[MTYPITYPA:knACUBIKALIA, OBCTEXEHHS,

AND, AIATHOCTUKA, NPUHUUNA ,
NIKYBAHHHA , MAPLWUPYT NALIEHTA

AOLEHT KadbeApPU CiIMENHOT MEAULIMHMU | Tepanii
Kitypa €.M.



NAAH NPE3EHTALI

1.Bu3HaueHHHS | Knacudikauia I'A

2.TUNN KPOBOTOUYUBOCT]

3.AiarHocTtuka I'A

4. KniHiKa , AlarHOCTUKa Tepania reMogiAil

5. KAIHIKa , AlarHOCTMKa Tepania remopariyHoro
BACKyAITa

6. KAiHIKa , AlarHOCTMKa ,Tepania TpomboumToneHil
/. KAIHIKa , AlarHOCTUKa ,Tepania xB. PaHparo - Ocaepa



3a20/16HA XapakmMepucmuKa
cucmemu 2emocma3sy femocma3s —
gi3ionoziyHa cucmema, AKa
ronepeoxcye Kpososmpamy ma
MioMmpuMye Kpo8 y piOKOMY CMAaHi.
DPYHKUIOHAMNbHO-CMPYKMYPHUMU
KOMMOHeHmMamu cucmemu
cemocma3sy €: 1. cmiHKa
KPOBOHOCHUX CYOUH; 2.  KAIMUHU
Kposi (8 OCHOBHOMY —
mpomboyumu); 3. epmMmeHmMHi i
HegepMeHMHI cucmemu rnaa3mu.



Ocobsueo micHO nos’a3aHi mixc coboro nepuwi 0sa
KOMMOHEeHMuU, 8HACMIOO0K Y020 ix 06’eOHanu 8 00UH
MexXaHi3m 2emocmasy — nepeuHHuUl abo cyouHHo-
mpomboyumapHuil 2cemocmas3s, 60 8iH nepwum
BK/IIOMAEMbCA 8 3YNMUHKY Kposomedi. Apyauli MexaHi3m
2emMmocmasy — 6mopuUHHuUU, KoazynayiuHul cemocmas abo
3CIOaHHA Kpoai.

Etann cyauHHo-TpomboumutapHoro remocrasy 1.
KopoTKouyacHuit cnasm cyauH. 2. Aaresia Tpombébouuris
(npnannaHHAa TpombouunTis A0 CyAMHHOI CTiHKK). 3. Arperauis
TpombouuTiB: a) 3BOPOTHA arperau,ifa (YTBOPIOETbCA HELLiNbHUIA
TpombouuTapHUi 3ryctoK, Yepes AKM1U NPoXoAnTb Naasma
KpoBi); 6) He3BOpOTHA arperauif (yTBOPIOETLCA W i/IbHUM
roMmoreHHMi TpomboLuUTapHNA 3rycTokK, WO He NPONYCKaE
naasmy Kposi). 4. PetpaKuia TpombountapHoro Tpomba.



CyO0uHHO-mpomboyumapHuul
MeXaHI3M

*  3aifaHnuK NPU 3yNWHLI KPOBOTEY 13 MIZIKMX CyauH ( apTepion, Kaninsapis, Bedyn).
*  CKnagacTbCH I3 HACTYNHWX eTanis:

1) kopomxowacHul cnasm cydurH (BHacnigok enauey LIHC, pedmertopHoro Buknay B
KPOBOTOK afpeHaniHy Ta iH.), W0 BUKIWKAE YacTKOBY 3yNWHKY KpOBOTeui.

2) adeezin mpomGoyumis [0 paHeBOi noBepxHi. OCHOBHI CTPYKTYPW, 3 AKAMH
B3AEMOLII0TE TPOMBOLMTH — LI KoNareHoBi BonokHa, mikpothibpunn ta DasanbHa
memOpara. [MpuaunaHHa  TpomBOLMTIB [0 paHeBoi NoBepxHi  niacunionTb
eneKTpocTatMydi  cuan.  lLle € noyatkom  (POpPMYyBaHHA  2eMocmamuyHoz20
mpoMooyuMapHozo mpomMoy.

3) akymynayin i aspezayin mpomGoyumis y MICL YIWKOPKEHHA. |3 YIIKOPKEHWUX
eniTenianbHMX KNITUH, a TaKoX i3 epuTpoLMTIB Ta TPoMOOLWMTIB BUQINAETLCA ATd,
AKka Nify BNAWBOM KNITMHHOT ATdasn poswennweTbea Ao Ad. ANld cnpuae
obepHeHiii arperaui’ TpomboumTie. N8 Uporo npouecy Takok HeoOxigHa focTaTHA
KinbkicTe thakTopie IV, nnasmenHoro kodpaktopy ( chaktop Binnebpanga), thakropis
Xl Ta l.

4) 8’azxull memamopghoz mpomGoyumia nid 8nAUBOM MPomOiHy, B NPOLIEC SKOTO i3
TPOMOOLMTIB  3BINBHAIOTLCA  (hakTopn  3cifaHHA  KpOBi, CEPOTOHIH, ricTamid,
afpeHanid, KiHiHW, HYKNeOTWOW, eHIuMW | arperauia = TpomOOUMTIB  cTae
HeolOepHeHo,

5) BmopuHHe 38)XeHHA yiuKodxeHor cyQuHU NI} BNNNBOM BUINEHNX PEYOBUH.

6) Peakxuyin tblﬁpuﬂuwaﬂpﬂuﬂﬂ fAiKa NPOTIKAE napanentHo. ¢"Iﬁ|:ﬂ-1HUBI BOMOKHA |
HACTynHa pETpaHLuH KPOB'AHOTO 3ryCTKY YULBHIOWTL FEMOCTATMYHWA TPomD, wo
Befle [0 KiHLeBOT 3yNWHKA KpoBOTeYi.




[IpoLiec reMmocTasy

o MepBUHHMK (CYANHHO-TPOMOOLMTAPHUK)

reMocras:
- CMa3M CyauH npu Y
- 3iresis TpoMeOLWT]

DAXEHHI CYANHHO

B 10 CybeHpoTen

 CTIHKM:
0 CYANH;

- arperaList TPOMOOUMTIB Y MICTi YPaKEHHS;
- BUBINIbHEHHS TPOMOOLMTAPHIX TEMOCTATUYHMX

(DaKTOpIB;



TemopariuHi giare3H ABIAIOTE 0000 TPYITY 3aXBOPHOBAHE, AKI XapaKTepH3VIOTLCA IMIBHIIEHOK CXIILHICTIO
OpraHi3My [0 KPOBOTed I KpOBOBWIMEIE.

Buu remopariyHoro jjiaresy

-+ 'eMopariuHuy JiiaTe3 MoKe BUHUKATH AK CaMOCTiMHE 3aXBOPIHOBAHHS, a
TaKOK PO3BUBATUCH IIPU IHIIIUX 3aXBOPIOBAHHAX. Y IbOMY BUIIAIKY
TOBOPATH PO BTOPUHHOMY FeMOpariuHoMy fiaTesi.

TaKoX PO3PI3HAOTE:

- BPOIKeHU abo CITaIKOBUM TeMOopariuHi fiates. [IposBiasstOTbCA CTlaZiKOBi
reMopariuHi fjiaTe3u y [IiTeid i CYIIPOBOIKYIOTh JIFOAUHY TIPOTATOM BCHOTO
JKUTTS.

- HaOyTUU TeMopariuHum Jjiate3 y AiTel Ta JOPOC/UX € MPOSBOM
3aXBOPHOBAHb, OB I3aHMX 31 3TOPTAaHHAM KPOBI Ta CTAHOM CYIUHHOI CTIHKHU.

I1o HUX BiHOCATBLCA reMopariyHa Mmyprnypa, reMopariuHiid BacKyiIiT,
YpayKeHHS CYIUH MPH XBOpOOaX MeuiHKU, OTPYEHHSAX JIiKaMH, iHpeKIisX.



3anexcHo 8i0 NPUYUH i MexXaHi3My po38UMKY
pOo3pi3Hslomb maki munu (2pynu) oiamesy:

- liaTesu, 3yMOBJIeHI MOPYIIIeHHAM TPOMOOILIUTapHOro reMocTasy. o 1iel
TPYIIH BiIHOCATHCA TPOMOOILIATOIATIT Ta TPOMOOLIUTOIEHiT. TaKoK MOXKYThb
BUHUKATH TIPU TTOPYIIIeHHi iMYHITeTY, XBOPOOaX HUPOK i TediHKH,
BipyCHUX iH(eKIisgX, MMiJl BIVIMBOM XiMioTeparlii i BeJIMKUX /103 pafiallil.

- [iaTtesu, K1 BUHUKAIOTh BHAC/TIIOK TIOPYIIIeHHs 3rOpTaHHA KPoBi. /{0 1[iel
TPYIIM BiIHOCATE TaKi 3aXBOPrOBaHHA AK remodijiig A, B, C, 111 giaTe3u
MOJKYTb BUHUKATU BHACTIZIOK [IPUUOMY aHTUKOAT YJIAHTIB ab0
(biOpHUHOMITUKIB.

- JiaTte3u, 0OyMOBJ/IeHI TOPYIIEHHAM LIIOCTI CyqUHHOI CTIHKH. 10 HUX
BiHOCATE aBiTaMiHO3 C, reMopariyHyii BacKyJIiT, reMopariuHol
Te/leaHrieKTasii Ta 1HIII 3aXBOPIOBAHHA.

- lliaTesu, 1110 BUHMKAKOTh BHACTI/IOK AK TPOMOOIIUTaPHOTO TeMOCTasy, TaKk
i mopyIIeHHs 3ropTaHHA KpoBi. J10 11i€T rpynu BigHOCATE XBOpoOa
Bine6pana, TpoMboreMoppariveckii CMHAPOM. TaKUH fiiaTe3 MOXe
BUHUKATH TIPU TTIPOMEHEBOT XBOPOOH, reMob/1acToO3ax Ta iHIIAX XBOPODax.



[laToreHeTnuHa Kaacugikaijisa remopariunux giaresis (3.C.
bapkaran, 1988)

I [TopymenHs TpomboLUTONOE3Y Ta TPOMOOLUTAPHOIO reMOCTa3y:
TpombGormTonewii B T.4. xpopoba Bepnwroda (ITTI)
Tpombacrenis ['maniana
Femopariuna Tpomboiuremis
TpombGoremMorniTiuHa i TpomboLMTONEHIUHA Ny pry pa (xeopoba MollKoBHY)

[1 [Topymenns KoaryaaiiiiHOro remocTtasy (Koarysonarii):

A) Criagkosi:

Femodinia A, B, C

I'inoripoakiyiepyHeMis, TilorpoKOHBepTUHEMIs
["imoTpoMbinemis npu MexaHIUHHUX JKOBTAHHULX
['ino- Ta adibpuHoreHemis

difnuuamriTHUHA TVNITVNA



B) HaOyri, 1110 noB’dA3aHi 3:

1. YpakeHHAMU TIeUiHKA
2. YpakKeHHSIMU HAPOK
3.11epeno3yBaHHAM aHTHKOAT yJ/ISTHTIB

4.CHUCTeMHHUMH 3dXBOPHOBAHHAMHA C]'IOH}”—]HO'I' TKAHHWHH.

[T O6ymoB/eH] ypakeHHAM CYIMHHOI CTIHKU:

['emopariuHui BacKy/iT (xBopoba [11eHneliH-1 eHOXa)

['emopariuna mypypa (iHgeKLjiliHa, TOKCUUHO-HeH pOBereTaTUBHA)
Ilu3oBapianbHa (TeMopariuHa MeTporiaTis)

C-aBiTaMiHO3

XB. Paugro-Ocrepa, Cia/IKOBUM aHT'iOMaTo3



b) HaOyTi, 1o noe’s3aHi 3:

- 1.YpaKeHHAMHU TIeUiHKU

-+ 2.YpaKeHHAMH HUPOK

-+ 3.J1epeno3yBaHHAM aHTUKOAT V/ISHTIB

* 4.CUCTeMHUMH 3aXBOPHOBAHHAMM CIIOYYHOT TKAHUHU.

