


femodhunnua

- remopparundeckoe 3aborniesaHne BO3HMKalLLee BCIeacTBNe reHETUYECKN
obycnoBneHHoM HM3Kon akTuBHOCTU pakTopoB VIl (rem A) unm IX (rem B)
CBEPTbIBAHNS KPOBMW.



CTtatucTtuka remodomnumn

HacnenoBaHue cuenneHo ¢ nosniom

PacnpocTtpaHeHHOCTb 1:10000 HOBOPOXXOEHHbIX
Marib4MKOB

70% - 80% - remodpumnuma A, 20% - 30% -
remodounua B

[TpnbnunanTenbHoe KonM4ecTBo DOSbHbLIX B MUPE
coctasngaet 400.000

B Poccuun 3apernctpumpoBaHo: 4601 nauueHT C
reM An 638 —crem B (ceHTs6pb 2007)



dakTop cBepTbiBaHUA VI

o AR

S NS SAERE

Mecro
‘nne

CuHTE3npyeTCca B
SHOOTENManbHbIX KNETKax 1
CUHYCOWUOHbIX KNEeTKax neyveHun

B nnasme HaxoguTtcs B
KOMIneKkce ¢ akTtopom
BunnebpaHaa

[leno B sHOoTenMouunTax



dakTop cBepThbiBAHUA IX




KNIACCUDOUKALIUA TEMODPUITUN

TAXKECTD AKTUBHOCTbD BO3PACT BO3- XAPAKTEP
IFEMO®UINA | ®. VIII WJIN IX | HUKHOBEHUA I'EMOPPAI'MTYECKOI'O
(%) HHEPBbBIX CUHAPOMA
MPOSIBJEHUI
BripakeHHbIN KOKHBIM TEMOCUHIPOM,
T KPOBOMBJIUSIHUS B MATKHE TKaHU U
HiKRe1as <1 Jlo rona. CyCTaBbl, JJINTEJIbHbIE KPOBOTEUEHUS
¢opma Tociie TpaBM. XapaKTePHBI
«CTIOHTAHHBIE» KPOBOUBIIHSHUSI.
Menee BbIpaKeHHbBIN KOKHBIA TeMO-
Kax npasuio, cunapoM. KpoBou3nusiHus B CyCTaBbl U
Cpez[HeTmKe- 1-5 MATKHE TKAaHU BO3HUKAIOT MMOCiEe 0oJjiee
Jast popma. B B IEPBBIC TPU | o yrenbubix TpasM. BosMoskHbI
roaa *KM3HH. «CIIOHTaHHBIC» TEeMapTPO3bI MPHU Pa3BHU-
TUUA XPOHUYECKOTO CUHOBUHTA.
I'eMopparnueckuii CHHAPOM BCeraa
T CBSA3aH CO 3HAYUTEIbHBIMU TPABMAMU
crras >5 - <5() ‘? WJIM BO3HHMKAET MOCIIE ONIEPATUBHBIX
¢opma ¢ BMeMIaTebCTB. « CIIOHTAHHBIE

KPOBOUIJIIUAHUA HC XapPAKTCPHBI.




MPOABJIIEHUA TEMOPUTTUN

OTCpoYEHHbIE (BTOPUYHLIE)

remMopparmyeckmne npodBrieHnd:
OTCcpoYeHHblE ONUTENBbHbIE KPOBOTEYEHUSA U3 paH
[eMaTOMbl MATKNX TKaHEN, MeXMblLLEYHble reMaToMbl
[emapTpoO3bl
[ToyeyHble KPOBOTEYEHMS
Knwe4yHble KpoBOTEYEHUSA
BHyTpuyepenHble KpOBOUIMUAHUA
[pyrue (peakune) npoaBneHns




MPUYNHBbI CMEPTU NAUMEHTOB C FEEMO®UNENA,
3APEMrMCTPUPOBAHHBLIE
Kapponom bBupuem, 1937 r. (113 CnyuaeB)

KOJI-BO

IIpnunHa cmepTH IIpumevanus
CIIy4YacB
Onepanuu 25 oope3anue 15
yaajieHnue 3yoa 6
BakuuHanus)l

BCKPbITHE TeMaTOMBbI 2
(Tom3uwumkTomMuna 1

Panbl 23 nopes ryobl, NPUKYIIEHHbIH
SI3bIK, MIOpe3 MaJbla,
COAPAaHHAA KOXKa U T.]1.

HocoBoe kpoBoTeueHue
BHyTpeHHee KpoBOM3JIUSIHHE 21
Kposousausinue B IITHC
Hanu4yue kpoBU B Moue
KpoBousiusiHue B Jjierkoe

PonoBas TpaBMa 1 KPOBOTCUYCHHUC
N3 MYIIOBUHDbI

S Y N




CpOKM BO3HMKHOBEHUA NepBbIX NPOsABIIeHUN
y OONbHbLIX TSXXENOU N cpeaHeTsXKeNnoun
dopmamu remochunuu A u B.

12%

~40%

O o 1 mec
B ot 1 10 6 Mec

B ot 6 10 12 mMec
35%

O crapie 12 mec

13%



XapakTep remopparn4yeckmx nposiBfieHNn B nepuoge
HOBOPOXAOEHHOCTU Y OONbHbIX TAXKENON N cpeaHeTaXenon hopmamm
remocounum A n B (n=21).

