AHecTe3nda n NHTeHCBHAaA
Tepanus y
remaTonorm4eckmnx 00sibHbIX

B3rnag Ha npobnemy rnasamu
aHecTe3unosiora-peaHmMmaTonora

[JoueHT B.A. Ma3ypok



bones3Hn KpoBU

MMMYHHbIE LMUTONEHUU
TpoMmbounTonaTnm

Jlenko3bl, MMenoaucrniasnm u
arnaa3nm KpoBeTBOPEHUS

KoarynonaTtum

HapylleHnda remocrasa CocyamucToro u
CMellaHHOro reHesa



AHeMum

Xenesoaged®dULUUTHLbIE
Bi2-pedunymntHble (MeranobnacrHblie)

[ eMonnTnyeckKue

HacnencrBeHHbIE
[TpnobpeTeHHble (MMMYHHbIE)

Munenoauncnnactmyeckme CMHAPOMbI -
pedpaKkTepHblie aHEMUN

Annactmnyeckme aHeMmnm




HacnencreBeHHast reMoniMTn4yeckas aHeEMUS
(BpOXXOEeHHbIN MUKPOCMEPOLIUTO3
MuHkoBckoro-Lodhdpapa)

JleueHue
« CnneHsaKkToMUA
« XONEeUUCTIKTOMUS
TOYKMN CONMPUKOCHOBEHMUSA C
aHeCcTe3noJIoroMm-peaHmmaToJZiIoromM

« AHecTesunonormyeckoe nocobue

e TpAaHCHY3NUN SPUTPOLIUTOB NO
XXU3HEeHHbIM NOoKa3aHnaMm!

e [lOCTCN/IEHIKTOMUYECKNN CUHAPOM

O
«» [ eMonunTnyeckmne Kpussbl



CepnoBMAHOKNETOMHAA aHEMUS
(remornobunHonaTtunsa)

JleyeHue

« CMMOTOMATUUeckoe
TOUYKMN CONPUKOCHOBEHMUSA C
aHecTe3noJIOroM-peaHuMaTosZiIoromM

= AHecTe3nonormyeckoe nocobue
e TWaTenbHada noarotoBka!
e He gonyckaTb rmnoKcun, aumaosa,
r’MAOOTOHUWN, AerngpaTtaumum u rMnoTepMmnm

« [locneonepaunoHHbIN Nepunoa
¢ MOHUTOPWHI YPOBHSA CO3HAHUSA

e He gonyckaTb rmnoBeHTUNALUNN!
e AleKBAaTHAd aHabre3suns



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




[TpnobpeTeHHble UMMYHHbIE
reMosIMTU4YeCKne aHeMun

« Mlanonatmnyeckue

« CMMNTOMAaTHNUECKue

e AHTUTENA NPOTUB 3PUTPOKAPUNOLIUTOB

KOCTHOro Mo3ra (napuuanbHas

KpaCHOKJ/IeETO4Has anjaas3ns)

e AHTUTENa NPOTUB 3PUTPOLINTOB

nepuc

hepnyecKkom KpoBu



AyTOI/IMMyHHaFI reMorinTtn4yeCkad aHeMnA C
HEeMNOJTHbIMU TENJ10BbIMA alTITIOTUHNHAMW

JleyeHue
[MpeaHn3onoH (60-100 Mr/cyT)
[Tna3mMaddepes
CnneH3KToOMUS

TOUYKM CONMPUKOCHOBEHMUSA C
aHecTe3noJIoroM-peaHMMaToJiIoromM
Taxenble remonntTnyeckmne kpmsbl ¢ AIBC KpoBuU

AHecTe3unonornyeckoe rnocobue
e bonblimne ao3bl npeaHnsonoHa (Ao 3 r/cyT)

e TpaHCPY3UUN 3PpUTPOLINTOB TOJIbKO

MO XXMU3HEeHHbIM NoKa3saHunuam!

