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bones3Hn KpoBU

MMMYHHbIE LWTONEHUU
TpoMmbounTonaTnm

Jlenko3bl, MMuenoaucrniasnm u
anaasnm KpoBeTBOpPEHUS

KoarynonaTtuu

HapylleHna remocrtasa CocyaucToro u
CMellaHHOro reHesa



AHeMum

Xenesonem@uunUTHbIE
Bi2-pedpunumntHble (MeranobsiactHble)

[ eMonuTn4decKue

HacnencrtBeHHbIE
[TpnobpeTeHHble (MMMYHHbIE)

Munenoauncnnactmyeckme CMHAPOMbI -
pedpaKkTepHblie aHEMUN

Annactmnyeckmne aHeMum




HacnencreBeHHast reMofiMTM4yeckas aHeMUS
(BpOXXOEeHHbIN MUKpPOCMEPOLIUTO3
MuHkoBckoro-Llodhdapa)

JleyeHue
« CnneHsaKToOMUS
« XONEeUUCTIKTOMUS
TOYKMN CONMPUKOCHOBEHUSA C
aHeCcTe3noJiIoroMm-peaHmmaToJZiIoromM

« AHecTe3unosiormyeckoe nocobue

e TpaHCHY3NU SPUTPOLINTOB NO
XXU3HEeHHbIM NMoKa3aHnaMm!

e [lOCTCN/1EHIKTOMUYECKNN CUHAPOM

O
« [eMonnTnyeckmne Kpussbl



CepnoBMAHOKNETOUYHAA aHEMUS
(remornobunHonaTtunsa)

JleyeHue

« CMMOTOMATUUeckoe
TOUYKMN CONPUKOCHOBEHMUSA C
aHecTe3noJZIOroM-peaHuMaTosZiIoromM

=« AHecTe3nonormyeckoe nocobue
e TWaTenbHada noarotoBka!
e He gonyckaTb rMnoKcun, aunaosa,
r’MAOTOHUWN, Aerngpartaumum U rMnoTepMmnm

« [locneonepaunoHHbIN Nepunoa
¢ MOHUTOPWHI YPOBHSA CO3HAHUSA

e He gonyckaTb rmnoBeHTUNALUNN!
e AleKBaAaTHAd aHabre3suns



Normal red blood cell e Formation of sickled red blood cell —— Sickled red blood cell




[TpnobpeTeHHbIe UMMYHHbIE
reMofIMTU4YEeCKne aHeMunn

« Mlanonatmnyeckue

« CMMNTOMAaTHNUECKue

e AHTUTENA NPOTUB 3PUTPOKAPUNOLIUTOB

KOCTHOro Mo3ra (napuuasabHas

KpaCHOKJ/IeToO4YHas anjaa3ns)

e AHTUTENa NPOTUB 3PUTPOLINTOB

nepuc

hepunyecKkom KpoBu



AyTOI/IMMyHHaFI reMorintn4eCkad aHeMnA C
HEeMNOJTHbIMU TETNJ10BbIMA alTITIOTUHNHAMW

JleueHue
[MpeaHn3onoH (60-100 Mr/cyT)
[Tnasmaddepes
CnneH3KToOMUS

TOUYKHM CONPUKOCHOBEHMUSA C
aHecTe3noJZIoroM-peaHMMaToJZIoromM
Taxenble remonntTnyeckmne kpmsbl ¢ AIBC KpoBuU

AHecTe3unonornyeckoe nocobue
e bonbline ao3bl NpeaHnsonoHa (Ao 3 r/cyT)

e TpaHCPY3UN 3PpUTPOLINTOB TOJIbKO

MO XXMU3HEHHbIM NoKa3aHunuam!

e NHAMBMAYanbHbIA Noabop Mo
HenpsaMon Npobe KyMmbca



TpomboLuuToneHmnn

« VIMMYHHa4a namonatmnyeckas
e bone3Hb Bepnbroga

« [IpnobpereHHbIEe cMMNTOMaTU4Yeckmne
e OCTpble U XpoOHNYeCcKne IenKo3bl
e MnenomHasa 6onesHb (TpombouuTOnaTmA)
e KoninareHos3sbl
e JlekapcTBeHHble (aCnupuH 1 ap.)
e [lpyrne npnymnHsbI



MaononaTtmnyeckasa TpoMoboumnToneHn4Yeckas
nypnypa (bornesHb Bepnbrodga)

