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CUCTEMA 1'EMOCTA3A

I'EMOCTA3- 510 QVHKIMS OPIraHyU3Ma, HalIpaBICHHAS:

°C OJIHOM CTOPOHBI Ha COXpPaHEHHE >XUJIKOTO arperaTHoro
COCTOSIHUS KPOBH B HEIOBPEKICHHOM KPOBEHOCHOM pyCIIe,

*C IPYroil CTOPOHBI, HA 00E€CNEYEHUE OCTAHOBKH KPOBOTEUYECHMS
U TIpegoTBpaiicHue (U3UOJOTHUYECKH 3HAUMMOM KPOBOIIOTEPH
IIpY MOBPEXKACHUN KPOBEHOCHOT'O COCY/IA.

OyHknusremMmocrtazaobecneunBaercs Onarogap4

B3aMMOJCHCTBHIO psAJa CTPYKTYp U BEIIECTB OpraHH3Ma,
kotopeie 00pazytor CUCTEMY I'EMOCTA3A.




KOMIIOHEHTBI CUCTEMbBI TEMOCTA3A

Cocyaucrasi CTeHKa,

TpomGouuTHI M APYrue KIeTKH KPOBH,

Ili1a3MeHHbIe KOMIIOHEHTHI (OCJIKH, MENTUIBI M HEOCITKOBBIC
MeINaTOPhl TeMOCTa3a, IIMTOKUHBI, U JIP.)

[IpokoaryisiHThl,

MHruOMTOPHI KOATYISALNN, AaHTUKOATYJISTHTHI.
[IpopubpuHOTUTUKY,

NHrnoutopsl puOpuHOIHN3A.




JHI0TEJINH

MHTAKTHBIN Y3HAO0TEIUN 00JIagaeT aHTUKOATYJISTHTHOM aKTUBHOCThIO

Cro¥i IIIMKOKaJIMKca, 0OpalléHHbIN B MPOCBET COCY/Aa,C BEICOKOM J0JIeH
renapancynbdara (B komiiekce ¢ anturpomounom 1 1o 80%
aTUKOATyJISTHTHOW aKTUBHOCTH)

OTpunaTebHbIM TOBEPXHOCTHBIN 3apsi]l

[TaccuBHO mpeaoTBpaIiaeT KOHTAKT KPOBHU ¢ CyOdHI0TEINEM

Brizienser BemecTBa, NpensITCTBYIOIINE KOATYIISIUA, aliTC3UH,
arperanuu
[Tpocranuxnun (I11'12)

CBs13aHHBIN ¢ MEMOpaHOI TPOMOOMOYJIHUH (B KOMILIEKCE C TPOMOMHOM
akTuBupyeT npoterH C)

WNurudurop mytu TkaneBoro dakropa (UIITD, TPFI)

[Tpu noBpexAeHNN SHAOTEIUMN MPOABISAET MMPOKOATYIISIHTHBIE U
pOBOCHIAJINTEIbHBIE CBOMCTBA ((P-p Buiiedbpanna, TD, sHg0TEIMH
— CTUMYJISITOP Ba30KOHCTPUKIIVK)




AKTHUBAIIMA D HAOTEJIUOIUTOB

[Ipu OTCYTCTBHUU KAaKUX-JTMOO MOBPEKIESHUMN BHICTUIIAIOIINE COCY/
SHJIOTEIUAJIBHBIE KJIETKH 00J1aJ1at0T TPOMOOPE3UCTEHTHBIMU CBOMCTBAMH,
YTO CIIOCOOCTBYET MOAAEPKAHUIO )KUJIKOTO COCTOSIHUS KPOBH

[Ipu mOBpEXACHUU DHAOTEIUH TpPaHCHOPMUPYETCS B MOIIHYIO
MPOKOATYJISHTHYK) IIOBEPXHOCTh 3a CYET CHUHTE3a U BBIICIICHUS
ciaeayrmux (GakTopoB:

TkaneBoit ¢pakrop (TD)

dakrop Bunnebpanna

daxrop V

WHrnouTopsl akTUBaTOpa IJa3MUIHOTSHA
NnJI-1

DunorennH-1




TpoMOOUUTEI

[IpogomkuTenbHOCTD kU3HU 7-10 cyT

ExxenneBHo 10-15% tnupkyadpyromux TpOMOOLIMTOB PacXoay€eTCs Ha
noaaepkaHue TpouKU U QYHKIIMOHUPOBAHUS SHIOTEIIHS

OCHOBHBIE (PYHKIIUU:

e DOpMHUPOBAHHUE IIEPBUYHOM TPOMOOIIUTAPHON IPOOKH 3a
CUHCT aAIC3nn U arperaimuu

Anre3us K CyOSHI0TEIIHIO
AKTHBaIMS C BBIOPOCOM MEIMATOPOB M3 TPaHy/l XpaHCHUS
Arperanus

e Karanu3 koaryisaimoOHHOTO TEMOCTa3a
IIpenocraBnenue @JI moBepxHocTH (P-p 3 TPOMOOIUTOB)
BrIOpOC mpoKkoaryassHTOB U3 IYJIOB XpaHCHUS

e Perpakuus crycrka KpoBu

o CTUMYJISLIMA JIOKAJIBHON Ba30KOHCTPHUKIIMM, peHapaluu



AKTnBaumsa TpomoouunToB

HeakTUBHBIN TPOMGOLIMT Tpom6ouuTbl B 06paTUMOli cTagum TpomGouuT B Heo6GpaTUMON cTaaun aaresnumn
(anckounT, NnacTuUHkKa) KOHTaKTHOW aKTUBaLuuu (pacnnacTtaHHasa opma 6e3 BHyTpeHHero
(map oBHAHBIE (POPMBI coaepXXMMoro - ""TeHb TpomGouuTa')
c ncesponoausMn)

oOparuMas HeoOparuMast

*TpomOomuT MeHsieT GopMy C TUCKOBUIHON HA CPEPUUECKYIO, Y HETO MOSBIISIFOTCS TICEBIONOIUU.

*Ha memMOpaHe TpOMOOIIMTOB SKCIIPECCUPYIOTCS HJIHM MOBBIIAIT a)UHHOCTH PEIEeTTOPHI
TPOMOOIIUTOB.

[ Ipoucxoaut cexpenus coiep>KUMOro MyJoB XpaHEHUsI TPOMOOITUTA.

*TpoMOOLIUTHI PUKCUPYIOTCS HA TOBEPXHOCTAX (CyOIHIOTEINAIBHOM MAaTPUKCE U JIp.) U (UJIIN)
COCIMHSIOTCS IPYT C IPYTOM M APYTUMHU KJIETKaMU KPOBH (IIPOUCXOAUT aJIr€3Usl U arperamus).




IIpokoaryJsiHThI IJ1a3Mbl

Yuyacrue B Ha3zBanmue Bpemst MecTO CHHTE3a

KOATyJISIIUA N0J1yBbIBeleHUsI (mpenMyIIeCTBEHHO)

o0 mii ®OuépuHOreH 64 - 120 Ileyenn,
MerakapHoIHThI

o0mmi IIporpomOuH 48-120

NNe4YCHb

o0mmii NpoaKueJepuH 12-24 Ilevenn,
MerakapuouuThbl

BHELIHU NPOKOHBEPTHH 4-6
neYeHb

BHYTPEH AHTHreMOQUIbHBIN I100yJIMH
1eYeHb, IJHAOTEJIHI

BHYTPEH ®-p Kpucmaca

Ie4YCHb

o01Iui ®-p Crroapra-Ilpayspa

INe4YeHb

BHYTpEH IIna3MeHHBIN NPeIeCTBEHHUK
TPOMOOIUIACTHHA MeYeHb

BHYTpPEH ®-p Xaremana Nne4YeHb

o0 u i OuOpUH CTAOUJIM3UPYIOIIH MeraKapHuoOmMuThI
(paxkrop NeYeHb
BuyT ®@-p Buusieopanaa Merakapuomurhl,

TpoMOOI1L YHAOTEJIH I




KoaryassiyMoOHHbIN reMocTa3 (YnpoueHHast cxemMa)

BHyTpeHHul 1y Th

Xl
BHemHuii nyTh \

X] XaremaH-
TP 3aBUCHMBIH
' ¢ubpunonus

ATIIl+remapun)
Xl

| e o1 = N =P HoOM

POMK O-onmepobl




OI'PAHUYEHHUE ITPOLHECCA CBEPTBIBAHUASA
KPOBU

[To Mepe ynasieHus: OT 30HbI IOBPEKACHUS IPOUCKXOAUT
ocCJa0JIeHUE MPOKOATYISTHTHBIX CTUMYJIOB U YCUJICHUE
AHTUKOATYJISTHTHBIX,

HenoBpexaeHHbIN SHA0TEINN 001aaeT aHTUKOATYISSHTHBIM
MMOTCHIIUAJIOM,

Ha Bcex aTamax cBEepThIBaHHME KPOBU KOHTPOJIMPYETCS ICHCTBUEM
UHIMOUTOPOB.

