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Cucmema cemocmasa
&

BHeIIHUMA MYTh AKTUBALIUHA BHYTpeHMH IyTh AKTHBAIUH

IHoBpexxaeHue COCYIUCTOMn Btopas ¢a3a remocrasa
CTEHKH

Y4acTBYIOT BCE IJIA3MEHHbIE
1. TxkaneBou TpOMOOIUIACTUH DaKTOPBL.

2. AxtuBHBIA (pakTop VII
3. Honsl Ca

IlepBHYHBIA TPOMO OxoHYaTCJIBHBIN I'eMOCTAa3




MeAYHAPOAHAS HOMEHKJIATYPA IJIA3MEHHBIX (DAKTOPOB
CBEPTHLIBAHUSA KPOBU

[- ¢ubOpunoren

II - IIporpomOuH

[II — TkaHneBo¥ TPOMOOILIACTHH, TKAHEBOM (PaKTOp

IV — Nonbl kanbiusg

V - Ilpoakuenepux

VII - I[IpokoHBEPTUH

VIII-AnTureMmo@uiabHbIN II00YIUH

[X- dakrop Kpucrtmacca, anturemounbubii pakrtop B
X-  ®akrop Crroapt-IIpayspa, nporpoMOMHa3a

XI - IIna3zmeHHBIV NPEAIECTBEHHUK TPOMOOILIACTHHA
XII-  dakrop XaremaHna

XIII- bubpuHCTAOMIU3NPYIOIIUN (PAKTOP



Buympennuiit mexanuszm — KOHmaxkmmuas

aKmueauus Buewinuii mexanuim (1D
(Ko11a2€H, KOAJIUH)
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Cxema cBepTHIBAHUS KPOBH
(3.C.bapkazan,1999)



Ocnoeénasn 3a0aua cucmemaol
cemmocmasa

NMokanbHas
OCTaHOBKa
KpoBOTe4YeHus

ObecneyeHue
NlaMMHapHoOro
TOKa KpoBM




FeMopparnyeckum amares

namoozus, 0711 KOmopou XxapaKmepHa
HAKJIOHHOCHb OP2AHUIMA K
KPOBOMOUUBOCHU CUCHIEMHO20
xapakmepa, 00yci0681eHHAA
HapyueHUAMU PYHKUUOHATIbHOZ20
COCMOAHUA CUCHEMbBL 2eMOCIA3a U He
C6A3AHHAA C KAKUMU-TUDOO MEeCMHbIMU
0eCmpyKmMuUEHbIMU NPpoyeccamu

B.Il.banyoa, 1995



Knaccugukauus cemoppazuueckux
ouameso0e

TpomOouuTapHbie (TPOMOOIMTONIEHUH H
TPOMOOLMTOIIATHH)

Il1azMeHHbIe (KOATyJI0NATHH)
BackyasipHbie (Ba30naTuun)
CMelnaHHbIEe

Bceaeacreue n306I1TOYHOTO GUOPHHOIN3A

3.C.bapkazan, 1988, oon. H.H.
bokapees, 1996



Tunwvt kposomouueocmu
(no 3.C.bapkaczany)

¢ I emamomusbtit — reMapTpo3bl, MOAKOKHDIE,
MexK(pacHaJIbHbIe U MEKMbIIICYHbIC TeMATOMBbI, B
MeCTaX HHbEKIIUHU, JKeJTYT0YHO-KHIICYHBbIE,
JIeroYHbIe, MoYeuHbie. UMUTHPYIOT
a0IOMMHAJIbHbIE KATACTPO(QbI. XapaKTepeH AJsl

remouiaui, 0oj1e3Hu BuiiedOpanaa



o Hemexuanvno-namHuucmollii

(CHHSIYKOBBIN) — MeJIKHe CHHSAIKH HA
KOKe U CJU3UCTBIX, HOCOBBIE
KPOBOTEUYEHUsI, KPOBOTOYMBOCTDH U3
1eCeH, MopPe30B, CCAAUH, KPOBOM3JIUSIHUS
B CKJIEPY, CETYATKY, MATOUYHbIE
KPOBOTCUYCHHUS. XapPAKTEPHBbI 1JI
TPOMOOLIUTONEHUMA U TPOMOOIMTOIIEHU



