[ emopparnyeckue quare3pl



* ['emMopparnueckue mauaresbl

OPOOUTaBIYHITY 3a00J1¢BaHUM
HACJICJCTBEHHOI0 MIM  MNPUOOPETECHHOIO
Xapakrepa, 1JIs KOTOPBIX XapaKTEPHBI
CKJIOHHOCTb K pPELUIMBUPYIOLIUM

KPOBOTCUCHHUSIM N KPOBOUI3JIMUAHUAM.



Ba3zonmaTtum

['eMopparnyeckui BaCKyJIUT

I'eMopparnueckas nyprypa, CBsI3aHHas C
MH(EKIIMOHHO-TOKCUYECKUMU, HTHPEKIITUOHHO-
ATJICPTUYECCKUMH JUCTPO(YUYECCKUMHU WM HEHUPO-
SHIAOKPUHHBIMH BO3AECUCTBUSAMHU
['eMopparuyeckum 3HA0TEINO03 IPU

CCIITUYCCKOM SHIOKAPAHNUTC

C-aBUTaMHUHO3

['emopparnueckas TeleaHruosKTa3us ( 0-Hb
Panpgro-Ocriepa)

3OMY



TpombOomuTapusbie I'/]

N anonarndeckas TpOMOOLIMTOIICHUYEKAS

nypiypa ( 0-ub Bepibrodda)
CuMNOTOMaTH4YECKUE TPOMOOIIUTOIICHUU

(MEIMKaMEHTO3HbIC, JTy4€BbIC, IIPH CUCTEMHBIX
3a00JI€BaHUSIX KPOBH)

TpomOonmTomaTum ( HacJaCACTBCHHBIC
Ae3arperaluoHHbIe, C HapyIICHUEM
aJre3UBHOCTHU, Ae(HUIIMTOM (akTopa 3 u Jap.)

TpomOoTHUECKass TPOMOOIUTONICHUYECKAS

nypnypa ( 00yie3Hb MOIIKOBHIT)

3OMY



Koarynonatum
1. HacjiencTBeHHbIE HAPYIIEHUA KOATYJISIIMH:
ldepuuur (pakTOpoOB CBEPTHIBAHUA KPOBMU:
T'emopuiaus A (nepuuut paxkropa 8)
I'emopuiaus B (nepuuur paxkTopa 9)
I'emopummua C (nepunur paxropa 11,12)
Anruoremopuausa (0oae3ub BusieoOpanra 7)
JepuuuT KOMIIOHEHTOB KAJJIEKPeHH-KUHUHOBOU CUCTEMBbI:
Hepunur pakropa 1( apudpuHoO-, runopudOpUHOreHeMus )
Hepunur dpakropa 2( runonpoTrpoMOMHEeMHs ) 1 T.J.
2. IIpuoOpeTeHHbIEe HAPYILIEHUS KOATYJISAIUA KPOBH
Hepuuur K-BuraMuH3aBUCUMBIX (PAKTOPOB
I'emopparuyecku CHHAPOM, 00YCJIOBJICHHbIA BJIUSTHUECM
AHTUKOATYJISTHTOB HENPAMOIO0 AeCTBUS
I'emopparnyeckuu CHHAPOM, BLI3BAHHBIN rerapuHoOM
HapyuieHust KoaryJsiiuu Npu UCHoJIb30BAHUM MPENaparoB ¢
(pUOPUHOIUTHYCCKUM JCUCTBHEM

3OMY



Bazonaruu = rpynmna 3a00/ieBaHUH
HACJICICTBEHHOW M NMPUOOPETEHHON ITHOJIOTUH,
XapaKTepHbI¢ BHEIIHUE NMPOABICHUA KOTOPHIX =

reMopparu4eckas
ChIlba

e HacieacrBeHHbIe (BPOKAECHHDbIC) BA30NATHHU:

— Panaro-Ociepa
— Daepca-danio
— Kazabdaxa-Meppurtrt

e IIpuoOpereHHbIE BA30NIATUH:

— IlepBuunsbie (IllenaenH-I'eHoxa, HOMO3HBIH
naHaprepumrt, c-M Takasicu, KaBacaku,
rpanyJjemaro3 Berenepa u ap.)

— Bropuunbie (mpu 1u@@y3xXHbIX 00J1e3HAX
COC/IMHUTEIbHOU TKAHU, MHPEKIHUAX, TOKCUKO03aX,
TMIIOBUTAMMHO3aX, JIEKAPCTBEHHOM 00JI€3HM M AP.)

3OMY



TeneaHrnakTtasuvm Ha
HOCY

JInHenHbIe N ToYeYHble
TeneaHrMa3Krasmm
VIO KPYMHbLIM MAaHoOM

3OMY



CunapomMm Jaepca-Jlanio

KpoBousiusiHus B pyousbl,
0COOCHHO 3aMeTHbIE HA
KOJIEHSIX. Y 00JIbHOIO0, 16-
JIETHEIr0 HOHOIIM, TOHKAA,
JIEFKO PAaHUMAs KOk, IJ10X0€
3a’KUBJICHHE PAH U
Pa300JITAHHOCTDb CYCTABOB.
N3-3a BLIOYXaHHUA NMOAKOKHOMU
KJIETYATKHU BOKPYI pyonoB
00pa3yroTCs CKJIAAKHU

Cunapom Kazabaxa-Meppurr
I'Mranrckas BpoxXaeHHasA
reMaHruomMa oeapa craJa
npuunHoii JIBC-cunapoma

3OMY



JlekapcTBeHHas

anneprus.
CummeTpunyHan
pacnpocTpaHeHHas
NATHUCTAsA CbiNb C
remopparuniecknum
KOMIMOHEHTOM —
nposBrieHne
anneprum K
annonypuHony

3OMY



I'eMopparnyeckuil BaCKyJHUT-aHA(DUIAKTOM THAS
nypnypa, KalmuIsIpOTOKCUKO3

NmMMyHoOnaTo1oruyeckoe 3a00/1eBaHuUe,
XapakTepusymwineecss CHCTEMHBIM  BACKYJIUTOM U
[POABJISIOLICECH CUMMETPUYHbLIMH

KPOBOM3JIMSIHUSIMHU HA KOKe, 00bIYHO B COYETAHUU C
00JIbI0 M OTEYHOCTHK) CYCTaBOB, 00JsIMH B
KUBOTE, MOPAKEHUEM IOYEK.

B 0CHOBeJIESKUT PACIPOCTPAHEHHBIN BACKYJINT,

MOPAKAKO AU MeEJIKHEe  KANMWLISPbI
apTepPHoOJIbI, BH/IE B OTEeKa C
HnHUIbTPAIMEeH HEHTPO(MNJIaAMHI U DPUTPOIIUMTAMU.
e HBaCI&ﬂ'ﬁpnoro pod KJIETO‘R{O%P It

3OMY



ITHOJIOTHUS

* BupycHbIe 1 OakTepualbHbIC HH(PEKIUH,
IJINCTHBIC M Mapa3uTapHbIC HHBA3HH,
JIEKapCTBECHHBIC BEIICCTBA, IPUBUBKU 1
MUIIEBbIC MPOAYKTHI (OOJIUTaTHBIC
AJJICPICHBI).

3OMY



IIaTorenes

SHUPKYJISLHUSA KOMILIEKCOB

®OTJIO;KEHHE HNMMYHHBIX KOMILIEKCOB B CTEHKE
cocyaa

epackyaut ( HeiiTpopUILHO=
MakpodarajabHasi peakius, TPoM0603)

*IIOBbLIIIICHHEC NMMPOHUIACMOCTH COCYAOB =
AKTHBaAlINd KOMILICMECHTA

®BOCHAJICHUE U JTeCTPYKIHUS COCYI0B
®AKTHUBHPYETCS CHUCTEMA KOATYJISILUN
*IIpH NMPOrpecCHPOBAHMH Mpolecca =

rUIEePKOATYJISIIUSA

3OMY



Broken

Fibrin

3OMY



Knaccudukanms

Knunuueckaa gpopma: AKmuenocmo:
IIpocras MuHumajabHas
CMmemannast YMepeHHast

Knunuueckue cunopombl MaxkcuMaJibHast

— KoskHbIN n
pumep
— CYCTABHOH (popmyJTUPOBKH
— AOTOMHUHAJIBHBIN MATHO3A:
— MOYEYHbIN ['emopparnueckuu
: BACKYJIMT, KOKHasI
Te"em@poe(l MecsiI) Y

(dbopma, mogoCTPOe
* ITonocrpoe(3mecsaia)

TEUCHUE, MUHAMAJIbHAs
* 3aTskHOE (10 6 Mec) CTEIEHb AKTUBHOCTH.

