C.D. by3bko

JludepeHinHa JiarHOCTHKA
| IPUHIAIMA CYYACHOIL
Tepamnili reMopariyHux
3aXBOPIOBAHb Y JITEH.



3yIIMHKA KPOBOTEYi 31IMCHIOETHCH
3aBASIKH B3a€MOIII TPHOX JIAHOK
reMocTa3sy:

1. CynuHHa (3a0€311€4y€eThCSI CTAHOM CYJMHHOI CTIHKH,
KOHTPAKTUJIBHICTIO CYAWH, aHT10TPOMIYHOIO (DYHKIIIEIO
TPOMOOIIUTIB).

2. TpombOonurapHa (3a0e3neuyeThcs (DYHKIIER KPOB'STHUX
IJIACTUHOK ).

3. Ilna3smeHHo-KoaryisiiiiHa (3a0e3Me4yeThbCs CUCTEMOIO
3C1JIaHHS KPOB1).

B 3a1€:XHOCTI1 B1JI IEPEBAKHOTO YPAKECHHS TIE]
YH 1HIIOI JAHKHA FréMOCTa3y BUIALISIOTh:
1. Bazomarti. 2. TpomOonuTOIIaTIi.

3. Koarynomnarti.



I eMopariyHuy BACKVJIT
(Schoenlein—1837p., Henoch—1868p.) —
CUCTEMHHUHN IMYHHHUM MIKPOTPOMOOBACKYIIIT,
B OCHOBI SIKOTO JICKUTh IMYHOKOMILJIEKCHUI
MEXaH13M MOIIKOIKCHHS CYAUHHOI CTIHKH 3
[IEPEBAXKHUM YPAKCHHSM IIKIPH, CYII001B,
[IIJTYHKOBO-KHAIIKOBOTO TPAKTY 1 HUPOK.




Kaacudikanis reMopariyHoro BacKyJiTy:

I. ®opma:
1. ITpocra (mkipHa). 2. lIkipHo-cyriiodosa.
3. HIkipHo-adaominaabHa. 4. 3MilnaHa.
S. bauckaBuyHa (QyJabMiHOITHA).

1. BaxKICTh (AKTHBHICTB):

¢/ Jerka (I crynminb);

v/ cepeanbo-Baxkka (II cryminb);

¢/ Baxkka (III cryminb).

I11. I1epeOir:

1. TocTpui.
2. PeuuauByrouuii a00 3aTAKHU M
3. bauckaBUYHMNA.
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OcHoBHI KJIHIYHI nposieu I'B

TocTpuu movyarok;
° O.
IHiaBumenns T°;
CuMIITOMH 3araJibHOI IHTOKCHKAIII;

CvuMeTpMYHMH MaNyJdb03HO-TeMOPATIYHUMA BUCUII 3
TEHACHIIE€I0 10 3JIMTTH 3 HEKPO30M B LICHTPI;

Tunosa JokaJjizaniss BUCMIIY HA THJII CTONM, TOMIJIKAX,
CTerHax, CiIHMII, mepeamaiudi, HAaBK0JI0 CyIJ100iB, B
TAKKUX BUIIAJKAX HA HIKIpi TYy/1y0a, 00/IM4ui,
CJM30BHUX 000JJ0HKAX;

Cyriio00BuM CHHAPOM;
AOROMIHAJBHUI CUHAPOM;
CeyoBUM CHHAPOM.
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XBopHuii 3 reMopariaHuM IlerexiaabHO-NIANMYJIHO3HUN BHCHII

BaCKYJIiTOM. IPHY reMOPaArivyHOMy BACKYJIITI.



S S SNSKKX

JlaboparopHa JiarHOCTHKA reMopariayHoro
BACKYJIITY

HelTpodiiibHUM JTEHKOUTO3;
IIpuckopena HIOE;

JIlucnporeineMis;

IinBUIIEeHHSI AKTUBHOCTI rocrpoga3oBux
NMOKA3HUKIB;

I'inepkoaryjasiuiiHa CIpsAMOBAHICTH
MMOKA3HUKIB IreMoCTAa3y;

IHinsumenns pisus HIK.