B8 Ko:xHblii re MoCHHIPOM

\

O KpoBoTeu. u3 MecT
HHbEKIl/3a00pa KpoBH

B I'eMaTOMBI MATKHX
TKaHel

B Baytpuyepennbie
reMaToMblI

B Kedamorematombl

O IToc THHBbEe KIINO HHBIE
re MaToMBI

B KpoBoTedenue u3
MYIIOBHHHOT'O OCTATKA

S = NN W e R




Umeroimecs aaHHbIe NO3BONAKOT YCNOBHO
pasaennuTtb remopparmvyeckume nposiBrieHus y
6onbHbIX remochunuen B nepuoae
HOBOPOXAEHHOCTU Ha 2 rpynbl.

A. CnoHTaHHblE:
0 BHyTpu4yepenHble remaToMbl.
0 Kedpanorematombil.
0 KpoBoTeyeHusA 13 nNyrnoBuHbLI.
0 KoXHbIM reMoCnHOPOM

0 Opyrue (pegko).
B. ATtporeHHble:

0 Tematombl 1 KPOBOTEYEHUS MOCNE BEHEMYHKLINMN,

0 T'ematomMbl U KpOBOTEYEHUS NMOCsie 3abopa
KanunnspHou KPpoBU (4aCTo remMaTtoMbl NATOHHOW
obnactn).

0  [Opyrve (peako).



BHYTPUYEPEINHbIE TEMATOMbI

Haunbonee onacHble NposiBrieHNs
B Nepuoae HOBOPOXAEHHOCTMW.

BosHukaloT B nepnoa oT MOMEHTa PoXaeHNS
0o 1 mecsaua.

[lnarHocTuka 3aTpyaHeHa.

[1pn OTCYTCTBUW OAA@HHbLIX O reMoUnu
B CEMeNHOM aHaMHe3€e BO3MOXHO
HenpasuibHOE BeaeHue.

CMEpPTHOCTb - OKOMO 7%.

[Tlo3gHMe HeBPOOrM4YeCcKne OCnox-
HEeHu4A - oKono 40%.




OnacHble ATpOreHHble remopparm4yeckue
NPOSAIBNEeHNA — NocrieACTBUA BEHONMYHKUUN U
3abopa KanunmnsipHou KpoBMu.

TpaBMmaTn4yHas
BEHOMYHKLNSA npueena K
Pa3BUTUIO rEMaToOMbl PYKU
CO cAaBlEHNEM N ULLEMUEN
opraHa.

[MocnencTtBusi — pebeHokK
noTepsin pyky.




HaunOounee 3HAYUMOE POSIBJICHUE
reMo(pHuIny, IPUBOAAIICC IMALMCHTOB K
MHBAIUAW3ALIMNA — IOPaXXECHUE OIIOPHO-
ABUTaTCIbHOIO  ammapara  BCICIACTBUE

KpOBOI/IBJ'H/I}IHI/Iﬁ B CYCTaBbl 1 MBbIIIIIbI



BO3PACT BOSHUKHOBEHWUA NMEPBbIX

FTEMAPTPO30B Y OETEW
CycTtaBbil: no 1lropa oTlpo2 oT 203 cTtape 3
nert nert nert
KONEeHHbIe 0 5 1 1
roreHocTon. 1 2 3 1
NOKTEeBbIE 0 0 0 0
Apyrune 1 0 0 0
Bcero: 2 7 1 2




PASBUTUE NMOPAXEHUA ONMOPHO-
OBUTATEJIbHOI'O AMMAPATA.

KPOBOUSITNAHWNE

\/

OCTPOE , NO3XE XPOHNYECKOE BOCIIANNIEHNE

\

FTMOEPTPO®UA CUHOBUATNIBHOW OBONTOYKMN

\

HAPYLWEHWE ®YHKUWN CYCTABA, PASPYLLEHMNE XPALLA,
OCTEOINOPOS, TNMMNOTPO®PNA MbILLL,



ECTECTBEHHOE TEHEHUWUE TEMO®UITUA




OAUWATHOCTUKA

1. KnunHunyeckune NPOABJIEHUA, AdHHbIE
dHaMHe3a

2. JlabopaTopHoe obcrnengoBaHueE:

—  CKpuHuHr: AYTB (yanuHeHwne), B (Hopwma), TB (Hopma),
BpeMs KpoBOTEYEHUA (HopMma)

—  aKtmBHOCTbL Q.VIII, IX (CHWMXeHMe), TeCTbl aKTUBHOCTU .
Bunnebpanaa (Hopma), akTUBHOCTbL . XI, XIl (Hopma)

3. [lononHuTenbHbIE TECTHI:

—  reHeTunyeckoe obcnegoBaHue

— aHtureH .Vl nnm IX



OCHOBbI BEJEHUA NALMEHTOB C
FTEMODUITUEN

1. OCHOBHOE: agekBaTHasd
3aMecTuTenbHagq Tepanus
npenaparamu, cogepXxawmmm
OePULNTHbIE dpaKTopbl

2. [Hpyroe:

—  npodunakTuka Tpasm

— UCKINKOYNTDb I'IpI/IéM Ae3arperaHtoB 1 aHTUKOarynAaAHToB

3. [llpnmeHeHmne OONONMHUTENbHbIX
reMoCTaTuUKOB



SAMECTUTEJNIbHAA TEPATUA TNPU
[[EMOOUTTUN A

® KoHueHTpaTtbl pakTopa Vil
* [lpenapar gosmpyeTcs U paccynTbiBaeTCs B MEXAYHAPOAHbIX
egnHuyax aktneHoctn (ME)

1 ME nepenutaa n3 pacyeTta Ha 1 Kr Beca noBbILLAET aKTUBHOCTb
doaktopa VIl B KpoBn Ha 1% - 1,5% — 2%

* [lepnog nonyebiBegeHna akTopa VIl cocTaBnaeT okosno 12 yacos
« Gopwmyna ang pacyeTta npu TSHKENOW U CpeaHETSXKENON bopme Y
aeten Mmnagllero Bo3pacra:

[o3a (ME)= macca Tena x xxenaembiy ypoBeHb (pakTopaB % X 1
(0,75)

« Gopwmyna ang pacyeTta npu TSHKENOW U CpeaHETSXKENON bopme Y
OeTen ctTapllero Bo3pacra:

[o3a (ME)= macca Tena x xxenaemblu ypoBeHb haktopaB % x 0, 5



SAMECTUTEJIbHAA TEPAITNA
[MPU TEMO®UITNN B

® KoHueHTpaThl dpakTopa IX

* [lpenapaT Oo3npyeTca 1 paccynTbiBAETCA pacCHYNTbIBAETCSH B
MeXOyHapoaHbIX eanHuuax aktmsHoctn (ME)

« 1 ME nepenutas na pacyeTa Ha 1 Kr Beca noBsblLLAEeT akTUBHOCTb
doakTopa IX B KpoBU Ha 1%

* [lepnog nonysbiBegeHUa pakTopa IX cocTaBnsgeT 24 yacos

« Gopmyna ang pacyeTta npu TSHKENOW U CpeaHETSXKENON bopme y
nertemn:

Ho3a (ME)= macca Tena x xxenaemblu ypoBeHb (pakTopa B %



OKA3AHWE MEEMOCTATUYECKOW
NMOMOLLU

 MakcmmanbHO paHHee Ha4yano (B nepuoa Hann4nsa TonbKo
CyOBbEKTUBHbLIX MPU3HAKOB UM cpasy Nocrie TpaBMbl):
* YMEHbLLUEHNE TAKeCTU noBpexaeHnda n cterneHm Kposonortepu
» CHMXeHne pacxoga npenapara
* bbICTpoe BBeaeHME afekBaTHON remocTaTtnydeckon Ao3sbl (50 —
100 ME/kr):
» bbicTpaga octaHOBKa KpOBOTEHEHUS
« CHMXeHue pacxoga npenapara
e JlocTaToO4HO ANUTENBHOE NogaepKaHne reMmocTaTU4yeCcKoro

YPOBHSA dpakTopa B KPOBMU:
* bbicTpoe obpaTHOe pasBuTue
 [NpodomnakTnka paHHUX peumgneoB
« bonee nonHoe BOCCTaHOBUTL (PYHKLUM



MPUMEHEHWE HEMNPEPbLIBHOWN
MHOY3NUN KOHLIEHTPATA ®AKTOPA VIII

BBeneHue koHueHTpaTa do.VIIl co ckopocTbio 4 — 6 ME/Kr B
Yyac noaaepKMBaET B KPOBU NMaumeHTa akTMBHOCTb 100%

B pactBope KoHueHTpaThl d.VIII COXpaHSAT CTabUIbHYIO
aKTMBHOCTbL A0 6 - 8 Yacos.

[TlpnumeHsaeTcs:

— B paHHUM NocneonepawumoHHbIn nepuog
— MPWU MACCUBHbIX KPOBOUSSTUAHUAX, THXKESbIX TPaBMax

— B gpyrux cnyyasix, korga HeobxoaMmo nogaepXxmeaTb CTabuUnNbHO BbICOKYHO
aKTMBHOCTb (p.VIII B KpOBM

[To3BoONseT 9KOHOMUTbL A0 25% Npenaparta
Heobxogum KOHTPOrb akTuBHOCTU .VIII



NEYEHUWE TEMAPTPO30B

« OcHoBHas cTpaTerusa — anuTtenbHas ageksaTHasi 3aMecTuTenbHas
Tepanusa KOC -10 ME/kr.

e [lommmo remocTaTnveckom Tepanmm nokasaHo:

npoBegeHune I'IyHKLI,l/II7I CyCTaBOB C aCﬂMpaLLMeVI coaepXxKmmMmoro, rnpomMmbiBaHnNeEmM u
BBEOEHNEM CTEPOUOHBLIX NPOTUBOBOCMNAIINTESIbHbLIX NMpenapaTos.