* XpOoHHUYECKOE
 Peumausupyrouree (0osee 1,5 Jjer)

3OMY



KimHnueckas KapTruHa

Hopasicenue koowcu: MeJIKHEe MAaKYJI0IaNmyJibl W
IPUTEMATO3HbIE nATHA 2-3 MM, MNOABJSIOTCHA HA
KOK€ HUKHUX KOHEYHOCTel, TIpPydd, NOsICHUIE, JIUIe,
ee, NPU HAAABJIUBAHUU  CTAHOBATCH  OJICAHBIMH, HO
IMOTOM TEPHIOT 3TY CIHOCOOHOCTb, ChIllb  CTAHOBUTCH
reMopparu4eckKo, 3JJeMEeHTbl INPHOOPETAIOT KPACHO-
0arpoByI0 OKpacky.

XapakrepHa CUMMETPUYHOCTH [OPAKEHUH,
BOJIHOOOPA3HOCTH MOACHINIAHUH, rpynnupyercs
ChIIIb BOKPYT CYCTABOB Ha pa3rudarejbHbIX
MOBEPXHOCTHAX, MOKET ObITh  MOJUMOP(PHOCTL  CHIINH,
IKXUMO3bI. 3y He XapaKTepeH. Ipu THAKEJIOM

T€YEHUM  BO3MOKHA HEKPOTHYECKAs nmypnypa,
KOTOPOM  MpeaumecTBYIOT Oy/liie3HbIe BLICHINIAHUS,
HEKpPO3bl MOIYT OCTABJATH PYOlbI.

Cycmagnou  cunopom: MPUITYXJIOCTh, 00/1€3HEHHOCTb,
runepeMusi, 3a c4eT HOBBIX noacbinanuii. Hadaromaercs
y 2/3  00JBbHBIX B KPYIHbIX cycraBax. Yame
MOopakeHue HeCUMMeETPHUYHOE. Aprpur npu IB

O00BIYHO ObICTPO MPOXOAUT H CTOMKUX  aedopManui
mocje ceds1 He OCTABJAET.

3OMY



OCOOEHHOCTH reMOpparudeCKuxX MposiBICHUN
IIPY TEMBACKYJIUTE

JIoka/iM30BaHa HA pa3rudareJIbHbIX
MOBEPXHOCTAX KOHEYHOCTEH, 0COOCHHO BOKPYT
CYCTABOB, HA ATOAUIAX.

CuMmMeTpHYHA

OTCcyTCTBYET KPOBOTOUHBOCTD

I'emopparnyeckue 3JieMEHTHI BO3BBIIIAKTCH HAJI
KO:KeH

B03MOKHO C/IMSIHHE CHIIA ¢ HEKPOTHU3 AU EeH
Bo3MoxHO perxuaInBHUpPOBaHUE

Hepeako coueranue ¢ aJJIepru4ecKou ChiNblo,

CONPOBOKAAIOIeecHd 3yA0M U ITapecTe3usIMHU.
3OMY



femopparnyeckuun
BAaCKynuT

PaHHuMe BbICbINaHusA
oonbLie HaNnoOMUHaKoT
KpanuBHULUY, a He
nerexumu

femopparnyeckuu
BaCKynuT

OounbHas
remopparm4yeckas
CbiMNb Ha HOrax

3OMY



Henoch-Schonlein

purpura Henoch-Schonlein

purpura

FADAM.

30MY



e A0OOMUHANbHBII CUHODPOM: XapaKTEePH3yeTcsl cCXBATKO00Pa3HBIMH,
OYeHb Pe3KUMHU 00JISIMH, KOTOPbI€ 00BIYHO JIOKAJM3YIOTCS BO3JIe MYNKa,
MOTI'YT CONMPOBOKAATHCS CTYJIOM YE€PHOI0 UJIM AJI0r0 BETA, TOIIHOTOM,
IOBTOPHO PBOTOM. ZKHBOT CJIerka B3AYT, HO HANIPSI’KEHUS NepeaHen
OpromHoM cTeHKH HeT. CTys1 MokeT ydamarbesi. Hapymenuss MoTopukn
MOTI'YT NPUMBECTH K HEMPOXOAUMOCTH, HHBATMHALIUH, NTePPopaiuu KHIIKH.
AHaJIN3 HA CKPBITYI0 KPOBb B CTYJIe MmoJ0xkuTeeH y 80 % 001bHBIX.

e Iloueunsvlii cuHOpPOM: BeTpedaeTcss B BHAE 04aroBOro Wim

CErMEHTAPHOIo, AU(PPYy3HOIro rIIoMepyaoHedpuTa, MOTOCTPOro HedpuUTra.
Boigeasiorcea 4 KIuHH4YecKue (POPMbI MOPAKECHUA MOYCK:

— Tpan3uTopHas remarypus
— Kanuwuissporokcuyeckud He(ppuT, remarypuyeckas (popma

— Kanuuisiporokcuyeckut Heppur ¢ HePpoOTHUECKUM CHHIAPOMOM U
reMarypueu

— bbIcTponporpeccupyromui riioMepyaoHeppur

3OMY



Oco0EHHOCTH KJIMHUYECKOTrO Teueuus ' B
y JI€TeH MIIQJIIEro Bo3pacTa (1o 3-5 JeT)

* Yamie, yeM y cTAapUIMX MOJHUEHOCHOE T€YEHHE. ITO KpanHe

TsKeNas GopMa; BEPOSITHO CBSI3aHA C THNIEPEPrUIeCKUM THIIOM
PEAKTHUBHOCTH Pe0eHKa. B THIMYHBIX C/Iy4asiX BO3MOKEH
JIeTAJIbHBbIN MCX0d B TeueHue 1-3 cyTok.

FeMOpparntlecmle IJIEMCHTBI MOI'YT JIOKAJIU30BaATbHCHA HEC TOJIbKO Ha
KOHCYHOCTHX U ATOAUIIAX, HO 1 HA JIMIIE, VIITHBIX PAKOBHHAX,
TYJ0OBHIIE, ITOJOBLIX OpraHax ¢ COXpaH€CHUCM CUMMCTPUYIHOCTH
CbIIIM.

IHosuMoppuU3M KOKHOT0 CHHAPOMA: FreMOpPpParuyeckKkue, ypTuKapHble
ChIIIM, MECTAMM CJIUBHbIC; B IIECHTPE KPYIMHONATHUCTBIX FreMOpPparuu
BO3MOKHO PAa3BUTHE HEKPO30B. XAPAKTEPHbI «OTTUCKOBBIE)
remMopparuu (B MeCTax CIaBJICHUS Pe3MHKAMHU OeKAbI).

3OMY



* YV OOJILIIMHCTBA BCTPEYACTCS CYCTAaBHOM
CUHIAPOM. XapakTepHa 00JbIasi BEIPAXKECHHOCTD
OTEKa MEPUAPTUKYIIAPHON KIIETUYATKHA, YEM Y
CTapIIUX ACTEM.

e AOmomuHabHas (hopMa yalle COIPOBOXKIACTCS
TSDKCIBIMHU OCHOXKHCHUSAMU (MHBaruHaIus,
nepdopalys ¢ pa3BUTHEM HESPUTOHUTA).

 OCOOEHHOCTH MOYEYHBIX U3MEHEHMI; YalIlE
JTIOKAJIM30BAaHHBI MOYEBOU CUHIIPOM MJIU
HedpoTryeckas hopma riomepynonedpura (y
CTapIIMX JICTCH Jallle HaOIroaaeTCs
reMaTypu4eCKui BapUAHT).