¢ CMeuannblil (reMaToOMHO-NIATHACTBI) —
CHUHSIKH, IeTEXUHU U KPYNIHbIE€ KPOBOU3JIUSHUA HA
KO02Ke, TéeMaTOMbI HA KOKe U B INOAKOKHOU
KJIETYATKe, HOCOBbIE€ 1 MATOYHbIE KPOBTOCUYEHMS.
OT1/inune 0T reMaTOMHOIO-peAKNe MOPaAKEeHUS
CYCTABOB, YaCTO KPOBOTEYCHUS B OpPbIKEHKY. OT
MEeTEXHAJIBbHO-IIATHUCTOI0-00 IMPHOCTD
KpoBonoaATeKoB. Ilpu Ts:xesion popme
BuiiieoOpanga, nepunure BUT.K, JIBC cunapome




¢ Backyrummno-nypnypHolu — remopparuu,
BCJICICTBHE BOCIIAJTUTEIbHBIX
U3MEHEHUH B MUKPOCOCYIAX U
MePUBACKYJIAPHON TKaHMU. Hame npu
HUMMYHHOM IMOPAKEHUU COCYIO0B,
HHPEeKIUAX.

o AH2uomamo3nbli — NeCTPYKIMA COCyaa,
BCJICACTBHE COCYIUCTOU TUCIIAZHHA




Ipomoouumapnvlii 2emocmas

Anre3us IpoTeKaeT OJHOMOMEHTHO C arperamuen

Are3us — NpuJIMIaHue

Arperanus
(nepBuUHas (PUKCAIIH) p l 0
l Boiopoc AJ1lD
b aGhahe»
b4 i o ——

p— — X X
— coe



Platelet

Gpliblla Gpliballa

AGGREGATION vWF
Gplitilia Gpliilla
Platelet

ADHESION

Gplb Gpib

vWF

Gplb Binding
Induces Gplibllla
Expression



Ancuompoguueckan pynkuus
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AP

peLenTop

B3aumo-
AenucTBue

Linpkynupyowime TpomMooLuUThbI



AKTHBaIMA TPOMOOIMTOB HAPACTAET..
... B pe3ynbraTte OHU arpermpyroT




I'emoppazuueckuit ouames npu namonozuu
MpPOMOOUUMAPHO20 36€HA 2eMOCMA3d

IeTexMaJbHO-NATHUCTHIA THII KPOBOTOYMBOCTH

y

Koau4ecTBO TPOMOOIMTOB

(6 uenvnou 6eno3nou YUMPAMHOU Kpoeu)

CHuxennoe (<140 TbIc) HopmaabHoe
TpomOoMTONIEHUHA TpomOonuTONIATHH 4.

d. Hacleocmeenmvle Hacleocmeelnbvle
(peoko) (uacmo)

0. npuoopemenHbvle 0. npuoopemenHble
(uacmo) (peoxo)




TpomOouuTONIATUM — RAMONO2UA,
00yC/106/1CHHAA KAUEeCMEECHHOU
HENOJIHOUECHHOCMbIO UIU OUCYHKUU el
mpomooyumos. B ocnoernom eposrcoennvie
Ul HAC1e0CME8CHHbLE U, PEOKO,
npuooOpemeHHbvle



L X 2

L X 2

L X 2

L X 2

Knaccugukauua mpomoouumonamui

,}:[CI[I/IIII/IT AJIN aHOMAJIUU MeMﬁpaHHI)IX

[MIMKONIPOTEUAOB (namonozun peuyenmopos
Konnazena, puopunozena, @B u op.)

Je(puuur akTUBAUU TPOMOOLIUTOB (dehuuum
CO0EePHCUMO20 A, O- 2DAHYII, 8 COUCHAHUU C OPY20U
HAC1e0CMBEHHOU NAMO02Uell)

Jle(peKThI NPOKOATYJIAHTHON AKTUBHOCTH
TPOMOOUMUTOB (namonozus 3-ezo OT)

HacJeacrBeHHbIe TPOMOOUUTONICHUU B
COYETAHUM C TPOMOOUTONATUAMMU



Knaccugukauus mpomoouumonenui

1.CHMKeHHAsA NPOAYKIUS — IEHTPAJIbHbIE
(anaacmuueckas anemus, jeiikoswl, OJIb u
muenooucnaazusn, B-12 anemus,