e NHAMBMAYanbHbIA Noabop Mo
HenpsaMon Npobe KyMmbca



TpombouunToneHmnn

« VIMMYHHa4a namonatmnyeckas
e bone3Hb Bepnbroga

« [IpnobpereHHble cMMNTOMaTU4yeckmne
e OCTpble U XpoOHUYecKne IenKo3bl
e MnenomHasa 6onesHb (TpomMbouuTOnaTmA)
e KoJinareHosbnl
e JlekapcTBeHHble (aCnupuH 1 ap.)
e [lpyrne npnymnHbI



MaononaTtunyeckasa TpomMboumnToneHn4eckas
nypnypa (bonesHb Beprnbroga)

JleueHue
[MpeaHn3onoH (45-100 mr/cyT)
CnneHaKToMugd
TOYKM CONPUKOCHOBEHMUSA C
aHeCcTe3unoJZIoroM-peaHnMaToJiIoromMm

[Mnasmadepes B KOMMAeEKce npeaonepaLMoHHON
NoAroTOBKM

AHecTe3unosiornyeckoe rnocobue:

e YHacToO NO 3KCTPEHHbIM NMOKAa3aHUSIM Ha BbICOTE
3abosieBaHnsa U OTCYTCTBUM TpOMBOLNMTOB

e Bbicokne ao3bl npeaHmn3osioHa (Ao 3 r/cyT)

e He noka3aHo BBeaeHme TpomboumnToBs!



MwnenomHasa 0onesHb

OHKoremaTtoJsiorums

e [TnazmaTnyeckmne (MMUesIOMHbIE) KJIeTKU

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

e HapyweHune arperaumm TpomMbouUnUTOB

e [eMOpparnmyeckme CMHAPOM, TAXesnlasd aHeMuUs
HedponaTtuda, ypemus

e [lopakeHne novyek NnapanporemHamn U Kanbuuem
e [ MNnepkanbymneMmyeckaa Koma

CKTOHHOCTb K MH(PEKLUMOHHbIM OCJTOXXHEHUNAM



M

Marswagwotoe










MwvenomHaga 0one3Hb

« JleueHune:
e [1na3mMadepes (yoaneHne MmakpornobynmHoB)
e [I[peaHn3onoH ao 200 Mr/cyT
e XMMUTEpaNung

« HeT cneunpunyecknx npoTmBonokasaHunm K
onepatTuBHOMY neYyeHuto!

e HO — pucK BTOPUYHON UHDEKLUN U
CKJIOHHOCTb K ee reHepanm3saumm
(MMMYHOTT00YIMHbI HEMOJTHOLLEHHbI)



Jlenko3sbl 1 arpaHynoumnTosbl

« OCTpble nenko3ssbl
e MnenobnacrtHbiun
e JInM@dPob6nacTHbIN
e HeandpopepeHumpyembin
e [IpOoMMenouUnNTapHbIN

« ArpaHysioumTos
e AYTOMMMYHHbIN (naAnonaTnyecKknmn)

e [@anTeHOBbIN (@HaNIbI'MH, NHAOMETALMWH,
6pydeH, MepKka3onua u MHorue gpyrue).
Bupychl.




Jlenko3bl

KnnHnka pasHagd

[narHos no aHanaun3y KpoBuU U
KOCTHOIo M0o3ra

BapunaHT fienmko3a CTaBUTCA MO
LUTOXUMUN

[TpobnemMbl NENKO30B

e [eMOpparM4yeckmm cUHOpPOM

e AHEMNYECKNUN CUHOPOM

e BTopnyHoe MHOULUMpOBaHUe

e Mnenotokcmyeckad naHUuMToneHum4d



[Topunpun

« [eTeporeHHble 3a6oneBaHnda CBsA3aHHbIe C
reHeTUM4YeCcKou naTtosiormenm CMHTe3a rema

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

= TOKCUYECKOE BNAHUE NOPDOUPUHOB N UX
npealecTBEHHNKOB

e 0-AJ1IK (aMMHONEBYNIMHOBASA K-Ta) —
HEUPOTOKCUH

e [lopdpobunuHoreH

« BaprnabenbHOCTb aKTUBHOCTU KJIHOYEBOIO
depmeHTa (AJIK-CMHTETa3bl)



KnnHnka nopgupui

OcTpble 601U B XMNBOTE

KpacCHbIN U po30BbIN LIBET MOYU
BeretatnBHble pacCTPONCTBA

e Taxmkapausa, nosblilweHne Al, psoTa, 3anopsbl

MblilLe4yHaqa cnabocTb

e [lepnpepunyeckune napesbl (B T.4. AbIXaTebHOW
MyCKynaTtypbl!)

