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3AXBOPIOBAHHA CUCTEMW KPOBI TA BATITHICTb

TPOMBOLUTONEHIA

TpomM6oUUTONEHIA — Lie 3HWXXEHHSI BMICTY TPOM-
6ouunTiB y NepndepuyHin KpoBsi, TO6TO iX KiflbKiCTb
€ MeHwot Hix 150 000/mn. TpombouuToneHis
MOXe OyTM 3yMOBIieHa NigBULLIEHUM PYNHYBaH-
HAM (L0 BiAOYBaETbCA HAaNYacTiLLe), IHTEHCUBHUM
BUKOPUCTaHHAM ab0 He[oCTaTHIM YyTBOPEHHSAM
TPOMOOLMTIB.

Y 3anexHocTi Bif, KinbKOCTi TpOMOOLUUTIB B 1 Mn
KPOBi TPOMOOLIMTOMEHIT KnacugikyoTe 3a cTyne-
HeM TSXKOCTI:

% nerkoro ctyneHs — 100 000-150 000 Tpom60-
umnTiB/MIT;

% cepefHLOro cTyneHs TskkocTi — 50 000-100 000
TpOMOBOLMTIB /MT;

% TAXKKOro ctyneHs < 50 000 Tpom6oumMTIB/MI.

BuginaioTe cnapgkosi (3ycTpidatoTbCs MOPIBHA-
HO pigKo) i HabyTi (6inbL YacTi) opMm TPOMOO-
LMTOMEHIN.

CnapkoBi TpomMboLmMTONEHIT cnpuYrHeHi fedek-
TOM y MeMbpaHi TpoM6oUUTIB, hepMeHTax; nopy-
LLIEHHAM NPOAYKLii TPOMOOLMTIB.

Habyti  Tpom6oumuToneHii B  OCHOBHOMY
ayTOIMYHHI Ta iMyHHI (ranTeHOBi) 3 aHTUTInamm
NpPOTU aHTUreHy TPOMOOLMTIB, MerakapioumTis i
3arasnibHoro nornepefHuKa BCiX POCTKIB KPOBOTBO-
perHs. [Npuknagom ayToiMyHHOT TPOMOGOUMTONEHIT
€ igionatnyHa TpoMOOUMUTOMNEHIYHa Mypnypa (XBo-
po6a Bepnbroga).

®digionoriyHa TPOMOOUMUTOMEHIS BUHUKAE Mpu
pi3ionoriyHin BariTHOCTI, NPOSIBASETLCA NULLE NMPU
BariTHOCTI i Mae HaCTYMHi XapakKTepUCTUKU:

% 3HWXeHHA TpombouuTie BiadysaeTbca B I
TpUMeCTpi;

% NPUYMHOIO € remoauniolia Ta nigsuLLeHa
OECTPyKLis TPDOMOOLIMTIB;

% HopMmarnisyeTbc 4epe3 24-72 rop nicng
nonoris;

% He rnoTpebye MeanKamMeHTO3HOI KopeKLiji.

Y Tabnuui 1 HaBedeHO MNPUYMHU BUHUKHEHHS
TPOMOOLMTONEHIN NPU BariTHOCTI.

IgionaTuuHa Tpom6ouuToneHiuHa nypnypa

IgionatnyHa TpomboumToneHivHa nypnypa (ITM),
abo xeopoba Bepnbroga — HabyTta ayToiMyHHa
TPOMOOLMTONEHIA, LLO XapakTepuayeTbCs nocuse-
HVUM pYMHYBaHHAM TPOMOOLMTIB Mif, Ai€t0 aHTUTPOM-
6ounTapHMx aHTuTIn. CnocTepiraeTbCA 3 4acToTO
1-2 Bunagku Ha 1000 nauieHTiB. MNMaTodizionoris ii go-
6pe 3po3yMmina, B TOM Yac K NpUHYnHa 3a/ULLIAETLCS
Hesigomoto. JTiMdoumTM BUPOBAAIOTL aHTUTINa [0
TPOMOOUMTIB — [TIKOMPOTEIHM, WO [AeCTPYKTUBHO
Oil0Tb Ha MOBEpPXH0 TPOMOoUUTIB. TpoMGouuTapHI
iMyHorno6yninv knacy G (IgG) ytunisyrotecst Makpo-
charamu cenesiHku.

MexaHiam ayToimyHHoro npouecy npu [Tl npeg-
CTaBJIEHUN Ha PUCYHKY 1.