JliarHocTuuHni kpurtepii I'B

J{iarHOCTHKA reMOpParivyHoro BacKyJiTy 0a3yeTrbcs HA
BHMSIBJICHI TUIIOBOI0, CHMETPUYHO PO3TALIOBAHOIO
ANYJIbO3HO-TEeMOPATriYHOI0 3 MeTeXiaJbHO-
YPTUKAPHUMHU €JIeMEHTAMM BUCUIY HA PO3rHHAJIbHIA
IOBEPXHI rOMIJIOK, BHYTPIllIHIM MOBEPXHI CTEr0OH,
CIAHUUAX, NEePeAITIIYYAX, HABKOJIO CYIJI00iB, AIKUA
CIIOJIYYYEThCH 3 CYIVIO00BMM, a00MiHAJBHUM 200
CEYOBUM CHHAPOMOM Ta CYNPOBOIKYETHCHA 3arajibHOI0
iHTOKCHKaIi€w i rapsaykoro. Ilpu ubomy B
nepudepuyHii KPoBi BiAMIiYa€THCA HEUTPOPLILHUA
JerukouuTos, npuckopena IIOE, a piBeHb TPOMOOLMTIB,
TPUBAJICTHL KPOBOTEYl, YAC 3Ci/IaHHA KPOBi Ta peTpakuis
KPOB’SIHOTI'0 3TYCTKY He 3MIiHIOKOTbHCH.



ba3ucHa Tepaiis reMopariyHoro BacKyJiTy

1. AHTHArperanTH (ae3arperant)—3-4 THKHA

v/ KypaHnTiji 2-4 Mr/kr/no0y B/B, B/M, BHYTPIIlIHbO

v/ Tpenrtai 5-10 mr/kr/nody B/B, BHYTPIllIHHO

v/Tikjaonigun (Tikjaix) 250 mr 2-3 p.
2. IIpsaMi aHTHKOATYJIAHTU—3-4 THKHSA

v'renapun 200-300 Oa/xkr/mody B/B, /K

v ppakcunapun (kajabuinapuH, enokcanaput)— 5000-7500 O
ABIYl HA 100y MIAIIKIPHO - BUPAXKEHA AHTUTPOMOOTeHHA Tisl
MOPSAA i3 CJIA0KUM 3arajibHUM CINOKOATYJIASHIMHUM e(eKTOM.
B/B.
4. HectepoiaHi mpoTu3anajbHi 3ac00M—2-3 THXKHA

v/acnipun 5-10 mr/kr 1 pa3 3paHky

vingomeranun 2-4 Mr/kr/mno0y

voproden 1-2 Mmr/kr/no0y



IHIII TepaneBTUYHI 3aC00H

[ riroxkoxopTHKOian (MpeaHi3010H 3-4 MI/KI KOPOTKHM KypCOM
10 S aHIB)

0 murocTaTnku (mukaodocdan, azationpun, 6-
MEPKANTONYPUH)

0 xpiomaa3zma 8-10 mi/kr

0 peonoairmoxin 10 MJj/kr

[ anTuricraminui npenaparn

[ enTepocopOenTH (aAKT. BYIijliIsl, EHTEPOCTeIb, EHTEPOCOPO,
eHTepo/1e3 Ta iHIIIi)

[ anTudakTepianbHa Tepamis

0 mna3madepes i3 3aminoro 2-5 00'eMiB miia3zmu



Ipopuiab papMakoIOrHIecKuxX

CBOMCTB

IIporuBoasiepruyeckoe

JeceHcuOuIu3upyouiee

AHTHIKCCYIATUBHOE

\
/

IIporuBo3yaHoe

/

HEHKAPD ~_

bponxoauiaarannonHoe

AHTHAPUTMHUYECKOE
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He npoHukaeT 4yepes
rematoaHuedanmnyecknmn dapbep

!

He 6nokupyet H-1 peuentopbl ronoBHOro mo3sra

He BbI3biBaeT COHIUBOCTU
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saaronaps moinddpeUMLIERMEa DEHKAPOIJIA.