Xumuo-, ayyeean mepanusi, MTS onyxoneii u op.)
2. IloBbIlIEHHOE pa3pylIeHHe UM MOTPedIeHne
- HUmmynnoie
- Heummynnwie (mpomooswt, TTII, /IBC-curnopom)
3. Ilocjie MaCCMBHBIX KPOBOTEUYEHUH (pazeedenue)
4. Ilpu ciieHOMeraJusix (cekeecmpauusi)
5. HacieacrBeHHbIE (RpOOyKmUBHbIE)



L < 4

L < 4

Ipomoouumonenus

LleHTpanbHasg TPOMOGOLMTONEHUS: acCcoLMMPOBaHHas C
VTHETEHWEM [IPYTUX POCTKOB:

KpacHb Il KOCMHbIU M032 He pabomaem: MedynnapHas annasus,
aTronorna pasHoobpasHa.

KpPacHbIU KOCMHbLIU M032 "3ax8a4yeH . OCTPbIN NENKO3 U Apyrue
remonatuu. [lononHuTtensHo HeobxoamMmo nccneaoBatb yHKLUUM
noyvek, oepMeHTbI NeYeHun, NMnonpoTenabl, UMMYHOSMEKTPODOPES,
TUMbI NIMJOLMTOB, BOCNANUTENbHBIA CUHOPOM.

N10X0 NPOJYUUPYRUWUU KPACHbIU KOCMHbIU MO32: ANCMUESIonoa3
(HeobXxoaMMO onpeaenuTb KONMYecTso BuTammnHa B12 n gponatos B
KpOBM)

TpombouunToneHnsa nepudepuyecKkoro NPONCXoXaAeHUs:
BO3HWMKAET Npu HOPManbHbIX MerakapuouuTax, Kak B Ka4eCTBeHHOM
TaK U B KONMYECTBEHHOM OTHOLLEHUAX




Jlabopamopusile mecmol 011 OUAZHOCHIUKU
mMpomMoouumapHvlx 0edpeKknos 2emocmasa

KomuuecTtBo TpoMGomuTos-180-320x10°/n

TecTsl A1 onpesiciicHUs arperailiOHHON
CIIOCOOHOCTH TPOMOOIIUTOB

®dakTop 3 TPOMOOILIMTOBR
OnpeneneHue aHTUTpoMOoIUTapHBIX AT

PeTpakiust KpoBsiHOTO crycTKa-75-80%



Houonamuueckas
MPOMOOUUMONECHUYECKAA NYypRypa
(6one3nb Bepaveoga)

OcHOBHas NpUYUHA THOEIU TPOMOOIIUTOB -
BbIPA00TKA AaHTHUTEJ IIPOTUB TPOMOOIIUTOB,
MErakapmouuTOB U UX NMpeanecTBEeHHUKOB.
3aTeM pa3pylieHrue TpoOMOOLIMTOB MaKkpodaraMmu
CEJIC3ECHKHU U NeueHu. Pe3ko ykopaunBaeTcs
IPOAOIKUTSIBHOCTD KU3HU TPOMOOIIMTOB 1
PE3KOE YBEJINUYECHUE METAKAPUOIIMTOB B KOCTHOM
MO3TE€.



Knunuka

Havajio ocTtpo€ HiIM oCTENEHHOE

IleTexnanbHO-TISITHUCTBIN TUII
KPpOBOTOYHUBOCTH.

IleTexuu ¥ YKXUMO3BI BO3ZHUKAIOT
CIIOHTAHHO WJIY MOCJI€ HEOOJIBIINX TPAaBM

HocoBble, XKenyI04HO-KUIIIEYHbIE,
MAaTOYHbIE KPOBOTCUCHUS, KPOBOXapPKAHbHE



L X 4

L < 4

L < 4

L X 4

L < 4

L < 4

Memoowt ouaznocmuKu

OAK (TpoMOOLMTONICHUS, N3MEHECHUE BEIIMYHHBI
1 POpPMBI)
UccaenoBanue KOCTHOIO MO3ra- YBEJIMUYCHUE

METaKapHOIMTOB U UX MOJIOJIBIX (DOPM,
OTCYTCTBHE OTIIHYPOBKH TPOMOOIIMTOB

BpeMms cBepThIBaAaHUS —HOpMA
JIUIMTEeJIbHOCTH KPOBOTEUEHUS — Y/IJIMHEHA
CvMIITOM KIyTa —T0J0KUTEIILHBIN

Hapyuienue ajare3mu u arperanuu
TPOMOOLIUTOB



L < 4

L < 4

L X 4

L X 4

Jleuenue

I'KC- 1 Mr/kr Maccel Tena, mociie ImoJy4eHus
a(pdekTa-ymeHbiIeHue 1036l OTMEHa HOCIIe
HOpMaJIM3alMH TPOMOOIIMTOB U OTCYTCTBUH
reMOpparun4ecKoro CUHApoMa