3axBoploBaHHA 3a3BMYan MOYMHAETHCH 3a[0B-
ro [0 BariTHOCTI | XapakKTepu3yeTbCs:

% NepioanYHUMN HOCOBMMM KPOBOTEYaMM, KPOBO-
TOYMBICTIO ICEH TA MAaCMBHUMWN MEHCTPYarbHUMMU
KpoBoTEHYamu;

% MOSABOIO Ha LLKIpi i CNM30BMX 060IOHKaxX neTe-
XianbHOro Bucumny;

% HasIBHICTIO HEBENMMKMX CUHLLIB 6€3 Npu4nHM abo
AKi BUHVKIIM MiCNSi IErKOro HAaTUCKaHHA (HaknagaH-
HA MaHXXeTKM TOHOMETpa, Nanbnauii opraHis TOLLO);

MpnynHu, cneumnchivni gns BaritHocTi

lecTauiniHa TpoM6OLUTONEHIA
[peeknamncis
HELLP-cungpom (remonia, nigBuLLEeHHS
AKTUBHOCTI MEYiHKOBMX (DEPMEHTIB i
TPOMOOLMTONEHIA)
[ocTpa XmpoBa AUcTpois neviHkmn
[ncemiHoBaHa cyauHHa Koarynonaris

10.B. IABUJOBA

A.Mef.H., 3aBiflyBay BiafineHHs
aKyLLIEPCbKNX npobnem
eKCTpareHTianbHoi natonorii
[HCTUTYTY negiaTpii, akylwepcTea
Ta rivekonorii HAMH YkpaiHn

0.M. MOKPUK

K.MEf1.H., HayKOBWNii
CNiBpOBITHUK BifAINEHHS
aKyLLepCbKNX npobem
eKCTpareHiTanbHoi natonorii
[HCTUTYTY NegiaTpii, akylwepcTea
Ta rivekonorii HAMH Ykpainn

A.0. OTOPOAHUK

MOJTOALLMIA HAYKOBUIA
CNiBpOBITHUK BifAINEHHS
aKyLLIEPCbKNX Npobnem
eKcTpareHiTanbHoi natonorii
[HCTUTYTY NegiaTpii, akywwepcTea
Ta rivekonorii HAMH YkpaiHn

TABINLA 1

TMpuymnnn, HecneuudivHi Ana BariTHocTi

MigBuLLeHa AeCTPYKLisi TDOMOOLMTIB:
— ifionaTnyHa TPOMOOLMTONEHIYHA Nypnypa
— MiKpoaHrionarii
— CMCTEMHWI YepPBOHMIA BOBYAK
— aHTudoconinigHuin CUHAPOM
3yMoBneHa MeuKaMeHTamm
BipycHa inchekuist: BIST, Bipyc renatuty tuny C, Bipyc

Enwreiina — bapp, uutomeranosipyc
linepcnneHism
3HIKEHa NPOAYKLis TPOMOOLMTIB:
— 3aXBOPIOBAHHS KiCTKOBOr0 MO3KY
— [ediuunT xapyyBaHHs
— 3aXBOPOBAHHS NEYiHKN

TABIALA 1.

MPUYUHU PO3BUTKY TPOMBOLIMTOMEHIN NPU BATITHOCTI

PEMPOAYKTMBHAS
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AHTUreH-NpoayKyloya

T-xennep

PUC. 1.

MEXAHI3M AYTOIMYHHOIO
MPOLECY NPUITN

a — TPOMOOLUMTY JerpaaytoTh-
CSl aHTUreH-NPOAYKYH4UMN -
knitusamu (APC);

b-APC

3 OCHOBHUM KOMMJIEKCOM
rictocymicHocTi knacy Il

(MHC )
npoayKy

tuny (IL-2) Tay -iHTepdepoH

(IFN-y);

¢ — T-Xennepm akT1BYHOTb
ayTOPEaKTUBHI B-KNiTUHY

Ta iudpe
B KNITWH

ayToaHTUTINA

Tpombouut
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Tpomb6ouuUTapHUA aHTUTEH

KNiTUHA

NenTnau
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~
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MHCH K_‘ AyTOaHTUTeHHNiA

: npouec

€040

CD154 i .
poayKLIs

TpOMGOUMTApHUX
aHTuTin

B-knituna

% Ha LWKipi KiHUIBOK, OCOGSIMBO HWXHIX, Ha
XWBOTI, rpyasx, pigwle Ha iHWuUX [ingHkax Tina
po3TalloBaHi ekcTpasasaru;
nedviHka Ta cenesiHka He 36ibLUEHi.

