn. Poauonosa, 190
Tenedon/daxc: ren. (831) 435-79-31, (831) 438-95-90

CrpaxHom:

MNaumexT
Non

Anpec
Ananos

Wew - Bozpacr 58 ner Mea kapra N2 2245726

—— Bpau
Hr'lﬂlllu Jarazmx: Tinarwme yonyrm K;G:mﬂ Ne3
795546 Oraenenme:
Kan fara nocrynnanns o6pasua 25.01.2018
........ - _.......;'“““o..““ "m Em“““ ““""‘“"'pmmmun”mw 3

AKTUBADOBINHOS YACTUYHOE
TPONCONSCTHHOBOE BDEHS
VI gacrop (%)

X dpakvop (%) .

@axTop Qon Bunnebpanga: anTuren VIVF:Ag
(xoHUeHTPAWMR)

25.1- 365

50.0 - 150.0
65.0 - 150.0

42.0- 1760

Mpynna xpoow 1{C) 42.0 - 141.0
pynna xpoex II( A) I11(B),IV( AB) 66.0 - |

48.2 - 239.8 !

pynna kpoan [(Q) 48.2 - 201.9 |
: Mpynna xpoeu 11{ A),ITI(B),IV( AB) 60.8 - |
RO N SIS 50, B : 239.8
' 2. IREN T
0.2

L TR Sy AV TPt

..........................................................................

s KOMMOWTEDHA: [ WAOKOATYNALMN N0 AYTE. AxTMBNOCTE BaxTopon VIll u X 8 wopm. KONKUGCTHONHAN XAPIKTOPWCTINS HaxTOPS

BunneSpanga o nopne ans rpynn xposk (0], ana IA), HILB), IVIAB) crmmena. CHrmenne GynKUMONANLHONK aKTHENOCTH hasTops
BunneGpanaa.

bone3Hb BunnebpaHaa,
2 TKn

AHTUreH goaktopa
BunnebpaHaa B npeaenax
HOpMbI (He 1 1 He 3 Tun BB),
Ho cHuxkeHa akTnBHOCTbL OB,
I cooTHOLEHNE aKTUBHOCTDb
/aHTuren < 0,7 —bB 2 tnn

Cob6cTBEHHbIE A@HHbIE aBTOpaA




NMpnobpeteHHbIU cuHapom BunnedbpaHaa

Y naumeHTOB C NPUOOpPETEHHbLIMU
cuHapomom BunnebpaHpa
pe3ynbTaTtbl fTabopaTopHOro
o6cnenoBaHns CXOA4HbI C TAKOBbLIMU Y
nauueHToB ¢ BpoxaeHHon bB

e Bctpeuaetcsa pexe, yem BpoxaeHHas bB
(meHee 1 cnyyada Ha 100 000 yenoBek)

e OObIYHO CcBSI3aH C HaANM4YMeM OaHOro u3
HECKOMNbKUX NaTONIOMM4YeCcKnx
MexXaHU3MOB 1nu 3abdbonesaHnin

NMatopusmonorusa CBA3aHHbIe HapyLUeHUA

BbipaboTka aHTuTen Kk VWF

JInmpbonponngepatmeHble 3aboneBaHus,
MOHOKJIIOHarbHble ramManaTum, ayTouMMYHHbIe
3aboneBaHusl, TakMe Kak CUCTEMHas KpacHasi BofyaHka

MHayKums HanpsbkeHnem casura

KoHtbopmMaLuMOHHbIE N3MEHEHWUS,

npuBoasLLMe K NOBbILLEHHOMY
nporteonnsy VWF

HedeKkT mexokenyaoy4KkoBon neperopoikun, aoptasnbHbIN
CTEHO3, rmneptpoduyeckas obCcTpyKTnBHas
KapguomuonaTus, yCTaHOBIIEHHOE B FIEBOM XXeryao4Kke
YCTPOWCTBO MNOAAEPKKM KPOBOODOpaLLEHUS, NepBUYHasA
nerovHasi rmnepTeH3uns

3HaunTenbHoOe NOBbILLIEHNE YPOBHS
TpoMBOLNTOB B KPOBU

ScceHumanbHas TpomMoéounTemMust, ICTUHHASA
nonuuMTeEMMUS, MMenodunbpos ¢ MMeNongHoOm
MeTannasuen, gpyrme muenonponmgepartmsHbie
3aboneBaHus