Ciensakromusi npu HedpPexktnBHOCTH KC B
TteueHue 4-5 MecdIieB.

NvmmyHnoaenpeccanTsl (LUKI0pochan,
IIUKJIOCIIOPUH A

I'emoTpaHc(py3uu 110 CTPOTrUM ITOKA3aAHUAM
OTMBITBIMH 3PUTPOLIATAMHA



I'emoppazuueckuii ouames npu
namoao2uu KoazyaauyuoOHHo20 36eHd
cemocma3sa

(koazynonamuu)

Hacneocmeennvie il I Ipuoopemennwie




L < 4

o

L < 4

L < 4

lMarHocruyeckye TeCThbl A
OIpeaeJICHUA KOArYJI0NATUN

TpomOuHoOBOE Bpemsi- 14-16 cek
AYTB - 40-50c

IIporpomMOuHOBBIN MHAEKC - 80-100%
®udépuHOreH - 2-4 r/m.



I'emoppazuueckuii ouames npu namoaozuu
KOQ2YIAUUOHHO20 36€HA 2eMOCHA3A

Jedexr Ha3BaHue
I (puGpuHoren) A(PpuOpMHOreHeMHUst
V111 (anTuremodunbubIii I'emopuiusa A
IJ100YyJIMH)
IX (pakrop Kpucrmaca) I'emopuiausa B
XI (npemmecrsennnk I'emopuiaua C
TPOMOOILJIACTHHA)
X (paxTop CThI0apPT- bojae3nb Croroapr-IIpayspa
IIpaysp)
XI1I (pakrTop Xaremana) boJjie3Hb XaremMaHa




I'emoppazuueckuir ouames npu
NAMmMo102UuU KOAYJIAUUOHHO20 36CHA

cemocmdasda
I'eMaToMHBIN THII CMelIaHHBIN THII
KPOBOTOYHMBOCTH KPOBOTOYMBOCTH

Yijiunenue

AIITB

I'emogpunua A,B bone3nv Bunneopanoa



Platelet

Gpliblla Gpliballa

AGGREGATION vWF
Gplitilia Gpliilla
Platelet

ADHESION

Gplb Gpib

vWF

Gplb Binding
Induces Gplibllla
Expression



I'emopuiausa A

22 mapTta 1791 .
aMepuKaHCKOUN raseTe
«Gazette» ObLi1a HanmeuaTaHa
3aMeTKa 0 cmepTtu 19-neTHero
IOHOLUU n3-32 KPOBOTCUYCHUSA
BcJeAcTBHE HEOO/bLUOM PaHbI
Ha Hore, KPOBOTOUYUBLUAA
HEeCKO/IbKO AHeu. B
npeabiaywme roabl 5 ero

e ANHOKPOBHbIX OpaTbeB
YMEP/IN OT TaKNX Xe




FEMO:R Juda A

HacuaeacrBeHHbIN , peleCCUBHBIMN,
CBSI3AHHBIA ¢ X-XPOMOCOMOH
reMopparnyecKuy amare3, 00ycjaoBJIeHHbIN
aepuunuTOM
WJIA MOJICKYJISAPHOM aHOMAJIMeH

dakTopa VIII.
ero NPOoKoOAryJsstHTHOH 4YacCTH.