JleueHue
[MpeaHn3onoH (45-100 mr/cyT)
CnneHaKToMugd
TOYKM CONMPUKOCHOBEHMUSA C
aHeCcTe3unoJZIoroM-peaHnMaToJIoromMm

[Mnasmadepes B KOMMAeEKce npeaonepaLmoHHON
NoAroTOBKM

AHecTe3unosiornyeckoe rnocobue:

e YaCcToO NO 3KCTPEHHbIM NMOKAa3aHUSM Ha BbICOTE
3abosieBaHNsa U OTCYTCTBUM TpoOMBOLINTOB

e Bbicokne ao3bl npeaHmnsosioHa (Ao 3 r/cyT)

e He nokasaHo BBeaeHme TpomboumnTos!



MwnenomHasa 0onesHb

OHKOremaTtosiorns

e [TnazmaTnyeckme (MMUesIOMHbIE) KJTIeTKU

e PaspywieHne KoCcTen, naTtosiornyeckme rnepesiombl
e [Mnepnpoaykunsa nmmyHornobynmHos (A,G, E, M)
TpombouuTonaTus

e HapyweHune arperaumm TpomMbouUnUTOB

e [eMOpparnmyeckme CMHAPOM, TAXesnlasd aHeMuUs
HedponaTtud, ypemus

e [lopakeHne novyek napanporemHamn U Kanbuuem
e [ MNnepkanbymneMmyeckaa Koma

CKNTOHHOCTb K MHPEKLUMOHHbIM OCJTOXXHEHUAM



vIiuMme










MwvenomHaga 0one3Hb

« JleueHune:
e [1Nna3mMadepes (yaoaneHne MmakpornobynmHoB)
e [I[peaHn3onoH ao 200 Mr/cyT
e XMMUTEpPpaANug

« HeT cneunpunyecknx npoTmBonokasaHmnm K
onepaTuBHOMY neYyeHuto!

e HO — pucK BTOPUYHON UHDEKLUN U
CKJIOHHOCTb K ee reHepanmsaumm
(MMMYHOTT00YIMHBbI HEMOJTHOLLEHHbI)



Jlenkosbl 1 arpaHynoumnTosbl

« OCTpble nenko3ssbl
e MnenobnacrtHbiun
e JlInM@dPob6nacTHbIN
e HeandpopepeHumpyembin
e [IpOoMMenoUnNTapHbIN

« ArpaHysioumTos
e AYTOMMMYHHbIN (MaAnonaTnyecKknmn)

e [anNTeHOBbIN (@HaNIbI'MH, NHAOMETALMUH,
6pydeH, Mepkasonua u MHorue gpyrue).
Bupychl.




Jlenko3nbl

KnnHnka pasHad

[dnarHos no aHananly KpoBU U
KOCTHOIo M0o3ra

BapunaHT fienmko3a CTaBUTCH MO
LUTOXUMUN

[TpobnemMbl NENKO30B

e [eMOpparn4yeckmm cUHApPOM

e AHEMNYECKNUN CUHOPOM

e BTopnyHoe MHULUMpOBaHUe

e Mnenotokcmyeckad naHUuMToneHum4d



[Topunpun

« [eTeporeHHble 3a60neBaHnNAa CBA3aHHbIe C
reHeTUM4YeCcKou naTtosormem CMHTe3a rema

e OcTtpble (4) n xpoHnyeckune (3)
e [leyeHOUHblE U 3pUTPOLUTAPHbIE

= TOKCUYECKOE BINAHUE NOPDOUPUHOB N UX
npealecTBEHHNKOB

e 0-AJIK (aMMHONEBY/IMHOBASA K-Ta) —
HEUPOTOKCUH

e [lopdpobunuHoreH

« BaprnabenbHOCTb aKTUBHOCTU KJIHOHYEBOIO
depmeHTa (AJIK-cnHTEeTas3bl)



KnnHuka nopgupui

OcTpble 601U B XMUBOTE

KpacCHbIN NN po30BbIN LIBET MOYU
BeretatnBHble pacCTpPONCTBA

e Taxmkapausa, nosblilweHne Al, psoTa, 3anopsbl

MblilLe4yHaqa cnabocTb

o [lepnpepunyeckune napesbl (B T.4. AbiXaTebHOW
MYyCKynaTtypbl!)

