OpuK Agonbd ¢oH
BunnebpaHa

NNABOPATOPHAA
OVATHOCTUKA BOJIESHW
BUJIJIEBPARHOA

- BeinonHuna Ko4vknHa E., opgnHatop KJ14



borne3Hb BunnebpaHaa

HacrneacTBeHHaqa koarynonatna ¢ ayToOCOMHO-
peLecCcuUBHbIM UM ayTOCOMHO-OOMWUHAHTHbLIM TUMOM
HacnegoBaHMs, 00yCNoOBIIEHHAsA CHUXKEHMEM KONMYECTBa
nnn HapylweHnem oyHkummn dpaktopa BunnebpaH-aga
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dakTop BunnebpaHaa

g
! CI/IHTe3I/IpXeTCFI B OHAOTENMarnbHbIX KNeTkax u
MerakapmoLuTax,

Ocobas ponb pakTopa BunnebpaHga B remoctase
onpenensieTca ero CTPYKTypou, npeacrasnarowen cooou
CEPUIO Pa3NINYHbIX MO pasMepy MyribTUMEPOB, COCTOSILLINX U3
MHOIOKpaTHO NOBTOPSOWMXCA cybbeanHUL, B KOTOPbIX
NMEIOTCS JOMEHbI CBA3bIBAHWUS C MMNKONPOTENHOBLIMU
peuenTopamMn TpoMOOLMTOB, KornmareHom, rerapmHom, VI
doakToOpOM CBepPTbIBAHUA KPOBMW.

B ctpoeHun paktopa Bunnebpanga pasgensitoT ferkue,
cpegHue, TAXernble U CBEPXTAXerble MYIbTUMEPDI.

Hanbonee akTUBHbIMW B OTHOLLEHUM B3aUMOAENCTBUSA C
TpoMmbouuTaMmun 1 KonnareHoM SBAAKTCS KPYMHbIE
MynsTUMEpPLI dakTopa BunnebpaHga

[locne cekpeunun B nnasmy, MynstumMepbl doakTopa
BunnebpaHga noaBepratoTcd pacliensieHnto epmMeHToMm
MeTennonpoTtenHasom ADAMTS 13.




Knaccupukauus
-

Tun 3acoxeBanna| Yactota. % XapaKTepHCTHKA

Tun 1 70 Yactuunseni gedpunutr vWF: ypoeens FVIII HOpMaIbHEBIH
HIH CHHJKCHHBIH HIPONOPLHHOHATBHO CTCHNEHH CHHKCHHA
vWF

Tun 2 25 KauectBennsie aedexror vWF

2A CHmXEHHE KOIHYECTBA BBICOKOMOISKYIAPHBIX MYIbTHME-
poB VWF BciIeacTBHE MOBBIMEHHOH YYBCTBHTEIBHOCTH K
nporeaze ADAMTSI13

2B IToBrimenue addurHOCcTH VWF K penentopam GPIb tpom-

OOLIHTOB. H30BITOUHOE CBA3BIBaHHE VWF ¢ TpoMOOUHTaMH

M CHHXeHHE PHCTOLUETHH-KO(DAKTOpPHOH aKTHBHOCTH VWE
IIpH HOPMAJIbHOM COIEp:KAHHH aHTHTeHa VWF: HopMamb-
Had MyJIbTHMEpPHAA CTPYKTypa VWF
2N CHmxernue adpdurHOocTH K FVIII

Tun 3 5 IIpakTHuecKkH nOIHOE OTCYTCTBHE VWFE ¢ HH3KOH aKTHBHO-
ctero FVIII




KnnHnyeckas kapTuHa
.00V

OCHOBHOE nposBrieHne —
remopparnyeckmm CMHA4POM
MUKPOLIMPKYNATOPHOro /cmMeLua
-HOrO TUMOB CMOHTAHHOIo UMK
NOCTTPaBMaTU4ECKOro
Xapakrepa.