BariTHiCTb 4acTo 3yMOBIOE 3arOCTPEHHS1 XBO-
po6u, oco6nmeo B I-Il TpumecTpi. Peumpams ii y Ta-
KoMy pasi Moxe 6yTu MoB’s3aHui i3 NpoayKLieo
aHTUTPOMOOLMTAPHUX aHTUTIN CenesiHKoW nslo-
na. Paszom i3 TMM nig 4Yac BariTHOCTI MOXNuMBe
3MEHLLUEHHS CUMNTOMAaTUKN 3aXBOPIOBAHHS.

YcknagHeHHs nig Yac BariTHOCTI Ta nonoris Bu-
HUKalOTb MepeBaxKHO Y XXIHOK i3 3aroCTPeHHsAM
XPOHIYHOr0 peunamnByo4oro nepeodiry 3axBopro-
BaHHS. [Nepebir BariTHOCTI i NONOriB 3anexXuTb Big
XapakTepy JiKyBaHHs, LLLO nepedysarso BaritTHOCTi.
CnneHeKTOMIs, BUKOHAHa [0 BariTHOCTI, HepigKo
3HMXKYE YacTOTy | TAXKICTb YCKNagHeHb Ans
MaTtepi. Y KOXHOi LLIOCTOi XiHkK 3 ITI BariTHiCTb
CYNPOBOAXKYETLCA 3arpo30l0 MepepuBaHHs, Y
KOXHOI BOCbMOi — PO3BUTKOM Mi3HLOI0 rectosy.

3axBOpIOBaHHA MaTepi BNMBa€E Ha CTaH nnoga i
HOBOHAPOKEHOr0. TPOMOOLIMTOMNEHIA € HanGINbLL
YacCTVM YCKITafiHEHHAM nepiofy HOBOHAPOIKEHOCTI i
cnoctepiraetbcsy 60-80% giten. TpomboumTOneHis
€ MPUYMHOK PO3BUTKY reMOopariyHoro CUHOPOMY i

[il0Tb B acoujiawii
Ha T-xennepu, Lo

10Tb IHTEPENKIH 2-r0

PEHLIIOKOTB iX
1, O NPOAYKYHOThb

TABINLA 2

MexaHi3

Yactora

ITn

AyTOIMYHHMI

Mapametpu lecTauiitna nypnypa

M PO3BMTKY [emoguntoLis, npuckopeHnin 06ir
TPOMOOUMTIB. TPENiHr (MOTOBLLEHHS
KOHTYpiB) a60 AEeCTpyKLia

TPOMOOLMTIB Y MyIaALeHTI
5-8% ycCiX BariTHOCTEN;
75% YCix TPOMOOLMTONEHIN,
aCOLiNOBaHMX 3 BariTHICTIO

0,1% ycix BariTHoCTeM;
5% TPOMOOLMTOMNEHIN,
aCOLLii0BAHWX 3 BAriTHICTHO

Pu3nk KpoBoTeui y matepi He nigBuLieHni MiaBnLLEHNNA

Pusnk kpoBoTedi y nnoja He nigsuiieHnii [linBuLLeHNI

KniHi4Hi nposisun Y Il TpumecTpi Y I-Il TpumecTpi
TABINLA 2.

ANOEPEHLIANIbHA JIATHOCTUKA FECTALIAHOI MYPMYPU TA ITM
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BHYTPILLUHbOYEPENHMX KPOBOBUIUBIB, LLIO NMPU3BO-
OATb 0O CMepPTi HEMOBNAT. TakoX AOCTaTHLO Ya-
CTO 3yCTpiHaloTbCA rinoTpodpis Ta acdikcis.

JlabopatopHi 4OCTIKEHHS

HiarHo3 ITT y BariTHMX NigTBEPOXYOTb Pe3Yrb-
TaTn nabopaTopHUX OOCAIOKEHb:

% y MasKy KpoBi BiMiYaeTbCA:

— TpomboumToneHis (10-40 TpombouumTiB x 10%/n);

— AKLLIO aHarni3y nepefysara KpoBoBTpaTa — 3HU-
XKEHHA PiBHA reMOornobiHy, 3MEHLUEHHS KiNbKOCTi
epuUTPOLUTIB, riNOXPOMIS ePUTPOLUTIB;

% nnasMmoBi (pakTopu 3ropTaHHsA KpoBi
3MiHEHi;

% 36inbLUeHa TpuBarnicTb KpoBOTeui;

% YNOBIiNbHEeHa peTpakLjis KPOB’SHOro 3ropTka;

% B TMYyHKTaATi KICTKOBOrO MO3KY 36inbLUeHa
KiNnbKiCTb MerakapiouuTis.