npu HeO6XO,EI,I/IMOCTI/I MECTHO NMPUMEHAKT MELLKK CO J1bJOM, aHal1breanto

Npu BblpaXeHHOM 6ONEBOM CUMHAOPOME BO3MOXHA KpaTKkoBpeMeHHasi (1 — 2 aHS)
nmmoobunmnsauusa (bonee anutenbHas uUMMobunusaums ObICTPO MPUBOAUT K
MblLLEYHOM aTpoum 1 0CTEONOpPOo3y)

npotnBoBoOCNarnnTesribHasd Tepanumnd (ropMOHanbHbIE nnn HecTeponaHble
npenapaTtbl MECTHO UK Yepes PoT)

domnsmotepanus: YBY, goHodopes nnmn anektpodopes C rmapoKoOPTUIOHOM,
JTOK,
Maccax



EMATOMbI MATKNX TKAHEW

B TsKenbIX cny4asx — CMHOPOM caaBrleHus.
YacTo — anbTepauyms TKaHeW N3NnBatoLLENCA KPOBbIO

[lp ONUTENBLHOM  TeYeHUU UMEeeTCs PUCK  POPMUPOBaHUS
NceBOO0Nyxosin C pa3pyLleHneM oKpyXxarLmx TkaHen. [lokasaHo:

B TSKENbIX Cny4vasx - UMMobunmsaums
domnaunoTepanma ¢ MOMEHTa Hadana 3amecTtuTteribHon Tepanum KOC

NpyM pPasBUTUM CUHOPOMAa CAOABMEHMS BO3MOXHA XUpyprudeckas
[leKoMnpeccust

oK
MacCcCaXx
npu ONNTENbHOMN nepcucTeHunn — rnpoTnBoBOCHalrInTESIbHaAA Teparnnd

MyHKUMM remaTOM NPOTUBONOKa3aHbl!



KPOBOTEYEHWA N3 PAH CJITU3NCTOMU
[MOJIOCTU PTA

* ImeeTca puck Tskernoun kposornotepwu. [lokasaHo:

— 3amecTtuTternbHaga Tepanua BbliCOKMMM go3damu KOC 20-40ME/kr
— [lpn BO3BMOXHOCTU — XUPYPrn4eCcKkun 1 MmexaHn4eCcknm remocras

— Wcnonb3oBaHne UHrMbmutopos donbpmHONM3a (TpaHEKCAaMOBOU U
aMMHOKanpOHOBOW KNCSOTbI)

— [uneTta c ucknroyYeHnem nrnoTHOU NULLKU
— W3beratb NOBTOPHOro TpaBMUPOBaAHUSA
— TwartesrbHbIN KOHTPOSb reMornoduHa



BHY TPUYEPEIHbIE
KPOBOWUSIJITNAHNA

OnacHbl AN XU3Hu
MakcmmarnbHO paHHee Ha4varo fe4yeHus

[1pn HaNM4YMKM NokasaHUN — onepaTuBHOE
neyeHue

[InuTenbHasn agekBaTHas 3aMecTUTENbHas
Tepanus



[MTOYEYHbBIE KPOBOTEYHEHUA

« HYacTto passBumBatoTcd Ha @QoHe aHomanuu
Pa3BUTUA NN BOCNaneHus.

* [lokazaHO  TwWAaTenbHOE  Hedponornyeckoe
obcrnenooBaHue U neyeHne

* [lpoTBONOKaA3aHO MNPUMEHEHUE WHMIMOBUTOPOB
domnbpunHonunsa

« [103bl pakTopa — 40ME/Kr

* [lpeagHn30noH nepopanbHO B A03e 1 Mr/Kr B
CYTKM C nocneaytouien 6bIcTpon OTMEHOU



OMNEPATUBHOE JIEHEHNE, TPABMbI

* [lpoBoauTb Ha 100% akTuBHOCTW -100Me/kr 2 pasa B
CYTKMU

e TwaTenbHbIU XUPYPruyecknm (MexaHM4yeckmm) remocTas

B paHHMK nocneonepaunoHHbIN nepuon noggepXmeartb
aKTUBHOCTbL . He HMXe 50 — 70%, BO3MOXXHO npoBeaeHne
HenpepbIBHOW MHY3NK

e [INNTENBHOCTL 3aMeCTUTENIbHOU Tepanuun He MeHee 2
Heaernb nocrie onepauuu.

e [locTeneHHoe CHWXeEHWe O03bl Ha4nHaTb C 4 — 6 CYTOK
Nnocrie onepaunnm Ninn TpaBmbl.

« Uepes 10 - 14 [OHEM nNepexoauTb Ha pPeXunm
npounakTn4eckon saMmecTuTeNnbLHOU Tepanmm



XKENYOOUHO-KMWWEYHBIE
KPOBOTEYEHUA

e Y Oereun, NoYTn Bceraa saBnsdarnTcAa cnegctBuem
3aboneBaHum Xenyago4yHO-KULLIEYHOrO TpakKTa.
[ToMmMMO agekBaTHOW reMocTaTu4eckon Tepanuu

HeobxoanMo:

* TWaTeNbHOE (3HOOoCKoNMYyeckoe) obcnegoBaHme Ans
BbIABNEHNA NCTOYHUKA KPOBOTEYEHUS

* NPUMEHEHNE NHTMOUTOPOB PUOPNHONN3a BHYTPUBEHHO U
4yepes poT

* fleYeHme ConyTCTBYOLLNX 3aboneBaHnin XXenyao4Ho-
KMLLIEYHOro TpakTa.