AHTHUKOATyJISTHTHI:

BuTaMuH-K-3aBucumsie nporeunsl C+S (V u VI dhakroper),

aKTUBUPYeMbIi renapruHoM aHTUuTpoMOuH III (p-per X, X u ll)

OaHOBPEMEHHO C 3aITyCKOM IPOIIecca CBEPTHIBAHUS 3aITyCKACTCS
npolecc GpuOpHHOIN3a, a 10 Mepe YAAICHHUS OT MECTa ITOBPEKICHUS
COCyJla ¥ IO Mepe Pa3BUTHS peHapani TKaHeH aKTHBHOCTH

(udprHOIM3a HAUMHALST BCe Oosee mpeodIagaTh Hal
CBEpPTHIBAHUEM.




OHEHKA COCTOAHUSA CUCTEMBbI
I'EMOCTA3A

e (OIleHKa ceMEMHOro aHaMHe3a;

JaHHBIE 3@ HACJIEACTBEHHOC HaApylIeHHUEe reMocTasa
reMOpPParuvyecKoro Wik NpoTpoMOOTHUYECKOTO XapaKTepa

e OIleHKAa KIIMHNYECKUX TaHHBIX .

HAJIMYUE TEMOPPAruvyeCKOro CUHAPOMA , HE COOTBETCTBYIOIIETO IO
TSHKECTH,  JJUTEIBHOCTH WM  XapakTepy TPaBMUPYIOIIETO
BO3JICUCTBUA

HaAJIMYME OKKJITIO3UPYIOLIUX TPOMOO30B Y JIMI MOJIOAOTO BO3pacTa

e OreHka 1a00OpaTOPHBIX JAHHBIX:

17 a 6 o p a T O p H BIL € NI p M 3 H a K H
reMOopparu4eCcKoro/TpoMo0hUINYECKOrO COCTOSHUS




OLIEHKA TPOMBOIIUTAPHOTOTEMOCTA3A

°® BpeMﬂ KPOBOTCUYCHUSI (HE AMAarHOCTUYECKAsi METOUKA):

[lo A#BH. IIUTENBHOCTh KPOBOTEUEHHS M3 3 HACEYEK CTaHIapTHBIM
ckapudHuKaTOPOM U3 Mpeariedbs npu komnpecuu mieda 40 Mm pT.cT. (HOpMA
10 7 MHH.)

[To IIuTHKOBOW: BpeMs KpPOBOTEUEHUS M3 CTAHIAPTHOTO IIPOKOJIA Maabla
OITYILIEHHOTO B (PU3HOJIOTHUYECKUNA pacTBOp Temneparypoit 37 rpas.

IIPOKOJI MOUKH yxa — 1o [[proky (Duke)

[Toacuer kommdecTBa TpPOMOOIIUTOB (150 - ~ 400 x 109 /71.)

ABromaTtusnpoBaHHoe Bpems kpooreueHus (PFA 100)

AHanu3 arperagud TPOMOOINMTOB Ha ABTOMATHUYECKUX
arperomerpax

KocBeHHo o TpomOosnacrorpaduun




Bpema kposomeuenus

COOTBETCTBYET BPEMEHH, KOTOPOE HEOOXOIUMO JJIs
00pa3oBaHUs TPOMOOIIMTAPHON MIPOOKH U
XapakTepusyeT (YHKIIMOHAIbHYIO aKTUBHOCTD
TPOMOOILIMTOB 1 MX B3aUMOACHCTBUE C COCYAUCTOMN
CTCHKOM.

BpeMs KpoBOTEUCHMS YIIUHICTCS IPU TSKEIIBIX
HapyILICHUSIX IEPBUYHOIO TeMOCTas3a
(TpOMOOIIUTOIIEHUH, TUCPYHKIIMA TPOMOOIIUTOB M
OoJie3HM Buieopanja), HO He BBISIBISET BCEX
TPOMOOITUTAPHBIX HAPYILICHUM, T.€. UMEeT HU3KYIO
4yBCTBUTEIHLHOCTb.

Bpems KpoBOoTEUEHUA HEe M3MEHACTCH TP
KOAryJa0naTusX.




OLHEHKA IIVIASMEHHOI'O 'EMOCTA3A

Bpewms cBEpThIBaHUSA LIETBHOM KPOBU

AKTUBUPOBAHHOE YacTUYHOE (MmapuuaibHOE) TPOMOOIIACTUHOBOE
Bpemsa (AUTB, AIITB) oTpaxkaeT aKTHBHOCTb (PAKTOPOB BHYTPEHHEro U
00I11ero My TH

[IporpomOuHoBoe Bpemsi (IIB) - BpeMsi CBEpThIBaHUS MJIa3Mbl IIOCIE
no0aBjeHUsT TPOMOOILUIACTUH-KAJbIIMEBOM CMECHU - XapaKTepu3yeT
(baKTOPHI BHEIIHETO M OOIIEro MyTH.

TpomoOunoBoe Bpemsa (TB) xapakrepuzyeT KOHEYHBIM »3Tal mpolecca
CBEpThIBaHUS — TIIpeBpameHue QuOpuHoreHa B GUOPUH 1O
IEUCTBUEM TPOMOUHA.

YpoBeHs (pubpuHOreHa




[mobanbHble TeCcTbl reMocTa3a
BPEMSA CBEPTbIBAHUA LIENEHOW KPOBM (no Nu-Yaiiry):

@ B CTeKnsHHOW npobupke npu 20-25°C — 6-11 MuH

Kpoeb
nayueHma

HecmaHOdapmu3o0eaHo,
6onbwol pa3bpoc
pe3ysibmamos...




TecTbl BHYTPEHHEIO NYyTU aKTUBaALlUN
remMmocCrasa

AYTB, AMNTB -
aKTMBMpOBaHHoOE
YyacTuyHoe Tpombo-
MrnacTUHOBOE BpeMS

i

CaCl,

/ Obpa3zoBaHne TpoMOuHa

I
docconunuab e
+ aKTUBaATOP

Obpa3zoBanue (pubpmHa
|

Mnasma
“+— naumeHTa,
OenHas




KoaryassiMOHHbIA reMocTas (YnpoueHHas cxemMa)

BHYTpEeHHUANYTb

BHewHnM nyTh

XaremaH-
TP 3aBMCUMbIN
' onbpuHonus

ATlll+renapuH
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OLEHKA IIVIASMEHHOI'O TEMOCTA3A

AKTHBHPOBaAaHHOEedYaCTHYHOe (MmapuuajdbHOE)
TpoMOonaactuHoBoe Bpemsa ( AUTB, AIITB) orpaxaert
AKTUBHOCTH (JAKTOPOB BHYTPEHHETO U OOIIETO MMy TH

> BbIpaxaercs B CEKyHIax.

> BrIpaxaercs B Hopmanu3oBaHHOM oTHomeHuu (Hopma 0,85 — 1,15)

Ymmnasiercs npu cHmkenun aktuBHocty ¢. X1, X1, X, VI, V, X, 11
( | — mpum 3HAYUTENHLHOM CHHXCHHH KOHICHTpAIHH),

npekajuiukpenHa (IIK), BBICOKOMOJIEKYJISIPHOTO KHUHHUHOTEHA
(BMK)

y,Z[J'II/IHSIGTCH IIpHU MMOABJICHHUHN BOJTYAHOYHOI'O aHTHKOAI'YJIAIHTA (HpI/I
HCITOJIb30BAHNH YyYBCTBUTCIbHbIX peaKTHBOB)

Hcnonb3yercs sl KOHTPOJIS Tepanvuu HEPPaKIHOHUPOBAHHBIM
rerapuHOM




TecTbl BHeLUHero nyTu remocrasa

MB (N0, % no Keuky) — P \,
npoTpoMBUHOBOE BpeMS M \Q \
(OTHOLLEHME) Pl a0 g oY PN

ol Y : ;?

h2T—
@ O0wwmK NyTL
X

v

v

Obpa3oBanne TpombMHa

]
TpomGonnacTuH ]\ /E
+ Ca?*
Obpa3zoBanue (pubpmHa
MNnasma / kpoBb | |
nayueHTa v

Mnasmy nauueHTa HeNb3A oxnaxaarb (xomodoeas akmusayus . VI).




KoaryasinuoHHbIA reMocTa3 (YIpolueHHass cXxeMa)

BHemuuii nyTh

BHYTpeHHUI NyTb

XI| ~

X] Xareman-
3aBHMCHUMBIN
(¢pudpuHoOIU3

Xl
M => on = Hon

MK O-onmepobl




O EHKA IINIASMEHHOTI'OT'EMOCTA3A

IIporpomounoBoe Bpemsi (IIB) - Bpems CBEPTHIBaHMSA MJa3Mbl TOCJIE J00aBJICHUS
TPOMOOMIACTUH-KAJIBIIMEBONU CMECH - XapaKTepuzyeT (HaKTOpbl BHEIIHETO W OOIIEro
nyTU. BeipaxaeTrcs B CEKyH1ax.