[IT OBymoBeH] ypaxkeHHAM CYAUHHOI CTIHKM:

*  T'emopariuHuy Backy/iT (XxBopoba IlleHnenH-I eHOXA)

*  T'eMopariuHa nypnypa (iH¢eKi|iiHHa, TOKCUUHO-Hel poBereTaTHBHA)
* Jlu3oBapiankHa (remMopariyHa MeTporiaTis)

*  (C-aBiTaMiHO3

*  XB. Panpro-Ocnepa, CriafiIkOBUH aHIioMaTo3



THNH KPOBOTOUMBOCTI MPH reMopariyHyux JAlare3ax

['eMaTOMHHM THIT KpOBOTOUMBOCTI — 3a3BAUal CIIOCTepiraeTbcs rpu remodinii, mpu
I[[LOMY Bif[3HauaeThCA HasSBHICTh BeITMKUX TeMaToM, KPOBOBH/IMBIB y CyI/I00H,
KPOBOTOUMBICTE TIiC/IA oTiepalfii. JIerko BUHMKaOTh TeMaTOMHU B MICIIAX 1H” €K1,
ocobmueo aom’si30Bux. I1pu orsAai BemuKi cyrnobu aedopMoBaHi, iX KOHTYpPH
3T/1a/DKeHi, pyXxomicTh obMeskeHa.




ITeTexianbHO-eKXiMO3HHI ( CHHAYKOBHI ) THIT — [IpoABnaeThca BaraTounce TbHUMH TOYKOBHMH (T1eTexii) 1
TUAMHMCTHMH KPOBOBW/IMBAMH Ha IIKI Pl ¥V BUDIAI CMHAKIB 1 “KPOBOIM ATHOKIB” (eKXIMO3H). PI3HOMAHITHI X
Be/TMYMHA 1 Komp (Bia 6arpAaHo- CMHBOTO A0 3e/1eHOTO 1 J0BTOT0), 110 MOB 'A3aHO 3 PI3HHM YacoM
BHHHKHeHHA TeMoparii, HaJae MIKipl BULAAQy “TIKIpH e orapda”. [TeTexiii ekxiM03M He 3HHKalOTh TIPH
HATHCKAaHHI, JIETKO BHHUKAKTE IPH TPaBMYBaHHI MIKPOCY/IMH LIKIPH I[IPHA CTUCKAHHI TICHUM OJfAT OM
(“BLAOMTKOBI” ), MaHK eTKOK ITPH BUMIPHBAHHIL apTepl a/IbBHOTO THCKY (‘MaHKeTKOBL ), [TOBepXHeRBl 0Pl 31
Ta MOAPATIHHH CYIIPOBOLKYIOThCA TPHUBA/IOK KPOBOTOUHBICTIO. UacTHMH € KpOBOTeUl 3 fCeH, HITYHKOBO-
KHMIIIKOBI KPOBOTedi, MeHO- 1 MeTpoparii.




3MillIaHW} TUTI — XapaKTepPHU3YEThbC HAsABHICTIO TeMaToM i IpiOHUX
TUIIMUCTUX BUCHUIIAHb Ha MIKipi. CriocTepiraeThcs Mpy MPUMOMI BeJTMKOL
KUTBKOCTi aHTUKOAr'YJISHTIB i TPOMOOreMOopariyHoro CUH/IpOMY.




BackymiTHO - NyPIyPHUE THIT — XapaKTe pH3YEThCA APiOHMMHM CHMe TPUYHMMH BHCHTTAHHAME Ha HIDKHIY
KiHi[iBKax. Taxutii TN KPOBOTOUHBOCTI MPOABIAETLCA [PH TeMOparivHUX BacKyIiTax.

BackyaMTHO-NYpPNypPHbBIW TAM
KPOBOTOYMBOCTH




MiKpoaHTiOMaTO3HUU TUIT KPOBOTOUMBOCTI —
XapaKTepu3y €TbCA MOBTOPIOBAHNUMU KPOBOTeuaMi. BUHHKaeE
I[IpU CITaJKOBUX MOPYIIEHHAX PO3BUTKY APiOHUX CYyIuH.

CUMINTOMH reMoparigyHoro giaresy

HAABHICTH Ha TI/Tl PI3HUX BUCHIIAHb, XapaKTep 1 JIOKa/Ti3aljida
AKUX 3a/1e)KaTh Bi/Jl BUAY 1 TUMY 3aXBOPIOBAHHA.

MOJK/IHUB1 KpOBOTE‘Ii Td KpOBOBW/INBH, Be/IUKI TeMaTOMMH.

IIpY BaXKKi (popMi XBOpOOH BUCHIIAHHS TTEPEXOJATH Y
BUpa3KHU.

MOXXYThb TypOyBaTH 00/l B )KMBOTI, Hyi0Ta i O/110BOTa 3
JIOMITITKOIO KPOBI.



Jliar HocTHKAa reMop ariuHoro Jiaresy No/iarae y BIBHaUeHHi [p MMWHH KPOB OBW/IHBIB.

[Ipu3HaualoTh 3araibHi aHa/Ti3H KPOBi Ta cedi, a TakokK Oioximiio, Koarymorpamy (aHastiz Ha BM3Ha4eHHA
3ATHOCTI 3TYIIyBaT MCA ), aHa/Ti3 Ha BU3Ha4eHHA BMIiCTy MIiKpPO e/leMeHTiB B CHpOBarili KpoBi. Takox
BH3HAaYAKOTh 3ara/lbHHI Yac 3rOPTaHHA KPOBi, KOHIIEHTpaI[it0 IpoTpoMOiHy, TIPOBOIATE
TIPOTPOMDiIHOBOTO i TpOMOIHOBOTO TeCTH.

JIIKYBaHHS reMop arivHoro Jjiaresy
* JIIKyBaHHA 3a/1e3KMTh Bl BHAY 1 THITY Jlare3y, a TaKo B1 MeXaHI13My KPOBOTOUYHBOCTL

. Axio MarThe MicIle TakKi 3aXBOPOBAHHA SK BACKYJIT i TpoMO oUTONeHMHa Nypaypa, TO
3aCTOCOBYHOTE JIKYBaHHH KOPTHKO CTepolJH MMM Iperiaparamy, I1pu apitT amiHo3i C IpHU3HauawThb
ackop biHoBY KHC/10TY, BiTamid PP, pyTuH. fAKio namgiedra Typ 6y 10Tk pACHi i 4acTo MOBTOPIOBaHI
KPOBOTeUi, MoKazaHo XipypriuyHe BTpy4YaHHA 3 BUAATeHHAM C ene3iHkd. [Ipu remodinii 3acTo coByOTE
repe/THBaHHA KpoBi abo miasmi. Po3BHTOK aHeMii rmepeab auae mpH3HaueHH IIp ellaparie 3a/isa,
JOTPHMAHHA J1€TH.



[emopariyHi giate3un, 3anexKHi Bia nopyweHb TPOMbOOLUMTAPHOTO reMocTasy, MOXKYTb byTH
CMPUYNHEHI aHOMA/IbHOIO KiNbKicTio TpombouuTiB (TpombounToneHieto, piawe —
TpombouunTozom) abo ix AnuchyHKLUEtO.

1. TpombouuToneHii — KinbKicTb TpombouuTiB Y NnepudepunyHin kposi <150 000/mkn.

1) «UeHTPanbHI» — CNPUYNHEHI 3HUKEHOIO NPOAYKLIEID TPOMBOLMTIB:

a) BPOAXKEHI — PiAKiCHI, AeKONM CIMEeMHOro XxapaKTepy, MaHidbecTyoTbCA B AUTUHCTBI,
Hanp., Npy aHemii PaHKOHI, cMHAPOMI AnbnopTa;

6) HabyTi — 6inbw yacTi, BHacnigokK aii /13 (mienocynpecuBHux J13, TiasnaHux AiypeTuKis,
ecTporeHis, iHTepdepoHiB),

XPOHIYHOro afIkoroniamy,

BipYCHUX iHeKUin,

Aediunty BiTamiHy B, abo doniesoi kucnoty,

iHdINbTPaL,ii KICTKOBOro MO3Ky (nenkosun, nimponponidpepaTneHi Heonnasii,
MIiENOAMCNNACTUYHI CUHAPOMM, METACTa3n NyxnH, xeopoba lowe, TybepKynbos),
Mienodibpo3sy, NapoKcM3amanbHOI HiYHOI remornobiHypii,

BMNJIMBY iOHI3YyOYOro BUMNPOMIHIOBAHHA,

NpW aniaCTUYHIN aHEeMiIi, CeIEKTUBHIN MerakapioynTapHin annasii, UMKAIYHIN
TpombouuToneHii (perynapHe 3HUXKEHHA KiIbKOCTi TpOMboUUTIB KOXKHI 21-39 gHis,
Hal4acTiWe Yy MON0oAUX KiHOK);



TpombounuToneHito NoAainAlTb Ha:
Cnagkosy
HabyTty

3a KAiHiYyHuM nepebiroml:

[ocTpa

XpPOHiYHa

TaKoX 3a NPUUYMHOK BUHUKHEHHS TPOMOOLMUTONEHISA €:

MepBUHHA (cCamocCTiMHe 3aXBOPIOBAHHA)

BTopuHHa (CMMNTOMATUYHA, SIK HACNiA0OK peaKLin Ha iHLWIi 3aXBOPHOBAHHA, YLKOAMKEHHA)

MNepBUHHA TPOMbOLMTONEHIYHA Nypnypa
laionatnyHa TpombouuToneHiyHa nypnypa (xsopoba Bepabroda):

AyTOiMyHHa TpombouuToneHi4yHa nypnypa (XpoHiyHa popma xBopobu Bepnbroda).

[eTepoiMmyHHa TpombouuToneHivyHa nypnypa (roctpa popma xBopobu Bepnbroda).
I3oimyHHa TpombouuToneHiyHa nypnypa:

TpombounToneHiyHa Nnypnypa HOBOHAPOAKEHUX K HACNiIAOK HECYMICHOCTI naoAay Ta

MaTepi 3a TPOMOOLUTAPHUMM aHTUTEHAMM.

TpomboumuToneHiyHa nypnypa nicaa nepearmBaHHA KPoBi Ta TPOMBOLMTAPHOI macHu.
TpaHcimyHHa TpombouuToneHiyHa Nypnypa HOBOHAPOAKEHMX, L0 HAaPOANIUCH Big, MaTepiB,
XxBopux Ha ITI.

CnagKoBsa TpombouutoneHiyHa nypnypa.




BTopuHHa (cMMmnTOMaTM4HA) TPpOMBOLMTONEHIYHA Nypnypa
TpombouutoneHii, acouioBaHi 3 ayTOiMyHHUMMU
3aXBOpPHOBAaHHAMM:
CuHapom EBaHca-diwepa
Y XBOpUX 3 HeopraHocneunpiyHMMKM ayToiMyHHUMMU
3aXBOPIOBAHHAMM (CUCTEMHUIM YEPBOHUM
BOBYAHK, PEBMATOIAHMNM apTPUT Ta iH.).
Y XxBOpuX 3 opraHocneymndivyHMMmM ayTOIMYHHUMMU
3aXBOPIOBAHHAMM (TUPEOIAUT XaWMMOTO, XPOHIYHUN ANDY3HUI
rnomepysioHedppuT).
TpombouuToneHiyHa nypnypa B nepioa po3nany iHpeKUinHUX
3aXBOPIOBaHb (LLUTOMErania, KpacHyxa, BiTpsiHA Bicna, CENTUYHUI
eHAoKapAUT Ta iH.)
KoarynonariicnoXXnBaHHA:
[eMONITUKO-YPEMIYHMNIN CUHAPOM
TpomboTnyHa TpomboumTONEHIYHA Nypnypa (cnHapom
MouwKoBiLa)
TAXKKi dopmKM remopariyHOro BacCKyniTy




TpombouutoneHiyHa nypnypa npu 3aXxBOpPOBaHHAX CUCTEMMU
KpoBi:

[inonnacTnyHi aHemil

donieBo- Ta BiTamiH B12-pediunTHi aHemii

[MapoKcnamanbHa HiYHa remornobinypia

NenKo3, NimborpaHynemaTos Ta iHWwi remobaactosun
ToKcnMuyHa TpombouuToneHiyHa nypnypa:

[nnctaHa iHBasiA

OTpyEHHA

OBMIiHHI po31agn nNpu ypemii, Ne4iHKOBI KOMi.
Mepepo3noginbHi TpoMmboLUTONEHIT NPY NOPTaNbHIN rinepTeHsii
Ta 3aXBOPHOBAHHAX, LLO CYNPOBOAXKYOTLCA CNAEHOMETraNIEHo.
TpombouuToneHii, 3ymoBaeHi MeXaHi4YHOI TpaBMaTU3aLLIEID
KPOB'AHUX NNACTUHOK (NpKU remaHriomax, aHriomaTo3un TOLLO.)
TpombouutoneHiuHa nypnypa npu npomeHesiit xsopobi.!