Crpykrypa VIII ¢pakrTopa:
VIII:K — npokoaryJssHTHasi 4acTh
VIII:Kar — aHTUreHHasaA 4acTh

VIII:FW — ¢dakrop Buiiieopanga
VIII: FWar — anturen ¢gpakropa Buiiieopanga




IemMmouausa A:
KIAUHUKA

boJer0T MY>X4YHHBI

I eMaTOMHBIN THUII KPOBOTOYHUBOCTH:
reMapTpo3bl, OJKOXKHBIC, MEKMBIIICUHbIC,
cyodacuuanbHbIC U 3a0PIOIINHHBIC
reMaTOMbl, HApY>KHBIEC KPOBOTECUCHUS IIPHU
TpaBMax. I emarypus, KpOBOU3IUSIHUSA B
OpBIZKEMKY U CTCHKY KHIIIEYHUKA, TOJIOBHOM
MO3T U €r0 000J0YKH

«OTCPOUYEHHBIE KPOBOTECUCHUS
Bo3pacTHas 3BOJIIOIUS CUMIITOMOB 00JI€3HU



I'emopuiua A:

AUATHOCTHRKA

OC00€HHOCTH KIMHUYECKONU KAPTHUHBI U
HACJIeACTBEHHBIN XapaKkTep 00J1e3HH

3HauyuTeabHOe yaiiuHeHue AII'TB npu
HopMmaJjabHOM IITB u TB

Kopperupywinue npoosni ¢ C3I1 u
CyOCTpPATHBIMM ILIA3MAMH

KosimuecTBeHHOE ornIpeaeieHue (paKkTopa
VIII B m1azme



CreneHu TAXKECTH reMOo(puJInm.

1. Tsxenas popma - ¢ ypoBHEM (hakTOpa
VII/IX - 0-1%

2. CpenHell TSKECTH - C YPOBHEM (paKToOpa
VIII/IX - 1-4%

3. Jlerkas ¢popma - ¢ ypoBHEM (paKTOpa
VIII/IX 6oxee - 5%

4. MaruoutopHas popma - HaIu4ne
MHruouTopoB K VIII/IX dakropy.



Bce 6onvnvie nacareocmeennvimu Koazyionamuamu
HAXO00AMCA HA OUCRAHCEPHOM YYeme U pa3 6 200 NPOX00am
caeoyruiue 00C1e008aHUA:

¢ AaHaJIu3 KPOBH,

¢ MOYH,

¢ OMOXMMMYECKHE UCCJIeIOBAHUS,
¢ TIpylina KpoBH, pe3yc,

¢ BHY,

¢ RW,

¢ MAapKepbl BUPYCHOI'O reraTura,

¢ YpoBeHb aepuuuTa pakTopa CBEepThHIBAHUSA, KOATYJI0rPaMMa ¢
arperanued TpoMOOIIMTOB,

¢ OCMOTP CTOMATOJIOra,

¢ opromnena.



Jleuenue cemodpunuii

¢ JleyeHHe naroreHeTHYECKOE: IIEPEIUBAHNUE
reMOIIpenaparoB, COAEPKaIUE OTCYTCTBYIOIIME
(baKTOPBI CBEPTHIBAHUS KPOBH — KPUOIPEIIUIINTAT,
koHueHTpaThl VIII u IX pakropoB. /lo3a 3aBUCHT
OT TSK€CTH IeMO(HIINM.

¢ IIpodunakruka: VIII dpakrop-remadu,
UMMYHAT, OKTaHauT. IX-UMMyHUH, OKTaHaMH.
VII-HoBo-CeBeH-npH JIHOOBIX KPOBOTCUCHHUSIX,
Ipyu HOpMaIbHBIX TpomOonuTax (1dmak-12 TeIC.
pyOI1., HY>)KHO OT 2-70 6 3a OJIMH pa3)



OKTAHAHH @ (DHJIBTPOBAHHBIH)

.

ONTOMOMe D
 ———

BPAE e s s mnan. - .4-\-1“

OoKTaHawnH © Eill

C ueabio JJIUTEJIbHOU NPOPUIAKTUKHA
KPOBOTCYECHHUN NMPH TAKEIOU

remo(puauu B npenapar BBoadT B 103€

20-30 ME/kr 2 pa3a/nen.

NHorna, 0c00eHHO B M0OJIOIOM

BO3pacre, npenapar

cJieyeT BBOAUTD Yalle UM B 00JbIINX 103aX.