[Tpn 6onesHn BunnebpaHga 1 | |
2 TUNOB npeo6nap,aeTv SKXUIMO3
MUKPOLMPKYNATOPHbIN TUM
RiBolQarEBST1d3sH Bnunnebpanaa , xapaktepusyoLwnxca
BbIPa)XEHHbIM CHUXXEHUEM YPOBHS FVIII, YacTo HabntogaeTcs
MUKPOLUMPKYNATOPHO-reMaTOMHbIW TUM remopparn4eckoro
cuHgpoma.




JlTabopaTopHasa ouarHoCTuKa

[ns yTo4HEHNA anarHo3a pekoMeHayeTcsl NpoBeaeHne
noaTanHoro NabopaTtopHOro Koarynonorm4eckoro
nccregoBaHus.

[TlepBbIM 3TAanom ffabopaTopHON AMNArHOCTUKM
pekoMeHOyeTCcs NpoBeaeHne Koarynornormyeckoro
CKPWHWHra, BKNYaloLLero crieayrLwme nokasarenu:

0 obWmn aHann3 KPoBU C NOACHETOM KONMYeCTBa
TPOMOOLINTOB;

0 uccrnegoBaHue arperauum TpoMooLnUTOB C OCHOBHbLIMMU
MHOYKTOpaMU - PUCTOLETUHOM, KonnareHom, AP,
TPOMOUHOM, afpeEHaNNHOM;

1 onpenenenne AYTB, INTN, TB n dpubpunHoreHa.




CKPUHWHIoBbIE UCCNeaoBaHUS
-

Tun 0o1e3nn Bunieopanaa
Hccneaopanue :
1 2A 2B 2M 2N 3
Komiqecmo N N LN N N N
TPOMOOIIHTOB
Bpema

> TN 1 i 1 N i

CBEPTBHIBAHHA

KornnyecTtBo TpoMOOLIMTOB: JaHHbIN NOKa3aTesib OCTAETCH B
HopMe npu bornblunHCTBE popm bonesHn BunnebpaHaa;
TpoOMOOLUMTONEHUA Pa3NUYHON CTEMEHN BbIPAXXEHHOCTH
MOXET HabnogaTbCs Y HEKOTOPbIX NaLUEHTOB npu Tune 2B
bone3Hn Bunnebpanaa.

AYTB yBenuunBaeTcs B OTOENbHbLIX Crny4dasaXx, CTeNneHb
yONMHEHNS 3aBUCUT OT cTeneHun gedpuumta dpaktopa Vi n ot
4YYBCTBUTENBHOCTM peareHTa K geduuymty dpaktopa VIil.




[1na sepndounkaumm anarHosa bB pekomeHayeTcs
npoBeaeHne BTOPOro atana AuarHOCTUKN -
cneunuyecknx Koarynonorm4eckmx nccnegoBaHuim:

0 CcOoOoTHoweHne vWF:RCo/vWF:Ag (0Dsi3aTENbLHO);
0 FVII:C (0bs3aTenbHo),

0 YpOBeHb RIPA B OABYX KOHLUEHTpaUMAxX puctommumnHa (ons
yTOouHeHua Tuna bB);

1 aHanu3 MynbTUMepPoB vWF (B HEACHBLIX Cryvasix).



PuctoueTtnH-KogakTopHas

aKTMBHOCTb VWF:RCo
-

Tun oonesnn Bunieopania
lcenezoBanne .
1 2A 2B 2M 2N 3
vWFRCo | <20% | Vo oNi <5%
duKcnpoBaHHbIe doopmarnbgernaom KOHTPOJIbHbIE

TPOMOOUNTbI UHKYOUpPYOTCA C puctoueTnHom. bes ydacTtus
doakTopa BunnebpaHaa TpoMOOUUTEI HE MOTYT arperMpoBarTb.

B Takon TecT-cuctemMe BbIpaXXeHHOCTb arrmioTUHaUmMmM npamo
3aBUCUT OT Hannuua daktopa BunnebpaHaa.

[Mpn CHWXKEHUM KOonM4yecTBa ITOr0 MPOTEMHA WM €ro
Ka4eCTBEHHbIX W3MEHEeHUsAX arrnoTuHauus nmbo cnabo
Bblpa)keHa, MMbo BOBCE OTCYTCTBYET.