= DeHKapoJ 0Jarogapsa aHTHCEPOTOHUHOBOMY A€M CTBHIO U

CIMOCOOHOCTH pa3pymiaTb rHCTAMHMH B TKAHSX CIIOCOOCTBYeET
OpoHXxo0-

ANJIATAIMM, YTO MO3BOJISIET HCIO0JIL30BATh Npenapar B
KOMILJIEKCHOM

JiedeHnH 3a001eBAHU BEPXHUX JAbIXaTeJIbHbIX NyTEH ¢
00CTPYKTHUBHUM

KOMIIOHEHTOM.

= (MeHKAPOJ — OAMH M3 CAMbIX HU3KOTOKCHYHBIX NPENaparoB,

YTO J0KA3AHO MHOI0JIETHUM ONBITOM NPUMEHECHUA Y JeTeH.

* MeHKAPOJ HE BBI3HIBACT COHJIUBOCTH.

e DeHKapPOJ MMeeT BbIPajKeHHbIE MPOTUBO3Y/IHbIC CBOMCTBA,
O3TOMY

3P (PEeKTUBECH B JICYCHUU ICPMATUTOB, BETPAHOM OCIbI U JP.

* MeHKapoJI B OTJIMYHE OT HEKOTOPBIX AHTUTMCTAMUHHBIX

NpPenaparoB He TOJILKO He 0KA3bIBAET APUTMOT€HHOTO TeiiCTBU s




Kaacudgikamia TpomoOonariu

TpomoOonarii

TpomOouuToneHii TpomOomuTonarii

Cnaakosi HaoyTi Cnaakosi \ HaoyTi
(manuuToneHisas PaHKOHI, (manuuToneHia MaHKOHI,
cuHapoM BickorT-Ouapiua) cuHapoM BickorT-Ouapiua)

IHopyueHnus HinBuieHHs Mopymenns

MPOXYKIIII PYiHYBaHHA po3mnoniny
TPOMOOUUTIB IJIATUHOK A HOKC

IMmyHHi \
‘ HeimyHni

I'eTepoiMmyHHi (cencuc, IB3-
AyToimMyHHi curapom, I'YC)
I30iMyHHI



IxionaruyHa TPOMOOIUTONEHIYHA Mypnypa

(I'TII) — 3axBoproBaHHs rerepo- a00 ayToiMyHHOI
MPUPOIHU, IKE XapaKTePU3Y€EThCS 3HUKEHHAM
TpoMOoLMTIB KpoBi Menme 150+10°/1 BHacaigok
IX NIBUIIEHOT0 PYHHYBAHHA 3 MiJACHJICHHAM
KPOBOTOYHUBOCTI 32 eTEeXiaJIbHO-CHHAYKOBUM
MIKPOLUUPKYJIATOPHUM THIIOM.
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OcHoBHI KiaiHIYHI nposiBu ITII

I'eMopariyuHi BUCHIIAHHA HA WIKIPI Y BUIVISAAI
APIOHOTOYKOBHUX IeTeXii, HeBEJIUKHX CUHSKIB
(mosiMOpHICTH BUCUIIAHD )

CnoHTaHHEe BUHMKHEHHS BUCUIIAHD
I1oIiXpOMHMI XapaKTep BUCUIIAHD

KpoBoreui 3i CJIU30BUX 000JI0HOK (SICEH,
HOCOBIi, MATKOBI)

MoKJIHMBI KPOBOBUJIUBH B CKJIEPY, CITKIBKY,
MO30K, MO3KOBI 000JIOHKH, KPOBOTEYi 31
[IJIYHKOBO-KHIIKOBOI'0 TPAKTYy, reMarTypis,
KPOBOXaApPKAHHA)
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KpoBoBuiinBu npu I103UTUBHUU CUMIITOM JIKI'YyTA
TPOMOOIMTONEHIYHIN MypIypi y JTUTHHHU 3 TPOMOOLUTO-

BMIVISIAI MeTexii Ta eKXiMO3IB. MEeHIYHOK MYPNypPoIo.
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Jladboparopna giarnocruka I'TII

TpoMGonuToneHis < 15010°/x
MOI0BKEHHS Yacy KpoBoreui 3a /[roke > 4 xB.
MOPYILICHHA peTPakiil 3rycTKa Kposi