[Tcnxmnyeckme paccTtpomcTBa
JnuienTnyecKkmne npunaanku

[MnoTanammnyeckasas ANCPYHKLNS

e LleHTpanbHaa nuxopaaka, HapyLeHNe CeKpeLmn
AOl



NNevweHne nopdpupun

« [Ntoko3a 400-600 r/cyT (20 r/yac)

» [1penapaTtbl rema
e [eMUH
e [eMa rmapokcug (F'ematumH)
e [ema aprmnHaT (HopMocaHr 3 Mr/Kr/cyT)

« [1na3magepes

« BUTaMuHbl rpynnbl B
« QocpaaeH

« OKTpeoTuna ®




[Toppunpun
TOYKM CONPUKOCHOBEHUA C

aHecCTe3MoJIoroM-peaHnMaToIorom
OnepaTnBHOE NedyeHne «oCTPOoro XmnBoTa»
BoAHO-3/1eKTPONINTHbIE HapyLleHUS
dnunenTtnyeckmne npunanku

Bbi6bop npenapaTtoB A1 aHecTe3uun
3anpelleHbl: 6apbutypathi!

CoMHUTeNbHbl: beH304Ma3enmnHbl, rajioTaH,
SHMOPAH, KETAMUH, NUAOKAWH, 3TOMMAAT

PaspeweHsbl: N,O, onnatbl, Aponepnaon,
Ty6apuH, AUTUINH, BynnBakanH, Nponogo’



HapyLueHuns koarynsumoHHOro
3BEeHa remocrasa

r HacneacrBeHHble rMnokoarynauunn:

- Femodpunusa A - 90% (dVIII) B T.u. }
bone3sHb BunnebpaHaa — 9-18% (PpVIII-OB) 8%
- l'emopunuma B - 6-13% (PpIX)
- Fremopunmna C - 1-2% (pXI)
« [lpuobpeTeHHble KoarynonaTtun:
- HapylweHune cnHTe3a akTopoB CUCTEMbI rEMOCTa3a

— YKYyCbl 3Men, HaCeKOMbIX
— OTpaBneHud un np.



DaKTOpbl, CHHTE3UPYEMBIEC B [TIEUCHHU

dakTopsl dakTopsl

cBepTbiBaoLWel | MPOTMBOCBEPTHIBAIOLLEN
CnctemMbl CNCTEMDI
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CBsaA3b ypoBHA PVIII B nnasme ¢ TaxecTbio
HapyLUEeHNN reMocTasa (no Biggs R., 1976, 1983)

¢dVIII B % | CreneHb HapyLweHMa reMmocrtasa
50-200 HopMa
50-50 TeHOeHUMA K KPpOBOTEUYEHUAM NpPU TpaBMax U
onepaumax
5.0 Ta)xenble KPOBOTEYEHUA NPU TpaBMax U
ornepaunsax, B T.4. Npm HebObLUMNX
YMepeHHble reMapTpo3bl U CNOHTAHHbIE
1-5 KpoBOU3NUAHUA. CUIbHbIE KPOBOTEYEHUS
nocne HebonbWKUX NOBpPEXAEHNUN U onepaunn
0 Taxkenad remodpunng, remapTposbl, rnybokune

reMaToMbl, KpOoBOMNoOATEKN




IleyeHne remopunumn

A

C

AHTUreMoUbHas
nnasma (C301)

AHTUreMoubHas
nnasma (C30M1),

HATUBHAA, CyXas

AHTUreMoUIbHAs
nnasma (C30M1),

HATNBHAA, CyXas

KoHueHTpaT PVIII

KoHueHTpaT PIX ao
NOBbILLIEHUSI YPOBHS
dakTopa >25%

KoHueHTpaT PXI

Kpunonpeuunurar

E-AKK,
dnbpnHOBLIN KIlen

BHYTPUMBIIIIEYHBIE UHBEKITUN
IIPOTUBOIIOKA3aHbI!