He

[AuvcbepeHuianbHa giarHocTuka
OudepeHuianbHa fgiarHocTvKa recTaudinHoi Ta
ITM HaBegeHa y Tabnuui 2.

JlikyBaHHs1

MauieHTkn 3 [TTT MOXYTb Mo4yBaTuca riplie Bif
TiKyBasnbHOro pexuMy, aHix Big camoi xsopobu. Me-
TOIO Tepariii € 36iNbLUEHHS KiflbKOCTi TPOMOOLUTIB [0
6e3ne4Horo piBHA (6inblie Hix 20 000-30 000/mn)
3 AKOMOra MeHLMM dhapmakoTepaneBTUYHUM Ha-
BaHTaXXEHHSM Ha OpraHiam (puc. 2).

3ayBaxumo, Lo 6e3neyHnin piBeHb TPOMOO-
UMTiB He 3aBxau Bignosigae ix 3aranbHOMY
HopmasnbHOMY PpiBHIO. KinbKiCTb MaTepUHCbKUX
Tpom6oumTiB MeHwe 20 000-30 000/mn € noka-
3aHHAM A9 noyartky Tepanii roKOKoOpTUKoigamm
(npepHizonoH y posi 1-2 mr/kr/po6). Ak Tinbku
KiflbKiCTb  TpOMOGOUMTIB cAratume 6e3rneyHoro
piBHSA, niKyBaHHA cCcnig npunuHnTU. [poTarom
3 TnX nigoatoTbes NikyBaHHo 70-90% naujieHTis.

Pewmicis moxe BBaXxaTuUCs MOBHOO, AKLLO OAHO-
YaCHO 3 MPUMMHEHHAM KPOBOTEYi BigMiYaeTbCA
36inbLUEHHS KiNbKOCTi TpoMéouuTtiB 0o 6e3nedy-
HOrO PiBHS; 4aCTKOBOIO, SIKLLO MpW il MPUMNMHEHHI
piBEHb TPOMOGOLUMTONEHIi CYTTEBO HE 3MIHIOETHCS.

Micna  pocarHeHHs  pemicii  po6oBy — [O3Y
MPepHI30I0Hy MOXHA 3HUXYBaTU LUBUOKO — MO 5 Mr
B oeHb — 0o 30-40 mr/po6. lMicns uboro [osy npena-
paTy 3HWXXYHTb NMOCTYMOBO — MO 2,5-5 Mr/TnX.

Ona nauieHTok, sKi He nigpatTbCs NiKyBaHHIO
cTepoifamMu, peKoMeHOOBaHE BHYTPILUHbOBEHHE
BBEOEHHS  iMyHOrno6yniHy.  MexaHiam  gii
y-rno6yniHy nonsarae B NpOroHradii nepiogy o4u-
LeHHs TpombounTapHux IgG  maTepuHCbKO
PeTVKYNo-eHAoTeNianbHO CUCTEMOIO.

ICHYIOTb HACTYMHI PEX1MM BBEOEHHS Nnpenapary:

% 400 mr/kr/po6 nNpoTaroMm 5 OHIB Ha TMXKOEHb
yrnpoaoBX 3 TNX;

% 1 r/kr/go6 npoTarom 1 Tux.

HakonuyeHun [ocBif 3acTocyBaHHA y-rrnobyniHy
CBig4MTb NPO Te, WO 3aBASKW MOro BBEOEHHIO
JOCAraeTbCA MO3UTUBHWUIA pe3ynbTal Bxe 3a



6-72 rop, BiO6yBaeTbCA TMMYACOBE MiABULLEHHS
piBHA TpomMb6ouuTiB Marxe y 50% nikoBaHux, a
TepaneBTUYHNA edeKT 36epiraeTbCs MPOTArom
2-3 TXK. PiBeHb e(PeKTUBHOCTI y-rnobyniHy carae
80%, ofHaK BapTiCTb Tepanii 3Ha4HO NnepesuLLye
NiKyBaHHS KOPTMKOCTEPOIAAMN.

lMokasaHHA AN BBeOEHHSA iIMyHOroo6yniHiB:

% ymcno TpomboumTi y Il TpumecTpi < 10 000/mr;

% KifbKicTb TpomboumTie < 30 000/mMn i HasB-
HiCTb NPOSBIB remopari4yHoro CUHAPOMY;

% yumcno TpoméoumTie < 30 000/mn Ta BipOrigHICTb
ornepaTuBHOrO abAoMIHaIbHOrO PO3POIKEHHS.