TakTuKa remocTa3sa npu Taxernou
remodunnumn.

Tonbko npodounakTudeckoe nevyeHme nNo3BondeT
COXpPaHUTb 300POBbE DOMNBLHLIM TSXKENoN POPMON
remounun.




MPOPUNAKTUYHECKOE NNEYEHUE

basoBbI npuHLUKN:

[TauneHTbl ¢ akTUBHOCTLIO . VIII nnun IX Bbllwe 2%
peaKo CTpadaloT OT apTponaTun,

[logaepxaHue akTUBHOCTU doakTopa VI nnm IX
Ha ypOBHeEe Bbile 2%.

BapuaHThl

[lepBUYHaA: Ha4ano 4o 2x NeT unun nocre
nepBoOro KPOBOU3NMUAHUS B cycTas. Hanbonee
adppeKTUBHA.

BTopuyHas:

a. NOCTOAHHAA I'IpOGbVIﬂaKTVIKa, Ha4vaTad nocne 2 unu
bornee KpOBOVI3ﬂI/IFIHVII;I B CyCTaB UIK Nocne 2X NneT,

b. npodunakTuyeckoe BBeAEHWE NpenapaTa B Te4eHne
ANUTENbHOIO BPEMEHMU A1t OCTaHOBKU
PELNANBUPYIOLLMX FEMapTPO30B.



NMPOPUNNTAKTUHECKOE JIEHEHUE

Knaccuyeckasa cxema
NpodoUNakTUYECKOro rie4yeHns
remodounum A:

25 —-40 ME/kr 1 pa3 B 2 gHsa nnu 3 pasa B
Hegentwo

Knaccuyeckasa cxema
NpodoUNakTUYECKOro rie4yeHns
remodounum B:

25-40 ME/kr 1 pa3 B 3 gHa nnu 2 pasaB
Heperno.



NMPOPUNNTAKTUHECKOE JIEHEHUE

KPUTEPUN SPPEKTUBHOCTMW:

OTCyTCTBME KPOBOUINUAHUIA B CYCTaBbl

OTCcyTCTBME NPU3HAKOB XPOHNYECKOro Unn
OCTPOro BOCnaneHns CycTaBoB

Omcymcmeue 8bIpaXeHHO20 KOXHO20
2eMoppazuyecKko2o cuHopoma

Ocmamoy4Hasi akmueHocmb hakmopos
rnepeod o4yepeOHbIM 88e0eHUEM ripernapama
He MeHee 2%



rONNAHACKWU ONbIT BEAEHUA NALMEHTOB C
FTEMO®UITUEN
(DaHHble knuHukn BaH Kpesenbaga 2001 n 2002 roabl)

T'oael poxaeHUSA 1970s 1980s 1990s
Yucno nmanyeHToB 112 181 211
JloMalliHee eueHue 21% 67% 90%
IIpodunakruyeckoe geueHue 35% 57% 63%
JleueHune «I1o TpeOOBAHUIOY 55% 31% 28%
CpeaHeroqoBoe KOJIMYECTBO 886 1508 1870
npemnapara (ME/kr)
CpenHee KOMYECTBO KPOBOTCUECHUM B 7.7 5.5 2.8

CyCTaBbI 3a I'0/Jl

,El,pyrl/le AaHHblE 3TOIO LUeHTpa CBNAETENIbCTBYIOT O 3HAYUTESIbHOM
npenmy-LiecrBe Havarsla I'IpOCpI/IJ'IaKTI/ILIeCKOFO rnevyeHunsa 0o 4x neTHero

BO3pacTa.




[MTPOBJIEMBb:

BeHO3HbIN O0CTYyn, OCOOEHHO Yy A€ETen MepBoro
roga Xn3sHu.

BblcOKass CTOMMOCTb Jie4eHus



[lomalLuHee ne4vyeHune

CTpaTernsa sBeaeHusa naymeHToB npu
KOTOPOMW:

* reMoCcTaTu4eCKnn npenapar HaxognTc4d y naumneHTa

. npenapar BBOAUTCA CaMUM NaLMeHTOM UITN KEM-ITMDO U3 ero OKpPyXeHUs
BHe fie4ebHOoro yypexgeHus

. npenapar MOXeT BBOAUTCS MO0 No cxeme NepBUYHON
npodunakTnkn, nMbo no HeodxoaNMoCTH



YcnoBua npoBeaeHna goMallHero
reyeHuns

Hanu4ymne KOHLEHTpaTOB (PaKkTOpOB CBEPTLIBAHUSA
TpeboBaHMA K BEHO3HOMY OCTYyMy

Hannyue nogen, cCnocobHbIX NPOBOAUTL B/B MHBEKLUN
KOMMI1aeHTHOCTb pebEHKa N YNEeHOB ero CeMbi

BeleHMe OTYETHOW JOKYMeHTaunu pogutenamm  (MHdgopmauua o gare,

0o3e, cepun, npuynHax seegeHns, 9dpeKTUBHOCTH, reMmopparmyeckmnx
NPOSABIIEHNSAX)
CTPOrMn KOHTPOISb CO CTOPOHbLI Bpaya: COCTOAHME MNaLWEHTa, BeJeHune