[Tlcnxnyeckme paccTtpomcTBa
nunenTtndyeckKkmne npunaagku

[MnoTanamMmmnyeckasas ANCPYHKLNS

e LleHTpanbHaa nuxopaaka, HapyLeHNe CeKpeLmn
AOl



IleyeHune nopdpunpun

« [Ntoko3a 400-600 r/cyT (20 r/uac)

» [IpenapaTtbl rema
e [eMUH
e [eMa rmapokcua (F'ematumH)
e [ema apruHaT (HopMocaHr 3 Mr/Kr/cyT)

« [1na3magepes

« BUTaMuHbl rpynnesl B
« QocpaaeH

« OKTpeoTuna ®




[Topunpun
TOYKM CONPUKOCHOBEHUSA C

aHecTe3no/1I0roM-peaHnMMaTosiIorom
OnepaTnBHOE Ne4yeHne «oCTPOoro XmnBoTa»
BoAHO-3/1eKTPOSINTHbIE HapyLleHUS
dnunenTtnyeckmne npunankm

Bbi6bop npenapaTtoB A1 aHecTe3umn
3anpelleHsbl: 6apbutypathi!

CoMHUTEeNbHbI: beH304Ma3ernmnHbl, rajioTaH,
SHMOPAH, KETAMUH, NUAOKAWH, 3TOMMAAT

PaspeweHbl: N,O, onnatbl, Aponepnaon,
Ty6apuH, AUTUINH, BynnBakanH, Nponogo



HapylueHuns koarynsumoHHOro
3BEeHa remocrasa

r HacneacrBeHHble rMnokoarynauunn:

- Femodpunusa A - 90% (dbVIII) B T.u. T
bone3sHb BunnebpaHaa — 9-18% (PpVIII-OB) 8%
- l'emopunua B - 6-13% (PpIX) i
- Fremopunmna C - 1-2% (pXI)
« [lpnobpeTeHHble Koarynonatun:

- HapylweHune cnHTe3a akTtopoB CUCTEMbI FrEMOCTAa3a
— YKYyCbl 3Men, HaCeKOMbIX

— OTpaBnieHnd un np.



DaKTOpbl, CHHTE3UPYEMBIE B [TIEUCHHU

dakTopsl dakTopsl

cBepTbiBaoLWel | MPOTMBOCBEPTHIBAIOLLEN
CUCTEMBI CUCTEMBI
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CBaA3b ypoBHA PVIII B nnasme ¢ TaxecTbio
HapyLUEeHUN reMocTasa (no Biggs R., 1976, 1983)

¢dVIII B % | CreneHb HapyLweHMsa reMocrtasa
50-200 HopMa
50-50 TeHaeHUMA K KPpOBOTEYEHUSAM NPU TpaBMax U
ornepauymnsax
590 TsKenble KpoBOTEYEHUS NMpU TpaBMax U
onepaumsax, B T.4. Npn HebONbLLUNX
YMepeHHble reMapTpo3bl U CNOHTAHHbIE
1-5 KpoBOM3NUAHUA. CUIbHblE KpOBOTEUYEHUS
nocne HebonbWKUX NOBpPEXAEHNUN U onepaunn
0 TshHkenass remopunns, remapTpo3sbl, rnybokune

reMaToMbl, KpoBONnoATEKHU




IleyeHne remopunumn

A

C

AHTUreMoUbHas
nnasma (C301)

AHTUreMoUIbHas
nnasma (C301),

HATUBHAA, CyXas

AHTUreMoUbHas
nnasma (C301),

HATNBHAA, CyXas

KoHueHTpaT PVIII

KoHueHTpaT PIX ao
NOBbILLIEHUSI YPOBHS
dakTopa >25%

KoHueHTpaT PXI

Kpunonpeuunurar

E-AKK,
dnbpnHOBLIN KIlen

BHYTPUMBINIICYHBIE NHBEKITUU
IIPOTUBOIIOKA3aHbI!




[TpnHUMNLI 3amecTuTenbHOM Tepanun (1)

1. 119 NnonocTHbIX onepauni:
MuHMMansHO HeobxoanMMbIM YPOBEHb

VIl 1 dIX — 30%

HapéxHbii remocTas; VI —
80-100% |
dIX —-60-80% _
». B nocneonepaunoHHOM nepuoae:
VIl — 60-80%

PIX —40-50%



[TpnHUMNLI 3aMecTUTENBbHON Tepanun (2)