PuctoueTtnH-KogakTopHas

aKTMBHOCTb VWF:RCo
- /"

Tun 0o1e3ru Bunieopanaa
IlccnenoBanme :
1 2A 2B M 2N 3
vWF:RCo ! <20% ! ! N/v <5%

Oxngaemble 3Ha4YeHUs Ons akTUBHOCTU PUCTOLETUH-
KOodoakTopa A4S B3pOCNOro HacerneHma nexar B
onanasoHe 58+166% (0.58+1.66 ea/mn).

Ecnu pesynertart TecTa y nauueHTa gan aHadyeHune meHee
58% arperauun, To Ans BbIICHEHUA TUMNa 6one3Hn
BunnebpaHga nnasma 60rbHOro aHanmM3npyeTca C
nobaBneHneM TpexX KOHUEHTpaUUn puctoueTmnHa: 1.2
Mr/mn , 0.9mr/mn, 0.6Mr/mn



OnpepneneHne aHTUreHa oakrtopa

| anne6EaHﬁa

Tun 0one3sn Bunieopasaa
1 2A 2B M 2N 3
vWF:Ag J VIN VIN VIN | NIV <5%

[ccnenosanue

KonnyectBeHHasa oueHKa YpOBHA aHTUreHa pakTopa
BunnebpaHaa B nna3me Nnpomn3BoanTCH C
ncrnonb3oBaHUeM Tecta vWF:Ag. [1pn aToM
ncnonbadyetcs metog VPA nnn asBToMmaTUanpoBaHHbLIN
NnaTtekCHbI UMMYHOAHanma.

OTOT TECT ABMNAETCH O4EeHb HAAEXHbIM U XOPOLLIO
BOCMNPOM3BOANMbIM, O4HAKO UMEET OrpaHNYEeHUs
MOCKOJbKY NMOKa3bIiBAET TONbKO ypOBeHb vWF 0e3 OLeHKU
ero dyHkunn. Heobxogumo yumtbiBaTh rpynny KpoBwm

nauMeHTa (KOHUEeHTpaumsa vWF:Ag MeHbLLUEe B rpynne
vDorii D)




CooTHOLWeHne

VWF:RCO ‘ VWF:AQ

Tun 0o1e3sn Bunieopanaa

1 2A 2B M 2N 3

HccnegoBanue

OtHomeHHE
vWF:RCo / > 0,7 <0,7 <0,7 N/ > 0.7 | Bapuabdemsro
vWF:Ag

OnpepneneHne KonnyecTsa aHTUreHa vWF no3Bonser
anddoepeHuUmpoBaTb KONMMMYECTBEHHbIN Oe@UUNT, Npu
KOTOPOM vWF:Ag YMeHbLUaeTCcs, OT Ka4eCTBEHHbIX
HapyLleHUn, Npu KOTOPbIX ero ypoBeHb He CHUXXAaEeTCcH, a
oTHoLleHne vWF:RCo/vWF:Ag cocTaBendeTr B Hopme >0,7

OueHKa COOTHOLLEHMS onpeaennT HeobxoaMMOCTb
OONOSTHUTENbLHLIX NCcneaoBaHMK AnNa AnddepeHUNPOBKU
TMnoB 2A, 2B vnn 2M B cny4ae ecnu nonyyYeHHbIN
KoadpdpuumeHT <0,7



Arperauna TL, BbiIaBaHHa4A

I BI/ICTOHGTI/IHOM s RlPA:

Tun coae3nu Buniaeopanaa
1 2A 2B 2M 2N 3
T OpH HH3KOH
RIPA /N /N KOHIICHTpAa- /N N OTcyTcTBYET
LHH

I1ccneazoBanue

OnpepneneHne arperaummM TPOMOOLIMTOB C PUCTOLETUHOM B
nnasme NpUMEHAIT AN KONMYeCTBEHHON OLUEHKN dbakTopa dooH
BunnebpaHpga.