MOMKIJIOUMTO3 IMJIACTUHOK, 30LJIbIIIEHHS 1X PO3MIpIB,
MOSABA JAPIOHO3EPHUCTHX “OTAKUTHUX KJIITHH

CKOPOYECHHS YaCYy JKUTTH TPOMOOIUTIB

rinepnjiasis MerakapiouuTapHoro pocrka B
KiCTKOBOMY MO3KY

BU3HAYCHHA AHTUTPOMOOUMTAPHUX AHTHUTLI B
CHUPOBATII KPOBI

MO3UTHUBHI MPOOH HA KPOBOTOYMBICTH



JiarnocTtuuHi kpurepii I'TII

Ilepeneceni iH(exnii, BaKHMHALIA, NPUIAOM JIKAPCHKHUX
npemnapariB, siki MajJd Miclle He3aJ0BIr0 J0 NOSIBM I'eMOPArivyHOIo
cuHaApoMy. THNOBICTH OCTAHHBLOIO: MOJIMOP(HA Ta MNOJIXPOMHA
nerexiajibHO-IUIAMHMCTA TreMopariyHa BHCUINKA a00 KposoTedi i3
CJIM30BUX, YacCTille HOCOBI YM MATKOBI, ACHMETPMYHUU XapakKrTep
BHCHIIaHb 0€3 MeBHOI JoKaJi3alii Ha (pOHI HOPMAJIBLHOI TeMIlepaTypHu
TiJIa 1 BIICYTHOCTI CHMIITOMIB 3arajibHOI iHTOKCHKAIIII.

J{IarHO3 MiATBEPIKYETHCA TPOMOOUMTONECHIED B nepudepudHin
KPOBi, MOJ0OBKEHHAM 4acy KPOBOTeYl i NOPYIIEHHSAM peTpaKkuil KpoB’
SIHOT0 3ryCTKY. I103UTHUBHI MPOoOM HA KPOBOTOUYHUBICTb.

Jndepenniiina giarnoctuxka I'TII B mepiny yepry Bumarae
BHMKJIIOYEHHS] BTOPUHHUX TPOMOOLUTOINEHIH, cepea IKUX HanOlIbIIe
MPAKTHYHE 3HAYEHHS MAalOTh T'OCTPHH JICHKO3 1 aljIacTUYHA aHeMisd. 3
i€10 METOI MPOBOAUTHCS JTOCIIIZKEHHS KiCTKOBOI0 MO3KY IIIe 10
MMOYATKY MATOreHEeTUYHOI Teparil.



ETanHa repamis i1ionaTu4Hoi

TpoMOouuTONneHiYHOI nypoypu (I'TII)

I eran (rocrpa rerepoimynna ITII)
* NINKOKOPTUKOIAM (IpeaHi300H 1 Mr/Kr/m00y)
* 32c00U, SIKi MOKPAINYKOTh aJAre3UBHO-arperaminny
AKTUBHICTH TPOMOOUMTIB: AUUUHOH 0,25 X 3 p. a0o0

12,5 % p-n 1-3 M1; 10KCiyM, AaHAPOKCOH
*CYAUHHOYIIUILHIOKYI 3aC00M: Npenaparu KajabIlilo,

BiTamin C, BiTamiH P
* encijioH-amiHoKanpoHoBa kucJjaora 0,05-0,1 r/kr Ha 100y
* HACTIM JIMCTH KPONMBH, Jorodiiyca, apaxic
° 32 JKUTTEBMMHU NMOKa3aMM TPpaHCc(hy3ii TPOMOOKOHIIEHTPA-
Ty, CBI’KUX BiAMHUTHX ePUTPOLUTIB, CBIKOIUTPATHOI
KPOBi




11 eran (xpoHiyHa ayroimynHa I'TII)

* NPEAHI30JI0H

* iIMyHOIJ100yJ1iHu 1 B/B BBeaeHHs : 400 mr/kr/mo0y 2-5
AHIB (IMYHOIUI00YJIiH “bioxemi”, ABCTpis; IMYHOIJI00YJIiH
JIIOUHMU JJ1 B/B BBeAeHHs1, Pocisi; eHaoriio0yJaiH, ABCTpis;
ca”aor1o0yJaiH, lHIBeruapis; inTpariooyain, HiMmeduuna)
* AHTUPE3YCHUI iIMYHOIJI00YJIIH