Tepanisi iMyHOrNo6ynNiHOM MeHL! ed)eKTUBHA Y
XIHOK, 5IKi NepeHecnu CrneHeKToMilo.

CnneHekToMmito Npv BariTHOCTI MpPU3HaYaKTb
pigKo.

IMyHOCyrpecuBHa Tepanis € Cynepe4vsveolo i
CYMHIBHOIO i 3a3BMYal TeX He 3aCTOCOBYETLCH,
OCKINIbKN € MOTEHLNHO LUKIOMBOK ONns nioga B
cTagii po3BUTKY.

MepenuBaHHA TpPOMOGOKOHUEHTpaTy. [lpoBo-
OUTbCA NPU MACUBHIN KPOBOBTpPATI 32 XUTTEBUMU
nokasaHHsMu. [pu UbOMYy Heo6XigHO nam’sitatu
Nnpo ayToiMyHHUIN XapakTep 3aXBOPIOBAHHSI.

TakTuka BefeHHs1 BariTHOCTI

Mpw ITM B cTagji CTiKOI KMiHIKO-remaTonoriyHoi
pemicii pekoMeHOYEeTbCA BUYiKyBanbHa TaKTUKa
BefeHHA BariTHocTi. Cnig npoBoguTM NnaHoBI
3anobixXHi 3axoau LWoao TpaBM i iHEeKUinHUX
3axBoproBaHb. BapTo Hamaratucs yHukatw 3a-
CTOCyBaHHA (bapMrpenapariB, WO 3HUXYITb
(PYHKLI0O TPOMOOLMTIB (QUMTOKCUH, LiypeTuyHI,
aHTMbGakTepianbHi 3aco6wu). lauieHTkam i3 XxBO-
po6oto Bepnbroca npoTunokasaHe niKyBaHHA
aHTMarperaHTamu, OCKIfIbKM BOHW MPUrHIYYyOTb
(PYHKLiIO TPOMOOLMTIB, | aHTUKoarynsHtamu y
3B’A3KY 3 BUCOKUM PU3NKOM PO3BUTKY KPOBOTEYI.

MpoTrnokasaHHAM O BUHOLLYBaHHSA BariTHOCTI €
YacTi peumavBM 3axXBOPIOBaHHA. Y JaHOr0 KOHTUWH-
FEHTY XXIHOK KpaLLe 3anobirti BaritTHOCTI, aHiX nepe-
peatw ii. Lie moxe 6yTn Ginblu HEGE3MEYHNM, HiX
MPOSOHIYBaHHS BariTHOCTI.

PoapopkeHHst XiHOK 3 ITT1 3QiCHIOETLCA BUKITHOY-
HO B nikyBanbHuX 3aknapax lll piBHa akpegwurawi,
Npw JOHOLLIEHIN BariTHOCTI (Nicns 37 TWX), KOHCepBa-
TUBHO, NPUPOAHUMM NOSIOroBUMM LLUNSXaMn. [locuTb
4acTo MoJorM y TakuX MaLUiEeHTOK YCKIIaOHIOTLCA
CnabKiCTIO MOMOroBoi OiNbHOCTI i KpOBOTEHaMM B
TPETLOMY i paHHbOMY MICAANOIOrOBOMY nepioaax.
Camve Ha Ui MOMEHTU MOBWHHI GYyTU CNPSMOBaHI
naHoBi NPOiNakTMyHi 3axoan. AGOoMIHaNbLHE one-
paTvBHE PO3POMKEHHS Y XiHOK 3 [T npoBoauTbCA
BMKITIOHHO 3a aKyLLEPCbKUMM NOKa3aHHAMM.