BbiBegeHne VWF 13 KpOBOTOKa B
pesynbrate abeppaHTHOro
CBA3bIBaHWNA C OMyXOneBbiMU
KrneTkamu

Onyxonb Bunbmca, HekoTopble numdonponudepaTnBHbie
NN NNA3MOKNETOYHblE NponudepaTnBHbIE
3aborneBaHud

CHuxeHune cuHtesa VWF

[Mnotnpeos

OcnoXHeHnsa MmegmkaMmeHTO3HOM

Tepanum

LinnpodnokcauuH (Limnpo), BanbnpoeBas kucnota
(denakuH), ruapokecnaTunkpaxman (yxe nsbat us
ynotpebnenusa B CLLUA), rpuseodynsBuH

BARBARA P. YAWN et al. American Family Physician. 80 (11). 2009; 1261-8



bepemeHHOCTbL U 60one3Hb BunnebpaHaa

NnaHnpoBaHue 6epeMeHHOCTHU
UHdopmumnpoBaHue nayueHTKN 0 BO3MOXHbIX OCFIOXKHEHUAX

CoBMecCTHOe onpeaeneHne nNnokasaHUM K 3aMecTUTeNIbHOU
Tepanun pakTopoM cBepTbIBaHUA KPOBU B
popoax/nocneponoBOoM nepuoae ¢ rematonorom (4Yepes
aKyLLepPCKNUN KOHCUITNYM)

[OTOBHOCTbL HEOHATOSIOrOB: AUArHOCTUKA Y HOBOPOXAOEHHOro

———




Pexum posnpoBaHus NemaTe® 1 B pogax

Heobxoaumo:
VWF:RCo >60%

FVIII:C >40%
B pogax:
KecapeBo ceyeHne 40—-60 ME/kr (no vVWF)
HEOC/I0XKHEHHble camocToATeNbHble poabl —20—-30 ME/kr (no VWF)
KaXable 8—12 4 gna nogaepKaHuna yposHa VWEF:RCo
6onee 50 ME/kr (no vVWF) no 10-14 gHei.
KoHTponb yepes 24-48 y
1 ME/kr VWF nosbiwaet yposBeHb VWF:RCo Ha 2%

CSL Behring Marburg GmbH. CCDS (EDS/Core/English) Haemate® P 250/500/1000, October 2008
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YnakoBka 250 ME cakTtopa VIII YnakoBka 500 ME ¢akTopa VI ¥Ynakoeka 1000 ME cakTtopa VIII
+ 600 ME chakTopa BunnebpaHga + 1200 ME cbakTopa BunnebpaHpa + 2400 ME chakTopa BunnebpaHga

Moka3zaHusa K NPUMEHEeHMUIo:

e bonesHb Bunnebpanaa (BB)
 [Mpodunaktvka n nevYeHne KpOBOTEHEHNI, a TaKKe KPOBOMNOTEPb BO BpeMSs onepaunin y naunmeHTos ¢ bonesHbto BunnebpaHga, ecnu
MoHoTepanua gecmonpeccuHom (DDAVP) HeadhhekTnBHaA nnn npoTMBonokasaHa
e 'emodpunusa A (BpoxaeHHbIn aedpuunt daktopa VIII)
* JleyeHue 1 npocmnakTuka KpOBOTEHEHNI Y NALMEHTOB C reMocunumen A (BpoxaeHHbIn aedunumt daktopa ceepTbiBaHns kposu Vi)
* MoxeT ncnonb3oBaTbCs ANA fleYeHUs U NPOOUNAaKTUKN KPOBOTEYEHNI Yy NALMEHTOB C NPUOBpPETEHHBLIM AenumToM hakTopa
ceepTbiBaHuA kposu VIII n y naumeHToB ¢ Hanndmnem aHTuUTen K paktopy ceepTbiBaHUA kKposu VIII
FemaTe® 1 BnepBble 3apernctpupoBaH B 1982 roay

e ~40 neT onbiTa NPUMEHEHNS

Heimburger et al. Die Gelben Hefte 1980;20:165-174;

Schimpfet al. N Engl J Med 1987;316:918-922;

Schimpfetal. N Engl J Med 1989;321:1148-1152

WHCTpyKUMSA No MeauumMHCKOMY NpuMeHeHuto npenapata Memate® M B Poccum ot 26.11.2019 r. J1M-000596.
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KnuHunyeckum cny4dam 3, XXeH, 1988 r.p.