3OMY



JIabopaTopHbIe H3MECHEHUS

(O3BOJISIFOT OLICHUTH AaKTHBHOCTH MPOILIECCA):

e Yckopenue COD, NTEHKOLIMTO3, HEUTPOPHUIIE3,
303UHO(PUIINSA, TPOMOOLIMTO3

* VYBemmuenue ypoBHs LI 1Ko(0omee 15 EJI)

* BrIicokoe coaepxkaHue pakTopa
Bunneopanga(oonee 25%,conepxkaHue €ro B
kpoBH B HopmMme 0,02-0,03%)

e ['uneppuOpUHOTEHEMHUS, MOBBIIIICHUE 3-TO
TPOMOOIIMTAPHOIO (PAKTOPa, CHUKECHUE
AHTUTPOMOMHA-3.

3OMY



I1maH neuenusa 1 B

e CTpOruu NOCTENbHBIN PEXKUM 4-6 HEIEIb

* Jluerorepanus runoajyiepreHHasl.

* [Ipu aOgOMHUHAILHOM CHUHJIPOME —
«IIPOTUBOA3BEHHBIN» ¢ToJ Ne 1 unum 10 1o
IleB3HEPY C UCKITIOUEHUEM MACHBIX U
pEIOHBIX Oron. B 1-10 Henemo 0e3coneBou

cTOJI. Pacmupenune queTsl co 2-3 HEAEIH.

3OMY



dapmakoTepanus

Cocyroykpemisiionme cpeacTsa — aCKOPOMHOBAasI KUCJI0TA.
AHTHUTMCTAMMHHBIE — 2 MI/KI MaccChl TeJia 2-3 pa3a B CYTKM.

Koprukocrepouanbie npenaparsl (pu tskeabix ¢popmax, mo 1,5-
2 mr/kr 7-10 qHeH ¢ mocjaeayrImMM CHUKEHUEM 103bI MO/
NPUKPbLITHEM AHTUKOATYJISTHTOB).

AHTHKOATYJIAHTHI- renapuH. Cyrounas go3a — 100-500 E/I/xr mox
CTPOrUM JIa0OpaTOPHBIM KOHTpOJieM! /[o3a agekBaTHA npu
YIJIMHEHHMH BPEMEHH CBEPTHLIBAHMSI KPOBHU B 2 pa3a.
JUIATEJIbHOCTD renapuHoTepanuu 3-4 Heae i, NPU MOYCYHOM
CHUHApPOMeE — 10 2 MecsaueB. [Ipy renapMHOPE3UCTEHTHOCTH —
Ha3HA4YeHHe JOMOJHUTEJIbHO AHTUTPOMOMHA-3 (3aMOpOKeHHAs
njiasma).

AHTHArperanTbl (KypaHTi) — 3-5 Mr)/Kr JJIUTEJbHO.
AHTHOMOTHKM — TOJIBKO IPHY HAJIUYMM XPOHUYECKUX 04AT0B
UH(pEKUUU, A3BCHO-HEKPOTHUYECKHUX OCJI0KHCHUAX,
CONMYTCTBYKOIIMX MHPEKIMAX.

Ilnasmadepes aia ynajeHusi HMMYHHBIX KOMILJIEKCOB.
CuMnTomaruyeckasi Tepamnusi.

3OMY



IIporuos

e B 2/3 ciydaeB BBI3AOPOBICHUE HACTYIIACT YEpe3
1-1,5 mecsana. Y 25 % aereil ¢ mopakxeHUEM IMOYEK
HaOJIrogaeTcs XpoHu3anus npouecca. [lpu
OBICTPOIIPOTPECCUPYIOIIEM HEPPUTE MIPOTHO3
HeOnaronpusaTeH. Ciaydau CMEPTH B OCTpoM (paze

KparHe peaKu (GKEIyI0YHO-KHUIIICYHOE

KpOBOTEUCHHUE, MHBaruHauus, nepdoparus, OITH,

kpoBouzimsinue B [{HC). B ocHoBHOM nporuo3s

ONPECIIACTCS CTEIICHBIO MOPAXKCHMS MOYCK.

3OMY



MexxayHapoaHble IMATHOCTHYECKHE KPUTEPUH
BackyauTa lllenaerna- I'enoxa (1990 r)

IHaabnupyemasi reMopparuyeckasi Cbilib: CJerka
BO3BBIIIAETCSH HA/l MOBEPXHOCTHIO KOKHU, NAJbIIAPYEMA,
He CBSI3aHA ¢ TPOMOOUTONECHHEH.

Jle0roT 00J1e3HM B Bo3pacte 10 20 Jjer

Nimemust kuimneyHuka: 1udgysnast 60Jb B JKUBOTE,
YCUJIUBAKOIIASCA MMOCJIE eAbl, JUapes reMopparun4eckoro
Xapakrepa.

CKomjieHMs1 TPAHYJIOLUTOB B CTEHKAX apTEPHOJ M BEHYJI.

IIpu HaIM4YMM 2-X WK 4-X KpUTEPHUEeB MOKHO IMMOCTABUTDH
auarHo3 « I'emoparnyeckuu Backyaut lllensenna-
I'enoxa»

3OMY



PeaOunuraruga nerer ¢ I' B

Hanpasiena Ha npopuminakruky peuuaua I'Ba &

JMucnancepuoe naoaonenue 1 pas B 1=-3 mecsina ne menee 1
roaa Mmocjie BHIMHCKHa

Cananuo XpOHMYECKHX 04aroB mHpexkunu. Jleuenue
CONMYTCTBYHINUX 3200/1€BAHU M.

Ipeaynpexaenue nepeoxyaxiaenus 1 OPBU.
I'unoajsiepreHHyr0 JUeTy B TeYeHHe Io/iaa

PaHee reMaroJiorn peKOMEHI0BAJIM 0TKa3 OT NPUBHBOK Ha 3-5
JeT« Ceiyac 3TOT BONPOC PeliaeTcsi KOMMCCHOHHOy € Y4ACTHEM
PAOHHOI0 UMMYHOJIOT Aa

B npouecce HaO/I0AeHUSA HEO0X0AUM KOHTPOJb HA/l AHAJIU3AMU
KPOBHMy MOYHy KOATYJIOIPAMMOIy AHAJIN3 MOYM M0 3MMHHUIIKOMY
pa3 B 1-3 Mec.y Y3U nouek 1 pa3 B 3 mec. Ucnoandyercs
¢purtorepanusi. [lIpu OPBU npumMeHsiroTCs Je3arperanrsl B
Teduenne 7=10 nneii.

3OMY



TpomOouTONIEHUM - rpynna 3a00jieBaHUU U
CUHAPOMOB,IIPM KOTOPBIX  HapylUIeHHE TIeMocTas3a

00yCJIOBJICHO CHHKEHHEM KOJINYEeCTBA
TPOMOOIMTOB B KPOBH.

llepBuyuHbIE — WAUONIATHYECKAS

ﬁBW(SHH@é"QM@EIﬁﬂG%% A A PR, HACTCACTRIEE RN, 110
VRONMBOIYHFEpaHEBPONEGHIH_gaM, 0CIeTpaH(y3UOHHAs),
BPOKICHHAS TpaHCUMMYHHas( OT Marepeu
¢ TpoMmOonuToneHueii, CKB).

BTopuuHble — CHMITOMAaTHYECKHE: NPU HHQPEKIIMOHHBIX
3a00JICBaHUAX, 3JI0Ka4€CTBECHHBIX 00JIe3HAX
CHUCTEMBI  KpPOBM, KOJUIar€eHO3aX, THIIEPCINICHU3ME,
HACJIEJICTBEHHOM MaTOJIOTUHU oOMeHa BEILIECTB,
JIBC CUHIPOME, BPOXKJICHHBIX aHOMAJIMAX COCYIIOB (

\

T€MaHTUOMBI) U JIP.