MpuunHamm meguKamMeHTO3HOI TpoMbouUTONEHIT MOXKYTb byTH:
B aHTMOIOTMKKM (NeHiunNiH, cTpenTomiumH, uedanocnopuHm,
epUTPOMILUH, XTopamdeHiKon, TeTPAUUKAIH, cynbdaHinamign,
pudamniunH, MNACK Towo);

W HecTepoigHi NpoTn3ananbHi Nnpenapat (auetTnacaniynnosa
KUCnoTa, auetamiHodeH, iHaoMeTauuH, byTaaioH);

m ceyoriHHi (pypocemia, Aiakapb, cCNiPOHONAKTOH, Tia3uAaHi
AiYPETUKN);

W rinornikemiyHi 3acobwm (iHcyniH, Kapbytamia, Tonbytamia);

W NPOTUCYAOMHI NiKn (KapbamaseniH, MeTcykcumia, AMdeHiH);
W NCUXOTPONHI (aia3enam, amiHa3uH, bapbitypaTtn);

B aHTMKOArynAaAHTU (renapun);

W iHWIi NpenapaTtn, Nnepenik AKX NOCTiIMHO NOMNOBHIOETLCA.



«3MiWaHI» — CNPUYNHEHI HAAMIPHOIO enimiHaLi€ro
TpoMbouuTiB i3 KPOBOODIry Ta 3HUKEHOIO IX MPOAYKLIED —
iMyHHa TpombouuToneHiyHa nypnypa (ITN);

3) «nepudepuyHi» — cnpuUYMHeHi HagMipHO enimiHaui€er
TpombouuTiB i3 KpoBoObIry:

a) iIMyHHi — nocTTpaHcdysinHa TpombounToneHis,
MeaMKaMeHTO3Ha TpombouuToneHia (HaryacTiwe nicna
3aCTOCYBaHHA renapuHy [renapuH-iHAYKOBaHa
TPOMbBOLMTONEHIA HEIMYHHOTO reHe3y 3a3BMYal NPOTIKaE
6e3cMMNTOMHO, ToAi AK iMYHHa, T. 3B. [IT > nepebirae

3 TpOoMb030M, a He KpoBoTedamu], abumkcnumaby, XiHianHy,
cynbdaHinamiais, HM3MM, aHTMbBIOTKKIB, conen 30n0Ta),

NpY iIHGEKLIMHUX Ta ayTOIMYHHUX (Hanp., CUCTEMHOMY
4epBOHOMY BOBYaKY, aHTMdocdhoniniagHOMY CUHAPOMI)
3aXBOPOBAHHAX, HEXOAXKKIHCbKUX Nimpomax,
TpombouuToneHia BariTHUX (Ak npasmao >70 000/mKn Ha
Ni3HiX TePMiHax BariTHOCTI, He NOTPebYE NiKyBaHHA, 3HUKAE
CMOHTAHHO MNiCAA NOAOTiB), NicNA aforeHHoI TpaHcnAaHTaLi
KICTKOBOro MO3KY, NiCAs NiKyBaHHA aHTUAIMboUnTapHOto abo
AHTUTMMOLMTAPHOK CMPOBATKOLO;



6) NceBgoTpomboumutToneHia — nabopaTopHUi
apTedaKT, CNPUYMHEHMIN ArNOTUHALLIEID
TpombouuTiB in vitro B 3pa3Kky KpoB.i, 3abip SKoro
npoBeaeHo B Npobipky 3 EDTA; KinbKicTb
TpombouunTiB, BU3SHAYEHa B reMaTo/IorNiYHOMY
aHanisaTopi, y 4aHOMY BUNAAKY € 3HAYHO
3aHUXKEHOoW, AeKonn HaBiTb A0 0. ArntoTUHaUiA
BUHMKAE Nig BNJAMBOM aHTUTIN, AKI CNOCTepiraroTbCA
y =0,2 % 340p0BUX OCiB, NPU 3HUKEHHI PiBHA iOHIB
KanbLito, Wwo 38’a3ytotbca 3 EDTA. MNpu gocnigKeHHi
3pa3Ka KpoBi, 3abip Akoro nposeaeHo y npobipky

3 renapnHom abo UMUTpPaToM, BUABNAETLCS
HOPMa/IbHa Ki/IbKiCTb TPOMbOOUMTIB, @ TAKOXK NpU
MiKpOcCKonii ma3ka nepmdepuyHOi KpoBi HasABHI
TpombouuTn.



2. TpombouUTO3M — KiNbKiCTb TPOMbBOUUTIB B NepndepudHin

Kposi >400 000/mKn.

1) nepBUHHI — HanexaTtb A0 MiefonposnidepaTUBHUX HOBOYTBOPEHb
—>po3g. 15.7;

2) BTOPUHHI — NpUYMHKN —>po3a. 15.7; 3araom matoTb
6e3cMmnToOMHUI Nepebir, He BUKAMKaOTb reMopariyHoro giatesy aHi
Tpomb03y Ta perpecytoTb Nicna epeKTUBHOIO JlikyBaHHA OCHOBHOIO
3aXBOPHOBAHHA.




TpomborproneniuHa nyprypa , (amrromMokoMiviekc Bepibroda) — rnepeiHHa TpoMOOLMTOMEHIA 3
AYTOIMYHHHM MeXaHI3MOM YTBOpPeHHA aHTHTPOMOOLIMTapHHX aHTHTLI.

IIaroreHes.

Me cTpyKifis TPOMO OLIUTIB, TIOKPHUTHX ayTOAHTHTL/IAMHA (IMyHor100ymHaMH Knacy G), BHHHKAae BHACTIAOK iX
(haroLpTo3y Makpod arami B ceie3iHil, B [MediHLl, B obox opraHax. CepeHd TPHBAIICTE JKWUTTA TPOMOOLIHTIB
nipu [ TTI Hepigko ckopouyeThca go 15 rogyH, Toal AK B HOpML BoHa ckiagae 220 roauH.

Knacuikaijina (A.d. Pomanosa, 1997).
3a nepebirom po3pizumots 2 Gopmvm ITII:

1. T'ocTpa — 3 panTOBMM IMOYATKOM B i Teli BiL 2 1o 6 pokiB Ta BU3A0pOBIEHHAM B TePMIHH 10 6 MicALlB.

2. XpoOHIYHa — 13 MMPUX0BAHHM ITOYATKOM, PlIKHMH (TIOHTAaHHHMH peMICIAMH 1 YacTHMH pelfiuBami. [1ik
3axeoproBaHocTl vy BiLl Bi g 20 ao 40 poxis.

Knacuikanin. 3a nepedirom BHA IMH0TE TOCTPI (TpHBaroul MeHIn 6 micaige) 1 xporiusl gpopmi ITII. Ocranxi
TOIAKTHCA Ha BaplaHTH;

3 PLAKHMH PeLM/BaMU,
3 4a CTHMH pe L{H /B aMH;
Oe 3r1e pepBHOPL LIHJMBYFOUHIA TTepe Bir.

3a nepioaoM XBopodU BUAUIAKOTE 3arOCTPeHHA (KPHU3), KIIHIYHY peMicito (BLACYTHICTE 6Y/1b-SKUX NPOABIB
reMopariyHoro CHHAPoOMY IpH 30epex eHHl TpoMOoLMTOMeHIT) Ta KINHIKO-TeMaTo/10T1YHY peMICio.



KiiniuHa KapTHHa

XBOPIHOTE MepeBakHO KIHKH (3:1).

KpOBOTOUMBICTb HOCUTb MiKPOLIMPKY/IATOPHUI XapakTep: KPOBOBW/IMBY Ha
LIKIpi v BU/IsAAL APiIOHOTOUKOBUX I1eTeXii 1 eKXiMO3iB, HeBe/IMKKUX CHHLI1
MOEAHYHOTHCA 3 HOCOBUMH KPOBOTEUaMH,

Fxxim031 Ha IIKipi JT0Kasi3yt0ThCsA Ha Mepe/iHil MoBepXHi Tynyba,BepXHix
Ta HWKHIX KIHL[IBOK

KpOBOBWIMBH BETUKUX PO3MIPIB ¥ MICLIAIX IHEKI]ifAX
Menoparii

[Ipy BaKKKX (popMax 3aXBOPHOBAHHA - HUPKOBI KpOBOTeui
[To3uTrBHA 1Tpoba MaHXeTKU

BHUHeKHeHHA reMopariv y MiClsX CTUCHeHHS LIKipU KOMipLieM COPOUKH,
e 3UHKOHO









JliarHOCTHYHI KpHT epii

1. BifcyTHICTb 3B’A3KY KPOBOTOUMBOCTI 3 Oyb-AKHAM TOMepeaHiM un
(POHOBUM 3aXBOPFOBAHHSIM.

2. T'eMopariuyHuu CUH/IPOM 3 TeTeX ia/IbHO-eKX IMO3HUM TUTIOM
KPOBOTOUMBOCTI.

3. 3HKEHHS KiJIbKOCTI TPOMOOLIMTIBB TTepupepUuHin KpoBi (HHxKUe 150-
100*109/n ).Yac »UTTd TPOMOOLIUTIB CKOPOUEHHUN IHKO/IH [0 KiJIbKOX
roguH ( 7 — 10 i y HopMmi

4. TTosuTUBHI “CyauHHI" TTpoOU (JI)KI'yTa, IAIKA, MAaHXeTKOBA Ta iH.).

5. “BifrneuaTKoBi” KpOBOBU/IMBU Ha MIKipi (TIPY HOCIHHI TICHOTO OfIATY,
TIOSICIB, TTiC/Is VTMOOKOT manbariil .)

6. [TogoBKeHHs yacy KarliJiipHOl KpoBoTedi (mpoba /1’ toKa Oinbiie 15 XB.,
3aMiCTb 3-5XB.)

7. ITopyllleHHs peTpakKiiil KpOB’IHOTO 3T'YCTKA (3HU)KeHHs 1HAEKCY MeHIIIe

AMNsS ™



JIiKyBaHHA

[1pm BUpakeHOMY reMoparivyHOMYy CHUHPOMI /i1 JTIKY BaHHA
xBopux Ha I'TTI BUKOPUCTOBYIOTh I/TIOKOKOPTUKOCTEPOIJH]
rOpMOHH (CcepeIHs MoYaTKoBa Ao3a 60mr/a00y).

BUKOPHUCTOBYIOTHL TaKOXK IMYHOCYIIpeCcaHTH (a3aTiOlpHH ),
IMYyHOMOAY/IATOPH (TUMasIiH, T-aKTUBIH, CIVIEHIH).

[Tpn HeepeKTUBHOCTI KOHCEpBAaTUBHOI Teparlii B TepMiHH Bif 4
710 6 MICAI[IB Bl [TOYATKY JIIKy BAHHSA — PeKOMEH/IYIOTh
crieHeKToMito (B 80% - BUCOKa e(peKTUBHICTB, Y 60% -
TpUBa/ia peMicif)



JlikyBaHHA XpOHiuHOI ITH.

Tpusanictb ITMN6inbWwe 6 micALiB CBIAYNTL NPO
XPOHIYHY GOpPMY 3aXBOPIOBAHHA, XO4a HE BMK/IHOYEHA
MMOBIPHICTb CNOHTAHHOTO OAYXaHHA HaBITb Yepes
KiJIbKa POKIB, TAKOXX peasibHa MOK/INBICTb HOBOIO
noripweHHA (Kpu3y) abo 6e3nepepBHO peLnanByo4Oro
nepebiry. Mpun xpoHiuHin ITI Tepania TakoxK
NPOBOAUTLCA 3 METOK 3MEHLLUEHHA PU3UKY CEPUO3HUX
KpoBoTey. Yncao TpombounTiB MOXKe He KOPEeNBaTH 3
PU3NKOM KPOBOTEM.

Y BCiX XBOPUX NOBUHHI BYTN BUKIKOYEHI aCNiPUH |
iHLWIi aHTUarperaHTh Ta /abo aHTUKOAryIAHTH.



JlikyBaHHA XpOHiuHoOI ITTI.