YcTaHoBneHa JIMHEMHAs 3aBUCUMOCTb MeXOYy CTENEHbIo
PUCTOLIETUHOBOU  arperaumm UM KONMYecTBOM  doaKTopa
BunnebpaHaa.

B ocHOoBe MeToga JIEXUT  CNOCODHOCTb  PUCTOLETUHA
CTUMYNUPOBATb in vitro B3anmogenctene dgakropa BunnebpaHaa
C TpomMmbounTapHbiM rnKUKonpoTenHom Ib. B OonblunHCTBE
crnydyaes 0OonesHn BwunnebpaHga oTmedaeTcda HapylueHue
PUCTOLETUH-arperayMm  nNpu  HOpmMarbHOM  OTBETE  Ha




Arperauna TL, BbiIaBaHHa4A

| BI/ICTOHGTI/IHOM SRlPA!

Tun coae3nu Bunaeopanaa
IlccnenoBaHHe =
1 2A 2B 2M 2N 3
T OpH HH3KOH
RIPA /N /N KOHIICHTpAa- /N N OTcyTCcTBYET
IIHH
100l  Pucrouerwn Npaduk 3aBUCUMOCTHU

ONTUYECKOMU NJIOTHOCTU (OCbY)
OT BpeMeHU (ocb X).
[lKpnBaga YyepHoro LpeTa —
arperartorpamma 340poBOro

S0 YernoBeka;
[IkpnBas KpacHoro useta —
arperaTorpaMmma
l COOTBETCTBYHOLLIAA Nnasme, ¢
0 HU3KOW KOHLEHTpauuen dpakrtopa

¥ T v T Bunnebpanaa.




AKTUBHOCTb gpakTtopa VI
.00

Tun 0one3sn Buniedpanaa
1 2A 2B M 2N 3
FVIILC VIN VN v/N VN l <10%

HcenenoBanue

OpgHocTaguNHBbIN KIMOTTUHIOBbLIA METOA.

[Mpy nobaerneHnn K pasBegeHHON nccnegyemon rnnasme
cybcTpaTtHOM AednUNTHON Nria3mbl MPOUCXOONT KOPPEKLUS
BCeX (PAKTOPOB CBepThIBAHNA Kpome dpakTopa VIil. [ToaTomy
BpeMs cBepTbiBaHUA B TecTe A4 TB cmecun passegeHHOM
nccriegyemMon n cybctpartHom geduuntHom no dpaktopy Vil
nfasm 3aBUCUT TOSBLKO OT akTUBHOCTU doakTopa VIl B
nccrnegyemou nnasme. AKTUBHOCTbL dpakTopa VIl onpegensatoT
No KanmbpoBo4YHOMY rpadomky pasBeaeHun rnnasmbi-
KanubpaTtopa ¢ yCTaHOBNEHHOW aKTUBHOCTLIO doakTopa VIII.

B HOopme akTnBHOCTb pakTopa Kosebretcs oT 50 0o 150%



MynsTUMepHbLIA aHanu3
.00

HeccnenoBaHue

Tun ooxe3nn Bunieopanaa

1

2A

2B

M

2N

3

MynsTaMepE!
vWF

N/

Abs BBICKOMO-
TeKYIAPHBIX

MYIBTHMCDOB

Abs BBICKOMO-
TEKYIAPHBIX

MYIBTHMEPOB

N

N

OrtcyteTByer

BunnebpaHaa npegcraBnsaeTcobomn cepuio pasnnyHbIX
No pasmepy MynbTUMEPOB, COCTOSALLNX N3 MHOFOKPaTHO
NOBTOPSAOLMXCA CcyObeanHuL,

MynbsTMMepHbIM aHanmsa aTo UccregoBaHue
pacnpenenenns gpaktopa Bunnebpanaa no pasmepam
MOJIEKYI MYyTEM 3neKkTpodopesa B arapo3HOM rerne.