3OMY



%
<

&

M aunonarudeckas TpOMOOIATOIICHUYECKAs
nypnypa (boxe3ns Bepibsroga) -

IlepBUYHBIM reMOpparu4eCcKum auares3, 00yCcja0BJIeHHBIH
KOJUYECTBEHHO U KAY€CTBEHHOM HETI0CTATOYHOCTHIO
TPOMOOLIMTAPHOI0 3B€HA reMoCTa3a.

Nanonarnyeckass TpOMOOUTONCHUYECKAsA  Iyprypa -
3a00J1IeBaHue C HACJICACTBEHHBIM  MPeIPacIojIOKeHHeM,

3aKJYAIIUNCA B HAJUYUUA Y O0O0JBHOI0 HACJEACTBEHHOU
TPOMOOLMTONIATHH.

JIro0bIe cTpecchl U BO3/IEMCTBMS HA OPTraHU3M — 3a00J1eBAHM A,
BAKIMHALIUK, (pu3uyeckue MNEPErpysku MOryT NPHUBECTH K

Hapymenuto xk BOSHMKHOBEHHIO HMMYHONATOJIOTHYECKOIO
npoitecca —  npoaudepanum  CEeHCMOMJIM3MPOBAHHHBIX K
ayrorpoMoouuraMm JUM@OUHUTOB, CHUHTE3Y
AHTUTPOMOOIMTAPHBIX AHTHTEJI

3OMY



3BeHbS MaToreHe3a NANOoIaTUuYECKOM

TPOMOOIIUTONICHUYECKOM ITyPITYPHI

NHdekunoHHbIn pakTop (BUpPYCbl, 6akTepun),
MeAMKaMEeHTO3Hble npenapaTbl, BaKUMHauusa, TpaBMa,
rneperpesaHue, nepeoxsiaXxgeHve M T.n.

v

KOHCTUTYUMOHANIbHaA NpeapacnosioXXeHHOCTb K
TpombounToneHmnm
HacnepcrBeHHasa wiv npmobpereHHan
(pyHKUMOHaNbHAasA HEMNOJIHOLEHHOCTb COCYyA0B

v

MNMoBbllIeHHasA AeCTPYKLUMA KPOBSAHbIX MN1IACTUHOK
B nepudepmnyecKkoM pycsne B pesysibTaTe UMMYHOJIOIMM-
yeckux paccrtpomcrts (aHTUTpoMbGouUuTapHbIN pakTop),
NoOBbILWEHHOrro JIn3uca TPoMboLIMTOB B Cele3eHKe
M YCUJIEHHOIr0 B HEM CMHTEe3a aHTUTPOMOBOLMTAPHbIX aHTUTEN

3OMY



Knaccudumkauma nognonatnyeckom TpoMmoouuToneHn4YecKon
nypnypbl

Teuenmne:

OcTtpoe

Xponuueckoe (0osiee 6 MmecsileB)
e C peakumu penquIuBaMu
e C yacTbIMM peunIuBaMHU
 HenmpepbiBHO-penuauBUpyrouiee

Ilepuon 3a00/1eBaHus:

Oo0ocTpenue (Kpu3)
KiuuHunveckas pemuccus
KiimHuKO-reMaroiorn4eckasi peMuccus

dDopma:

Jlerkas («cyxasi») — Xapakrepusyercsi OTCYTCTBHEM KPOBOTeYeHUH (TOJbKO
ChIIb)

Cpennersixenas («BJaxKHa»); KOJaM4ecTBO TpoMOOuuTOB — S0-100 THIC./ 1.

Tskenas — xapakTepu3yeTcsi JJIUTEIbHBIMUA U 00UJILHBIMHA KPOBOTEYE€HUSIMU;
KOJIU4YeCTBO TPOMOOUTOB MeHee 30 ThIC./JI.

IIpumep popMyTHUPOBKH IMATHO32: HAHONATHYECKAS TPOMOOIMTONCHUYECKAS
MypIypa, Tskesias (popMa, XpoOHHUUYECKOE TeYeHHE C YACThIMU PellMIUBAMU, KPH3.
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> B B B DB

Oco0eHHOCTH reMOpparuYecKux NMposiBJIEHUUA NMPHU
HIHONATHYECKON TPOMOOLUTONEHUYECKOM Mypnype

KoxHbIA reMopparuyecKiii CHHAPOM: reMopparu4eckue BbICHINAHUS
(AKXMMO3bI M NEeTEeXHH) HA KOXkKe (IK3AHTEMA) M CJAUBUCTBIX 000109KaX
(3HaHTEMA); XapaKTEePU3YIOTCH:

IHoaumop@pHocThIO (PasHooOpa3ue ¢popM, pazMepoB)
IHoauxpoMHOCTHIO (Pa3HOOOpa3ue BETOB)
ACHUMMETPUYHOCTHIO

CnOHTAHHOCTHI0O BO3SHUKHOBEHMUS.

KpoBoTeyeHusi: HOCOBbIE, CO CJAUZUCTHIX 000/109€K POTOBOM MOJIOCTH,
pexe — HKeJYI0YHO-KUIIeYHbIE, TIOYeYHbIe, KPOBOU3JIUIHHUA B MO3L, Y
AeBOYEK - MATOYHbIE, KPOBOM3JIUAHUSA B AUYHUKH.

J1onoJIHUTEJIbHO K KIMHUKE :

YMepeHHas CIJICHOMeraJjus

CHUKeHHe KOJINYEeCTBA TPOMOOIIMTOB B KPOBU
YBenm4yeHne BpeMeHH KPOBOTEYEeHM MOCJIe CTAHIAPTHOM TPABMbI

ITono:kuTEIBLHBIE l'[pOﬁI)I Ha PE3UCTCHTHOCTb KAIIMJIJIAPOB

YBenueHue MErakapmonmmurTos B KOCTHOM MO31¢€
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W nuonarnueckas
TPOMOOLIMTOIICHUYECKAs IypIIypa

[IpruriHa — IMMYHHAas arpeccusi MpOTUB
TpoMOOLIMTOB. 110 XapakTepy HMMYHHBIX
HapymeHuu — 4 suga UTII:

* M3oummyHHas } HocsT BpOXAEHHbIN

« TpaHCHMMYHHBIE XapaKTEp

* [erepouMMyHBbI€ (OCcTpas popma)

* AYyTOMMMYHHBIE (XpOHHYECKas (popma)
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N3oummyHHasi GopMa BBI3BIBAECTCS CCHCUOWIN3AMEN MaTepH
TPOMOOILIMTAPHBIMHU aHTUT'€HAMU, KOTOPBIE €CTh Yy IJ10/1a, HO
OTCYTCTBYIOT B €€ TPOMOOIMTAX. ITO NPUBOAUT K CHHTE3Y
AHTUTEJ B MATEPUHCKOM OPTraHWU3ME, KOTOPbIC, TPOHUKAS
TpaHCILIALEHTapHO, MOPaXKar0T TPOMOOIIUTHI IIJI0AA.

TpaHCUMMYHHASl — BCTPEUACTCSA Y HOBOPOXKIECHHBIX OT MaTepen,
oosbHBIX UTIL.B 50% citydaeB HE COMPOBOXKIACTCS
reMopparusiMu

I'erepoMMMYyHHBIE — Yalll€ y JETE€H JOIMIKOIBHOTO BO3paCTa,
0OyCJIOBJICHBI U3MEHEHUEM aHTUTEHHOM CTPYKTYPHI
TpoMOOIIUTOB 1O Bo3AercTBUEM BupycoB (OPBMU, kpachHyxa,
KOpPb), MEAUKAMEHTOB, IPUBUBOK, TPaBM U JIp. 3TO BbI3bIBACT
BBIPAOOTKY aHTUTPOMOOIIMTAPHBIX AHTUTEN.

AYTOMMMYHHBIC —MaCCOBasi THOEIb TPOMOOILIMTOB, ITOPAKECHHBIX
ayTOAHTHUTEIIaMU, aHTUTCHHAsI CTPYKTypa KOTOPhIX HE
NOABEPITIaCh HAPYIIICHUIO KAKUMHU-IMOO0 (DaKTOpaMu BHEIIIHEH
CPEIbL.
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HacieacrBeHHbIe TPOMOOIUTONEHUYECKUE ITYPIYPbI
COYETAKTCH C APYTUMH MMOPOKAMU PAa3BUTHUS ( anjia3zus
JIydyeBbIX kKocTer). HaciiemoBaHue ayroCOMHO-peeCCUMBHOE
boJjiee mosioBuHbLI yMupaer 10 1 roaa.