He cnigpobutn BHYTPILLHbOM'A30BI iH'EKLLI.
BMKAtoYatoTbCA BaKLUMHALLi Ta anepreHn (y Tomy Ymchi
XapyoBi), TaK IK BOHM MOXYTb 30i1blWINTK CTYNiHb
TpomboumnToneHii. AUTUHI 3 BUPaXKEHUM remopariyHnm
cuHApomom i /abo KinbKicTio TpoMbOUUTIB MeHLe
50000 chip, pi3ko 06MEKNTUN PYXOBUM PEKUM, iITPU HA
BY/INLL
AKWO ANTUHA Beae A0CUTb aKTUBHMM CNOCIO KNUTTA,
HeobxigHa cMMNTOMAaTU4YHa Tepania: YepryBaHHA KypciB
diToTepanii (Kponuea, AepeBiN, WMNLWKMHA, NACTyLa
CYMKa, apHiKa Ta iH) 3 AHrionpoTekTopu (AMUMHOH - 1 iH
X 3 p., MarHym 3 025-0, 5 x 1p., Tpaymenb 171. x 3 p.).
CumnTOMaTU4Ha Tepania NOoCTINHO NPOBOANTLCA NMPWU
be3nepepBHO peunamnsyroyomy nepebiry xpoHiyHoi ITM.



JlikyBaHHA XpOHiyHoOI ITT1.

[Mpn 3arocTpeHHi, TO6TO pPi3KOMY MOCUIEHHI
LUKIPHOrNO remopariyHoro CMHAPOMY, KpoBOoTeYax
13 C/IN30BMUX, 3 MeTOHo KynipyBaHHA
remopariyHoro cUMHAPOMY MoKasaHa Tepania MK
KOPOTKMM KYpPCOM - MpPeaHi30ioH 2-3 mr /Kr Ha
noby npotarom 5-7 AHIB 3 NOBHMM CKacyBaHHAM
32 1-3 AHA B NO€EAHAHHI 3 AHrIONPOTEKTOpPU Ta
IHribiTopamun dibpunHoNi3zy.



TpomboruTomnaTii — reTeporeHHa rpyra XxBopo0, B OCHOBI BUHUKHEHHS IKUX JIEXKUTD ITOPYIIEHHS O/IHi€l a00
KiJIbKOX (YHKITIN TpoMOOIUTIB (a/iresii, arperariii, perpakiiii Tpom0y). TpombouTonaTii HOASIOTH HA CIIAKOBI
11 HaOyTi. J{lucdyHKIT1 TPOMOOIIUTIB MOKYTh CHPUYHUHATHACSA OPaKoM pelenTopiB Ha IXHIM uToMeMOpaHi,
MIPUTHIYEHHSIM aKTUBHOCTI PepMeHTIB, 3BHMKEHHAM CUHTe3y a00 BUBLJIbHEHHSA I'PaHyJI 13 ITUTOIIa3MHu (TalJI.
7-37)-

CepeJ CIaIKOBUX TPOMOOIIUTONATIM HaluacTille 3ycTpiyaoThes TpoMbacTeHisa I 1anManHa — MOpPyIIeHHS
arperarfiiHux BJIaCTUBOCTEN TPOMOOIIUTIB Uepe3 HecTauy Ha ixHil MeMOpaHi perentopa 10 ¢pibpunoreny (GP
IIB-1IIa), a Takoxk cuaapoM bepuapa — Cysibe — Hectaua GP Ib (penenrropa 10 dakrTopa Bisiebpanaa) 3

IIOPYIIIEHHSM 3/IaATHOCTI TPOMOOIIHMTIB 0 aAre3ii. Y mamieHTiB i3 cuHAapoMoM bepHapa — Cysibe TPOMOOITUTU
MalOTh TiraHTChKI po3Mipu (710 6 MKM).

Tabauus 7.37. [Ipuuuru mpomboyumonamiii



3. NMNopyweHHA PyHKUii TpOoMbouuTiB (TpombouuTtonartii) —
NOA0BXEHMM Yac KpoBoTedi Ta Yac 3akputTa (CT — closure
time), BU3HaYeHU aHanizatopom PFA-100, nopyLueHa
arperauis TPombouuTIiB, NPUYOMY KiNIbKiCTb TPOMbOOUUTIB

y nepndepunyHin KpoBi € HOPMasIbHOK abo HE3HAYHO
3HUMKEHOIO:

1) BpoaXKeHi — ayKe piaKicHi aepeKTn NnoBepxXHEBMUX
peuenTopiB Ha 060/10HKax TpombouunTiB, AedeKTH
NPOKOArynALuiMHOI aKTUBHOCTI TPOMOOUMUTIB, NOPYLUEHHA
3epHUCTOCTi TPpoMbouuTiB, AedeKTn CTPYKTYpHu abo
umMTocKkeneTy binkis TpomboumTiB;

2) HabyTi — B ocHoBHOMY MeauKkameHTo3Hi (ACK, TuknonignH
Ta Knonigorpenb, aHTaroHictu GPlIb/llla, ¢pibpuHoniTNUHI J13)
abo npu ypemii, 3aXBOPHOBAHHAX NEYIHKMY,
MmienonponipepaTtMBHMX HEOMNIA3isIX, TOCTPUX NENKO3aX,
MOHOK/NOHA/IbHUX Famanariax; NnpoaABu 3a3BnYan cnabko
BUPAXKEHI, NpU IHTEHCUBHOMY remopariyHomy agiatesi -
3acTtocyiTte gecmonpecuH 0,3 mKr/Kr (ogHopa3oBa Ao03a) abo
TM (aK npaBuno, Npn HeePpeKTUBHOCTI AECMOMNPECUHY).



HabyTi nopyweHHa PyHKUiN TPOMOOUUTIB CNOCTEPIratoTbCA Y XBOPUX
i3 HAPKOBOIO i MEYIHKOBOI HEAOCTATHICTIO, NENKEMIAMMU,
MOHOKNOHAIbHMMM FaMManaTiamm, nNicna BXKUBAHHA NikiB (Tabn.
7.35), yacTile HecTepoigHUX NPOTU3aNanbHUX | aHTUATPEraHTIB.
KniHiyHO TpombouunTonaTii MOXYTb NPOABAATUCA reMOopariYyHUMm
CUHAPOMOM MIKPOUUPKYATOPHOIO TUNY.

Y xBOpUMX Ha TpOMbOUMTONATIi YaC KPOBOTEYi NOAOBKEHUM, a
KiNbKiCTb TPOMBOUMTIB Y HOPMi. TOMY B iX AiarHOCTUL, OLiHIOOTb
3/1aTHICTb TPOMbOOUUTIB A0 arperawii Npyn CTUMYAALLT KOlareHoM,
agpeHaniHom, AD, TpombiHOM, PUCTOLUETUHOM, @ TaKOXK NMPOBOAATb
iMyHOdEHOTUNIYHI M1 MopdONOriyHi (CTPYKTYPHI Ta YAbTPACTPYKTYPHI)
NOCNIAXEHHSA.

Y NiKyBaHHI TAXKKUX KPOBOTEY Y XBOPUX Ha TpombouuTonartii
BUKOPUCTOBYHOTb KOHLUEHTPAT TPOMbBOLUTIB, E-aMiHOKANPOHOBY
KUCNOTY M €TaM3UNaT. Y)KMBAHHA Ae3arperaHTiB i aHTUKOATrynAaHTIB
UMM NaLiEHTamM NPOTUNOKa3aHe.



XBopoba BinnebpaHaa 06'eaHye rpyny 3aXBOpOBaHb, AKi XapaKTepU3yoTbCA KiIbKICHUMM
i/abo AKicHUMM nopyLieHHAMM pakTopa Binnebpanaa (VWF). VWF cnHTeE3yeTbCS
eHAoTeNniaNbHUMKN KNiITUHAMKM M Merakapioymtamu. Lis xsopoba ycnagKoByeTbCA 33
aBTOCOMHO-A0OMIHAHTHMM TUMOM He3aNeXHo Bia cTaTi. [eH, Ak Koaye VWF,
NIOKaNi3yeTbea y 12- XpOMOCOMI M CKnagaeTbea 3 Tpbox aomeHis (A, 3-B 2-C, 3-D).
OnuncaHo barato myTal,ii, BianoBiganbHUX 33 XxBopoby BinnebpaHaa.

3axBoptoBaHicTb cknagae 10-12 sunaakis Ha 100000 HaceneHHA. HanyacTtiwe
3ycTpiyaeTbea | Tun xBopobu (B 70 % BMNaAKiB), Npu AKOMY CNOCTEPIraETbCA 3HUKEHHS
cuHTtesy VWF,

HecTtauya abo 3miHa cTpykTypn VWF npn3soauTb 40 nopyweHb 34aTHOCTI TpombouuTie 4o
aaresii. OgHaK ue He natonoria TpomboumTie, 60 goaaBaHHA VWF HOpManisye ixHi
aaresnBHi BNaCcTUBOCTI. BUHATKOM € TpoMbOUUTAPHUI NIATUN XBOPOOU, AKUI e
Ha3MBaETbCA NceBAoXxBopoboto BinnebpaHaa, OCKiNIbKM MOTro NPUYMHOI0 € MyTaL,if AiNAHKA
reHa, wo koaye aomeH (GPIb) peuentopa VWF.

Ans xBopobu BinnebpaHaa xapaKTepHi AK MiKPOUMPKYAATOPHUN, TaK i reMaTOMHUIM TUT
remopariyHoro cmHapomy. CnocrepiratoTbCA KPOBOTEYI 3i CQIM30BOI HOCA, LW/TYHKOBO-
KULLKOBOrO TPAKTY, NeTexil, eKXimo3u, MeHoMeTpoparii, KpoBOTeui NicaA NONOriB, TPAaBM,
eKCTPaKLUii 3ybiB Ta iHWKMX onepaTUBHUX BTPYYaHb. OcKinbkn VWF € Hociem FVIII, i3 akum
BiH HEKOBAJIEHTHO 3B'A3aHUNI, Y KPOBi XBOpPUX Ha XxBopoby BinnebpaHaa 3HUKYETLCA BMICT
aHTUremodinbHoro rnobyniny A (FVIII), wo moxke 6yTn NpUYNHOO KPOBOBUAMBIB Y CYrnobum
N BEIMKNX FTEMaTOM.



HabyTta (BTOopnHHA) xBopoba BinnebpaHaa € Hacniakom BupobneHHA aHTuTiA Ao VWEF.
3HUXKeHHA KoHUeHTpauil VWF moke crnoctepiraTuca y XBopux Ha rinoTnmpeos, NyxJanHy
Binbmca, mieno- i nimponponidpepatmBHi XBOpobU, CMCTEMHI XBOPOOU CNOAYYHOT TKAHUHMN.
na aiarHocTMKM xBopobu BinnebpaHaa AOCAIAXKYIOTb Yac KPoBOTEYi (MorXKe byTH
NOA0BXEHMUIM), aKTUBOBaHMM NapLiabHUI TPOMOBONNACTUHOBUIN Yac (HE3HAYHO
NOA0BXEHUM), PUCTOLETUH-IHAYKOBAHY arperauito TpombouuTie (3HUKeHa y 65 %
XBOPUX), @ iIHKONM BU3HA4YatoTb aHTUreH VWF i 4OoCniaXKyoTb MOro MynbTUMEPHY
CTPYKTYPY.

Y nikyBaHHi xBopobun BinnebpaHaa 3aCTOCOBYIOTb CBiXKO3aMOPOKeHY nsia3my 15- 15
MA/Kr, KpionpeuunitaT abo KoHueHTpaT FVIII oauH pa3 Ha goby. TpusanicTb NiKyBaHHSA i
J03yBaHHA NpenapaTiB 3a/1eXKaTb Big TUNY XBOPOOU, TAXKKOCTI KPOBOTEYI, MOLIMPEHOCTI
OnepaTUBHOIO BTPYYAHHA UM TPABMU, HAABHOCTI iHribiTopis Ao VWF. [103a
KpionpeuuniTaty moe ctaHoBut 10-50 O1/Kr macu xBoporo Ha Aoby, a NiKyBaHHA
TpuBae 3-10 agHis. Kpionpeuunnitat mictutb y 5-10 pasis 6inbwe VWF, HixK
cBiXKo3amoporKkeHa naasma (B 1 ¢pn — 80-100 MO aktuHocTi VWF). MauieHTie 3 1, 1A i [IM
TUNAMKM XBOPOOU NiKYHOTb AE€CMOMNPECUHOM (CMHTETUYHWIA aHANOr BAa3OMNPECUHY, AKUN
34aTeH CTUMyntoBaTH BMUBiNbHeHHA VWF 3 eHpoTenito) ao3oto 0,3 MKr/Kr
BHYTPiWWHbOBEHHO abo iHTpaHa3anbHO 1-2 KpanJi B Hic 2-3 pa3u Ha Aoby npotarom 3-10
AHiB. JonoBHIOBATM Tepanito MOXHa ecTporeHamu (niasunuwytoTb ymict VWF y KpoBi) Ta
iHribiTopamun ¢ibpuHonisy.