VY martepi 3 ITMN nigBuLLEHNIA PU3MK KPOBOTEYI
3anexuTb Bif, PiBHS TPOMOOLUTIB:

%< 20 000/Mn —iCHYE pU3MK CMOHTaHHOT KPOBOTEN;

% > 50 000/MNn — MOXIMBE BUKOHAHHSA onepadlii
KecapeBa pO3TUHY;

% > 70 000/Mn — MOXINMBE MPOBEOEHHs enigy-
panbHoi aHecTesil.

AHAJTIMTUNYHECKMN OB3OP

HeobxigHO nmam’aAtaTn Mpo pPuU3MK PO3BUTKY
deTanbHOi TpomboLMTONEHii (BHACNIJOK TpaHC-
nnaueHTapHoro nacaxy martepuHcbkux IgG).
Y 10-20% HOBOHapPOOXXEHMX YMUCIO TPOMOOLMTIB
cTtaHoBUTb < 50 000/mn, a y 25-50% Takmx
OiTel MOXIMBUA PO3BUTOK KPOBOTEYi, B T.4.
BHYTPILUHbOLLITYHOYKOBOI.

KoHTtpauyenyis

Y XiHOK i3 XBOpo60t0 Bepnbrota nepesary cnig,
HajaBaTu ropMoHasbHIN KOHTpaLenuii 3 BUKopK-
CTaHHAM KOM6GIHOBaHMX MOHOa3HMX npenaparTis.

BTopuHHi TpOM6oLMTONEHIT

BTOpWHHI TpOMBOLMTOMNEHIT € HACNiIAKOM BMNU-
BY Ha OpraHiaMm pi3HUX YMHHMKIB 30BHILLIHBOTO i
BHYTPILLHLOrO cepefoBuLla, npu aKux TPoM6o-
LIMTONEHIA AK CUMIMTOM He € NPOBIAHOIO, 8 BXOAUTb
[0 CUMMTOMOKOMINEKCY MaHUMUTOMNEHii.

[o Takux dpakTopiB Hanexars:

% isnyHi: pagiadis;

% XiMiYHi:  niKapcbKi
MeTaris, eTaHon, ypemis;

% GIONOriYHI: NYXJINHY;

% 3MEeHLLEeHHA TpoMObounTonoesy: octeonimdi-
6po3;

% BPOAYKEHa rinonnasis Merakapiouuris;

% asiTaMiHO3: AediunT BiTaminy B_,, coniesoi
KUCMOTW.

3acobun, Cconi  BaXKuUX

12’

TpombouuToreHisi, 3yMOBIIEHa JI€t0 JiKapCbKux

3acobiB

TpombouuToneHisi, WO BUHUKAA BHACNIOOK
3acTocyBaHHA MnpenapariB, AiarHOCTYeTbCA Ha
nigctasi 36iry B 4aci iX npunomy Ta pO3BUTKY
TPOMOOLIUTONEHI.

Jlikapcbki 3acobu MOXYTb BUKIMKATU TPOM-
60UMTONEHII Pi3HUMK WnaxamMu. Tak, uutocTa-
TUKU 3[aTtHi NpUrHivysatM TPOMOOLMTOMNOE3 Y
KICTKOBOMY MO3KY. XiHiguH, cynbdaHinamign,
caniyunartv, gunipugamon, rnpenapaty 3050713,
LedanoTuH, TpUMMETONpuI, a-MeTungona Ta iHLli

ST 74

[Tpun niKyBaHHi XBOPUX

3 TPOMOOLNTONEHIE
HEBM3HAYEHOr 0 reHe3y
Heo6XiHO BiIMOBUTICS Bif
3aCTOCYBaHHs! 6yab-AKNX
nikapcbKux 3aco6iB, OKPiM
XKUTTEBO HEOOXIAHNX

AbLoMiHaNbHE onepaTuBHe
PO3POIKEHHSA Y XKiHOK 3 T
NPOBOAUTLCSA BUKIOYHO 32
aKyLLePCbKNMI MOKa3aHHAMN

KopTtukocrepoigw,
B/B imyHornobyniH, (O)
aHTMD-imyHorno6yniH,
naHason

Tpombouw
& Fcy

1 peuenTop\w
Mnasmadepes

L .
® C”é'lTpchd!ysm
4

TpombouuTiB

AHTHTINA
npotu CD20,
imyHorno6yni (?),
a HTwcra¢|n0KOKosvm
npotein A (?7)

=
B-kniTHK K

AHTMTlna @
npotrn CD154 AzaTtionpwH,
T-KNiTUHK unknogochamia,
LMKNOCMNOPHH,
KOPTUKOCTEpPOIAW, AaHa3on