OOKYMEHTaUWKW, aaekBaTHOCTb [OEeNCTBUM CEMbU NaUMeHTa



Kputepun adodpeKTMBHOCTU
OOMaLLHero nevyeHus

Hanu4ymne KOHLEHTpaTOB (PaKkTOpOB CBEPTLIBAHUSA
TpeboBaHMA K BEHO3HOMY OCTYyMy

Hannyue nogen, cCnocobHbIX NPOBOAUTL B/B MHBEKLUN
KOMMI1aeHTHOCTb pebEHKa N YNEeHOB ero CeMbi

BeleHMe OTYETHOW JOKYMeHTaunu pogutenamm  (MHdgopmauua o gare,
0o3e, cepuu, npuinHax eeegeHns, 3JIPEKTUBHOCTH, remopparmy4eckmnx
NPOSABIIEHNSAX)

CTPOTU1IA KOHTPOIb CO CTOPOHbI Bpaya



MHrmbuTtopHaa doopma remodounnmnm
BO3HUKAET BCreACTBUE BbIPabOTKM aHTUTEN
K daKTOpy CBEPTbIBAHUSA KPOBW

0 WNHrmbutopHasa popma remocounum A (5% - 55%)
0 WNHrmbutopHaa popma remodpunmm B (<1% - 6%)

dakTopbl, Npegpacnonaralollne K pasBuTUIo

NHrmbumTopa:
 [eHeTun4yeckune

« Bo3spacT Hayana neveHuns
* WHTEHCMBHOCTb nNeYyeHuna?
* KWcnonb3yemble npenaparbl



MHrmbmnTtopHas dpopma remodpunmu:
KNUHU4YeCcKkne oCobEeHHOCTH

Kak npaBmno BO3HWKAET NOCIE NepBbIX
HECKONbKMX BBeaeHun (6 — 7, Ao 20), ganblle puck
3HAYUTENBHO CHUXaeTCc4d

* llpymeHeHMe  «ODblYHbIX» 103  KOHLEHTpaToB
doakTtopos ceepThiBaHUS VI (1X) He addekTUBHO

« [locTeneHHO HapacTaeT BbIPa)XEHHOCTb U TSXKECTb
remocuHapoma

*  3HauNTENbHO YBENMNYMBAETCS PUCK PA3BMTUSA OMACHbIX
KPOBOTEYEHUI 1 KPOBOUINUSIHUI

« KaTtacTpodunyeckn yxyaLiaeTcsi Ka4ecTBO XKNU3HU



MHrnbmntopHas dpopma remodounnm
naboparopHasi AMarHocTuka

AKTUBHOCTb MHIrMbuTopa nsmepsietca B eamHuuax betesna (bE)
(1 BE 6nokupyeT 50% akTuBHOCTU dhakTopa VIII B nfiasme naumneHTa)

o akTMBHOCTW MHIMBUTOPA pa3nuyatoT:

Hwn3ko pearvpylouime nauuveHTbl — akTUBHOCTb MHIMbuUTOopa HUKOrga He
npesblwana 5 bE.

BbICOKO pearmpyroline nalmeHTbl — akTUBHOCTb MHIMbuTopa Xots 6bl pas
nogHMmanaco Bbille 5 bE.



MHrnbmntopHas dpopma remodounmu:
OCTaHOBKa KpOBOTEYEHUN

[l Bbicokne go3bl KoHUeHTpaTta daktopa VIl (npw
remocpunun A)
[ «lyHTUpytowine npenapatbi»

[1CBMHHOW KOHUEHTpaT pakTopa VI



MHrnbmntopHas dpopma remodounmu:
OCTaHOBKa KpOBOTEYEHUN

Bbicokne 0o3bl KOHLEeHTpaToB doakTopa VIlI:

HWU3KO pearnpyroLimnm MHMMonTop
no3a 20-40 ME/kr + 20 ME/BE
no3a 70 — 140 ME/kr

HenpepbiBHas MHA). CO CKOPOCTLIO 4 — 14 ME/Kr 4ac



NHrmbuTtopHas dpopma remodpununi:
OCTaHOBKa KpOBOTEYEHUN

«LLyHTUpYylowme» npenapathbl

. AKTMBUPOBAHHbIN KOHLEHTPAT pakTopoB NPOTPOMOMHOBOIO

komnnekca « DEVBA»

. KoHLEeHTpaT akTMBMPOBaAHHOIO pekoMOUHaHTHOro dakrtopa Vil

«HoBoCaBeH» (OnTakor anbga)

. HeakTnBmnpoBaHHbIE KOHLIEHTPATbl aKkTOPOB NPOTPOMOMHOBOIO

KOMIMJ1eKCa

NHAMBUAYAbHbIE OCODEHHOCTU pPeaKkLIMM Ha npenaparhbl




MHrnbmntopHas dpopma remodounmu:
OCTaHOBKa KpOBOTEYEHUN

«DENBA» dpupma «Bakctep»

PasoBasa gosa: 50 — 100 ME/kr
CyTouHasi no3a He 6onee 200 ME/kr

NHTepBan BBeAeHUs 12 YacoB (Mpy UCNONb30BaHMM  Pa30BOW A03bl

100 ME/kr)

OcCnoXHeHUs1: BO3MOXHbl TPOMBOO3bI



MHrnbmntopHas dpopma remodounmu:
OCTaHOBKa KpOBOTEYEHUN

«HoBoCaBeH» HoBoHopauck (Ontakor anbda)