1 o, 1 M
roToBOIO p-pa
YyeJI0BeueCKUi (hakTop 250 ME 50 ME
CBepThIBaHUs KpoBH [X 500 ME 100 ME




OKTAHAT (OCTANATE)

OKTQHQAT =y
o A ok J1s1 onumenvHoU npogunakmuxu
:'_‘:":_—— OKraHOT IIPH TSDKENTBIX hopMax remModuinm A
= % pPEKOMEHTyeTCsl BBEICHUE Mpenapara
_mi',__,__ 3 B 103¢ 20-40 ME/Ha kT Macchl Tena
OKTOHAT m Ka)Kaple 2-3 JHS..

“ﬂoo«eo m-po.uvnmue
:C-:‘ -—-
Ladeaad - -~

It
O . P b e A brtes
- Ay —— - 1
) -

1 ¢ 1 ¢

yesjioBeuecKkuil pakTop cBeprhiBaHus KpoBu VIII 250 ME, 500 ME,

YTO COOTBETCTBYET COAEPKAHUIO DeJIKa 5.5 mr 11 mr




Kosum-/[BH (Koate-DVI)

I—— 151 onumenvHou npohunakmuxu
IpH TSOKEIBIX (hopmax remobuanu A
PEKOMEHIyeTCsl BBEACHHUE Ipenapara
B 03¢ 20-40 ME/ga kr Macchl Tena

Antihemophilic
Factor (Human)

| Koate™-DVI

Dot i s ; | KaxJple 2-3 nHs. B HEKOTOPBIX cllydasx,
e . 0COOEHHO Yy IMaIMEHTOB MJIAJIIIETO BO3pacTa,
Beverd : U151 MPpO(MIIAKTUKU FeMOopparuu

MOKCT HOTpe6OBaTBCH YMCHBIICHNUC NHTCPBAJIOB
MCXKAY BBCACHUAMUA WJIN YBCIIMYCHUC 03 IIpCIIapara.

1 .
BBICOKOOYHIIICHHBIA CYXOW KOHIICHTPAT 200-399 ME*
YEJI0BEYECKOTO aHTUTEMO(PUIBHOrO (hakTopa 800-1400 ME
(AT'®D, dpakrop VIII, pakrop Bunnedpanna)




Pacuem 0o3wvt hakmopa ceepmuieanus

+ Opnna equauna gakropa ceepreiBanus (1 ME),
BBEJICHHAS 13 pacuyeTa Ha 1 Kr Beca OOIBHOTO,
MOBKIIIAET aKTUBHOCTH (pakTopa VIII B mia3zme Ha
2% 1nipu remopuinu A u pakropa IX Ha 1% 1pu
reMouianu B.

dopMyJia pacyera 1035l nmpenapara:
X=MxL, roe

M - Bec OOJIBHOTO.
L - IpOIIEeHT KeIaeMoro ypoBHs (hakTopa.



Tun KpoBoTEUYEeHUS

TepaneBTHYeCcKH
Heo0X0IUMBbIii YPOBEHb
aKTUBHOCTH paKTOopa
VIII B ni1azme

/lo3a mpenapara, HeoOXoauMas AJsi
NOIePKAHNS TePANEBTHYECKOI0 YPOBHA
¢paxropa VIII B ni1azme

Mauibie KpoBOTEe4YeHHs (IIOBEPXHOCTHbIE

10-20 ME/kr maccel Tes1a. BBectn
MOBTOPHYIO /103y, €CJIM COXPAHSIOTCSA

reMopparum, paHHue KpoBOTeYeHHMS, 20-40%
KpOBOTEUEHHS B CYCTABI) CHMIITOMBI NPOIOJIKAKIIET0Cs
KPOBOTEYeHMSI.
YMepeHHO-BbIpaKeHHbIE KPOBOTECYEHHS
(KpOBOM3JIMSIHUA B MbIIIIbI, KPOBOTCYEHHUS 15-30 ME/kr maccsi Teqa. Ecain
B I10JIOCTH PTAa, ABHbIE [eMapTPO3bI, 30-60% He00X0AMMO, IOBTOPUTH BBECHHE B TOM Ke
OYeBHMIHAS TPABMA) no3e uepe3 12-24 y.
MaJgble XupypruyecKkue BMelareJbCTBa
BripaxkeHHBbIE U )KU3HEYTPOKAIONIHE
KPOBOTe4YeHNsI (BHYTPU4YepeNnHbIe
KPOBOTEYECHHS, KPOBOTEUECHUS B OPIOIIHYIO,
rpyanyo noJocrtu, ITHC, IlepBonauanbHas n103a 40-50 ME/kr maccel
perpodapuHreaJbHOe HIH 80-100% Tesa. Ilosropuas no3a 20-25 ME/kr maccsl
peTpPonepuTOHEATbHOE IPOCTPAHCTBO, TeJia Kaxable 8-12 .
KAICYJ1y NOAB3A0IIHO-TIOSCHUYHOH MBbIIIIbI)
IHepesombl
TpaBMbI 10J10BbI
Ipenonepannonnas no3a - 50 ME/kr
Maccel Tesa. Yoenutnsesa B 100%
aKTUBHOCTH 10 onepauuu. IloBropurs
OO0mupHbIe XMPpYPruiecKne BMelaTeIbCTBA 100% BBe/IcHHE MEPBOHAYAJIBHO cIycTs 6-12 4