[TporpomomuOBEIE HHAeKCe (IITH), % (75% - 125%). IITHU=(IIB B
xoHTposie/I1B nmauuenta)x100%,
oOparHo mponopiroHaibHo I1B.

[IporpoMmOun 1o KBuky (%) - ananorununo I1TH, Ho pacuétr mpou3BoauTcs B
3aBUCHMOCTH OT KOHIICHTpaIMU (haKTOPOB MPOTPOMOMHOBOIO KOMILJIEKCA.

MHO (INR)- mexnyHapoaHoe HopMann3oBaHHoe oTHomenue, (0,85 — 1,15),
MHO=(I1B 6oasnoro/ I1B B koutposne) *“MINY, npsiMo niporiopiroHayibHo [1B.
Onpenenenne MUY (I1SI) — 00s13aHHOCTH IPOU3BOAUTEIICH TPOMOOILIACTHHA

J1aéT BO3MOKHOCTh CpaBHUBAThH PE3YJIbTaThl UCCIEAOBAHMM J1a0OpaTOPHi, MCIIOIB3YILIUX
PA3JIMYHBIC TECT-CUCTEMBI.

YIUIMHAETCS TPpU CHUKECHUHU aKTUBHOCTH ¢. VI, X, V, I, (I —upu
3HAYUTCIILHOM CHIDKEHUN KOHIICHTPALH)




OHEHKA NTASMEHHOI'OT'EMOCTA3A

TpomoOounnoBoe Bpems (TB) xapakTepusyeT KOHEUYHBIM 3Tam Ipolecca
CBEPTBhIBAHUS — IIpeBpalleHue (puOpuHoreHa B (GUOpUH TOA ACUCTBUEM
TPpOMOUMHA, HAa HEro BJHUACT KOHIEHTpalusi (QuUOpUHOreHA B IJIa3Me€ U
HaJIM4Me MPOAYKTOB jaerpaganuu ¢uOpuHa. BeipaxkaeTcs B CEKyHAaX.

VYanuHseTcs npu rumo-, a-, Wik AuchuOpuHOreHEMUH

YanuHseTcs pu NPUCYTCTBUHU IreapruHa B IUIa3Me

Konuentpanus ¢pudpunorena (1,8 — 4 r/m).

OUOpUHOTEH CUHTE3UPYETCS B IMEUEHH, KOHILEHTpAlUs €ro MOXKET
MOBBIIIATHCS MPU TSHKEIBIX OaKTepHaTbHBIX HMH(EKIUAX, TMPU TpaBME U
TpoMOO3e.

CHuxxeHue KoHUeHTpauuu (¢GubpuHorena: mnpu octpom JIBC-
CUHAPOME; nIucHPUOPUHOTECHEMHUH, CHUXXECHUU O€JIKOBO-
CUHTETUYECKON (DYHKIIUM TICYECHH.

Kommiaekcesl TpoMOMH — aHTuTpoMOMH (TAT). IloBeimarorcs mnpu
aKTUBAIIMU CUCTEMBI TEMOCTA3a JI00T0 reHesa.




KoaryassiMOHHbIA reMocTas (YnpoueHHas cxemMa)

BHYTpeHHUI NyTb
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KOHTPOJIb TEPAIITUU AHTUKOAT'YJIAHTAMHAU U
JAESATPEI'AHTAMU

Tepanusa HeppakuUOHUPOBAHHBIM remapuHom. Tect AUTB. Tepanus
Tpom0030B (AUTB 60 — 80 cek). [Ipodunaktuka (AUTB 40 — 60 cek).

TepanvudAHU3ZIKOMOJEeKYJUSAPHBIMU renapunamMu.Tecrt
OonpeneeHnusl aHTU-Xa aKTUBHOCTH. TepaneBTuueckuil matepnan - 0,5 — 1,0
aHTH-Xa ej1/Mi., npodunaktuueckuit — 0,2 — 0,4,

Tepanus HEeNPAMbIMH AHTUKOATYJSAHTAMH (aHTaroHUcTaMM
puramuHa K). Tect IIB, Beipaxxkennsii B MHO. lleneBoe 3HaueHue 3aBUCHT
OT IPUYMHBI HA3HAYEHUS TIpernapara u koneonercs ot 1,5 no 4.

Tepanusa  aneTUJCAJHIUIOBON  KHUCJAOTOM. AHanmW3  arperanuu
TpoMOOLIMTOB. CHMKEHHUE arperaiuyd TpPOMOOIIMTOB C apaxyIOHOBOM KHUCJIOTOM,
OTCYTCTBHUE BTOPOU BOJIHBI ¢ AJ[D, HOpMasibHas arperanus ¢ pUCTOMUIIMHOM.




Kiaaccupukanus
(B.Glager, M.Buchanan )

o [Ilepeuunvie cemoppazuueckue paccmpoicmaea:
['eMopparuueckas 00JI€3Hb HOBOPOKACHHBIX
HacnencTBenHble koaryinonaruu (remouius, apuOpuHOTeHEMHUS U

%0M60HHT0H6HI/I%CKHG nypaypsl (BpOKACHHBIE — AJUIOUMYHHAs U
TPaHCUMYHHAas

—ayTOMMYHHOE; HAaCJIEICTBEHHbIE — CUHIpOM Buckorra-Onapuya,
TUIO- WIM aruia3usi MErakapHuoLETAPHOTO POCTKA U JIp.);

TpombonuTonaTuu(HacaeICTBEHHbIC, MEIUKAMEHTO3HBIE,
pa3BHUBaroIMecs y peOeHKa Ipy JICUCHUH MaTepHy B IIOCICAHUE JHU
OEpPEMEHHOCTHU CaIUIIMIaTaMU U APYTUMU TPOMOOIIUTAPHBIMHU
CpeJICTBaMM )

Bmopuunbsie cemoppazuueckue paccmpoiicmea:

Hexommpeccuposannbii JIBC-cunapom;

TpoMOOLIMTONIEHNYECKHIT TEMOPPATHYECKUIA CUHIPOM;
0aryJonaTu4eCcKuil reMopparuueckuii CHHAPOM ITPU UHMEKUIUSIX U

reraruTax;

Butamun K-nepuiuTHbI reMopparudecKuii CHHAPOM MpHU

MEXAHUYECKUX KEITyXax;

MennkaMeHTO3HBIN TPOMOOIIUTONATHYECKUI CHHIPOM.




TUnbl KPOBOTOYUBOCTW

no 3.C.bapkaraH 1975,1980

femaToMHbIN — remopunumn A n b

NMeTexnanbHO-NATHUCTbLIU «CUHAYKOBBLIN» NN
napeHXnMMaTo3HbIN, KanunnspHbIA TMN —
TpomMboUNTONEHNN, TpOoMOOLUMTONATUM

CmMelwaHHbIU CUHAYKOBO-reMaTOMHbIU (rEMaTOMHO -
napeHxmmMmaTo3Hbin) — 6onesHb Bunnebpanpa, OBC-
CUHOPOM

BackynutHo-nypnypHbIn remopparnyeckmnm
BaCKynuT

AHrnomaTto3HbIn — 60re3Hb Panar-Ocnepa,
TeneaHrmokTasnm,aHrMomMbl, apTeEPMOBEHO3HbIE
LUYHTbI




X X
: L
I emopparudeckue quare3bl
Koaryionaruu: Bazonaruu:
T'emouius I'emopparuueckuit
BoJie3nn BACKyINT
(00J1e3Hb 1lleneiina-
Buisiedpanna TpomOoumTOnaTHN Tenoxa)
TpomOouTOonIEHNN
TpomOouuTONIEHUYECKAS
nypoypa

(0os1e3HBb Bepabrodga)



HacnencrBennnie

Koaryjgonaruu

Heduuut VII miazmenHoro pakropa KpoBu
I'emodunuu A, B

bone3ns Bunnedpanga™®
['uno-a-gucudpuHoreHEMHUS ™

Hepuuur XIII nnasmenHoro gaktopa KpoBU
Heduuut X mia3MeHHOro pakTopa KpoBU

* - COMPOBOXKIAKOTCS HApYIIEHUEM (PYHKIIUIA TPOMOOIIMTOR
[IprnoOpeTeHHbIE

['emopparunueckas 0one3np HoBopoxkAaeHHOro (I'pbH): pannss (no 24
4acoB )KU3HHU ), KIaccudeckas (Mexay 1-7 qHSIMU )KU3HU), TO3THSS
(co 2-0i1 HEnEeN)

CuMnroMarnyeckass BUTaMuH K—3aBucrumast KoaryJionarus pu
paznuuHbIX 3a00s1eBaHuAX JKKT y HOBOpOXKICHHBIX AeTEH (B TOM
YHCIIC IpU JUCOMO03€ KMIIICUHUKA, ITOJTHOM NapeHTEePaIbHOM MNHUTAHMH,
CUHJIPOME X0JIECTA3a C HAPYIICHUEM BCACBIBAHUA KUPOPACTBOPUMBIX
BUTAMHHOB)

Jlebunut GakTopoB CBEPTHIBaHUS MNpH 3a00JCBaHUSAX TICUCHU,
COIPOBOXKAIOIINXCS ~ HapylleHHeM ¢©€  OeJIKOBO-CHHTETHUYECKOMN
(byHKIMH



KoaryJjonarum:

I emopuiius

e [emoduins —HaciIeACTBEHHOE 3a00JIEBAHUE,IIEPEAABAEMOE 10
PELIECCUBHOMY,CIIETIJICHHOMY ¢ X-XPOMOCOMOMU
TUITY,XapAKTEPUSYIOILEECSA PE3KO 3aMENJICHHON CBEPTHIBAEMOCTHIO
KPOBH U TTOBBIIICHHON KPOBOTOUYMBOCTBIO N3-3a HEAOCTATOYHOU
KOAryJIsiMOHHOM aKTUBHOCTBIO OJTHOTO U3 (PAKTOPOB CBEPTHIBAHUS
KPOBH.