90 — 120 MKr/Kr Kaxkable 2 — 4 Yyaca O MOMEHTa OCTaHOBKU

KPOBOTEYEHMUSA
270 MKr/Kr pa3oBo

OcCnoXXHEeHUS: BO3MOXHbI TPOMBOO3bI



MHrnbmntopHas dpopma remodounmu:
ANNMUHaUMSA NHTIMbUTopa

0 MeTtoauku

. BHYTPMBEHHbLIW UMMYHOITIO0YNNH B KYpCOBOW no3se 2 r/kr
(2 N 5 gHen)

. nnasmadpepes
. remocopouus

. Petykcumab ?

[ ekt BpeMeHHbIN
(lNokasaHus:
. 9KCTPEHHbIVN reMmocTas: onepaumnu, TAXKENbIE KPOBOTEYEHUS

. nepeg nHaykumem UMMyHHOWU TONTEpPaHTHOCTM



[IpoTOKOMNbI MHAYKUUY MMMYHHOW

TONEePaHTHOCTU

[IpoTOKONbI

XapaKTepUucTuku

Hun3koao3HbIE

25 ME/Kr ka>xabin 201 AeHb B TeyeHne 1 -

12 MecsaueB. (B oCHOBHOM y HU3KOpearu-
pYOLWMX NAaUMNEHTOB)

[TpOMEeXXYTOUHbIE

50 ME/kr exxegHeBHO. NTHOraa B couYeTaHUu
CO CTepounaHbIMMN TOPMOHaAMMW.
[MpoposmkntensHocTb 1 — 12 Mecaues.

BblCOKOA4O3HbIE
(BOHHCKMIN NpoOT.)

200 - 300 ME/kr exxeaHeBHO B 2
BBeAeHUA. NnNTenbHOCTb OT HECKOJIbKUX
MecaueB A0 3X JeT.

[lpoToKONn ManbMoO

B/B MMMyHOrnobynuH, unknodocdamua,
remocopbumna (Npu TUTpe MHrMbuTopa
6onee 10 BE), ¢d. VIII no 40 - 100% B
naasMe Ha NPoTaAXeHun 2 - 3 Hedensb.




bonesHbBwinebpaHaa



aktop Byunneob

BbICOKOMOJ'IeKyJ'IFIprII/I

nmkonpoTeuna
nrnasmbl.

[NpencTaBneH flonnmMepaMmmn ¢ Bo3pacTatoLen
Moneky{(JElgHom Maccou OT 540 [0 HEeCKObKNX
ThbICAY .

[eH - KOPOTKOE nriedenl2 XpoMOCOMbI.

[ocTCUHTETUYECKME N3MEHeHs B
9HA0MNNa3MaTUYECKOM PUTUKYyMme "
annapare [ onbaoxu

B nnasme peayuupyetca ADJAMATC 13

[ynbl XpaHeHnA (CBEPXTSIKENDbIE
MyNbETUMEpPDI):

e TpoMbOUMUTBLI — A rpaHysbl

e JHAoTENuouutbl — Tenbua Bewnbna-
ariaga

paHaa

In Nucleus

Synthesis of
VWF mRNA In ER

Signal peptide cleavage
VWF dimer formation

Glycosylation

In Golgi
Glycosylation and Sulfation
VWF multimer formation
Propeptide cleavage

Mature VWF
Constitutive\secretion

o >

/
Mature
Stora

7




OyHKUMN paKTopa
BunnebpaHaa

« OnocpenoBaHve aare3Mm TPOMOOLMTOB K KOnareHy
CcyO3HOOTENUA B YCINOBUSAX BbICOKOM CKOPOCTU TOKa
KpOBWU

« CBasbiBaHMe drakTopa VIII:

— 3awmnTa oT npexaeBpeMEHHON NPOTEONTUTUYECKON
NHaKTMBaLun

— HoctaBka u co3gaHue BbICOKOW KOHLIEHTpauun B
obnacTn noBpeXxaeHus

e AKTMBHOCTb NponopunoHanbHa MonekynapHou macce
(yem Oornblle pas3Mepbl MynsTMMEpPa, TEM OH
aKTuBHee).



[lnarHocTmnka 6onesHu
BunnebpaHaa

[emopparnyeckmm aHamHes nayumeHTa unu
POOCTBEHHUNKOB

CKPUHUHT (BpeMsl KpOBOTEYEHUS], UCcrnegoBaHne
Ha PFA 100)

OnpepgeneHue aKTUBHOCTM doakTopa
Bunnebpanga

[ononHuTenbHble TECTbI ANA YTOYHEHNS (DOPMbI
6B



KnnHunyeckne nposasneHus (nNo
nmtTepaTtypHbIM AaHHbIM)

ObunbHbIE HOCOBbLIE KPOBOTEYEHUA 5% — 60%
[lecHeBble KPOBOTEYEHMUS 7% - 51%
Bbipa)XeHHbIN KOXKHbIN FEMOCUHOPOM 12% - 24%
KpoBoTeueHust nocne yganeHusi 3yoos 1% - 13%
KpoBoTeuyeHunsA nocrie TOH3UIEKTOMUM 2,4% - 11%
[TocnepoaoBblie KpOBOTEYEHUS 6% - 23%
MeHopparum 23% - 44%