* 0,-inTepdepoH (peadepoH, IHTPOH-A, podepoH-A Ta
iHui) B/M 3 pa3su Ha THKIAEeHb 3 MicAusa; 10 S pokiB — 500
Tuc MO/n00y; 5-12 pokis—1 muan MO Ha 100y; crapuie 12
pokiB—2 MuH MO/100y

* muaasmadepes (4-5 npoueayp)



11l eTan
* CILNICHCKTOMISA

1V eran

* MUTOCTATUYHA Tepamid B KOMILJIEKCI 3
VIIOKOPTUKOIIAMHU TA IMYHOIVIO0YJIiIHAMHA
(BiHkpicTiH 0,05 MI/KI, IMypaH—a3aTiONPUH
50 Mr/mo0y, nunkaodochan, HMKIOCHOPUH A)




I'emoiiii — cmagkoBi koaryjaonarii i3
YCHAAKYBAHHAM JAe(eKTy 3CIIaHHs KPOBi 32
peueCuBHUM 3YeIllJIEHUM 3 X-XPOMOCOMOK THIIOM.

I'emodiiisa A— nedinut VIII-ro pakropa 3cinanns
KpPOBI — aHTUTeMO(}iabHOTo 1100yainy (AI'T) —
87-94 %.

I'emodiuisa B — gedinut IX-ro pakropa —
kKoMnoOHeHTy TpoMOomaacTuny (KTII) — 6-13 %.

I'emogijia C (xBopo0a Pozenrans) — gedimur XI
¢paxkropa (IITII) — 1-2 %.



XapakTep VCIIaaKkyBaHHI reMod Il
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Kiaacudgikanisa remo@ijiain 3a TAKKICTIO (32
piBHeM aedinuTy (paKTOopa 3CiAaHHA KPOBI)

TsaxkicTs remogiii Pisenn F VIII i IX
Taxka <1%
CepeaHbol TAXKKOCTI 1-5%
Jlerka 5-15%
IlpuxoBaHa 15 —50 %
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I'eMopariuHi npossBu npv reMo@uiil

. KpoBoBWIIMBH B CcyrioOu (remMapTpo3u,

reMapTPUTH, aHKIJIO3H).

. KpoBoBMIMBH IMIAMIKIPHI 1 BHYTPIIIHBOM SI3€B1

(remMaromu).

. HupkoB1 KpoBOTEU1 3 TEMaTypIEIO.
. KpoBorteuli 13 cim30BHX poTa 1 HOCA.
. I1I;1yHKOBO-KHMIIIKOB1 KPOBOTEMUI.

. KpoBoteul 1 kpoBoBuianBu B IIHC (B/uepenHi 1

CIIMHHOMO3KOBI).



JlaboparopHa giarHocTHKA reMo(LIin.

¢/ NOJ0B:KEHHHA YaCy 3CI/IaHHS KPOBI
(Hopma 5-10 xB 3a Jli-YaurTom)

¢/ NOJOBXKEHHS Yacy peKaJablu@ikaiii mjia3Mmu
(Hopma 80-140 cek.)

¢/ NOJ0BKEHHSI FeNAPMHOBOIO Yacy (HopMa
11-16 xB.)

¢/ NOJ0B:KEHHS MPOTPOMOIHOBOIO 4acy
(Hopma 12-15 cek.)



JIIKYyBaHHSI reMo@iiiu.

1. IlpodinakTu4He.
2. JIikyBaHHA BIOMA.

3. JIikyBaHHs 32 ()aKTOM BUHUKHEHHS
KpPOBOTeYi (32 3BEPHEHHAM).



1.

IIpodinakTuyHe — MeTa — MIATPUMKA AePIUTHOTO
(paxkTopa Ha piBHI Oiiia 5 % Big HopMmu. IlounHnarTs 3
1-2 pokiB. BBoasiTh 0OUMIIeHI KOHIIEHTPOBAaHI
npenaparu F VIII i IX 3 pa3u Ha THoKAEHb TIPHU
remogiiii A 1 ABiYi HA THKAEHb NIpu remo@iiaii B i3
po3paxyHky 25-40 MO/kr macu tiia. TpuBajicrTh
iHAMBiAyaJIbHA.