HacyieacrBeHHbIe TPOMOOIMTOJIUTHYECKHE MMyPITYPbI

« Cunapom Buckora —OQJpuya — nepBUYHbIH KOMOMHUPOBAHHbIN

UMMYHoaehuuuT, X-cuersieHHoe 3a001eBaHne, XapaKkTepus3yeTcs
TPUAJA0M peurIUBHUPYIOIINE HHPEKIUU, ATONUYCCKUN ePMATHT,
reMopparu4eCKu CHHAPOM.

e Cunapom bepnapa-CyJjbe- peneccMBHO-ayTOCOMHBII THIT
HACJIeIOBAHM S, KPOBOTOYHMBOUYTH THAkKeEIas1, C IEPBbIX JHEH JKU3HMU,
TPOMOOUMTHI 00J/IbIINE, HE PEATUPYIOT HA arperanThbl (
OTCYTCTBYET B 000J1049Ke ININKJIKAJbIUH, COAEePKALIEro
peuentopsl 1is ¢pakropa BuiedOpanaa, 4yro onpeaeaser HU3KYIO
aire3uI0 U arperamnuio ¢ pUCTOLETUHOM)

e Cunapom Mas-XerjinHa — HeTS2KeJIasi KPOBOTOYUBOCTb,
BO3HUKAET B IIKOJbHOM BO3pPacTe, ayTOCOMHO-IOMUHAHTHOE,
KPYIHbIC TPOMOOUMTHI, HAJIU4YMe Tesael Jose B HedTpoduIax.
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I[1nan JeyeHuss MauONATHIECCKOU
TPOMOOIUTONEHUYECKON MYPIYPbI

| IHocTeJbHBIN PeKUM
n J/Inera (mMoJTHOLEHHASI, 000TrallleHHASI KAJIHEM )
n Cumnromarnyeckass  Tepamnus, HA IOBLIIICHNIE

Pe3UCFEHIREKTEH ALY IUCTOU CTEHKH U Y/Iy4YlIeHHe
(PYyHKIHOHAJIBHBIX CBOMCTB TPOMOOIIMTOB:

m Coum KaJbIIUA, JJYIIIC MAHTOTCHAT,

| AMUHOKaNpoHoBas kucjaora;0,05-0,1 r/kr 4 paza B Cyrku
| JIuuuHOH (3TAaM3KJIAT);

_ I'emocTarnyeckasi ryokas;

| AT® B/M B coueTaHUM C MATHUA CyJIbdaTom;

m Ourorepanus: 0TBAPbI KPANUBbI, HIMIIOBHUKA, KYKYPY3HBIX pbLiell,
BOASIHOI'O MEPUA, ThICHAYCJTUCTHUKA.
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NMMyHOII00yJIMH BBOASIT B/B KaneJbHO B 103e (,51/Kr eskeqHeBHO 4 THS.
BBegeHne HMMMYHOIIOOYJMHA TOKAa3aHO W NPU TPAHCHUMMYHHOM,
U30MMMYHHOM Mynype HOBOPOXKIAECHHbIX.

Mo05KHO MCI0JIB30BATh HHTEeP(EpoH ajibda

IIpu TsK€JI0M TEYEHUM — CTEPOUIHbIC NMpenaparbl (IVIIOKOKOPTUKOU/IbI)
IMoxkazanus — TCeHEePAJM30BAHHBIM TreMOpPpPAru4eCKMii  CHHIAPOM
npu kojandecrse tTpomoOouuToB 20 B 10/9/n1, KpoBOM3JIMSIHMA B
ceTyarky, aHeMusi, BjaakHas nypnypa. IIpeqHu30/10H Ha3HaAYawT HaA 2-3
Hela. B 1o3e 2Mr/Kr B cyTKH

IIpu  BBIPpAKEHHOW KPOBOTOYUBOCTH —  reMoTpaHcdy3uu,
TPOMOOKOHIIEHTPAT - PeJKO.

IIpu orcyrcrBuM 3¢ @¢eKkra — CIUVICHIKTOMHSA: NOKA3aHUA — BJIaXKHAs

nypaoypa 0ojsee 6 Mec, ocrpas nypnypa IIpd HAJIMYUM THKEJIOH
KPOBOTOYUBOCTU. CIVICHIKTOMHUS He KeJIaTeJIbHA y IeTeH 10 S JieT.

[uTocTaTUKH — TOJABKO MNOCJHe HEIPPEKTUBHON TOPMOHOTEPANMU U
CILICHIKTOMUM.
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PeaOunuramuga nereu ¢ UTII

« Jletu, nepenecmue octpyro popmy UTII, Habmromarorcs
MEUATPOM U TEMATOJIOTOM S JIET, & CTPAJAIOIINE
XPOHUYECKON (POPMOM — IOKUZHEHHO.

* W3 nueThl UCKITIoYaroTCa OOUrarHeie ajuiepredsl. He
Ha3HAYalOTCs aCOUPUH U APYTUE aHAJIbI€TUKH, U30€raroT
HUTPOGYPaHOB, CyJib(haHWIaMHUA0B, OapouTypaToB, YOO u
YBUY. IlognepxxuBaroiye KypcChl JISUEHUS IperaparamMmu,
YAYUYIIAIOIUMH aJre€3UBHO-arperalioOHHY0 (YHKIIHIO
TPOMOOIIUTOB, PUTOTEPAITHSI.

 IlepBhbic 3 Mecslia aHaIM3 KPOBU C MOJICUETOM TPOMOOILIMTOB
JIEJIAI0OT KOKIbIE 2 HEJEIH, 3aTEM — | pa3 B MECsII, CO 2-TO
rojia HaOmoaeHUs — 1 pa3 B 2 Mecs1ia v Iocje KaxkI0ro
IIEPEHECEHHOT0 3a00JICBaHMA.
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IIporuos

* [Ipu rerepoummynnon UTII, kak npasuiio,
OnmaronpusTHbIN. [Ipn ayTonMMyHHOM
(XpOHHYECKOE TCYCHHE) IIPOTHO3
OIpEHCIISICTCS OCIOKHEHUIMHM (HanOoee
OIIACHBI KPOBOUZJIMSHUS B MO3T), HO IIpH
pallMOHAIIBHOUN TEPAITUU BO3MOXKHO
BbI3OPOBIICHUE UJIU CTOKMKASI KIIMHUKO-
TEMaTOJIOTUYECKAsT PEMUCCHHL.
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e [emopuaus - O0JIC3Hb,
repeaasacmas Haciane TBEHHAGIECCUBHOMY,
CLHCIUIECHHOMY C X-XpOMOCOMOW  THILY,
XapaKTEPUBYIOIIAACST PE3KO
CBEPTHIBAEMOCTBIO 3aMEIJIEHHOM
HE0CTATOYHOM KRO®RPY JTABHHHO U
akTUBHOCTH VIII wnm IXma3zMeHHBIX
(paKTOPOB CBEPTHIBAHUS KPOBH.
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* Cpenu Bcex OOJBHBIX C HACIEICTBEHHBIMU
koaryynonatusiMu y 94-96 % nuarHoCTUPYIOT reéMO(QUITHIO
A wiu B u 6one3np Bunnedpanga. Ha ocraiabHbie GOpMBbI
npuxoguTcsa He 0ojee 6 %,  cymMmapHas 4acToTa
HaCJICJACTBEHHBIX 1e(DEKTOB (pakTOpOB paBHa 5-6 Ha |
MJIH. Y€JIOBEK.