[emMapTpo3bl penko

BHyTpu4yepenHbie KpoBOUINMUAHUSA penko

[locne- un NHTPaonepaumnoHHble KpoBOTEYEHNA 4acCToO



[l1narHocTn4Yeckme TecTbl

Bpems kpoBoTeyeHUsa (yannHaeTca B 50%)

AKTUBHOCTb:
— PuctomunumH KodakTopHas akTMBHOCTL (VWF:RCo)
— KonnareH ceasbiBaloLWwasa aktTuBHOCTb (VWF:CB)
— ®akTop VIII cBa3bIiBaoLWast aktTuBHOCTb (VWF:FVIIIB)
— KccnegoBaHue aHTUreHa akTUMBHOIO LIEHTPA

AHTUreH (VWF:Ag)

Arperauusa TpoMmb0oLNUTOB C PUCTOMULIMHOM
(pncToueTrHOM Unu arrpuctuHom) (RIPA)

AKTUBHOCTb @0. VIII (FVIII:C)
KonnyectBo TpomMbOLNTOB
AHanNn3 MynsTMMepoB



Knaccupukauus

e Tun | — 4YacCTUYHbIK KONMMYECTBEHHbIU
oepuumnT

* Tun Il — Ka4yecTBeHHbIE AedeKThbl (MoaTUNLI
A, B, M, N).

* Tun lll — nonHoe oTcyTcTBUE OB B KpoBU



JleyeHne

* Cneuyndundeckas Tepanms:

« 3amecTutenoHasa Tepanud npenaparamu @. VIl ¢ B
 [lecmonpeccuH

* Hecneundundeckaa tepanungd
e [nunHOH
« AMMHOKanpoHoBas KUcroTa
» MecTHblE KpOBOOCTaHaBMMBAOLLME CPeACTBa
* MexaHun4ecknim remocTas



[lecmonpeccuH (DDAVP)

[TokasaH npu Tune |

BHyTpMBEHHO - 0,3 MKr/Kr nnmu
WHTpaHasasribHO - 300MKr (no
150 MrK B Ka)kgyr Ho3gpto) X 1
pa3 B CYyTKU

Bo3moxxHO NOBTOPHOE
BBedeHWne Ha crieqyowmmn geHo

Pa3BuBaeTca Taxmdunnakcus

[lpoTnBOMNOKa3aH y Aeteun 4o 4x
neT: MOXeT npuBoAuUTbL K
rmnoHaTpuemMumn

XKenatenbHo NpOBOANTb
aHanu3s  9pEKTUBHOCTN VY
KaX[4oro nauueHTa




[lpenapaThbl, cogepxatlimne
dakTop BunnebpaHga

Toprosoe Ha3BaHue dupma- Crpana CooTHoIEHME Conepskanue MyJbTHMEPOB
NMPOU3BOANTEb ¢B/pVIII
Vilate Octapharma HIBeiinapus 0,9-1,0 DuU3N0JI0rHYecKoe
Koate DVI Bayer CIIA <0,5 He cTaHj Het Ts2KeBIX
Immunate Baxter ABcTpus <0,5 e cTaHg Het Ts2KeabIX
Emoclot D.I. Kedrion Hranusa <0,5 He cTanjg Her Ts:KebIX
Octanate Octapharma HIBeiinapus <0,5 He cTang Het Ts2KeBIX
Haemoctin SD Biotest I'epmanus <0,5 e cTaHg Het Ts2KeJBIX




PacyeT 0o3bl KOHUeHTpaTta . VIl ¢ d.
Bunnebpanaa (pekomeHaaumm 'HL, PAMH)

e X=MXx(L-P)Xx0,5.

- [oe X - [o3a aKkropa CBepTbiBAHUA KPOBU AnNS
ogHokpaTHoro BBegeHunsa (ME); M - macca Tena naymeHTa,
Kr; L - MPOLEHT Xenaemoro ypoBHSA (pakTopa B nnasme
naymeHTa; P - nCxogHbIN ypoBeHb dpakTopa y nauuneHTa
00 BBeOeHUs npenapara.

 [lpn atom Hago yuyuTtbiBaTb, YTO0 1 ME dakTopa VIII,
BBEOEHHOro Ha 1 Kr mMacchbl Tena nauueHTa, NoBbillaeT
cogepaHume paktopa VIl B nnasme nauneHtTa Ha 2 % .



[IpounakTnyeckoe rneyvyeHmne npwu
bone3Hn BunnebpaHaa

* [103MpoOBKN HE OTPabOTaHbl (MOXXHO
OPUEHTMPOBATLCS Ha Jle4ebHble 103bl)

* [loka3aHus:
e Tun 3
* [emapTpo3ssbl
* PeungueupytoLine HoOCoBble KPOBOTEYEHUS
» MaTo4HblEe KPOBOTEYEHMUS
* Puck kpoBoTevyeHU apyrou nokanusauymm
* [lpeacrogilee onepaTnMBHOE NevyeHne