Paznuyarot reModuiinio A, oOyclIOBIECHHYIO AeuuuToM (pakropa
VIII; remodumuto B (6one3up Kpuctmaca) — dakropa IX;
remoduiuto C (0osie3nb Po3eHTans) — HepocTarouHas akTUBHOCTh X1
(dakropa; naparemoduiuro (V dakrop).

IlaToreunes:

Konuentpamus VIII u IX pakTopoB B KpoOBH HEBEJIMKA (COOTBET
ctBeHHO 1—2 mr u 0,3—0,4 mr Ha 100 M1 unu ogHa monekyia VIII
(akTopa Ha 1 MJIH MOJIEKYJ aab0yMHHA), HO TP OTCYTCTBUHU OJHOTO
W3 HUX CBEPTHIBAHUE KPO BU B MEPBYIO €r0 (Pa3zy Mo BHEIIHEMY ITYTH
AKTUBALIMM OYEHb PE3KO 3aMEJISICTCS UM COBCEM HE MPOUCXOIUT.




boabHoM remoduiiuen
HapeBuu Anexceit Pomanos

Koposesa Bukropusi Ob1712
HOCUTEJIEM I'eHa reMopuinu




X-linked recessive, carrier mother

Unaffected Camer
father mother
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] Affected
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Unaffected Unaffected Carmmer Affecled
son daughter daughter son
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Y
Kiaunuka oo

1) nmutenbHbIE KPOBOTEYEHHUS TTOCIIE HAPYIIEHHS LIEJIOCTHOCTH KOKHBIX
MTOKPOBOB M CIIU3UCTBIX 000JIOYEK.

2) CKJIIOHHOCTbh K 0YaroBbIM MaCCUBHBIM KPOBOU3IUSHUSIM (reMaToMaM) B 1101
KOXKHYIO KJIETYATKY, MBIIIII, CYCTaBbl, BHYTPEHHHUE OPTaHbl MOCIIE
MUHUMAJIBHBIX TPABM, YJIaPOB U Ja)K€ CIOHTAHHBIM KPOBOU3IIUSHHUSIM.

KpoBou3iusiHuS B CYyCTaBbl — CaMoO€ XapaKTepHOe ¢ MOMEHTA
CAMOCTOAITEJILHOI0 X0K/IeHUS pedeHKa NPosiBJIeHUue reMopuInm u
HauOoJIee yacTasi NPUYMHA HHBAJTUIU3ANUAN 00JIbHBIX.

ITo yactote JIOKAJIM3allUHN ITOPAKCHHUA PACIIOIArdatOTCA TaK: KOJICHHBIC,
JIOKTCBBIC, I'OJICHOCTOIIHBIC, IVICYCBBIC, MCJIIKHC CYCTAaBbI KUCTEU U CTOlII,
Jy4dC3aIlsICTHBIC 1 MCIKITO3BOHOYHBIC CYCTABHI.

KpoBousnusHue B cycTaB 0ObIYHO HAUMHAETCS CITYCTS HEKOTOPOE BpeMsi
1ocJjie TpaBMbI (4ac U 00Jiee): BOZHUKAIOT OCTPhIE OO0JIH, TOPAKEHHBIN CYCTaB
yBEJIMUUBACTCS B 00BEME, KOXKa HaJl HUM ropsidasi Ha OIYIIb, TOJIOKEHHE
KOHEYHOCTH (PJICKCOPHOE.



I eMaTOMHBIA THII KPOBOTOYNBOCTH




J/lmarmocruka .

1. AHanu3 TaHHBIX POJIOCIOBHOM (MY>KYHHBI IO MATEPUHCKOU
JIMHUH C KPOBOTOYMBOCTBIO) U aHAMHE3A.

2. BeIsiBIIEHYE YBEIIMYECHUS JUTUTEIIBHOCTH CBEPTHIBAHUS
BEHO3HOMW KPOBHU M0 JIu—Yaury.

3. YBean4ueHue BpEMEHH peKaIblIU(UKALIMHY M1a3Mbl U
AKTUBHPOBAHHOI'O YaCTUYHOI'O TPOMOOILJIACTHHOBOT'O BPEMEHU
(AYTB) u HapyuieHus B IepBoi (paze CBEpThIBAHUS KPOBH,
Hu3koro ypoBHs VIII unu IX dakropa.



I'emapTpo3




JledeHue 4

1)BHyTpUMBIIIEYHbIE HHBEKIMH 3anpenieHsbl !!!
(Bce mmpenapaThl MOT'YT OBITh BBEJICHBI TOJILKO BHYTPUBEHHO JIMOO
Ha3HAYE€HbI BHYTPb)

2) JIro0oM JTOKaIM3allui U TSHKECTH KPOBOTECUCHHUE, IIPUITYXJIOCTh
1 00JIb B CyCTaBe, NOJ03PEHUE HA KPOBOUBIUSIHHUE BO BHYTPEHHHUE
OpraHbl — IMOKa3aHUEe K HeMeAJIEeHHOMY (J1a’Ke HOUYbIO0!)
BBEJICHUIO KOHIIEHTPUPOBAHHBIX AHTUIEMO(UIBbHBIX MPEIapaToB.

3) bosibHOM JTOJDKEH pa3 B KBapTall ITOCEMIATh CTOMATOJIO0Ta,
MMEIOIIETO OMNBIT JICUCHHUS JIeTEH C TeMOpUIneH.

4) JIroovle xupypeuueckue eMeumtameibCmed 603.M0NCHbL MOAbKO
nocjie BBeAEHUS NMpenapaToB aHTUTeMO(PUJIBbHOI0 IJ100yJIMHA.
M crionb3yroT J1J1s1 BIMBAHUM JIWIIb HOBEPXHOCTHHIC BEHBI.



JledeHue oo

IIpuMeHsIIOTCS JIBE MPOrPaMMBbI JICUCHHUS O0JIbHBIX TeMODUINCH:
1) cucrematuueckoe TpaHC(Y3UOHHOE JICUCHUE;
2) NepuoOANYECKOe, CUMITOMATHYECKOE TPAHC(Y3UOHHOE JICUCHHUE.

IlepBasi nporpaMmMa 0COOCHHO MOKa3aHa JICTSIM JIMIIb C TSKEI0M
reModuinei: 00JapHbIM remodunueiit A ¢ 1 no 20 get BBoasT
kpuonpeuunurar B go3ax 25—40 EJI/kr 3 pa3za B Heaeno, a npu
remopuinnn B — xonuentpar IX dakropa 25—40 EJI/kr 2 paza B
HEJICIO.

Bropasi nporpamma 1npeycMaTpuBacT BBEJICHUE KOHIICHTPATOB
VIII u IX dakTopoB B EPBBIE YAChI IIOCIIE KPOBOUIIUSIHUS U
oO01mpHO# TpaBMel. [Ipu remodunnu A BHyTpUBEHHO BBOJST
kpuonpenunurar B o3¢ 45—50 EJI/kr maccel, npu reModuinu B —
koHueHtpar IX ¢akropa 35 EJI/kr.



boJue3ns BuisieOpanaa

Hacnencreennoe 3a00J1CBaHUE KPOBH,
XapaKTepU3YIoIIeeCs BO3HMKHOBEHHEM
AMM30IUYECKUX CIOOHTAHHBIX KPOBOTCUCHUI,
KOTOPhIE CXOXKH C KpPOBOTCUCHUSIMH IIpH
reMO(UIINH.

3a001€BaHUE  HACIEAyeTCs 110 IIPUHIIUITY
ayTOCOMHOTI'O JIOMUHHUPOBAHHS.

IlpuynHa  KpPOBOTEYEHHH —  HaApYLIEHHE
CBCPTHIBACMOCTH KPOBHU M3-32a HEAO0CTATOYHOU
akTUBHOCTH (pakTopa Busiiedpanjaa.
PacnpocrpaneHHocTh  Oonie3HnM  BuiieOpanaa
coctaisaeT 1 na 800—1000.