nocJie onepamum, MNpoaoKas jedeHue B
Teuenue 10-14 nHeii 10 MOJIHOTO
32;KHBJICHHS.



IIpuoOpeTeHHbIE KOATYJIONATHH

o [Hepuuum eumamuna K

o Jleuenue HEeNPAMbBIMU
AHmMuUuKodaczyjisanmamu

o Jleuenue uncudoumopamu mpomouna

o Jleuenue akmueamopamu puopunonusa

o /ABC cunopom



IHamonocusn neuenu u
OunuUapHoOU CuCmembol

XpOHMYeCKUM renaTuT, LMppo3 >
neYeHOYHO-KNEeToYHas Vil
HeJOCTaTOYHOCTb -
IX
—
X

“ Hapymene CHMXeHue cuHTe3a
OTTOKA KeJIUYH cbaKTOPOB KanYHﬂLIVWl
M BCACHIBAHUS
ButamuHa K




Mexanuzm oeunicmeusi HAK

ButamuH K

AHTaroHnsm
BuTamuHa K

CuHTe3

BapdapuH HehYHKLMOHANbHbIX
¢hakTopoB Koarynsauuu




JledeHMe MHITHOUMTOPAMU TPOMOHMHA
(remapuH)

o Jlokanvnvie cemamomeul 6 mecmax
UHBEKUUU

¢ Kpoeomeuenusn uz ouazoe oecmpyxkuuu

& (CUHAYKOBAA KPOBOMOUUBOCHbY NPU
pazeumuu «2enapuHoBoll
mpomoouyumonenuuy - 10-15%

¢ Yonunenue AIITB u BCK



JIMarHOCTHKA NPUOOPETEHHbIX
KOALVJIONATHI

¢ Anammnes, nanuuue npuIHaAKO8 OCHOBHOZ20
3a001e6aHUA

¢ Cmewannwviii mun Kpoeomouueocmu.

-CUHAKU, HOCOBbIE KPOBOMEYUECHUA, 2EMAMYPUS —
nepummrt VII u X;

-cheleOOllHO-Kume‘lele U MAmMoOuUHbBIE KDOBOMEUCHUA

— aedumur 1X
¢ Yonunenue AIITB, IITB, IITH, MHO



Onpeoenenue MHO

1B nauvenTa B cekynnax '\ MAY
MHO = (Hoplvlaanoe MB B cexyHaax )

MHO = MexayHapogHoe HOpmanuM3oBaHHOE OTHOLLEHWe
MUY = MexxayHapoaHbIN UHAEKC YYBCTBUTENILHOCTH




Jugppepenuyuanvnan ouaznocmuka
zemoppazuil 8 3a8uUcumocmu om oeghekma 6

cucmeme cemocmasda

Buj remopparui TpombonuTapHo- KoaryasinmoHHbBIT
COCYIMCTBIN Ae(eKT nedexT
IloBepXHOCTHBIE Yacrblie, npody3Hbie 1 Peaxo n
KPOBOTECYEHHUS JAIHTEJIbHbIE HeBBIPAKeHHBIE
CnoHraHHbIe He0oub1uue, OO0mupHbIC.
KPOBOMOATEKH H NOBEPXHOCTHLIE. I1y0ookue.
reMmaTomMbl
MHOKeCTBEHHbIE U30JIMPOBAHHDbIC
KoxkHast 1 ciIu3ucTas O4YyeHpb 4YaCTO Peaxo
nmypiypa
I'emaprpo3sl Ou4eHb peaxo Yacro