3. Koppurnupyetcsa ¢ y4eTOM:

1. TMonynepuoga bnonorn4eckon akTUBHOCTM
a) dpVIII~12y4

6) pIX ~17u

1. PeanbHbix kKoHUeHTpauun pVIIl/PplX B nnasme
BOSbHbIX

2. JlabopaTopHbIX OaHHbIX



[TpnHUMNBLI 3aMecTUTENbHOU Tepanuu (3)

4. [lpn oTCyTCTBUM BbIPpaAXEHHOIO NMNOTPEDNEHUS:
 KpaTHoCTb BBeOeHuS
P VI — 2-3 pasa B cyTku
dIX —1-2 pasa B cyTKu
5. |_|pO,EI,OJ'I>KVITeJ'IbHOCTb Teparimn.
* OObIYHO 7-14 cyTOK
« [lo 3axxneneHua paH



Cxema 3aMecTUTeNnbLHON Tepanunun B
abaoOMUHAaNBHOU XUPYprnm

l’emopunusa A l’emopunusa B
80-100%* 60-80%
OeHb (40-50 ea/kr 3a 30 MUHYT (60-80 en/kr
onepaumm | 1o paspesa + 20-25 ea/kr 3a 30 MUHYT A0
yepes 12 y**) pa3pesa)
40-50%
2 -4 60-80%
CYTKM (15-20 en/kr Kaxkable 12 y) (20-25 ezﬁ/':r) KaXAblE
>-8 He MeHee 30% He MeHee 30%
CYTKM 0 0
* - Tpebyemsbin nnasmeHHbin yposeHs VIl
n plX

** - cpeagHue pacyeTHble ao3nposku VI m

PplIX




MHrMbutopHbie dopMbl reMmodounnmnm
A n B!

JleyeHue
« OueHb 6onbwne no3bl GVIII n PpIX

« PeannsoBaTtb 06XxoAHOW NYTb

e Autoplex T — (NABI)
e PPSB - (V,VII,VIII, X)
e Novoseven (VIIa) - (Novo Nordisk)

e FEIBA VH (II, VII, IX, X) -
(Baxter/Immuno)

@ —uD



BHyTpeHHUN MEXaHU3M BHemHuit MexaHu3m (IOBpEXACHUE TKAHEH )

®dXlla dXII TFPI
A
OXI ®VII
DdX]a < dX
dIX
®VIII
TpomOuH 4— Anrurpomoun I11
®uobpunorex (I)
Kommuiexe PactBopumslii puOpuH
nporenn C dXIIIa O XIII

OubpuH
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3 ACTIVATED PLATELET

Novaseven® binds £
directly to activated b
platelets, activating

factor Xa on the platelet
surface to produce a

burst of thrombin

£l STABLE FIBRIN CLOT

The burst of thrombin
- generated on the platelet
~ 5 surface promotes the
! \\»b-\ formation of a stable
> — "_\- ibrin clo o —

-




Novoseven
(pekoMOMHaHTHBLIN pakTop Vlla)

« AMMNYJibl C NTMOPU3NPOBAHHBIM MOPOLLUKOM
dVIla, coaepxauwmne 1,2 n 4,8 mMr
BeLllecTBa.

90 MKr/Kr Kaxable 2 4 B/B CTPYUHO

= [pUn TAXKENbIX KPOBOTEYEHNAX MHBEKLIUU

NpoAoJ/XaTb B TeyeHne 3-6 4yacoB nocne
OCTAaHOBKW KpOBOTeYeHu4.

He BBOOAUTb KamnesibHO!



OcCHOBHbIe remaTornorm4yeckme

npobnembl
« AHEMNYECKUN CUHAPOM
« [eMopparmyecknm CMHAPOM
= [POMBOTUYECKUN CUHAOPOM
« CenTmyeckune coctosdHUS
« CMHApPOM nonmopraHHoOM HeaAOCTaTOYHOCTU
[pyHUMN NeYyeHnss UMMYHHbIX LUTOMEeHNN

« [lpegHn3010H —

« CnneHsakTOMUA il
= LuTocTatnkm cpep




OcHOBHas Lenb Tepannm —
obecrnevyeHme BO3MOXHOCTU NPOBEAEHUS
cneundunyeckon Tepanmm ctadbunnsaLmen

COCTOSIHUSI OOJMBHOIO

« 3aMecTuUTeSiIbHasgd reMoOKOMMNOHEHTHa#4
« AHTMb6aAKTEpunanbHas

« [IpodPpunakTnka mn neyverHume ABC

« [IpOTE@3NpPOBAHNE PYHKLUN OPraHoOB