Boae3ns ®on Buiieopanga (mceBaoreModuins) 55:

e B 1925 r. dpon Bunnebdpang odcnenoBai S-JIETHIOK JEBOYKY 10 UMEHU XHO
U3 ICPEBHU Ha AaHICKUX ocTpoBax. Ee MaTh v oTell cTpajiayiv OT
CIIOHTAHHO BO3HHUKAIOIIUX KPOBOTCUCHUI.

Ona Obu1a 9-M peOeHKOM U3 12 netel, 4 u3 KOTOPBIX YMEPIHU OT TSKEIbIX
KPOBOTEUEHU B paHHEM Bo3pacTe. JJokTop Havall u3yuath 3TO 3a00JI€BaHUE JAJIbIIE
U BBISICHWJI, 4TO 66 WICHOB 3TOM CEMbH CTPagaiu OT CHOHTAHHBIX KPOBOTCUCHUH,
qaIe BCTPCUABIIUXCS Y KSHIIHH.

B 1926 r. Buuiedpan mpeanoiokKuil, 4To 3TO HoBast (popma reMopuiinu, U Ha3Ball
ee «rceBaoreModuiarein. B ToM e roy oH OImyOJUKOBANI CTaThIO Ha IIBEICKOM
SI3BIKE.

B 1931 r. ata paboTtaBslilia B ['epMaHnu, OHA MPUBJIEK]IAa BHUMAaHUE Tpodeccopa
bepmuackoroYuuBepcutera Pynu FOprerca. Bmecte onn Haganmm o0cneaoBaTh
MaIIMEHTOB C ITIOMOIIBIO KaMMIIIPOTPOMOO-MeTpa.

IIpodeccop FOprenc 3akatouunil, YT0 BO3BHUKHOBEHUE KPOBOTCUCHUM Y TaKUX
OOJBHBIX CBS3aHA C HApyIIeHHeM (YHKIIUA TPOMOOIIMTOB.

Yoke mo3ke ObLJIO ITOKa3aHo, YTO Y YaCTH OOJIbHBIX 3af0/1e6anue C8a3aHo aubo ¢
oehexmom, 1ubo c omcymcmeuem hakmopa, KOTOPbIA TOKE ObLIT Ha3BaH
(pakTopoM BuisiedOpanjia, UMEIOIIET0 HEMOCPEACTBEHHOE OTHOIICHUE KAK K
arperaiuyd TPOMOOIIMTOB, TaK 1 K IIA3MEHHBIM (DaKTOpaM CBEPThIBAaHMS KPOBH.

e VYMep Opuk Anonbd dhon Bunnedpanya 12 nexadbps 1949 r.



bose3Hub
BunneOpana
Ha3BaHA B YCCTh
Aoonvgh a
Ipuka ¢hon
Bunneopanoa,
(PUHCKOTO

reauarpa,
KOTOPBIN
BIIEPBBIE OIUCAI
3TO

3a00JIEBaHNE B
1926 rony.




ITHOJIOTUSA

JABnsaercs CJIICACTBHUCM KOJIMYCCTBCHHDBIX HUJIN

KauyeCTBEHHbIX HapylieHu OB. beiBaer
HACJICACTBEHHON U MPUOOPETCHHOM.

[IprumnHa HaciaencTBeHHOM bB — MyTanus rexa,
Koaupyromero cuares OB.

SIBigeTcsa caMbIM acggOCTgaHeHHHM

reMopparn4ecKuM 3a001eBaHuEM. dacToTa
HOCUTENLCTBA AepexkTHoro reqa 1:100, no mums 10-30%
HOCHUTEJICH UMEIOT KIIMHUYECKUE MPOSBICHUSI.

OB conepxurcs B a-rpanyiiax Tp, 3HI0TEIUOIUTAX, B
masMe U cyosnaorenranbHoM marpukce. @B cocrout
M3 MYJIETUMEPOB C PA3HOM MOJIEKYJISIPHOM MACCOM, YEM
OHa OOJIbIIIE, TEM BBIIIEC TPOMOOTEHHBIN MOTEHIAAI
MOJIEKYJIBI.

Poss @B B remocrase: ornocpenyer aare3uto Ip K
CyO3H0TETUATBLHBIM CTPYKTYpaM B MEXIy COOOH B

gﬁouecce oOpa3zoBaHus TPOMOA, CITYKUT HOCUTEIIEM
[Id B mnazMe, yajauHss BpeMsl €ro HUPKYJISIHH.




IIaTorenes

B HacTosiiee BpeMsi yCcTaHOBJIEHO,u4TO bB - 310 He ogHO 3a0o0eBanue,a
rpymnna poJCTBEHHBIX FTEMOPPATUYECKUX JUATE30B, 00YCIOBIECHHBIX

HapyILICHWEM CHUHTE3a WJIM Ka4€CTBEHHBIMH aHOMausAMHU DakTopa
Bunnebpanga.(®B)

Oynkuuu OB:
OnocpeioBaHue aare3uu TpOMOOIIUTOB K KOJUIAreHy cyO03HaoTenus (1
arrperaium) B yCJIOBUSX BBICOKOM CKOPOCTH TOKa KPOBH

CeszeiBanue (pakropa VIII:
e— 3aluTa OT MPEKACBPEMEHHOM IIPOTECOTUTUICCKON WHAKTUBAILINN

— JlocTaBKa M CO31aHKUE BBICOKOIM KOHIICHTPAIIMU B 00J1aCTH
MOBPEKACHUS

AKmueHoCmMb NPONOPYUOHATIbHA MOJLEKYISIPHOU Macce (uem Oobuie
paszmepuvl Mynromumepa, mem on akmusnee). Cunmesupyemcsi
SHOOMENUAIbHBIMU KAEMKAMU U Me2aKapuoyumamu




dakTop BussiedOpanaa - 570 MyJIbTUMEPHBIN
TIMKOMIPOTEHH, KOTOPBIM HEOOXOAUM IS adze3u
mpomoouumog(NpuIMIIaHuE, IPUKPEIICHUE
TPOMOOIIUTOB K COCYJUCTON CTCHKU B 30HE

MecTo cBasbiBaHus OVIII

DyHkLUMM OB: - ,
1. Agresus Tpomﬁoumoa
2 ﬂepeHoc‘-MK CDVIII

MecTo cBsi3biBaHUA TPOMBOLUTOB




2 «<— Cna6as ¢popma BB
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4400 4010 @
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¢dopma BB

Y4auThiBas ayTOCOMHO-IOMUHAHTHBIM TUIT HACJIEAOBAHUS, TCHETUYECCKAM PUCK IS
noTtomcTBa coctaniseT 50 % HezaBUCHUMO OT 1oJ1a I1oAa. I'eH, KOJAUPYHOIIHi
nesaTenbHOCTh DB pacroyioKeH Ha JABEHAIATON XPOMOCOME.

bone3ns Bunnebpanna 1 u 2 tuna, TpoMOOIUTAPHBIIM

TUI HACJIEAYIOTCS 110 ayTOCOMHO-JOMUHAHTHOMY THITY, B TO BpeMs KakK 3 THUII
HacCJIeyeTCs 10 ayTOCOMHO-pElleCCUBHOMY TUIY. OJIHaKO, M3BECTHHI ClIy4dau, Koraa 2
TUII TAKXKE HACJIEIOBAJICA PELIECCUBHO.




d®opmbl 00J1e3HM poH BuiiiedOpanaga

(Me:xayHapoaHoe 001ecTBo TpoM003a u remoctasa (ISTH))

Tum 1 (60-80% Bcex ciydacB 3a0o0ieBaHHS) - OTO KOJHMYECCTBEHHOE
HapyLIEHUEe, HE0CTATOYHbIN ypOBEHb OB

Tun 2 (20-30% Bcex caydaeB 3a0olieBaHUSA) - OSTO KadeCTBEHHOE
HapyIlIieHue,, ypoBeHb ¢akTopa BuneOpanga - HOpPMalbHBINA, HO
CTPYKTypa HapylleHa

Tun 3 00ycnoBneH HapyieHuem onocunTe3a FW u xapakrepusyercs
MPAKTUYECKHU MOJHBIM €r0 OTCYTCTBUEM B IIA3ME U TPOMOOLIUTAX.
Hacnenyercs Tun 3 no ayToCOMHO-PEIECCUBHOMY.

TpomoGouuTapHubiii THI (IceBA000E3Hb (PoH Buiiedpanaa) - 3T0 ayTOCOMHO-
JOMAHAHTHBIN TUII bB BhI3BaH yCUJIEHUEM MYyTAallM T'€HA, KOAUPYIOLIETO
IeSITeIbHOCTh TPOMOOIIUTapHOIO penenTtopa dhakropa Buiedopanaa. B jannomM
cllydae MyTalys NPUBOJAUT K U3BMEHEHHIO ydacTKa rukonporeuaa Ib/IX, kotopeiid
CBSI3bIBACT dakTop GoH
Bunnebpanna . YpoBHu anTureHa ¢gaxkropa ¢pon Bumnedpanga u dakropa VIII
HOpPMaJIbHbI. AKTUBHOCTh PUCTOLIETHHA U TTOTEPsI OOJIBIIINX MYJIBTUMED
BunneOpana, 1emaeT 3TOT TUII ITIOX0KUM Ha TUII 2B, HO reHeTudeckoe
TecThpoBaHue pakTopa BuiieOpanjga He OOHApPYKUT HUKAKUX MYTallWdi.