* lemo(
e [emoc

v A — nepunut VIII dhakTopa
s B — negunur X

e Jemo(

unus C — gepumurt XI gakropa

* HNurnOuropHas remoduians — 00yCI0BJI€HA BEIPAOOTKOM
antutell K VIII unu IX dakropy 1mociae NnoBTOPHBIX
[EPEIIMBAHUN UX KOHIIEHTPATOB
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V111 pakTop — 3T0 KPYHHOMOJIEKY I PHBIH 0eJI0K,
COCTOSIIUM U3 HECKOJBbKHUX CYObeAMHMIL, OAHA U3 KOTOPbIX
oOmagaer koaryJasauuoHHOM akTUBHOCTHIO (VIII:K), apyras
— omnpeaeasieT CloCOOHOCTbL TPOMOOIIMTOB arperupoBaTh €
PUCTOLETHHOM U AATre3UPOBATH K COCYAUCTON CTEHKE

(VIII: ®B).

CyumiecTByOT CYObeAUHUIbI, OT KOTOPbIX 3aBUCUT
AHTUITCHHASA AKTUBHOCTDH ABYX npeasiaymux (VIII:Kar u
VIII:®Bar).

Cunre3 cyobenunun VIII ¢paxkropa npoucxoaur B pa3sHbIX

mecrtax: VIII: DB B 3ugoresuu cocynon, VIII:K B
JuM@ouurax.

Y 0oabHbIX reMopuianeit A aktuBHOCTh VIII:K pe3ko
CHUKeHA, Toraa Kak koHuenrpauusa VIII:Kar u VIII:®B
HOpPMAaJIbHAA.

I'eH, KOMUPYIOUINI CHHTE3 000X 0€JIKOB, UMEIOLIHUX
oTHoleHue K koaryjasuuu VIII:K u VIII:Kar, jokaan3oBan
Ha X-xpomocoMme (X(q28), Toraa Kak reH, onpeaeasiiomum
cuHTe3 pakTopa BuiiedOpanaa — Ha 12-1 xpomocome.
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HaciaenoBanue

* Bce nqouepu 001bHOTO reMOQUIIMEN SBISIOTCS
HOCHUTEISIMM I'eHa reMO(QInK (KOHAYKTOpaMu
reMO(UINH ), KOTOPBIEC C BEPOSATHOCTHIO 1:4 MOryT
POOUTH ChIHA, 00JIBHOrO reModuiIren (reMmouiIms
oyaet y 50% cpinoBel). ChIHOBbS OOJIBHOIO
reMo(puiIne OyayT 3I0POBBI U HE MOT'YT
nepeaaBarb 00JIC3Hb ACTIM. Y KEHIIMH-HOCUTEIICH
reMo¢puiabHOTO reia yposens VIII mim X
(akTOpoB yMepeHHO cHUkeH 10 30-50%, HO
KPOBOTOUYMBOCTH HET, XOTSI OHAa MOXKET BO3HUKHYTh
nocie OOJIBIIMX XUPYPIrUUYECKUX ONEpalHi.
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X X4

(m;}fected)

XX

girl (carrier)

X X4

girl

25%

boy (unaffected)
XY

25%
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Alice Louis of Hesse

(1Y

Irzne Henry Fred Alix Nikolse |l

of Russia
Wakdemar Prince Henny na Tatiana Marie Anztseia Alkxe
Samund of
Prussia
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HUcTuHHas FeMOghI/IJII/IH V KCHITINMH MOZKET OLITh

CJCACTBUECM.

e Oten 001€H reMOpUINEN, a MaTh — HOCUTEb
reMo(pUIbHOIO I'eHa

 JKeHIumHa — HOCUTENb reMO(UIBHOIO I'€HA UMEET
cuapoM lllepenteBckoro-TepHepa (XO) nim
CIIOHTAHHYIO MYTAIAI0, IPOU3OIIEAIIYIO B X-
XPOMOCOME OTIIa

 JKeHIIMHA-HOCUTENb I'eHA TECTUKYIISIPHOM
(e MUHM3 NN
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OCOOEHHOCTH IeMOPParundeCcKoro
CUHJIpOMA IIPU reMO(PpUINU

KpoBoTeueHus npu TpaBMax OOUJIbLHBIC U
JTIATEIbHBIE

[IpeoOnamaroT B KIMHUKE KPOBOUBIHSHUA
— B xpynHbIe cycTaBbl KOHEYUHOCTEN
—  I'myOokue mMogKOKHBIE KPOBOUBIUSIHUSA

— MeXKMBIIICUHBIC U BHYTPHUMbIIICYHBIC I'CMATOMBI

boiiee penkue remopparuu: 3a0pIOIIMHHBIC
réMaToOMBbI, KPOBOM3JIHSHMS B OpraHbl OPIOIITHOM
IIOJIOCTH, KEIYAOYHO-KUILICYHbBIC

KPOBOTECUEHMSI, BHYTPUUEPEIIHBIE TEMOPPArun
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3aBUCUMOCTb TSKECTH remopparuii ot ypoBHsa VIII ¢akropa

B KPOBU ( 1o JaHHbIM KomuTeTa S3KCrepToB BO3)

Ypoenb VIII | 'emopparnyeckue nmposiBjaeHust
¢axkrTopa
(B % ot
HOPMBbI)
50-100 IIoBBIIIEHHOM KPOBOTOYMBOCTH He HA0JII01aeTCs
25-50 KpoBoTedyeHus TOJIBKO MOC/I€ 3HAYUTEIbHBIX TPABM U
OOILIMPHBIX XMPYPIrUYECKUX BMEIIATEIHLCTB
5-25 Jlerkast remopuiius. /Jjiure/ibHbIe KPOBOTEYEHUS IOCJ/IE
JIIOBIX XUPYPIrUYECKUX BMEIIATEJIbCTB U HEOOIbIINUX TPABM
1-5 Cpeaneu TsoxkecT reMopuins. Tsixesble U IJIUTEIbHbIE
KPOBOTEYCHMA MOCJIe MUHUMAJIbHBIX NOBPEKIACHUI,
reMapTpo3bl, «CIOHTAHHbIE» KPOBOTECYCHUS
0-1 Taxenasa remopuius. 'emapTpo3sl ¢ BO3MOKHOU

MOCJIeAYIed HHBAJIUAN3AIUEH, ITTy0OKHe TKAHEeBbIEe
reMaToMbl, KPOBOTECUYECHUSA
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Bo3pacTHasa 3BOIOIIMA CUMIITOMOB

reMo(puiInm

1. Ilpu poxiaeHuu y peOeHKa ¢ reMO(PUINei MOTyT
HaOJII0AaThCs: OOIIMpPHBIC Ke(haaoreMaToMbl, IOAKOKHBIC U
BHYTPHUKOXKHBIC KPOBOM3IUSIHUS, KPOBOTCUCHHS U3 ITyTIOYHOTO
KaHaTHKA.

2. Ha nepBom roay *u3HH:

— ITocne BHYTpHMBIIHG'-IHOﬁ IIPUBHUBKHX BO3HHUKACT MCKMBbIIIICYHAA
remaromMa

—  KpoBoreueHnus npu TpaBMaTU3aAN UTPYILIKAMHA, TPA TPUKYCHIBAHUN
A3bIKA, HAAPE3bIBAHUU Y3ICUKU

— B ITOJI3YHKOBOM IICPHUOAC TUIIMIHBI KPOBOUIJIMAHUA B SAI'OANIBI,
HOCOBBIC KPOBOTCUCHUA

3. Ilocie roma xu3Hu:;
—  T'eMopparuu B KpyIHbIE€ CyCTaBbl HUKHUX U BEPXHUX KOHEYHOCTEMN
OcTpbI€ reMapTPO3bl HOSABISAIOTCS TEM PaHBIIE, YEM THKEIIEE
reMouIns
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Pa3sHOBHIHOCTH CYCTABHBIX
OOPAKCHUHN IIPU TEMODUJINM:

* OCcTpbl€ TeMapTpO3bl  — MEPBUYHLIC WU
pEeLUAMBUPYIOIIUE
* XPOHHYECKHE reMOpparu4ecKu-

NECTPYKTUBHBIE OCTEOAPTPUTHI

* BropuuHbI p€BMAaTOUHBIN CUHIPOM
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Ffemochunusa A.
femapTpo3 NneBoro
KONEeHHOro cycraBa,
NPUNYyXJIOCTb B 0bnacTtu
HaaHaAKONNEeHUKOBOM
CYMKMU. YeTbipexrnaBble
MbiWUbl 6eapa
atpocdmpoBaHbl,
0COOEeHHO npaBas.