KpoBoreuenus: npu
1y0OOKHMX
MOBPEKACHUSIX

Yamie BOZHUKAIOT
cpasy

Bo3Hukalor ¢
3aMo031aHuEeM




Bazonamuu —
reMopparudeckme
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boJae3sns Panaro-0Ociiepa

HacJieacrseHHas reMoppara4eckas
TEJCAHTHOIKTA3HUSl, BCJICACTBHE MOPAKCHUSA
MHKPOCOCYI0B M3-32 Ae(PpMIUTA B HUX KOJLJIAICHA

Xapakmepucmuka:

v  QYMOCOMHO-0OMUHAHMHOE 34001€6AHUE

v  Peuuoueupyrwwue kposomeuenus ancuomamo3nozo muna,
go3HUKarouwue uauie 6 6-10 nemnem eozpacme: Hocogvle
KpPOBOmMeUeHUA, HCey00UHO-KUuleuHnble, j1e2o0uHble,
MamouHble

v  Teneanzuoisxkmaszuu nHa Koxce u CIU3UCHIBIX

v  Cocyoucmoie anomanuu (AHZUOHBL U APMEPUOCCHO3HDBIE
ULYHMbL 8 NAPEHXUMAMOZHBIX 0P2aAHAX)

v  Omcymcmeue cyuwiecmeennwvix napywenuu ¢ TI' u KI'

v  Bmopuunan /K/[A



I'eopparnyecku BACKYJIUT
(00s1e3nb lllennerina-I'enoxa)

I/IMMyHHOKMHJIeKCHOe BOCIIAJICHHUC U
AC30Praum3almusia CTCHOK MUKPOCOCYA0B C
pa3sBUTHEM MUKPOTPOMO0O0Opa30oBaAHUS
Xapaxkmepucmuka:
[Koscnan zemoppazuueckas colnb: Ha 2071eHAX, Dedpax, rHcueome,
pesice na pykax u auue. Cummempuunasi, RAMHUCHO-
nanyne3nas
C 2emoppazuyecKum 6eHYUKOM U HEKPO3OM 8 UeHmpe.
Hanuvyue smanoe pazeumus snemenmoes coinu.
OCycmaenoii cunopom: cummempuunslii apmpum 201¢HOCHONHBIX
U/Unu KONeHHbIX CYCMaBos
[JAb6oomunanvnwrit cunopom
[Ioueunvrit cunopom (30-50%)
[JPeoxo nopasicenue ITHC u nezkux




Il eopparnyecCKMu BACKYJIHT

(00s1e3nb lllennerina-I'enoxa)

ﬂuazuocmuka:

/Tunuunan KIuHUYUECKAA KaAPpMUHQ

/Backynumno-nypnypHolii mun Kpogomouueocmu

/2unepyenooyiunemus, yeeauuenue IgA u IgM,
nosvinienue LUK

v Hapacmanue Kpuo2noodyiunog 6 niame

v’ Yeenuuenue ¢ nnazme FW

v/ /labopamopubie nokazamenu aKmueHoCmu

80CNAIUMENIBHO20 NpoUecca
(CO3, CPb, puobpunozen)
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Jleuenue

IlocTeabHBIN peKUM
I unoajuiepreHHas gmera

AHTHATPEraHTHAsA Tepanus:
KYpPaHTUJI-3-5 MI/KI, TpeHTaJ -5-10
MI/KT, acnupuH-3-10 Mr/kr B Teuenue 3-4
Heaelb, IPpU HedpuTe — 10 6 MecsaLeB

AHTHIOAryJISIHTHASI Tepanus: renapuH —
200-500 ME/kr/cyT

AHTHTHCTAMUHHBIE Npenaparbl



I'KC-2 mr/kr-7-14 qjHe# ¢ mocjaeayrmum
CHUKEHHUEM T03bI

< HIIBII
¢ HMMyHoaenpeccaHThbl IpU HeppUTax
+ Ilmasmogepes

¢ CuMnroMaTru4yeckasi Tepanus
(00e300MBaKOLIME, CIIA3MOJIUTHKH)



«YTOOBI MEpEBAPUBATH
3HAHMS, HY>KHO ITOTJIONIATH
MX C allICTUTOM
Anamonv @panc