Kiaunuka :

MUKPOUUPKYIIATOPHBIN WU CMELLIAHHBINA THUIL

KPOBOTOYMBOCTH;
XapaKTepHbI IEPBUYHBIE KPOBOTECUCHUS, HAUMHAIOIIUECA CPAa3y MOCJe TPABMBbI;
KO0XHBI TeMOpparn4eCcKuii CHHIPOM: SKXUMO3bI, METEXUH;

KpOBOTG‘-ICHI/I}I N3 TPpaBMHUPOBAHHBIX CIIM3HUCTBIX O6OJ'IO‘-ICK, JIIUTCIIBHBIC
KPOBOTCUYCHHMA U3 JIYHOK YAAJICHHBIX MJIM BbIIIABIIINX 3}760B,

peuUANBUPYIOITUE HOCOBBIC KPOBOTCUCHMUA,

MarouHbIe KPOBOTEUEHU Yy IEBOYEK MOCIIE HaYala MEHCTpYyalluu;

HHTpa- 1 nociieonepauuoOHHbIE KPOBOTECUECHUS;
JKeny1ouHO-KHIIEUHbIE KPOBOTCUEHMUS,
KpoBoTeueHus N3 MOYEBBIX ITYTEU.

Bo03MOKHBI KpPOBOTCUYCHUA U3 MCCT I/IH’bCKI.II/IfI N T'EeMaTOMBbI MAT'KHUX

TKaHEU MOCJe Pa3InYHbIX TPABM



J/lmarmHocruka

Huacnocmuueckue kpumepuu boneznu ¢ou
Bunneopanoa:

® CCMCHHBIM aHAMHE3,
® CMCIIAHHBIM TUI KPOBOTOYHUBOCTH,

® YBEIIMYECHUE BPEMEHU KPOBOTCUCHMUS

Quenxa gpaxmopa on Bunnebpanoa:
® KOJHUYECTBEHHOE CoAepkaHue (pakTopa (PoH

Buieopanga (MccieqoBaHue pUCTOLICTHH-
KO(haKTOPHOM aKTUBHOCTH),

® UHJIYIUPOBaHHAs PUCTOIETUHOM arrItOTHHALIUS
TPOMOOIINTOB

® AHTUICHHAasA CTPYKTypa gakTropa BusmmeOpanja,
CBSI3aHHOTO C Clg)aKTOpOM VI (VIH-$B).




JlaboparopHast amarnocruxka bB

HopmasnbHoe ninn cyOHOpPMaJIbHOE KOJIMYECTBO
TPOMOOILIUTOB,

HopmanbHas uiayu cyOHOpMasibHasl KOAryJysius 1o
tectaM AUTB u IITB;

YIJIMHEHUE BPEMEHU KAIIMJUIIPHOTO KPOBOTEUEHUS TIPH
HOPMAaJIbHOM WJIA CYOHOPMaJIbHOM BPEMEHM CBEPTHIBAHUS;

YanvHEeHne  BPEMEHHM  PUCTOMHUIMH-UHIYLIUPOBAHHOU
arperanuu (PKA);

Huzkas aare3ust Tp K CTEKJIOHUTAM WM CTEKJISTHHBIM
OycuHaMm;

CHIXEHME akTUBHOCTH (pakTopa BuinineOpanaa (MeHee
50%) wnu AelicTBUE MHTHOUTOPOB.




Jleuenue bB oec

OCHOBHOM 3ajJa4a - OPEeOOTBPAILICHUE TSIKEIIOTO IIOPAKECHUS KOCTHO-
CYCTaBHOI'O arlnapara, pa3BUTHs TSHKEJIOW IIOCTIEMOPPAruYeCKOU
AHEMUHU.

[IpoBOaUTCA 3aMECTUTENbHAS TEPAITUS, I YETO UCTIOJIB3YOTCS
(daxTopsl cBepThiBaHUA KpoBU VIII, conepxaiiue dpakTop
Bunneopanaa, 1 npoUIaKTUKA T€MOPParndecKoro CHHAPOMa.

Bricokoa(P(EeKTUBHBI BIUBAHUS CBEKE3aMOPOKEHHOM 11a3MbI (15
MJI/KT), KpHOIIpEIIeIUTaTa IIM IIpenaparoB, coaepxamux VIII:DOB.
Taxxe kak u mpu reMouiInu A, NOKa3aHO Ha3HAYCHUE
aMuHOKaIpoHoBo# KUCIOTH (0,05 r/kr 4 pa3a B 1¢HB), JUIMHOH.

B Tepanuu MOXHO MPHUMEHITHh aHAJIOT €CTECTBEHHOTO
aHTuInyperndeckoro ropmona- JIDABII, BBoasar B/Mm 0,3 MKI/Kr
yepes 12-24 gaca.



TpoMmOouUTONNEHHUSA
XpoHHYecKasi MMMYHONIATOJIOTrHYeCKAas
TPOMOOIMTONEHHYEeCKasl MypIypa
(bosae3nb Bepabroga)

e boJiesns Bepiabroga nepBuyHbli reMOpparnyeCKun JUarTes,
00y CJIOBIICHHBIM KOJIUYECTBEHHON M KaU€CTBEHHOM HE-
J0CTAaTOYHOCTHIO TPOMOOIIMTAPHOI'O 3BE€HA T'€MOCTa3a.

XapakTepHbIMU IIPpU3HAKAMU OOJIC3HU SIBJISIIOTCS HAPYIIEHUS

B COCYIHCTO-TPOMOOIMTAPHOM 3BE€HE reMOCTa3a —
nypnypa (KpoBOU3JIMUSHHUS B TOJIIIE KOKU U CIIM3UCTBIX
000JI0YKax) U KPOBOTOYMBOCTh CIIM3UCTBIX, HU3KOE KOJIUYECTBO
TPOMOOIIUTOB B NEpUPEPUIECKON KPOBH, HOPMAJIbHOE UJIH
MOBBIIICHHOE KOJIMYECTBO METaKapUOIUTOB B KOCTHOM MO3IE,
omcymcmeue CHaeHOMe2aIUU U CUCIEMHBIX 3a00/1e6aHUlL,
T€UECHHE KOTOPBIX MOXKET OCIIOKHUTHCS TPOMOOIIUTOIICHUEH.

bone3Hs Ha3BaHa 10 UMEeHU HeMelKkoro Bpada I1. Bepibroda,
onucasiiero e€ B 1735 ropy.




ITHOJIOTUSA U IIATOreHe3. 3

3a0o0€BaHHUE C HACIIEICTBEHHBIM IIPEAPACIIONIOKECHUEM,
3aKJII0YAIOIIEMCS B HAJIMYMH Yy OOJIbHBIX HACJIEACTBEHHOM
TPOMOOIMTONATHH, B CBSI3U C YEM IIEPEHECECHHBIC BUPYCHBIC
nHpexuu (OPBU, xopsb, kpacHyxa u Ap.), IpOPUIaKTHUECCKUE
IPUBUBKH, (PU3NYECKUE U TICUXUUYECKUE TPABMBI, IPYTHUE
BHEIIHUE (DaKTOPHI, HApYyIIas NepeBapPUBAIOIIYIO (PYHKITHIO
Makpo(aroB, MOT'yT IIPUBECTH K BO3HUKHOBEHHUIO
MMMYHOMNATOJOrMYE€CKOTO NPoIecca — CUHmE3)Y
AHMUMPOMOOUUMAPHBIX AYMOAHMUMEIT.



Kiaaccupukanus o

I1o TeyeHM10: ocTphie (MEHEE 6 MECSIIEB) U XPOHUYECKHUE (POPMBI
HUTII; mocnenuue moapa3aeinsatoTCa Ha BAPUAHTHI: C PEAKUMU
pelUAMBAMM; C YaCThIMH PEIIUAMBAMHU; HEOPEPHIBHO

PELMIUBUPYIOIINE

IIo mepuoay 001€3HU pa3IM4yarOT 000CTpPEHUE (Kpu3),
KIIMHUYSCKYIO0 PEMUCCHIO (OTCYTCTBHE KPOBOTOUMBOCTHU MPHU
COXPaHSIOIIECHCS TPOMOOIIMTOIICHUH ) U KIIMHUKO -
reMaTOJIOTHYECKYI0 PEMHUCCHIO.

110 KIIMHUYECKON KAPTHHE PA3INYAOTCA «CYXHE» (MMEETCS
TOJIBKO KOKHBIM T€MOPPArnd4eCKuil CHHAPOM) U «BJIAKHBIC)
(mypnypa B COYETaHUM C KPOBOTCUYCHUSIMM ) Ty PITYPHI.