I'emodiniss A

Temodpiaia - 1je craJKoBe 3aXBOPHOBAHHA , 3yMOBIeHe Ae(iliiToM abo Mo/le Ky IAPHUMH aHOMATAMH OJHOTO 3
P OKOATy/IAHTIB, AKI OepyTh y4acTh B aKTHBALIL1 3TOPTAaHHA KPOBI 3a BHYTPIIIHIM MeXaHI 3MOM.

Temodpiin - fie 3axBoprOBaHHA, AKe XapaKTe pU3YETHCA HeJ0/IKOM YAHHHUKIB 3T0PTaHHA KPOEBL, 110 TTPH3BOIHTE
[0 CTTOBL/IEHeHOTO 3rOPTaHHA KPOBI Ta ITOJ0EK eHHA Yacy KpoBoTedl. ['emodiida - fie crmagKoBe 3aXBOprOBaHHA,
1[0 TTepeBAKHO 3YCTPIYAETHCH ¥ XIOMUMKIB (32 BUK/HOUeHHA reMo¢imi C, AKa 3yCTpivaeThCa 1 ¥ JIBYATOK).

B zanexcHocmi eid mozo, AKUL YUHHUK 320PNakia ei0cymuill e Kpoei, pozpiz HANMb MpuU munu 2emMoghiaii:

1. l'emodima A - 1je Ha¥0l MBI TTOIAP €HUI THIT re MO (LT, AKMI BUHMKA€ BHACTLAOK BIACYTHOCTI B KPOBL
VIII dakTopa 3ropTaHHA (CrielfiaIbHOTO OL1Ka, AKHMH HOCUTE Ha3BY aHTUIeMO (GiIbHMI IToOY/IiH).

2. 'emodima B (xBopoba Kpicrmac) - 11e remodi/ms, Aka XapaKTepH3y €TbCA HeJOCTaTHbOK aKTHBHICTHO [X
(hakTOpa 3ropraHHA KpoBi, abo ¢axTopa Kpicrmaca.

3. 'emodima C - 11e Haki 01BN plaKicHa gopma reMoQimi, AKa 3yCTPIYAEThCA AK ¥ X/IOMUHKIB TaK1 §
JIBUATOK, 1 XapaKTepHU3yeTbCd HegomkoM X1 (akTopa 3ropraHHA KPOBI.

Bu3HaueHHA THITY reMo(imi Mae 3HaueHHA O/1A JMKyBaHHA. Bcl Tpu THITH remogimi MaroTe 0gHi 1 T K
CUMIITOMH i TOMY [{larTHOCTHKA TOTO YH iHILIOT O THITY 3aXBOPIOBAHHA TPYHTY €ThCA JHILe Ha /1a0 0paropHUX
JOCT K eHHAX.



Temodimig A - 11e Hali0OLIbII MOMIMPeHKI THIT TeMogiii, AKi BHHHKaE BHACILAO0K BlacyTHoCTI B KpoBi VIII
(haxKTOpa 3ropTaHHA (creifiadbHoro OiMKa, AKAI HOCHUTEL Ha3BY aHTHIeMO(LIbHHME D100V/IiH).
3aXBOPIOBAHHA Y (T1aJKOBY€Th CA 3a PeL[eCHBHHM , 34eTUIeHHM 3 X — XPOMOCOMOI0, THITOM.
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['emodpinia A

['emogimis A - e HaMOILIBII TOIMPEHUH THUII TeMOpiIil, KUK
BUHHMKA€ BHAC/TIIIOK BiCYTHOCTI B KpoBi VIII (pakTOpa
3ropTaHHs (CreniaJbHOro 0i/ika, AKU HOCUTL Ha3BY
aHTUreMO(i/IbHUM IJI00YJIiH).

BaXBOpIOBaHHH YCIIdAKOBYETHCA 3d pei€CUMBHUM , 3UCIIJICHHUM 3
X - XpPOMOCOMORO, THIIOM.

TpuBasti KpoBoTeui, sIKi IIOUMHAIOTLCA Bifpa3y abo uepes 1-2
TOJUHU T1iC/Is TpaBMU, BU1a/leHHs 3yba, abo MUMOBOJTI
(CrioHTaHHI KPOBOTEY1).



3 TIONIKO/GKe HOTO KalTlIApa BUTIKAE KPOB

Karmimiap 3MeHIyeThcd, 11100 3MeHIIIMTH KPOBOTedy

TpomOOLMTH 3aKYTI0PIOOTE [MOLIKOGKeHY MIAHKY

@aKTOpH 3rOpTaHHA Y TBOPIOIO

wiriammiiin

B
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HafBHi T BeMMKUX CHHINB (TeMAaToM ) T C/I9 He 3HaUHMX TPaBM, YacTl HOCOBI KPOBOTedl 1 KPOBOT!
JeCeH.

BHyTpimHEOCYTM000B] (reMapTpPO3H) - Lie CepHO3He YCKIaHeHHA reMo(I, AKe XapaKTepH3yeTh
TI0MaTAHHAM KPOBI BCepeMHY CyI100a, 110 CYMPOBOTKYETHCA CUIEHUM D0/1eM ¥ €y 1001, Habpsko
cyrio0a, TIOpyLIIeHHAM PYX/IMBOCTI cyrio0a. [1pH MoBTOpHOMY KPOBOBM/IMBI B CYI/100 MOK/IMBA 1O
AedopMalfif 1 CTiHKe MOPYIIEHHA PYXTHBOCTI CyI/100a ( HalfuacTime KOMHHL, pi/ie TKThOBI )
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MecTe MHBeRUWUKA [emaToMa A3klKa [emaTol



['emMaTOoMU BUHMKaIOThL B Oy/Ib SKil AUISHILI Tijla
[TIKipa Ha/] reMaTOMOIO Hallpy>keHa, Nasblialjisg 6o/roda

[Tpu BeJTMKUX reMaToMax CIIOCTepiraeTbCs (ItoKTyaiyis
[1i3HiIIe KPOB IIPOHUKAE B MI/IIKIPHO — }KUPOBY K/IITKOBAHY
YTBOPIOIOTHCSA CUHBO — (PiO/IETOBI CHHIIIL, IKi 3 YaCOM CTalOTh
3€/TIeHO — YKOBTUMU

Be/mMKi reMaToMHU CYIIPOBO/IKY IOTHCSI BUCOKOIO
TeMIlepaTyporo, 03HOOOM, aHEMI€r

CTHUCHEeHHS reMaTOMOIO CyArH MOXK€ 3YMOBHUTH
HCKPOTHY 3BdHHA TKdHHWH

CHoOHTaHHI KPOBOBWIUBU B TOJIOBHUM i CIIMHHUAM MO30K
MOKVTR CTATHA TINWUWHOK NDATITOROT cMenTi i remochi mi



I'emodinisa B

I'emo¢inia B — cnagkoBa Koary/ionarisi,3yMoOBJ/IeHA

AedinuToM abd0 Mo/IeKy/IAIPHHA aHOMA/TiIIMH
¢pakTopa IX, S'OPTAHHSA KPOBI _
aHTureMmogiibHoro rioodys/iny B )

K/iHIUHI CHMIITOMM TaKi sIK IIpU reMoisil A.

IHiarHo3s remodisil B Ha KibKiCHOMY BHA3HaueHi
TPYHTYETHLCS (pakTOpa 1X



['emodpisniss C ( xBopoOa PoseHTans )

['emodpinis C - obymorneHa feditToM XI (pakTopa 3ropTaHHA (T1a3MOBOTO
MorepeJHUKA TPOMOOIUIACTUHY), HACTiIY€ThCsE ayTOCOMHO, 110 Perje CHBHOMY
THWITY; XBOPIFOTb YOOBIKH 1 )KIHKUA. 3yCTPidaeThCA AyKe pigKo (MeHiie 1%
XBOPUX 3 TeMO(piTiiMM).

KuiHika

3aXBOPIOBAHHS Mepebirae laTeHTHO abo B J1erkKik (hopmi 6e3 CrioOHTaHHUX
KPOBOT€eY

KpoBoreui criocTepiratoTbCs IpU TPaBMax Ta OlepaTUBHUX BTPYUaHHAX
[Tonoru pinKo yCKIaIHHOHTECS KPOBOTEUEH)

[Tpy TSDKKIN popMi CriocTepiraroTbCsl HOCOBI KPOBOTEUI, FeMaTOMM, CHHLI,
DIiJIKO - TeMapTpo3H



JliarHoCTHKa

TecT reHepatiii TpOMOOIIACTUHY Ta CTaHJAPTU30BAHOTO MAapLiaTbHOTO
TPOMOOI/IACTUHOBOr'O TECTY.

[IpodinakTrka

HAKIo Ha reModiniro XBOpUK OaTEKO, TTPU HAPOIXKEeHI XJIONMUKUKa XBopoba
He repefaeTecsl. JJ0UKH XBOPOr'o € KOHJYKTOpaMKi reModiii i B
MaHOyTHBOMY Mat0Th WUMOBIPHICTB [Tepe/iaTH 3aXBOPHOBAHHSA X/IOMUMKaM, a
HOCIMCTBO reHa reMod it — giBUaTkam.

XBopi nepeOyBar0OTh Ha AUcIIaHCepHOMY OOJTiKy B reMaTosiora, i MaTu Ipu
cobi IOKYMEeHT Jie BKa3aHO BUJ, reModijiil, TpyIy KPOBi, JTiIKYBaHHS sIKe
MIPOBOUIOCEH paHile

BHyTpilIHEOM'AA3€B1 iH'€KL[il XBOPUM MPOTUITOKAa3aHi , 60 MOXyTk OyTH
MPUUMHOK Be/IMKUX TeMaToM



JIIKyBaHHA

Bci BHYTpIllIHEOM'130B1 iH'€KLIiT TIpy reModiii 3a00poHeHi, TOMY 1110
MOXKYTb TIPU3BOJUTH 1O YTBOPEHHS Be/TUKUX KPOBOBU/IHBIB B M'AKI
TKaHUHHU.

Bynp sKi miKapchKi TperapaTy CJ1if BOOIUTH Ti/TIbKKM BHYTPIIITHEOBEHHO, ab0
TIPUMMATH BHYTPIIIHEO.

JIrogsim, XBOPUM Ha reMOpisiro, C/IijJ yHUKATU BXXKMBAHHSA TaKHUX
NMKapCbKUX 3ac00iB, K acriipuH, iOyrpodeH Ta iHIIMX Iperaparis, 110
TOTipPIIYIOTE MPOL[eCA 3TOPTAHHA KPOBI.

OCHOBHUM MeTOIOM JIIKYBaHHs TeMOi/Iil € BBe[jeHHA BiICYTHbOTO
(bakTOpa A - (pakTOp 3ropraHHs VIII.



femopariuHuu Backynit (F/B) — xBopoba LleHnenHa—IleHoxa) —
CUCTEMHE 3ana/ibHe 3aXBOPIOBAHHA 3 MEPEBAXKHUM YpaKeHHAM
apTepion, BeHYN, KanizfapiB i PO3BUTKOM MiKPOTPOMOOBACKYNITY.
CTyniHb Yypa)XeHHA | J0Kanisauia BW3HaA4YaloTb 0COHB/IMBOCTI
KNIHIYHUX NpoABIB 3axBOPHOBAHHA. 3YyCTpIiYaETCA Yy AiTen YCix
BIKOBUX rpyn, Aeuwlo YacTilwe y X10N4YMnKiB.

Emionozia TB po0 KiHUA He BU3HayeHa. barato aBTOpIB
BU3HAOTb  MNOJIETIONOrNYHICTb  3aXBOPIOBAHHA.  Bia3Ha4vatoTb
3B'A30K MOro novyaTky 3 MNepeHeceHMMM pecnipaTopHUMMU
iHpeKuiAMKM BipycHOI Ta OaKTepianbHOI (4acTO CTPENnTOKOKOBOI)
npupoaun, aneprizyroymm BN/IMBOM  AOEAKUX  XapuyoBUX,
MeANKAMEHTO3HUX, CUPOBATKOBUX Ta IHWKWX aHTUTEHIB. MOXNNBO,
6araTto 3 HUX € YUHHUKAMM, LLLO MPOBOKYOTb PO3BUTOK XBOPOOMU.