Ffemocunug A.
OnyxaHue KONeHHbIX
CyCTaBOB
BCreacTBue
remapTposa
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PeHTreHoiorndeckas KiiacCu(puKamus

I cTenneHb — NPUNYXJIOCTH MATKAX TKAHEH, paclIupeHne

I1.
1.

IV.

CyCTaAaBHOM 1IeJIu 0e3 N3MeHEeHUsI KOCTeH
CTEIEHb — OCTEOIO0PO3 B U (PU3axX 1 dINUPU3e013

CTeNneHb — HAYHHAIIIASICA Je30praHu3amnus cycraBa,
CHHOBHUT, H3MEHEHHUE CYCTABHBIX MOBEPXHOCTEM,
CyOXOHApaAJIbHbIE KHCThI

CTCIEHb — CYKEHUE CYCTABHOIO MPOCTPAHCTBA U
AECTPYKIMA XPHAILIA

CTelNeHb — MOTEePs CYCTABHOM 11eJId, Gudpos,
OY€Hb BbIPAKECHHBIN 3MMU(PU3E01H3.
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Kpurepun 1MarHoCTUKM reMO(pUIINU

AHAJIN3 TAHHBIX POAOCJIOBHON (MY KYUHBI 110
MATEPUHCKOM JIMHUHU ¢ KPOBOTOYMBOCTHIO)

JlaHHbIe aHAMHE3Aa )KU3HU U 00JIe3HHU

Hajqnyue KIMHAYECKOU KAPTUHBI (FeMATOMHBIA THII
KPOBOTOYMBOCTH)

JlabopaTopHbIe JaHHbIE:
YBenueHue JJIUTEJIbHOCTH CBEPTHIBAHUA KPOBHU 10 JIu-Yaury
(B HOpMe — 8 MUH, IpHU reMOPUINU — PE3KO YIJIUHEHO)

YBemveHne BpeMeHH peKajJbIu(UKANUT IU1a3Mbl (HOpMa — 10
250 cek)

YBeinueHue aKTUBUPOBAHHOI0 YACTUYHOTIO
TpOMOOIIIaACTUHOBOTO Bpemenu (AUTB, nopma 27-37 cek)

Hapyumenue B nepBoii (pasze cBepThIBAHNA KPOBH ( P

CBePTHIBAHMM KPOBHU He BeCh MPOTPOMOMH YXOAMUT B CI'YCTOK,

0TCHIA, MOTPeOdIeHue NPOTPOMOUHA HU3Koe (Ipu HopMme 80-

100%)

Hwu3zkuu ypoBenn VIII nam IX pakTopoB 3,D,|V|y



[ [pyHIMIIBI TEpANIMK IIPU FeMO(PHINH

BHyTpuMBbIIIeYHbIe HHbEKIUHU 3anpelneHbl (Bce mpenaparbl
MOI'YT ObITh BBeJA€HbI TOJIbKO BHYTPUBEHHO JIM00 HA3ZHAYEHbI
BHYTPb)

KpoBoTedeHnue 1000 JTOKAJIU3ANMMA U TAKECTH,
NPUIYXJOCTh U 00JIb B CyCTaBe, MOJA03PEeHHE HA
KPOBOM3JIMSIHME BO BHYTPEHHHE OPraHbl — MOKA3aHUE K
HeMeIJIeHHOMY (J1a’Ke HOYbI0!) BBEIEHH 0
KOHIEHTPUPOBAHHBIX AHTUIeMO(HJIbLHBIX MPENaparos.
AHAJIOTHYHO CJIeAYyeT MOCTYNATh MPU TPaBMe ¢ HAPYIIEeHHEM
EJOCTHOCTH KOKHBIX IIOKPOBOB

boJabHoM 1 pa3 B KBapTaJ J0/IKeH MoCelarb CTOMAaToJ10ra,
UMEIOIIEro ONbIT JICYECHUS AeTed ¢ reMmoduianen

JIro0bIe XMpypruyeckue BMemaTe/ibCTBa BO3MOKHbI TOJIbKO
1ocJie BBEJICHUS MPENnaparoB aHTUreMo(QpujIbHOIo
r100yanHa. Ucnoyb3yroT 1151 BJAMBAHUN JIMIID
MOBEPXHOCTHbIE BEHbI
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[IporpaMmebl 1edueHUs OOJILHBIX
reMo(puIneu

CucreMaTH4eCKOe TPAaHC(PY3HOHHOE
JICYCHHE

IIepnogudeckasi, CAMOTOMAaTHYECKas
TpaHC(y3HUOHHAS TepaIus
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Ileproanyueckas, cuMIIToMaTH4eCKas
TpaHC(Py3HOHHAs TepaInus

* Bogsar konneHTparsl VIII u IX ¢gakropa nocie
KPOBOU3JIMSIHUS WK OOITUPHOM TpaBMbI. B
IIEPBBIC YaChl ITOCJIEC KPOBOUBIUSIHUS WIN
OOIIUPHOM TPaBMEBI IPU reMO(pUINHN A B/B BBOIAT
kpuonpenunurar B 1o3e 45-50 EJI/kr, a ipu
remouiinu B — 35 EJI/kr (koHneHTpar IX
(dakTopa)

e [lepenuBanue 1 EJ] xpronpeuunurara nmo3BosieT
noBeICUTh YpoBeHb VIII dakTropa Ha 2%
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e ]l OCTAaHOBKHM HAYMHAIOIIETOCS KPOBOU3IIUSHUS
B CyCTaB, IIpM T'eéMaToMax, HEOOJIbIINX paHax
IOCTATOYHO MEPEIUTh KPUOIIPELUIIUTAT B 103€
25-30 EJI/xt. IIpn KpOBOTEUEHUSIX U3 S3bIKA, 1ICH,
JTHA MOJIOCTH PTa, BHYTPUUYEPEITHBIX
KPOBOU3JIMSHUAX, TEMATOMAaXx, CIABJIMBAIOIINX
HEPBbI, BBOAAT Kpuonpeuunurar B 1o3e 50 EJI/kr.

e IloBTOpHOE BBEJIEHME B TOM K€ J103€ HAIO
CJIeaTh Yepe3 8 4acoB M Jiajice 2 pasa B ICHb B

TeueHuu 4-5 nHeil, 3areM 1 pas/cyT B TeueHUH 4-5
JTHEH.
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[Ipy HEOOXOIMMOCTH SKCTPAKIIUHU 3y0a

e 3a 12-13 yacoB nepenuBarOT KpUONPEIUNNATAT B
no3e 30-40 EJI/kr, 3a yac go onepauuu 40 EJI/kr,
yepes 4-10 gacoB nocie s3xkcTpakiuu 3yoa 30-40
EJI/kr, u nanee eXXeIHEBHO B TCUCHUE 3 JHEH, a
3aT€M 4E€pe3 JICHb JI0 IUTEIN3ALNN JIYHKH.

* AHAJIOTMYHO MOCTYIIAIOT OPHU APYTHUX
XUPYPru4eCKUX OIEepaILusX, HO IEPBbIC JIBE 1035l
Kpuonpenumnurara (40 1 yepes 4-6 4acoB mocie
onepanun) ypeauunsaroT 10 50 EJI/kr

3OMY



MecTHas Tepanus mpu KpOBOTCUECHUH

* Ha MecTo KpOBOTEUECHUSA HAKJIAAbIBAKOT
TaMIOHBI C TEMOCTaTHYECKON TYOKOM,
I'PYJIHBIM MOJIOKOM.

* [Ipn HEOONBIINX KPOBOTCUCHUIX
PEKOMEHIYIOT 3aKanblBaTh B HOC
OE€CMOIIPECCHUH 4 p/IEHb, YTICUIIOH-
AMUHOKAITPOHOBYIO KUCIOTY 50 MI/KT 4
pasa B JICHb BHYTPb.