MynsTUMepHbLIA aHanu3

«¢— DBEICOKOMOIIEKyIApHEIE
MY IbTHMEPEI

[TpnHUMN MyNbTU
MepHOro
aHanusa —
anekTpodhopeTny
ecKoe pasgeneHu

e MynbTUMEpPOB .
®B Ha

arapoBoM rerne, - e Ty IMONRE
MYIBTHMEPBI
OCHOBaHHOE Ha
Hopma 1mam 2Atun 2Btum 3 THR
NX MOJEKYNAPHOM
Beoenob3yeTca ona onpeneneHnusa v noaTeepXaeHuns
Tnna 6onesHn BunnebpaHaa.

<«— CpegHeMonexyapHEIe
MYIBTHMEPEI




KonnareHcsa3biBaloLLas

aKTUBHOCTb VWF:CB
e

Tun ocone3nn Bunieopanaa
1 2A 2B M 2N 3
vWF.CB VIN W l VIN | N/ <5%

lccnenoBanue

KonnyectBeHHOE onpeaeneHne KonnareH-1 cBs3biBatoLLeN
aKTMBHOCTU (pakTopa BunnebpaHga B obpasuax 4ernoBeyeckom
UMTpaTHOM nrasmbl METOAOM UMMYHOMEPMEHTHOIoO aHanusa.

CBs3blBaHME KOSMnareHa nurpaeT BaXHYHo posib npu uccnegosaHnm OB.
OTOT TECT CNYXUT ANs onpeaeneHnst BBICOKOMONEKYNSAPHbIX
MyneTUMEpPOB. KpoMe Toro, HEKOTOpPbIE BapuaHTbl 00Me3HN
BunnebpaHga nmetoT cneungunyecknin KonnareHCBA3bIBaoLLUA
nedekT u knaccudmumnpyrotcsa Kak tun 2M.

NccnegoBaHme cnocobHocTn dhakTopa BunnebpaHaa cBaA3biBaTbLCS C
KofinareHoM nomoraet obHapyXuUTb HapyLIEHUsI B MYNbTUMEPHOM
CTPYKTYpe vWF.

PedepeHcHble 3HadeHns — 60 — 130 %



[lononHuTernbHble MeToabl

CnocobHocTb OB cBA3bIBaATLCA C
TpombouunTamm. CeasbiBaHME TPOMOOLINTOB
ncnonb3yeTcsa Ans noaATBEPXKOEHNA 20
TMna bone3Hn Bunnebpanga. B atom
aHanmse UCMosib3yrTCA KOMMepPYeCKme
TpoMbOLMTLI K NasmMma nauneHTa.
OTmevaeTcsa yBennmyeHne CBs3biBaHUS Npu
Tune 2B.

CnocobHocTb OB cBasbiBaTbCA C VIl
doakTopoMm. [laHHbIM TeCT aHannu3npyet
CNOCODOHOCTL BblAENEHHOro hakTopa
Bunnebpanaa n3 nnasmbl NayueHTa
CBSA3bIBaTb PEKOMOUHAHTHBLIN doakTop VI.
Mcnonb3yeTtca anga noareepXXaeHus 2N
Tuna.

CekBeHunpoBaHue reHa OB.




KnuHunyeckne pekomeHgaumm no AnarHocTuke n nevyeHmnto 6onesHm
BunnebpaHnga pekomeHgaummn yTBepXXaeHbl Ha iv KOHrpecce
remMaTosrioroB poccum (anpernb 2018);

bonesHb dhoH Bunnebpanaa. NpuHuunel
naboparopHon agnarHoctmnkn. MenbHuK A.A., K.6.H.;

Sweli.ru
(http://www.sweli.ru/zdorove /meditsina /gematologiya/antigen-faktora-vi

llebranda-metod-opredeleniya.html);

NHCTpYyKUMS No npumMeHeHuto Habopa peareHToB anga onpegeneHns
aKTUBHOCTHK VIII pakTopa cBepTbiBaHUA KpoBu (PakTop VIl — TecT).
Penam HIMO;

buoxummak. KonnareH | -cBsisbiBaloLlasi akTUBHOCTb (pakTopa
BunnebpaHaa;

[emocTaTuka
(http: / /hemostatica.ru /hemostasis /tests-clinical-applications /vwd /diagnosti