Kiaunuka eos

XapaKTEPHbIMU YEPTAMU ITYPIYPHI Y AETEU ABJISAIOTCA:

1) mouxpomMHOCTH (OJHOBPEMEHHO Ha KOXKE MOYKHO
00HApYKUTh TEMOPPAruv pa3HOM OKpacKh — OT KpaCHOBATO-
CHHEBATBIX JI0 3€JICHBIX U KEITHIX);

2) moauMophHOCTD (HapsAIy ¢ SKXHMO3aMHU Pa3HON BEITMYNHEI
UMEIOTCA TIETEXHUH);

3) HECHUMMETPUYHOCTB;

4) CIOHTAaHHOCTh BO3HUKHOBEHUS, IIPEUMYIIECTBEHHO I10
HOYaM.

5)yMepeHHas CIICHOMET IS

6)TpoMOOIIUTOIICHUS

7) TT010KUTEIIbHBIC IPOOBI HA PE3UCTCHTHOCTh KAIIUJIISPOB.

MuesorpamMma odsi3aTejibHa ¢ 1eJabI0 A1u(pdepeHInaIbLHOr0
JIMArHo3a.



CuHsaukoBbIi THUII KpoBOTOYMBOCTH nipu UTII

Pucymon 2. MocrmMnoexuymomMmMbie 3K XMMO3InI
Y NauMeHTa ¢ tpomBounTonennen




JledeHue g

[Ipu 110001 TPOMOOLIMTONCHUYECKON ITyprype (€CIIN UCKIIIOYGH
JIBC-cunapoMm) 1oKa3aHO HA3HAYCHUE AMUHOKANPOHOBOIL
kuciaomoul (0,05—0,1 2/k2 4 paza ¢ cymku)

IToka3saHUSAAMHM K HAa3HAYCHUIO TJIFOKOKOPTUKOUIOB JIETAM,
o0osibHBIM U TII, sBast0TCA: TeHEepaIn30BaHHBIN KOKHBIM
reMoOpparuvyecKui CHHAPOM IIPH KOJIUYECTBE TPOMOOIIUTOB
meHnee 20 x 109 /a, coueTaromuicss ¢ KpOBOTOUYHBOCTBIO
CIIM3UCTBIX 000JI0UEK, KPOBOMBIUSIHUS B CKIIEPY U CETYATKY
rja3a, «BJIAXHAS) MyPIypa, OCIOKHUBILIAACS
IIOCTTEMOPPATUYECKOU AaHEMHUEN, KPOBOU3JIMSHUS BO
BHYTPEHHHUE OPTaHBbI.

IIpeHHU30J10H HA3HAYaOT Ha 2—3 HEACIM B 03¢ 2 MI/KT B
CYTKHU C JAIBLHEUIIIMM CHUKEHUEM J103bl U OTMEHOU IIpenapara.



JledeHne e

[IpennoyTuTebHO UCTIOIB30BATh HUZKOMONEK)IApHble cenaputbl (D) ¢ dosze
65-85 ME na ke maccol mena 8 cymku,; 6800unb Cmpoco NOOKOICHO 8 meueHue 3-
4 neoenw. l[locne 3a6epuienus mepanuu HU3KOMOAEKYIAPHLIMU 2ENAPUHAMU C
Yenbio NPOPULAKMUKYU MPOMOOMULECKUX OCTIOHCHEHUU NAYUEHMAM HAZHAYAIOM
aHmMuKoaz2yaaHmel Henpsamo2o oeucmeus (D) — eapgapun. /lo3y npenapama
Koumpoaupyrom no yposnro MHQO.

[J JIitst ynydiieHus ITpoiecCoB MUKPOIUPKYIISIIUN IPUMEHSIOT HeHMOKCUDUNTUH
(D) enympueenno kanenvHo 6 003e 20 me Ha 200 JHCU3HU 8 CYMKU, 86e0eHUe
npenapama paszoensiemcs Ha 2 npuema. Ilpenapam esooumcs 6 meuernue 12-14
OHell, 3amem HeobX00UMO nepeumu Ha NepopalbHbli npuem npenapama 6 mou
orce 0osze. /[numenvHocms npuema neHmoKcu@uiiuna He menee 6-12 mecayes.
Junupuoamon (D) naznauaemcs 6 003e 2,5 me/ke maccovl mena 8 Cymku 8 2-3
npuema. [{numenvHocmo npuema npenapama He menee 12 mec



JleyueHue TpoMOOLMTONEHUYECKON $32°
nypnypbl C NopaxxeHnem noyekx >

|| detsam ¢ HeppoTHUECKOH U cMeIaHHOH (POPMOI rIoMepyIoHepPUTa PeTHU30I0H
(A) Ha3Ha4alOT B CYTOYHOM J103€ 2 MI/KT Ha 4-6 HeJlellb C IOCTEIIEHHBIM CHUXKEHUEM J10
NOAAEPKUBAIOIIECH JO3bl U OTMEHOM B MOCJIEAYIOIIEM.

] IIpu BBICOKOM aKTUBHOCTH TJIOMEPYJIOHEPPHUTA C MPU3HAKAMHU HAPYIIEHUS (PYyHKIIUM
MOYEK, C BBIPAKECHHBIMU UMMYHOJIOTHYECKUMH HAPYIICHUSAMHU MPUMEHSIOT IYJIbC-
TEepanrIo METUINPEeAHN30710HOM (A) 11o 20-30 Mr/Kkr B/B B TeueHHE 3-X JIHEH B

codyeTanuu ¢ nukiaodochamuaom (D) B 1o3e 2,0 MI/Kr B CyTKH PEr 0S B TeueHue 2-3 Mecs
WM IyJibc-Tepanueit nuknodgochamuaom (D) B moze 0,5-0,75 mr/ M2 1 pa3 B 2 Heaenu ui
500-1000 mr/kr exxemecssaHo, Witk 15 Mr/kr (MakcuMaibHO 1 rp) Kaxasle 2 HEASIU
TPYIKJIBI, a 3aTeM Kaxkable 3 Henenu. [IpeanourutenbHo BHYTPUBEHHOE BBEJICHUE

nukiaodochamuaa. CymmapHas (KypcoBasi) no3a mukiaodochana He J0JDKHA MPEBHIIAThH
200 mr/kr.

| TIpu neyeHnu remMaTypudeckoi popMbl TIoMepysioHeppUTa C COXpaHHBIMU
(GYHKIMSAMU TTOYEK IPUMEHSIOT aHTHarperanThl (aummaamod (D)), naruoutopsr AIID
(kanrrorrpun (D) 0,1-0,5 mr/kr/cyT 3a 1-2 npuema, sHananpwi (D)) ¢ HedhponpoTeKTUBHON

OCJIbIO.



HUTII — HocoBoe kpoBoTeueHue UTII- kpoBousiausiHus
HA CJMU3UCTDIX,




JledeHmue e

IToka3aHus K clJIeHIKTOMUM Y 00JabHbIX UTII:

* «BJIAKHAS» IMMypHypa, NpoAgoLKaroiasics 0ojiee 6 MECsIEB U
TpeOyoIas Ha3HAYECHUS OBTOPHBIX KYpCOB
TITFOKOKOPTHKOUIOB

* OCTpas nypnypa Ipu HATUYUU TIXKEITION KPOBOTOUUBOCTH, HE
KyIUpYOIIEHCs Ha (OHE COBPEMEHHOM KOMILIEKCHOM TepaIuu

* II0JIO3PEHUE HA KPOBOUBIIUAHUE B MO3T.
CIUIEHPKTOMMS HEXKENATEIbHA y JIETEW B BO3pPACTEe A0 S JIET

(0OCOOEHHO 10 T'0/ia), TaK KaK PUCK CEIICuca B 3TOM ClIydae
okosio 1—2%.



Baszonaruu:
I emopparn4ecKuu BaCKYyJIUT
(0oae3nb Illénieiina — I'enoxa)

e [emopparnyeckuil BAaCKYJHUT (CHHOHHUMBIL: ypIypa
[I1énneiitna — I'enoxa, 0one3us lIéuneitna — I'enoxa,
pEeBMaTHYECKas Mypnypa, aJuIepruuycckas mypypa) —
3a00JI€BaHUE, XapaAKTECPHU3YIOIIECECSI CUCTEMHBIM,
BACKYJIMTOM H IIPOSIBIISIIOIIEECS CUMMETPUYHBIMU,
qaie MEJIKOTOYCUYHBIMHA KPOBOMU3IHSIHUSIMHA Ha KOXKE,
OOBIYHO B COUETAaHUU C 00JIbI0 U OTEYHOCTHIO
CyCTaBOB, OOJISIMU B )KMBOTE, HOPAKECHUEM ITOYECK.