3OMY



Teparusa remapTpo30B

NMMoOuMaM3anmsa CycTaBa 3J1acTU4eCKUM OMHTOM He
0oJiee 3-4 nHeit

IIyHKIMs cycTaBa U ylajeHue KpoBH (IpH
00J/1IE3HEHHBbIX FeMapTPO3ax)

IIp¥ MOBTOPHBIX KPOBOM3JIMAHUAX B CYCTAB
peHTreHorepanusa (nNpu 3 cTeneHu TAKECTH Y AeTel
crapiue S JjieT, Ha3HA4YalT 4yepe3 AeHb). IIpu 3 crenenu
TAKECTH M HAJIMYMHU reMO(PUIbHBIX aPTPONATHH
MOKAa3aH 2-3 HeleJIbHBIM KYPC MPEeTHU30JI0HOTEepANIUH

B nepcnexkTuBe co3aHUEe MUHU-OPTraHOB
(TpaHCILUIAHTAUMSA MO KOKY CelU(PUUYECKUX JTUHUU
remarouuToB, ciHTe3upyroumux VIII ¢paxkrop)

NMIuIaHTanusa HOPMAJbHBIX T€HOB, B3aMeH J1e(PeKTHBIX

3OMY



[Ip1 ”THTHOMTOPHOU TEMO(DUIINU

Jlo3y VIII ¢pakropa
yBeanuuBaroT 10 100-300
EJI/Kr/cyT, ¢ MOCHEayOIM
YMCHBIIICHUEM 036l U
COYETAIOT C
[IPEIHU30JI0OHOTEPAITUEH.

3OMY



JlncnancepHOe HAOIIOACHHUE

Pedenka HaOMI0T2€T reMaroJior
CNEeNHATM3MPOBAHHOIO HEHTPA M YYACTKOBBIN
neauarp

OcB000KIAIOT OT NIPUBUBOK U 3aAHATHHA
(pUM3KYJBTYPOH B IIKOJIE

DOusnyecKue ynpaxHeHus B JOMANITHUX YCJIOBHUAX
MMOKA3aHbI, T.K. YBJIUYUBAKOT YpPoBeHHb VIII
(pakTopa

IInTanue oObBIYHOC

IMOKAa3aHbI OTBAPHI AYIIHUIbI U 3aiileryoa
ONbAHAKINET0 (JIArOXUJLITYC)

IIpu npocTyaHbIX 3200/1eBAHUSIX IPOTUBOMOKA3AHBI
ACMIUPUH M MHAOMETAIIMH, 0AHKH.

KoHcyabTanuu ncuxorepaneBra

3OMY



bone3np BuiiedOpanga (aHrHoreMouims)

* HacnenctBeHHOE 3a001€BaHUE IIEPEIABACMOE
OOBIYHO MO ayTOCOMHO-IOMUHAHTHOMY THITY.
XapakTepu3yeTCs MOBBIIIEHHON
KPOBOTOYHMBOCTHIO B COUETAHUH C YBEIIUYCHUEM
JTUIATEIBHOCTH KPOBOTECUCHHS, KOJJUYECTBEHHBIM U
Kaue€CTBEHHBIM JIe(DEKTOM ILIa3MEHHOT0O (paKTOopa
Buinnebpanjga 1 04eHb HU3KMMH BeJIMUYMHAMU
aJre3uy TPOMOOILIMTOB K CTEKITY, arperaiuu
TPOMOOIIUTOB C PUCTOLICTUHOM.

3OMY



IIaTorenes

e IIpu Oosie3nu BuiieOpanaa umeer MecCTo
KOATYJIAIMOHHBIA J1e(PeKT (HU3KNI YPOBEHb
VIII paxkTopa) u cocyoucmo-mpomoouumapHsle
Hapywienusa (YBeJU4YeHUe JJIUMTEeJIbHOCTH
KPOBOTECYCHUS).

e Cunre3 ¢pakropa BuiiieOpanaa peryjaupyercs
AYTOCOMHBIM I'€HOM, PACoJI0OKeHHbIM Ha 12
XpoMocome.

 OcHoBHast Mmacca @B cuHTE3UpYyeTCH B
CHIeUAJIBHBIX I'PAHYJIAX COCYIMCTOIO
yuaoreaus (meavua Ilannaou),
BbIOPACHIBAKOTCH B KPOBOTOK IO/ BJAUSIHUEM
TPOMOMHA, MOHOB KAJILIMA M Ba30IpPeCcCHHA.

3OMY



Tune! 60301 Bunieopana

YacTUYHBIN KOJIMYECTBEHHBIN JI€(PEKT
(70-80% Bcex OOJIBHBIX)

KauectBeHnbIM nepuuut OB (HapylieHue
cTpykTypbl @B, yactora — 10-12%)

ITonabIi KoandecTBeHHBIN aedekT (3-5%)

3OMY



* CO4YETaHHOCTh TEMOPPATrHUECKOTO AC(EKTa
onpeenseT 8apuabenrbHOCnb KIUHUYECKOU
KApmuHbl: Y OJHUX OOJIbHBIX
IPEUMYIIECTBEHHO CTpadacT
KOazynayuoHHoe 3BCHO, Y IPYTUX —
mpomoouyumapHoe.

3OMY



KimmHnyeckas kapTruHa

e IIpu Ts12Kes10M TedeHuu 00J1e3HM (YpoBeHb VIII
(pakTopa HUKe 8% ) KIUMHUKA NPAKTUYECKHU HE
OTJIMYAETCH OT reMouInuu.

e IIpu 0oJiee JierkoM Te4eHUH (BHICOKUM YpoBeHb VIII
(paxkTOpa) HA IEPBOE MECTO BHICTYNACT COCYOUCHIbLU
mMun Kpoeomovugocmu: NepuoIndecKue 00UJIbHbIE
KOKHbIE€ TeMOppParum, HOCOBbIe, MATOYHBIE,
KeJIYT0YHO-KUIIIeYHbIe KPOBOTeUeHUusl. BO3MOKHBI
reMaToMbl HA MeCTe BHYTPHUMbIIIEYHbIX MHbEKIIMH,
reMaprpo3bl, KpOBOTCUEHU S MOCJIe HEOOIbIIUX
BMeILATEJIbCTB.

e Ilocsie mepuoaa MOJIOBOr0 CO3PEBAHUSA THKECTh
00J1€3HH YMEHBIIAETCH.

3OMY



JInarHo3 cTaBUTCS B CEUATIU3UPOBAHHBIX
[EHTpax

O4eHb PE3KOE YBEJIMYCHUE JUIMTEIbHOCTH
KPOBOTECUYCHUS

Hwuzkas aare3us TpoMOOLIMTOB K CTEKJIIOHUTSIM
WJIA CTEKJISIHHBIM OyCHHaM

Manoe xonmmuectBo VIII pakTopa kpoBu

Hwuzkas arperaius TpoMOOIIMTOB C
PHUCTOILETUHOM

BaxxHo o0cienoBars OOJIBHOIO B JMHAMUKE, T.K.

IMCPUOANYICCKH IIOKA3aTCIN MOI'YT
HOPMAJINU30BATbCA.

3OMY



JleueHue

e Ilpu jJerkux u cpeaHeTskeJabIX hopMmax I Tumna
00J1e3HM HA3HAYAKOT AHA102 eCIeCMB8EeHHO20
anmuouypemuueckozo 20pmona 6 0oze 0,3
MK2/K2 6/6 kanenvHno. IloBTOpHOE BBedeHUE
HeoOxoauMo yepe3 12 yacos.

e IIpu BCcex popmax 0osie3Hu BuiiieOpanaa
(KkpoMe TPOMOOIIMTAPHOIO)
BbICOKO0I((PEKTUBHbI BJIUBAHUA

ceexce3amoporcennou niaazmol (15 mia/ke) uiu
Kpuonpeuunumama.

e IlesiecooOpa3HoO nepuoaANYECKOE BBEICHHE
OUUUHOHA, NAHMOMEHAMA KATbUUA,
dumomepanus.

3OMY



JIndpauarunos

MEeHHUHIOKOKIIEMUS, C-M
Yorepxay3eHa-OpruaepuKCOHA

ATONIMYECKUU JEPMATUT

3OMY