Kninika. Toyuamok 2ocmpul,HEBAOB3I NiCNA NnepeHeceHmxX
iHpeKUiMHnX 3axBoptoBaHb ([PBI, aHriHa), npodinakTUyHUX
LWenneHb, YBeAEHHA NiKyBa/ibHUX CUPOBATOK, MPUUMAHHA
PIBHMX MeAWUKaMEHTIB, OXO/1I04XEeHHA.

Ha Thi nopyweHHA 3arasibHOro CTaHy, He3Ay»KaHHA,
NOripweHHA aneTuTy niABULWLYETbLCA TemnepaTtypa Tina Ao
BUCOKOI, cybdpebpunnbHoi abo pebpuibHOI Npu oAHOYACHIN
(abo npotarom 2—3 AHiB) 3'ABI  XapaKTepPHOro |
naToraomoHiyHoro AnAa [B LWKipHOro cuHApPOMY, AKUUN €
OCHOBOI AiarHOCTMKWU 3axBOPHOBAHHA | BiA3HAYAETLCA Y BCIX
XBOPUX. Y YaCTMHU XBOPUX AiTeN MOro po3BUTKOBI nepeaye
cyrnobosun (abo) abgomiHanbHUM cnHOpom abo iX O3HaKWU
3'ABNAOTBCA B PI3HUX NOEAHAHHAX, ogHo4vacHO abo
NOCNigOBHO, B NOYATKOBIN CTail 3aXBOPHOBAHHSA.



LLUKIPHMM  CUMHOPOM  XapaKTepU3YyeETbCA Nonimopdiamom
BUCUNKKU. CNoYaTKy 3BMYAMHO 3'ABNAAETLCA MaAKY/10Many/bo3Ha
BUCUMKA 3i LWBUAKMM PO3BUTKOM XapaKTepHoro ana [B
remopariyHoro KOMMNoHeHTa. EnemeHTM BUCUNKKM HabyBatoTb
6arpoBO-4epPBOHOIO BIATIHKY. Y Mipy iX PO3CMOKTYBAHHA |
3racaHHA KOANip CTaE KOPUYHEBO-OypMM, *KOBTYBAaTMUM 3 Ha-
CTYNHO NirMeHTaU € WKIpY B AINAHKAX BUCUMKMK, LLO 3 YACOM
3HUKAE.

Y 4aCcTMHM XBOPUX BUCUMKA BiApa3ly MAE XapaKTep
reMopariyHoi i He 3MIHIOETbCA B NModanbliomy. Y iHWKUX AiTeun
CNoYaTKy MepeBaXalTb  eNeMeHTU  Tuny  cBepbaAavyoi
KponuB'AHKK, NOTIM — remoparii. MoxKyTb 3'aBnaTnca Habpaku
KBiHKE, a npu BaXKux ¢opmax 3axXBOPHOBAHHA — BUCUMKA
6YyN1bO3HO-HEKPOTUYHOTO XapaKTepy 3 noaasiblunm
dOpMYyBaAHHAM  KipOK. 3BMYAMHUM PO3MIP remopariyHmux
BUCUNaHb — Big 1 4o 5 mm B giameTpi. BOoHM MoKyTb HabyBaTh
3/INBHOrO XapaKTepy.



Y  pIi3HUX BapiaHTax nMpoABiB  WKIPHOro
CUHAPOMY XapaKTepHa CUMETPUYHICTb BUCMNOK
Ha PO3rMHANIbHUX MNOBEPXHAX BEPXHIX | HUMKHIX
KIHWIBOK, Ha CiaHuUi, Haa cyrnobamun, pigwie Ha
TYNYOi Ta 06114y, HepiaKo byBatoTb
KPOBOBU/IMBUN B C/IN30BY OOONOHKY LK, M'AKOrO i
TBepAoro nigHebiHHA, CTaTeEBUX OPraHiB






CyrnoboBun cumHapom —— cnocrepiratotb y 50—75 %
XBOPUX AiTeN Yy BUMNAAI apTpanrin abo pPoO3BUTKY apTpuUTY
(oniroapTpuTty), NepeBarkKHO B AiNAHLL BEAUKUX cyriobiB —
KONIHHUX, TONIHKOBOCTOMHUX, 3 HAOpPAKOM TKAaHWH HAaBKOJIO
HMX. [lo npouecy 3any4yatoTbCA 3BMYAMHO MaPaAaAPTUKYNAPHI
TKAaHWHW, NpU  CcynpoBiAHOMY  HabpsaKy  KBiHKe  —
NApPaapPTUKYNAPHI, WO 3MIHIOE KOHIrypauito i nopyLllye
dyHKUito cyrnoba. BigHOCHO piaKo cnocTtepiratoTb HAbpPSaK |
KPOBOBMANMBMN B CUHOBIaNbHY OOONOHKY 3 PO3BUTKOM
PEAKTUBHOIO CUHOBITY.

YpaXKeHHA HUPOK MNPUEAHYETLCA A0 CUMMMNTOMOKOMMNAEKCY
remopariyHoro BacCKy/niTy He paHiwe 10-i —-14-i pobu Ta
NPOABNAETLCA Y BWUMAAI NOMepyIoHedpUTy, AKUN MaE
BiAHOCHO nobpoAaKicHMI nepeo6ir. Cnocrepiraerbca
npoTeinypia, rematypia. [liaBuiieHHA apTepiasibHOro TUCKY
HeTunose. TpaHcPopmaLia y XpOHIYHY HUPKOBY HEAOCTaTHICTb
BifOyBaeTbCA piaKo.



IHWI:
LUHC: ronoBHUK 6inb, cygomun, eHuedanonarTia,
KOMa, IHCynbT, cmHapom leHa—bape;
OuxXasnbHA cucmema: iHTEPCTULINHI YParKeHHA
NereHb, KPOBOBU/INBM;
cepyeso-cyOUHHA cucmema: KapauT;
2eHimanii: opxiT, HEKPO3 AEYOK, reMmaToMa
KaHaTUKa.



CtyneHi TaxKocrTi I'B

Jle2Kkuli cmyniHb — NPOABU Ti/IbKU WKIPHOro CUHAPOMY Y BUINAA
reMopariyHoi BUCUMKM, HE3HAYHWUWN IHTOKCUKALIMHUA CUHAPOM
(cybdbebpunbHa Temnepatypa, mianrii). MoKasHUKKM nepudepinHoi
KPOBI B MeXaX HOpMM.

CepedHbOomAMKUlU  cmyniHb  —  HAABHICTb  LWKIPHOrO,
IHTOKCUKaLiMHOro (ronoBHMIM 6inb, aHOPEKCiA, AMXOMaHKa, Mianrii),
nomipHoro cyrmobosoro Ta abagomiHanbHOro cuHapomy. B
nepmuPpepinHin_ KpoBi NOMIPHUN HEUTPODINbHUN NEUKOUMUTOS,
nigsnweHa LWOE po 20 mm/roa Ta 6inblwe, agucnpoTteiHemis,
Tpombouuntos, no3ntmsHmmn CPI1.

TaxcKkuli cmyniHb — iHTOKCUKAUIMHUWM, LWKiIPHWIN, cyrnobosumn,
abaoMiHaIbHUM CMHAPOMM BUPaXKeHi, 3Ha4yHO nigsuuieHa LWOE,
HENTPODINbHUN NENKOUNTO3, TPOMOOLMUTO3, aHeEMIA, NiABULLEHUN
piBEHb UMPKYAOOUYMX IMYHHUX KomnaeKcis (LIK), CPIT.



B 2006 p. €EBponeuncbka Jlira npoTn peBmMaTU3IMY
(EULAR) i lepiaTpnyHe peBMaTo/IOTiYHE TOBAPMUCTBO
(PReS) B1U3Haunnm kputepii nypnypu LLleHnenHa—leHoxa
vy aiten [10, 11]. O60B’A3KOBOIO € HAABHICTb NYpPNypwu,
WO nanbnyerbca. Llen Kputepin mMae NOEAHYBATUCH
NMPUHANMHI 3 OAHUM 3 4 HaCTyNHUX:

* Andy3HMM abaomiHaibHUN Binb;

* NepeBarKHOo |gA-neno3nTu (nigTBepa)KeHi  3a
aAonomoroto byab-akoi bioncii);

* apTPUTU YU APTPaNrIl;

* HMPKOBI ypaxKeHHs (rematypisa i/un npoTeiHypis).



ABaOMIHaNbHUN CMHAPOM Bia3Ha4atoTb Yy 50 % xBopux. BiH po3Bu-
BAETbCA HA TNi MPOABIB WKIPHOro Ta cyr1o060BOro CMHAPOMIB, Napanenb-
HO 3 HUMW YN BUNepearKkye iIX. KniHiYHa cemioTUKa 3yMOB/IeHa
PO3BUTKOM HAabpPAKY i KPOBOBM/IMBAMM B CTiHL,i KULWIKK, OpUKI,
o4yepeBUHI, ANCKIHETUYHUMM ABULLAMMU, IHOAI BUPA3KOBO-
HEKPOTUYHMMM 3MIHAMUM B TPABHOMY TPaKTI.

MNopsag 3 6onem pi3HOT NOKaNi3aL,ii Ta iIHTEHCUBHOCTI Y YaCTUHMU XBO-
PUX crnocTepiratoTb 6110BaHHA, LLYHKOBO-KULLKOBY KpoBoTeyy (b1toBan-
HA | NpoHOC 3 KpoB'to — mesieHa). NepioanyHo ByBatoTb Hanaau 6oto,
LLLO HaraZytTb KNLLKOBY KOJIbKY 3 JIOKai3aLUi€0 HABKOJIO NYMKa, B
AinaHui niapebep's, HepiaKo 6inb BUHMKAE B eniracTpanbHii, NpaBin
3AYXBUHHIN AiNnAHKaX.

[MepeBa)ka€e roctpuun nepebir 3 TMNoBMMKU ana B KNiHIYHUMM
CUMNTOMAaMM, iIHTEHCUBHICTb AKMX 3MEHLLYETLCA NAapaNesibHO 3
3aTyXaHHAM aKTUBHOCTI npouecy. Y 6inblLOCTi XBOPUX OAY*KaHHA HACTAE
yepe3 1,5—2 mic. MoxnmBa ManoCUHAPOMHICTb NPOsABIB (NepeBarkae
LWKiIPHUM remopariyHnim CUMHAPOM), OAHaK CNOCTEPIratoTb | NOEAHAHHSA
CUHAPOMIB.



MoKa3HUKuU nabopamopHuUX 00C/ni0OHCeHb.

Y nepudepinHin remorpami: HEUTPOPiNIbHUN NENKO-LUNTO3
3  HEe3Ha4YHMM  3pyLIeHHAM  BANiBO, 0cobamBo  npw
abgomiHanbHOMy cuHApPOMi, HeBenunke niasuweHHa LWOE,
C-peaktmBHoro  6inka. [pun  Bakkmx  ¢dopmax [B
CNOCTepIratoTb TriNOXPOMHY aHemito, AUCNPOTEIHEMIO 3i
30inbweHo  ¢dpakuieto  rnobyniHiB.  3MiHM  piBHA
CMPOBATKOBUX IMYHOrNobyniHIB HeoaHopigHi. HawnuacTiwe
BUABNAIOTb NiABULLLEHHA BMICTY IgG. PO3BUTOK
HEPPOTUYHOIO CUMHAPOMY CYNPOBOANKYETLCA NiABULLEHHAM
BMICTY XO/1eCTEPUHY B KPOBI
Y roctpun nepiog cnoctepiratotb NiABULLEHHA BMICTY
dibpuHoreny npu 3HMKeHHi Xl (pibpunHcTabinizytoyoro)
daKTopa 3CiAaHHA KpoBi. Y Mipy 3aTyxaHHA aKTUBHOCTI
npouecy HaBeAeHi 3pyweHHA HabyBatdoTb 0O0OPOTHOrO
XapakKTepy.