B ero ocHOBE JIEKUT aCeNTUYECKOE BOCTIAJICHUE CTECHOK
MHUKPOCOCY/IOB, MHOXECTBEHHOE MUKPOTPOMOOOOpa30BaHuE,
MOpakarolee COCyAbl KOKU M BHYTPEHHHUX OPraHOB (4allle
BCET0 MOYCK U KUILICYHHUKA).




JTUONOINMA U natoreHes 4

IIpyyuHa 00J1€3HU HEe YCTAHOBJICHA, HO Y HEKOTOPBIX JECTEU
OTMEYEHA CBA3b €€ C IEPEHECEHHBIMU OCTPBIMU BUPYCHBIMU,
OakTepHaIbHBIMU HH(PEKIHUAMU (YaIe CTPENTOKOKKOBBIMU —
y 50% 001bHBIX), IPOPUIAKTHUYECKUMHU MPHUBUBKAMH,
BBEJICHUSIMU Y-TJIO0YJIMHA, JIEKAPCTBEHHOM aJlJIepruc,
reJIbMUHTO3aMU.

Beayuyro poJsb B marorenese urpact 111 tun annepruyeckux
pEAKIIM — UMMYHOKOMILUIEKCHBIN, IIPUBOISIINN K JIEUKO-
[IUTOKJIACTUYECKOMY BACKYJIUTY.

MapkepoM BaCKYJMTAa MOXET CIIY>KUTb BBICOKAN YPOBEHb B
KpoBU hakmopa Bunneopanoa (®B). I pyObIx U3MEHEHUIM
CBEPTHIBAIOIIECH CUCTEMbBI KPOBU OOBIYHO HE HAXOJISIT, HO, KaK
MPABWIIO, PETUCTPUPYIOT TEHACHIIMIO K TUIIEPKOATYJISIIAU. Y
1/3 nereii ¢ I'B nmeercsa JIBC-cunapom.



Knaccudukauums :

OOopMBEL:
// \ AOnoMUHaIbHAS
[IpocTag ~ KOKHO- KO’KHO- CMelIaHHas
(koxknas) CYCTABHAA  aGnommnanpHas — (KOXKHO-CYCTaBHO -

a0 OMMHAJIbHAas )

CTeneHb TSKECTH: JIETKasl,CPEIHSS TshKeIasl.
da3pl — aKTUBHASA U CTUXAHUA.
TeueHrne — ocTpoe, NOJOCTPOE U XPOHUUYECKOE

PELIUIMBUPYIOIIIEE.



I 'emopparnyecKuu BaCKyJUT — KOKHBIE
NPOSABJICHUS




Kiaunuka 4

Ko:kHble mopakeHMsl Jalie CUMMETPUYHBIC, TPYIIIUPYIOTCS
BOKPYT CyCTaBOB, Ha SIroAuIIaX, BHYyTPEHHEH MOBEPXHOCTU
Oenep, pa3ruoaTeNbHbIX ITIOBEPXHOCTIX KOHEUHOCTEH. MoryT
OBITh MOJUMOP(PHBIMH 32 CUET JATbHEHIIMX «I10JCHIITaHUI,
BOJIHOOOPA3HOCTh KOTOPBIX — TUIIMYHbBIN MIPU3HAK.

CycTaBHOM CMHAPOM — MPHUITYXJIOCTh, 00JIE€3HEHHOCT,
ruriepeMusi ObIBaeT y 2/3 00JIbHBIX B KPYITHBIX CYCTaBax
(KOJICHHBIX, JJOKTEBbIX, TOJICHOCTONHBIX U AP.).

Yame nopakenne HecummMerpuanoe!!!

Aptput npu I'B 00bI9HO OBICTPO MPOXOIUT U CTOMKHX
nedopMalmi mocie ce0sl He BBI3BIBAET.



KnuHuka 3

AOIOMMHAJILHBIN CHHIPOM Pa3BUBACTCS Y JIETEH Yallle, YEM Y B3POCIBIX
(IpUOIM3UTEIBHO Y 2/3 OOJIBHBIX) U XapaKTEPU3yETCSl BHE3AITHBIMU
CXBAaTKOOOpa3HbIMHU, OYEHb PE3KUMU OOJISIMU, KOTOPBIC Yallle JIOKATU3YIOTCA BO3JIE
MyIKa, MOTYT COMPOBOXIATHCA CTYJIOM YEPHOI'O WJIM alIOro IIBETa (MEJICHA),
TOLIHOTOW, TOBTOPHOM JIETEU PBOTOM.

JKuBOT ciierka B31yT, HO HalPSHKEHUE OPIOITHOM CTEHKH TP HEOCTOKHEHHOM
T€UCHUU OOBIYHO OTCYTCTBYET.
Cryn MOXeT yvamarbces. HapymeHnuss MOTOPUKHA MOTYT IMIPUBECTH K

HEMPOXOAUMOCTH, MHBArMHALIMKU, HH(papKTaM, neppopauri KUIIKA U IEPUTOHUTY (Y
2—3% OOJIbHBIX).

AHan13 Ha CKPBITYIO KPOBb B CTyJIe (peakuusi I'perepcena) rnojioxuTesieH npu
cepuiiHOM uccieoBaHuu y 80% O0JIbHBIX.



KnuHuka o

IHoyeYyHBIA CHHAPOM B BUJI€ 0UArOBOI'0 UJIU CETMEHTAPHOTO,
aid@y3Horo rimoMepyaonedpura, HoJOCTPOro HEPpHUTA.

BoIaeastoTcs 4eThIpe KIMHUYECKUE (POPMBI HOPAKEHUS
MOYEK:

1) mpanzumopnasn cemamypus,

2) KanuaaapomoKkcuueckuil Hegppum, cemamypuuecKkas
¢opma,

3) Kanunnapomokcuueckuii Hegppum c HehpomuuecKkum
CUHOPOMOM U 2cemamypueil;

4) 6vicmponpozpeccupyrowuii zinomepyionephpum.



JImarnocruka 4

AHau3 nepudepuyecKor KPOBH: JICHKOIUTO3 (Yalle

YMEPEHHBIN ), HEUTpO(DuIe3, 03UHOPUINI0, TPOMOOIUTO3,
yBenmueHHy COO, IIHK.

KoaryjorpaMmma: cOCTOSHHE TUIIEPKOATYJISALMH 32 CUET
CHM)KCHUSI aHTUKOATYJISTHTHBIX CBOMCTB — COKPAILICHUE
TPOMOHMHOBOI'O BPEMEHH, MOBBIIICHUE TOJEPAHTHOCTH ILJIa3MBbl
K rernapuHy, HapacTaHue MPOAYKTOB JAerpajanuu GuOpuHa.

Bo3moxken IBC-cuHapoM, HECOOXOIMMO I10JICUUTHIBATh
KOJIMYECTBO TPOMOOIIMTOB, B pa3rap 00JIE3HU U3YUHUTh
COCTOSIHME IeMocTa3a 00JbHOI0 (BpeMs CBEPThIBAHUS
BEHO3HOM KPOBH, NAapIHAIbHOE TPOMOOINIACTUHOBOE BPEMSI,
yPOBEHb (PUOPHUHOTEHA, MPOAYKTOB Jerpajganuu pruOpuHOTeHa
1 (rOpHHA B KPOBH).



JledeHue 4

Pexunm nocTenbHbIN HAa 2-3 HENEH, 3aTEM €r0 IMMOCTENEHHO PACIIUPSIOT.
Jluera B OCTpOM NEPUOJIE C OTPAHUYEHUEM OEIIKOB,COJIN,PKCTPAKTUBHBIX
BEIIECTB.

Cnenuduueckoil Tepanuu He CyliecTByeT. basucHas Tepanuvsi: HUKOTHHOBAsS
KHCIIOTA U €€ IMPOU3BOAHBIC (TCOHMKOJ, KOMIIAMKH), Je3arperantsl. [1pu
HEOOXOJMMOCTH KypC aHTHOMOTHKOB.

Iloka3zaHus K HA3HAYECHUIO IeNapUHA:

1) HanuuWe perUaIUBUPYIONIECH CIIMBHOM KOKHOW ChIMU,0COO0CHHO C
SI3BEHHO-HEKPOTUYECKUMHU DJIEMEHTaAMU;

2)Hanuure abJJOMUHAIBHOTO M IIOYEYHOI0 CUHAPOMOB,

3)HaaTU4KMe THIIEPKOATyJISIITAOHHOTO CABUTA,

4)I10I0KUTEIIbHBIC PEAKIIHH IMapaKoaryIsIuOHHBIX TECTOB.

['enapun BBOAUTCS 6 pa3 B CYTKHU,IOJIKOKHO, JTMOO BHYTPUBEHHO-KAIEIbHO
B ctaproBoii o3¢ 200-250 EJ] Ha kr maccel Tena B cyTku( POMK-tecT).

B03MO0KHO MpUMEHEHHUE MPeIHN3010Ha 1-2 MI/KT.
[Ipu Tsoxensix popmax-minazModepes.



Choacuo0o 3a BHuManue!