[TpnHUMNLI 3amecTuTeNnbHOM Tepanun (1)

1. [1Nn9 NONOCTHbLIX onepauunn:
MuHMManbsHO HeobxoaNMMbIM YPOBEHb

GVIII 1 dIX — 30%

HapéxHbii remoctas: - VI —
30-100% |
dIX —-60-80% _
2. B nocneonepauynoHHOM nepuoae:
VIl — 60-80%
dIX —40-50%




[TpnHUMNBI 3aMeCcTUTENBbHON Tepanun (2)

3.  Koppurnpyertcsa ¢ y4eToMm:

1. TNonynepnoga bnonorn4eckon akTUBHOCTM
a) dVIII~12y4

6) pIX ~17u

1. PeanbHbix kKoHUeHTpauun pVIII/PplX B nnasme
BOSIbHbIX

2. JlabopaTtopHbIX OaHHbIX



[TpnHUKMNBLI 3aMecTUTENbHOU Tepanuu (3)

4. [1pn oTCYTCTBMU BbIpaXXe€HHOro NoTpebneHuns:
« KpaTHoCTb BBeOeHuS
b VIl — 2-3 pasa B cyTku
dIX - 1-2 pasa B cyTKku
5. |_|pO,EI,OJ'I>KVITeJ'IbHOCTb Teparin.
* OObIYHO 7-14 cyTOK
« [lo 3axmneneHua paH



Cxema 3aMecTUTENbLHOW Tepanumn B
aboOMMHaNbLHOW XNPYPIrnm

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%
p . | 60-80%
CYTKM (15-20 en/kr Kaxkable 12 y) (20-25 ezﬂ/':r) KaXAbIE
>-8 He MeHee 30% He MeHee 30%
CYTKM 0 0
* - Tpebyemsbin nnasmeHHbin yposeHsb VIl
n plX

** - cpegHue pacyeTHble ao3nposku VIl m

PplIX




MHrMbutopHbie dopMbl reMmodounnmnm
A n B!

JleyeHue
« OueHb 6onbwme no3bl GVIII n PpIX

« PeaninszoBaTtb 06Xo0AHOW 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 BremHuit MexaHu3m (IOBpeXACHUE TKAHEH )

®Xlla dXII
A
dXI O VII
DdX]a < 1,4
®IX
@ VIII |
|
|
|
|
J
|
. TpomOuH 4— Aunrurpomoun I11
|
|
| ®dudpunorex (1)
Kommuiexce : PactBopumslii (puOpuH

MpoTEeMH C = — = = — = — — J dXIlIla OXIII
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 . —
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Novoseven
(pekoMOMHaHTHBbIN pakTop Vlla)

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

90 MKr/Kr Kkaxable 2 4 B/B CTPYUHO

= [pun TAXKENbIX KPOBOTEYEHNAX MHBEKLIUU

NnpoAo/KaTb B TeyeHne 3-6 4yacoB nocne
OCTAaHOBKMW KpOBOTEeYeHu4.

He BBOOAUTb KamnesibHO!



OcCHOBHbIe remaTornormdyeckme

npobnembl
« AHEMNYECKUN CUHAPOM
« [eMopparmyecknm CUMHAPOM
= [PpOMBOTUYECKUN CUHAPOM
« CenTmyeckune coCcTtosdHUS
« CMHApPOM nonmopraHHoOM HeaAOCTaTOYHOCTU
[pyHUMN NevyeHnss UMMYHHbIX LUTOMEeHNN

« [1peaHn30/10H -

« CnneHsakToMus 0
= LuTocTaTnkm cpes




OcHOBHas Lenb Tepannm —
obecrnevyeHme BO3MOXHOCTU NPOBEAEHUS
cneundunyeckon Tepanmm ctadbunnsaLmen

COCTOSIHUSI OOMBHOTIO

« 3aMecTuUTeSiIbHasgd reMOKOMMNOHEHTHa4
« AHTMb6aAKTEepunanbHas

« [IpodPpunakTnka mn neyveHune ABC

« [IpOoTE3NpPOBAHNE PYHKLUN OPraHoB