11.2015 »xanobbl: KpoBOTEYEHME MOocre yaaneHna 3yba cyTku (2 mec Hasag, v 2 roga Hasag),
KPOBOTOUYMBOCTb fjieceH, MaToyHoe KpoBoTeyeHue nocne KC (2011 r) nepenusanue C3[T.
b-2 4 Hep.

Y MaMbl 06UNbHbIE CUHSIKW, reMaTOMBbI Nocne TpaBMm, KpOBOTe‘-IeHVIVI nocrne me MaHI/II'IyﬂﬂLI,VIVI He ObIno.

Pogunack B CpoK 2-M pebeHKOM B ceMbe, B CPOK, OpaT cTapule Ha 4 T.
MeHapxe ¢ 15 neTt, 5 OHeN KpoBOTeYeHUe, UnKn 26 gHen, npokragok meHee 10.
b-1, KecapeBo ceuveHue, kpoBoTeveHue, nepenusanHme OM (2011), npnem KOK 3 mec nocne 1-x poaos.

13.11.2015 AYTB 32 ¢ (23-31.9), MHO 1,01 TB 17,5 (14-21), doubpwnHoreH 2,86 r/n
VWF — 43%,FVIII 41%, vWF act 47,2%



KnuHunyeckum cny4dam 3, XXeH, 1988 r.p.

13.11.2015 AYTB 32 ¢ (23-31.9), MHO 1,01 TB 17,5 (14-21), donbpurHoreH 2,86 r/n
VWF — 43%,FVIII 41%, vWF act 47,2%

12.01.16 AYTB 32,5 (25,1-36,1)

FVIII 117,7% vWF — 162%, vVWF act 123%

He 127 r/n, MCV 87 MCH 29 RDW 11 Tp 231 tbic\Mkn, J1 5,63 TbiC\MKn
[Mpn ocmoTpe: PocT 152 cm, Bec 47 Kr

OwvarHo3s: [1 68 bone3Hs BunnebpaHga 1 TvMn, remopparnyeckme nposBrieHna nocrne MeauuuHCKNX
MaHunynaumn. bepemeHHocTb 2 16 Hen



Pexum posnpoBaHus NemaTe® 1 B pogax

Heobxoaumo:
VWF:RCo >60%

FVIII:C >40%
B pogax:
KecapeBo ceyeHne 40—-60 ME/kr (no vVWF)
HEOC/I0XKHEHHble camocToATeNbHble poabl —20—-30 ME/kr (no VWF)
KaXable 8—12 4 gna nogaepKaHuna yposHa VWEF:RCo
6onee 50 ME/kr (no vVWF) no 10-14 gHei.
KoHTponb yepes 24-48 y
1 ME/kr VWF nosbiwaet yposBeHb VWF:RCo Ha 2%

CSL Behring Marburg GmbH. CCDS (EDS/Core/English) Haemate® P 250/500/1000, October 2008
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AnarHoCTU4eCKUn nNpoeKT
no 6one3Hn BunnebpaHaa

 WHuumaTop CKPUHMHIa NO AnarHocTuke donesHun BunnebpaHaa

*  Bcepoccunckoe obuectso remodounun (BOIN)

« JlabopaTopHblie ba3bl

- HMWU OINOU vim 1 Porayesa
*  AnTtancknu counman HMUWL

TenedoH ropssvyen NUHUN ONA Bpadem.
8-800-550-49-21



8-800-550-49-21

[1pn Hann4mMn BONPOCOB Mocsie NpoBeaeHns
OVNarHOCTUKK Bpay CaMOCTOATENbLHO CBA3bLIBAETCA C
&L HMULU Oron vm. 1. PoradeBa

( onsa >Xapkoea l.A.) unu HMUL]
HL| (Ons 3o3ynu H.U.)


mailto:telemed@fnkc.ru
mailto:telemedicine@blood.ru

Cnacnbo 3a BHUMmaHue!