BinnosiaHo go npotoKkoniB MO3 Ykpainu (Ne 676 Big 12.10.2006
p. «KNiHIYHMM NPOTOKOA HaAaHHA MeAUYHOI AOMOMOrM XBOPUM 3
BacKynitom LeHnenHa—TeHoxa») NnoKka3aHi:

aHMuUKoa2ynaHm npamoi Oii renapuH NPU3HAYaETbCA NpwU
abgomiHanbHOMY, HWUPKOBOMY CUHAPOMAX, TAXKKUX  dopmax
LWKIPHOIMO CUHAPOMY Ta 3a HAABHOCTI rinepkoarynauii 3a gaHumu
Koarysiorpamm:

npu Nerkomy CTyneHi pgo3a renapuHy crtaHosmTtbl00-200
Of/kr/pnoby;

npu cepeaHbomy ctyneHi — 200-500 O1/kr/pnoby;

npu TaxKKomy ctyneHi — 500-800 OA1/kr/noby.

TpuBanicTb BBEAEHHA renapuHy (Npotarom 2-4 TUK) 3aneXKunTb Bif,
bopMn M TAXKKOCTI 3aXBOPKOBAHHA, KAiHIYHOI BignoBsiai Ha
npoBeaeHy Tepanito, MNOKasHMKIB CUCTEMU 3rOPTAaHHA KPOBI;



aHTuarperaHtm  (aunipnaamon 3-5  mr/Kr/noby,
neHTok-cndiniH  5-10 mr/kr/poby Ha 4-6 TUXK 3
NOCTYNOBOIO BiAMIHOIO);

aHTUrictTamiHHi  npenapatn (deHKapon, nepuTon,
CYnpacTUH, TaBerin, KAApuUTWH, NopaTtagumH, UETPUH Y
BIKOBUX A03aX Ha nepiog 2-4 TUXK) npu Nerkomy cTyneHi
nepebiry, cBepbiHHI WKipw;

rniokokoptuKoian (FK) nokasani npu 61MCKaBUYHIN
dopmi, abagomiHanbHOMY, HUPKOBOMY Ta MACUBHOMY
remopariyHOMy CUMHAPOMI 3  BUCOKMM  CTyMeHem
3aNanbHOI AKTUBHOCTI. [lpeaHi30N0H NPU3HAYAETHCA B
nosi 1-2 mr/Kr/poby Ha nepiog, 2-4 TUXK 3 NOCTYNOBOIO
BIAMIHOIO.



aMIiHOXiHOMIHOBI npenapamu nNpu cepeaHbOMY CTYNeHi TAMKKOCTI,
HEBUCOKIN QAKTMBHOCTI Ta remaTtypuyHin dopmi rnomepynoHepputy
LlenneiHa—TeHoxa (pmenarin  2,5-5 mr/Kr macu Tina Ha [oby)
be3nepepBHMM Kypcom npoTtarom 12-18 mic;

imyHocynpecueHa mepanisa NPNU3HAYaETbLCA B pa3i XPOHiYHOro nepebiry
3 YaCTMMM peunamBamMm, BUCOKOFO CTYMEHIO aKTMBHOCTI (a3aTionpuH 1-2
Mr/Kr/noby Ha 2-3 npuitommn Ha 1-2 poKM Nig, KOHTPOIEM aHaNi3iB KPOBi);

XBOPUM 3 [/IOMepynoHeppuUTom Ta HePPOTUYHUM CUHAPOMOM,
HEPPOTUYHMM CUHOPOMOM 3 remMaTypiEro NPeaHiI30/I0H NPU3HAYAETLCA B
no6oBin Ao3i 2 mMr/Kr Ha 4-6 TUXK 3 HACTYMHMM 3HUMKEHHSM A03U [0
NigTPMMYIO4O0I Ha nepiog Ao 1 poKy;

NPWY BUCOKIN aKTUBHOCTI rnomepynoHedpuTy 3 O3HaKaMKU NOPYLUEHHSA
OYHKUIT HUPOK HeobXxiaHUM € nposeaeHHA nynbc-Tepanii
MeTUINPeaHi30N0HOM BHYTPilWHbOBEeHHO B pA03i 10-15 mr/Kr/poby
npotarom 3 AHiB Ta umknodocdaHy B 0o3i 10 mr/Kr/goby 1 pas Ha 2 TUXK,
notim 1 pa3 Ha mMmicaub. CymapHa p[o3a uuknodochdaHy He Mae
nepesuulysatn 200 mr/Kr;

3 HeppPONPOTEKTUBHOKD METOK MOKa3aHe MNpu3HayeHHa 60KaTopis
aHrioTeH3nMHNepeTBoptoBanbHOro pepmeHTty (AMND).



Xsopoba PaHpato-Ocnepa (cnapgKoBa remoparivyHa
TeneaHriekrasifa, aHrn. hereditary hemorrhagic telangiectasia) —
CnaaKoBe 3aXBOPIOBAHHA, B OCHOBI AKOro JIe}KUTb HENMOBHOLIHHICTb
CYOMHHOro eHAOoTeNi0, B pe3yabTaTi Yoro yTBOPHOKOTLCA MHOMUHHI
aHrioMn Ta TeneaHriekTasii (po3WnupeHHss KPOBOHOCHUX CYAWH), AKi
KPOBOTOYAaTb Ta PO3TALIOBYKOTbCA HA PI3HUX AiIIAHKAX LWKipKU Ta
cn30BuX 060/10HKaxX ryb, pora.

CuHoHimu xeopobu PaHOw-Ocnepa:
femopaziyHul aHziomamosi.
[emopariyHmMi aiate3 CyamHHOro reHesy.
BpoaeHa remopariyHa TesieaHriekTasil.
3axBoptoBaHHA PaHato-Ocnepa-Bebepa.
CuHgpom Ocnepa.

[ncemiHOBaHMMN reMaHrMomMmaTos.




3axsoptoBaHHA PaHalo-Ocnepa — ue cnagKkoBa NaTosoria, AKa
nepeaaeTbecs Bia 6aTbKiB ANTUHI. XPOMOCOMHMUIN AedeKT NOpyLUYE
rictosioriyHa 6yaoBa CTIHKM KPOBOHOCHUX CYAWUH, LLLO BUKIUKAE iX
JNIAMKICTb | NiABULLYE PU3MK KPOBOTEYiI. XBOpPObHa nepenaeTbes aK
ayTOCOMHO-A0MIHAHTHE 3aXBOpPtOBaHHA. Llen Tmn cnagKkoBsocTi
NigNnopAAKOBYETLCA 3aKOHaM reHeTuKn MeHaena i 03HayaE, Wo AKLWO
OoAuH 3 6aTbKiB XxBopuin, natonoria B 50% BnMnaakKiB nepenactbCA |
NPOABUTUCA Y MOTO AiTen. B iHWmMx BunagKkax aitv byaytb 340pOBI.
AKLO xBOpPitoTb 060€ HaTbKIB, 3aXBOPHOBAHHA NPOABUTUCA Y BCiX
BUNaAKaX.



B ocHOBi popmyBaHHSA 3aXBOPHOBAHHS
NIEXXNTb HECMPOMOXKHICTb M’'A30BOTO |
eNaCTUYHOrO LWapy BCiX KPOBOHOCHUX CYAWUH
opraHiamy. CyauHum cKnagatoTbCA MPaKTUYHO 3
OAHOro eHAOTENIH | OTOYEHI NYXKOH
CNOJIY4HOIO TKAaHMHOK. Came y micuax
aHACTOMO3iB MiXK BEHYN1aMM i Kaninapamu
3’ABNAKOTLCA cami cnabki AiNAHKK, akKi
PO3LMPIOOTHLCA Nig, TUCKOM KPOBI.

CnabKicTb CTIHKM cyaMHU NPU3BOAUTbL A0
NOABMU:

TeneaHriekrasii — CTilKe poO3LWINPEHHA
ApPiOHUX CyanH, AKe He MAE 3anasibHy Npupoay.

ApTepioBeHO3HI WWYHTN — NpAMe CNoJly4YeHHH
BEH i apTepin 6e3 BKAoUYEeHHA binbl ApibHUX
CyAuH. TaKa natosoria npm3BoamTb 40
nopyLweHHA TPOPiKM TKAHUH B AinAHLUI, AKa
KPOBOMOCTA4YaETbCA 3@ PAXYHOK LMX CYAMH.

AHeBpU3Ma — CTilKe MilLKOBMAHEe
PO3LWMPEHHA CYOUHN B O4HOMY MICLLI.










KAIHIYHA KAPTHUHA

30BHILLHI 03HAaKK 3axBOPOBaHHA 4YaCTO BUHUKAKOTb
B PAHHbOMY LUKIAbBHOMY BILj | NPOABAAIOTLCA B
KIAbKa eTaniB:

[TouyaTKOBUIK — Ha TiAi HEBEAMKA KIAbKICTb APIOHMX MASIM
He3anaAbHOro xapakrepy, ki MatoTb HEMPaBUAbHY
dopmy.

[TPOMIXXHUN — NASIMM NOCTYNOBO 30iAbLUYIOTLCS |
MOUYMHAIOTb NPUUMATU NAYKOOBPa3Hyto Gopmy.

By3n0oBUK — plaMETP PO3LWMPEHHSA CYAUH AOCATaE b-7
MM | BUCTYNa€ Hap PiBHEM LLKIPW.

B 3aAeXHOCTI BiA po3TallyBaHHA CYAMHHOI 3ipOYKM i
KOAIP MOX€e 3MIHIOBaTUCA BiA YEPBOHOIO A0 TEMHO-
CUHbOIO



AIATHOCTHYHHH QAKT!

AIarHOCTUYHUM KPUTEPIEM AEDEKTY LLKIPKU € MOTO
3HUKHEHHS MPU HAaTUCKaHHI Ha HbOro. Llen metoa
AOBpe BinAOMUN SK «anackonus». CyTb METOAY B
PO3Ni3HAHHI CYAMHHOro abo 3anaAbHOro Xapakrepy
NAAMW Ha LWIKIPi. 3BUYAUHUM MPO30PUM CKAOM Ha
NAAMY HATUCKaloTb. AKLLO BOHO 3HUKAO, 3HAYUTD,
AePEeKT CYAUHHOIO XapaKrepy, AKLLO0 HEMAE -
3ananbHoro. Npu xBopobi PaHato-Ocaepa Ha LWKIpPi
BUHUKAIOTb AePEKTU CYAUHHOIO XapaKkrepy, AKI
3HUKaKOTb NPU HATUCKYBAHHI.



Camnm Hebe3neyHMM KNiHIYHOO 03HAKO
3axBoproBaHHA «CriagKoBa remoparivyHa

TeneaHriekTasii» € Kposoteya. BoHO moxe
6yTn pi3Ha NoKani3aLii i cynpoBoaKyBaTUCA:
CUHUAMM Ha WKIPI.

{
{
{

KpoBOBUAMBAMM B O4HHOMY A6AYL.
HeBeNUKOo KiNbKICTHO CBIXKOI KPOBI B KaJii.

DOB’10 NPU YMLLEHHI 3YbiB.
DOBOTEYE 3 HOCA.

DOB’t0 B MOKPOTI NpU Kawwni abo YXaHHi.

YepBOHOI KPOB’'t0 B 6N1HOBOTHUX Macax.



[iarHOCTUYHI KpUTepii 3aXBOPOBAHHA
CumnTomm, AKI MOXKYTb CBIAYUTU NPO HAABHICTb XBOPOO6M
PaHpto-Ocnepa:

(JYacTi HocoBi KpoBoTeui — 90%.

(13ananbHi 3axBoploBaHHA nereHis— 5-30%. B
PO3LLNPEHUX aPTEPIO-BEHO3ZHUX aHACTOMO3aX HUXKHIX
Bigainax nereHb BiabyBaeTbCA 3aCTi KPOBI, LLO
npu3BoAUTb A0 3aCTOK0 Y MaJIOMy KOJli KpoBOODiry i
PO3BUTKY 3ana/sibHUX npouecis. Lle npoaBnfaerbca AK
3a4MLWIKA, LiaHO3, KPOBOXapKaHHA. XPOHIYHA
rinokcemia Npu3BoAUTb A0 NOBTOPHOrO NiABULLEHHA
KinbKOCTI eputpouumTiB(rmnokcemmnyecKkui
epUTPOLMTO3), LLLO NPOABAAETLCA AK 3ryLLEeHHA KPOBI.




JLlnyHKoBO — KMULWIKOBi KpoBoTedyi B 20% BuNagkKis
BUABNAIOTb cebe y Biui 40-50 pokiB. Yacriwe ue
KpoBoTeya i3 LWAYHKa, ane B 10% Bunaakis
KPOBOTOUMTb TOBCTA KMULWIKA, WO MOXe ©bytu
NOMWUNKOBO PO3LiHEHE AK reMOopou, paK abo noninos.