3amicHa Tepamis BOMAa NPUA HETSKKUX KPOBOTEYaX
(HOCOBMX, SICHEBHMX, IIOBEPXHEBUX PaHaX, IIPH MePIINX
CUMIITOMAaX KPOBOTeYi B CYIJ100).

JIikyBaHHA 32 pakTOM BUHUKHEHHS KPOBOTevi (3a
3BEPHEHHSIM) — CAMMI PO3MOBCIIKeHU B KpaiHax (I B
YKpaiHi) 3 HeA0CTATHIM 3a0e3neYeHHAM 3ac00aMu
3aMICHOI Teparil.



3aco0u 3amicHOI Teparii remodiJii.

I'emogiaia A

Caixxo3zamopoxkena miaasma (100 ma=80MO AIT) I1o 10-15
MJI/KT B/B 3a 30-60 xBHJIMH, HIOBTOPHO 4/3 8-12 roguH.

Kpionpeuunirar (cyxuii i 3amopoxkenun). Big 100 xo 250 MO
F VIII y duaxoHni.

“@pakuisa Kona-1” B 50-60 ma micturbess 650 MO F VIII
JliopunizoBani ounineni konueHrparu F VIIIL.

PexomOinanTHI npenaparu F VIIL.

I'emodiiuis B

Cyxa i 3amMopoKeHa njiazma.
OuuneHi koHuentTparu F IX

— PexkomOinanTHI npenaparu F IX



Jlo3yBaHHs koHueHTpAaTiB (pakTopiB VIII Ta IX xBopum
Ha remodiiairo y sunaaky kposored (K. Rickard, 1995).

Micue kpoBoTeui | OnTumaibHa Jo3a on/kr Yacrora BBe/eHb i
AKTHBHICTH MacCH qyac JiIKyBaHHHA
(l)aKT()pa IMPOTATIOM

(oa/ma1) FVIII | FIX 24r HIB

B cyriioom 30-50 15-25 | 30-50 1-2 1-2
BHYTpPIIIHHEOM sI3€Bi 30-50 15-25 | 30-50 1-2 1-2
3 TpaBHOrO TPaKTy 30-50 15-25 | 30-50 1-2 2-3
A3uk 40-60 20-30 | 40-60 1-2 RE
3aoyepeBUHHI 30-50 15-25 | 30-50 1-2 3-4
BHyTpilnHbOYEpenHi 60-80 30-40 | 60-80 1-3 7-10
I'emarypist 30-50 15-25 | 30-50 1-2 1-2
Mauti kpoBoTeui 20-30 10-15 | 20-30 1-2 1-2




3amicHa Tepamisa nNpyu OOIIMPHUX ONEPATUBHUX

BTpyyaHHsx (K. Rickard, 1995).

Ilepion HeoOxigHa Jlo3a Ilepion Mmixk
AKTHBHICTH (on/kr Macu) | BBEICHHAMH
(paxrTopa(on/ai) (ronuHm)
FVIII | FIX | FVIII | FIX |[FVII| FIX
o onepanii 80-100 | 50-80 | 40-50 | 50-80
1-3 aHi micas 80-100 | 50-80 | 40-50 | 25-40 | 8-12 | 12-18
4-6 nHiB micjs 60-80 | 40-50 | 20-40 | 20-25 | 8-12 | 12-18
7-9 nHiB micjs 30-60 | 30-40 | 15-20 | 20-30 | 12 18
10-12 gniB micas | 20-40 | 20-30 | 10-20 | 15-20 | 24 24




JIabopaTopHa 1udaiarHocTuKAa

reMopariyHux 3aXBOPHOBAHb

Perpak-
KijbKicTh Tpusa- Yac st GRS
TPOMOO- JICTh 3cizaH- KPOBSIHO JIorpa-
IUTIB KpOBOTeYi HSA ro Ma
3rycTKa
I'B H H H H HT
ITII ! HT H ! H
Tpombonarist H H1T H H| H
I'emodimis H H 1 H !