JMNopyweHHA pobOTU ro/I0OBHOroO Ta CNUHHOIO MO3KY
6e3nocepeaHb0 NOB’A3aHi 3 CYAMHHOIK MNATOJIOTIELD,
AKA iIHOAI KYNIPYETLCA XipypPriyHUM LUAAXOM.

QUupos neyiHkn BUHMKaE B 1-2%. Moro npuUmMHOIO CcTaEe
came nopyweHHA TPpodikKn opraHy, ane TaKkuwu
BUCHOBOK € b6inbwe npunyweHHAM, TaK AK XBOpi
4acToO NPUUMAIOTb BENINKY KiNbKICTb meaAnKaMEHTIB i
BUKNIOYUTN TOKCUYMHUU MEeAUKAMEHTO3HUWU renatur
He MOXKHa.



Halivacmiwe  OdiazHO3  e8ucmaensemoeca  nicnsa
mpueasno2o U 607iCHO20 7iKYy8AHHA cumnmomie
30X80pPHOBAHHA pi3HUMU cnocobamu. Jluwe 3a80AKuU
00Ks1a0HOMYy 360py aHaAMHe3y 30X80POBAHHSA | Yumms,
pemesnbHOMYy 02180y mMina nNayieHma MOMCHA
npunycmumu HaseHicmoe xeopobu PaHOw-Ocnepa-
Bebepa. /[na niomeepoOyxeHHA MOXAUB020 0ia2HO3Yy
HeobxiOHO 3pobumu nabopamopHi ma
iIHCmpymeHmManbHi memoou 0ia2HOCMUKU.



Pe3ynbtatn nabopatopHUX AocnigKeHb:

JKniHiYHMI aHani3 KPOBi — aHEMUANAN BTOPUHHUI
epPUTPOLMTO3 Ha T/l BHMMKEHHA caTypauil KNCHIO B
KpoBi, TpombouuToneHis (piako).

J BioximiuyHnIA aHani3 KPoBi — HeAOCTaTHICTb 3ai3a (BTOPUHHA
3anizogediunTHa aHeEMIA), NOPYLUEHHA eNeKTPOITHOro CKiaay
KPOBI.

dMpobu Ha 3ropTaHHA KPOBi —Yac 3ropTaHHA KPOBi
niasuweHunn (piako).

d3aranbHuin aHani3 cedi — epuTpoLUTK B cedi (Mpy HAsBHOCTI
KPOBOTEYi B CEYOCTATEBIN CUCTEMI).



Pe3ynbTath IHCTPYMEHTA/NIbHUX METOAIB AOCNIAXKEHHA:

EDI/C — 03HaKM PO3LLIMPEHHSA CYAUH CIM30BOI 060NOHKM
BEPXHbOro BiaAiNny TpaBHOI cuctemu (poToBa MOPOXKHMUHA,
cTpaBoxia, wayHok, AMK).

KosiloHOCKONIA — TeneaHriekTtasii Ha CAU30BOI TOBCTOrO
KULLEYHMKA.

bpoHxockoniaA — aHeBpPU3IMM | CYAMHHI 3IPOYKU Ha
CAN30BiN 0DOONOHLI AMXanbHUX WAAXIB (3aCTOCOBYETLCA
piako). ONTMMaNbHUM METOAOM OrnAAY CyAMH BHYTPILLHIX
opraHieB € KT abo MPT 3 KoHTpactom, SsKMMN [03BOISIE
Bi3yanisyBat BCi QHOMA/IbHI CYAMHHI CNAeTeHHA B
OpraHi3mi.



MaToreHeTU4YHa Tepanis
o[1iATPMMAHHA  KUCNOTHO-NYXHOMO Ta  E€NEeKTPONITHOrO  CTaHy
opraHiamy.
e[1podinakTnKa KpoBoTeu.
e XipypriyHe BUCIYEHHA BENNKNX AePEKTIB CYyaAUH.
*[1pn HEObXiAHOCTI 3MiLHEHHS CTIHKWN BEIMKUX cyaAuH (aopTn).
KynipyBaHHA roCTpuUX CTaHIB: KpOBOTeYa, 3agMlUKa, Hanag
CTeHOKapAii, 3anamopovYeHHA, BTpaTa CBIAOMOCTI

JTiKyBaHHA HOCOBUX KpOBOTEY Kpalle He 3A4iMCHIOBATU 33
A0MOMOror TYrmx TaMnoHaa HOCOBUX XOAiB, TaK AK Le NpM3Bo4AnTb 40
TpaBMi APIOHMX CYAUH i TINbKM NOTIPLIYE CTaHOBMULLE.

Mpn KpoBoTedi 3 APiIOHMX CyaAMH 3aCTOCYBaHHA MiCLEBUX
KPOBOCMMHHMX 3acobiB € manoedeKTuBHUM (TpombiH, JlebeToKc).
Kpawmm KpoBOCNMHHY 3acobom € 5-8% AmMiHOKanpoHOBaA KWUC/OTA,
AKa MPWU 3pOLUEHHI CAN30BOI | LWKIipKU Ai€ WBMAKO | Tpueano. [licna
3YNMUHKM KPOBOTEYi HeobxigHO 3acTocyBaTWM MiICLEBI 3arorotoTb
npenapatu (MaHTeHON) ANA 3arOEHHA PaHMW.



B3aneHOCTi Big TAXKKOCTI nepebiry xBopobu
NPU3HA4YaloTb NiKapCbKi 3acobu:
[ntokokopTtukoign (MpegHizonoH 4-8 mr Ha
noby) Ak npoTnsanasabHuUM 3acib.
AHTUOKCUAOAHTU-ANA  3MIUHEHHA  cyaAuH |
BUBEAEHHA NpPoAyKTiB 0bmiHy (ACKOPYTUH,
BitamiH E).

[MpenapaTtn 3aniza (Pepymnek) ona nikyBaHHA
3anizoaediunTHOI aHeMIl.

[Mpnom  Be/NMKOI  KiNbKOCTI  BOAWM  ANA
NONOBHEHHA pianHKN (EceHTyKHU, Perigapon).



Ha paHMM  MOMEHT BKNAAEHO BEJIMKY KiNbKIiCTb
rPOLIOBUX KOLITIB Ha BMBYEHHA i PO3POOKY ePeKTUBHUX
BapiaHTIB reHoTepanii 3axBOptOBaHHA. Y 0Oyab-AaKkomy
BUNAAKY reHoTepania CNagKoBOI remopariyHol
TeNeaHriekTasili ue €AMHUN KPOK Yy ManbyTHE 6e3 uboro
CMepTe/sIbHOro 3axBOPKHOBAHHA, MPUYMHOKD AKOro CTana
nomunka AHK ctateBux KnitTmH. Becb CBIT CNOAIBAETHLCA,
Lo JIIOACTBO CKOPO Ai3HAETbCA, HiXK NiKyBaTKU XBOpPODa
PaHato-Ocnepa



lMpoghinakmuKa Kposomey CKAAOAEMbCA 3.

ObmeXxKeHb Y 3aHATTI TPAaBMATUYHUMU BUAAMMU
CNOopTY Ta A03BINAA.

MiagTPMMaHHA KPOB'AHOIrO TUCKY Ha
HopMmanbHOMY piBHi (110/70 — 120/80 mm. pT.CT.).

[MonepearKeHHA 3ananbHUX NPOLLECIB B
OpraHi3mi.

[TpMoMm BiTaMiHIB | MIKpOeNnemeHTIB B
HeobXiAHIN KiNbKOCTI.

ObMmeXKeHHA CTPECOBUX CUTYALLIN.

ObMeXKeHHSA | CTPOrMmM KOHTPOIb MPUNOMY
PO3PIAKYIOTb KPOB NMpenapartiB (aHTUKOArynaHTK).



3aga4a Ne 6.

XBopa O., 24 poKiB, CKapKMUTbCA Ha 3arajibHy c1abicTb,
3anamMopoYeHHA, BUHUKHEHHA CUHLIB, HOCOBI KpOBOTeui. XBOpPIE 3
ANTUHCTBA, NepPioANYHO BiagMIYa€E CUHLI | HOCOBI KpoBoTeui. CimenHNIK
aHamHe3 be3 ocobamnBocTen.

O6’eKTUBHI AaHi. 3ara/ibHUIM CTaH cepeaHbOi TAMKKOCTI. SHUMKEHOTO
XUBNIEHHA, LWKipa i BUAMMI CM30BI 61igi 3 HAABHICTIO MHOXUHHUX
CMHLIB Ha NepeaHin NOBepPXHi PyK, Hir Ta Tynyba pi3Hoi gasHOCTI. Mynbce
96 3a 1 xB, pUTMiyHMK. AT - 100 i 60 mm pT.cT. OpraHu cepueBo-
CYANHHOI, ANXaNbHOI CUCTEM Ta CUCTEMM OPraHiB TPaB/IEHHA - be3
ocobnmsBocTen.

[laHi AOAATKOBUX AOCNIAMEHb. 3ara/IbHUN aHANI3 KPOBi: epUTPOLUTU
-3.0- 10*?/n, remornobiH - 100 r/n, KN - 1,0, peTukynountn - 2 %,
NENKOUMNTU -

8.0-10°/n, nannukoaaepHi HeMTpodinu - 4 %, cermeHTOAAEPHI
HenTpodinun - 70 %, nimbountn - 23 %, moHoUUTHU - 3 %, TPOMBOUUTH -
21,0 -10°/n, WWOE - 10 mm/roa. Yac KposoTeui 3a [ltoke - 12 xs.



3annTaHHA

1. AKi 3mMiHM B 3arasibHOMy aHani3i KpoBI Ta Yy uaci
KpoBoTeui 3a [ltoKe 3HanaeHo y XBOpOi?

A. AHemia, TpombouuTOoneHis, NPOAOBXEHHA  4yacy
KpOoBOTeui.

B. AHemiqa, TopomboLNUTO3, CKOPOYEHHSA Yacy KpOBOTEMi.

C. Petukynouutos, nenkoumnTtos, TPomboLUTOS3.

D. TpombouutoneHia, NEeMKOUUTO3, NPOAOBHKEHHA 4acy
KpOBOTeui.

E. JlenkouuTtos, peTuKynouunTos, TpomboumToneHis.

AKi 3MiHN B CUCTEMI KPOBOTBOPEHHA BUABNEHO Y XBOPOI?
3MiH He BUABNEHO.

2

A

B. [lpurHiyeHHA 4epBOHOro NApPOCTKa.

C [TpUrHiYeHHA MmerakapioumMTapHOro NapocCTKa.
D [MpUrHiYeHHA NeMKOUUTAaPHOro NAapocCTKa.

E. [purHiyeHHA nimpounTapHOro NapocTKa.



3. BKaXKiTb HanbinbLw iMOBIPHUW AiarHo3:
A.XpOHiYyHa TpombounTOoNeHiYHa Nypnypa.
B.locTpui nenkos.

C.XpPOHI4YHNN NenKkos.

D.femodinis.

E. XBopoba BinnebpaHaa

4. AKNN TN KPOBOTOYMBOCTI Y XBOPOI?
A.femaToMmHuUN.
B.leTexiaAbHO-NAAMUCTUI.

C.3MiwaHnm (CMHAYKOBO-reMaTOMHUMN).
D.BacKyniTHO-NypnypHUM.

E. AHriOMaTO3HUM.

5. AKomy npenapaTty cnig HagaT nepesary y 4aHOMY BUNAaAKy?
A.UunknodocdaH.

B. MienocaH.

C.lMpenHi30n0H.

D.BiHbnacTUH.

E./lenkepaH.



KOHTPOAbHI NUTaHHHA
1.[]lanTte BU3HA4YeHHHA | Knacudikauia 1
2. Ha3BIiTb OCHOBHI TUMW KPOBOTOYMNBOCTI
3.Ha3BITb OCHOBHI meTOoAMU AlarHOCTUKa [
4.Ha3BiTb OCHOBHI cumnTOMM remodinii i
meToau Tepanii
5. Ha3BIiTb OCHOBHI cMMNTOMU | MeToAau Tepanii
remopariyHoro BacKynita
6. Ha3BiTb OCHOBHI CMMNTOMU | MeToAMu Tepanii
TpombouuToneHxii
/. Ha3BiTb OCHOBHI CMMNTOMU | MeToAau Tepanii
XxB. PaHAato - Ocnepa