@

TpombonoeTuH,
KOPTUKOCTEPOIan

EMPOAYKTMBHAS

OKPMHOAOT
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MOXYTb akTUBYBaTW iMyHHi MexaHiamu. BOHM MpPOBOKYIOTHL
TPOMOOLUUTONEHIID, OCifaryn Ha TpoMbouuTax i CTUMYIIOK-
YN YTBOPEHHS aHTUTIN OO UbOro Komnnekcy. [deski nikapcbki
3aco6u yTBOPIOKOTb KOMMIEKCU 3 BINKOM MiasmMu, K1 noTiMm
NPUEQHYETLCA [0 MeMOpPaHM TPOMOOLUMUTIB i BUKNNKAE YTBO-
PEeHHS aHTUTIN BXe [0 LbOro CKNagHoro KoMrnekcy. IHwi npe-
napaTtu 3yMOBJIIOIOTb AECTPYKLiI0 camux TPOMOOUUTIB i TUM
CaMuM CnpusaoTb YTBOPEHHIO aHTUTIN 6€3M0CepefHbO A0 HUX.

3asBnyai TPOMOOUMTOMEHIA 3HWKAE 4epe3 [heKinbka fi6
nicna NPUNUHEHHs 3aCTOCYBaHHSA npenapary, Wo ii CIPUYNHUB.
IHKONMM BOHa TpMBaE MPOTAroM [AEKiNbKOX MicAUiB, OCKIiNbKM
Jeski peyoBMHW (nNpenapaTtv 30510Ta) MOBIMBHO BUBOAATH-
CA 3 opraHiamy. 3ayBaxvMo, WO Mpy JiKyBaHHI NauieHTOK
i3 TPOMOOLMTOMEHIEHD HEBU3HAYEHOro reHesy HeobXigHO
BiMOBUTUCSA Bif 3aCTOCYBaHHA OY[b-AKUX NMiKapCbKnX 3acobiB,
OKpIM XUTTEBO HEobXigHUX. BukopucTaHHA nNpenHi3onoHy [o-
3010 1 MI/KI/806 MOXe 3MEHLUNTN TpMBanicTe TPOMOOLMTOMNEHIT.
Y pasi TpomM60oLMTOreHil, L0 BUHMKITA BHACHIAOK 3aCTOCYBaHHS
nikapcbkux 3acobiB, TpaHcdy3is TpomboLMTapHOI Macy 3a3Bu-
yaii € HeetheKTUBHOI. Ii 3acTOCyBaHHS MOX/IMBE NPU BUpaXe-
HOMY remopari4yHOMy CUHIOPOMI.

Tpom6ouumToneHisi, 3yMoBrieHa TpaHCy3isvmm

MocTTpaHcdysiMHa  nypnypa  HanmexuTb OO0  IMYHHUX
TPOMOOUMTONEHIN, LLIO PigKo 3yCTpivatoTbes. BoHa BuHukae y PoAl-
HeraTyBHWX XIHOK, fKi HApO[KyBanm 6aratopasoBo (iMyHi30BaHNX
nig 4ac BaritHoOCTi). [posiBK 3aXBOPIOBAHHSA CMOCTEPIratoTbCs Ye-
pe3 7 fi6 nicna nepenvBaHHs KPOoBi, MatoTb TSHXKKMA Nepedir i Mo-
XyTb CYNpOBOMKYBATUCA BHYTPILLIHBOYEPENHNUMN KPOBOBUNBA-
M. Ipr TakoMy CTaHi 3aCTOCOBYIOTb Taki MiKyBaslbHI 3axoau:
nnasmosaMmilLieHHs npu nnasMmogepesi;
Npu3Ha4YeHHs iMyHornobyniHy po3oto 400 wMr/kr/po6
BHYTPILLHLOBEHHO YNPOAO0BX 5 fib.

Cnig 3BepHyTM 0CO6/MBY yBary Ha Te, LIO nNepenvBaH-
HA TpomboumuTapHOi Macu MpoTUNokKasaHe; edEeKTUBHICTb
FMIOKOKOPTUKOIAIB — CYMHIBHA.

-
-

Tpom6ouymToneHis npy HELLP-cuHapomi

Tpom6ouuToneHia npun HELLP-cuHpgpomi € HanbinbL
NOLLMPEHO0 NPUYUHOI BUHUKHEHHS MaTepUHCLKOT
TpombouuToneHii. 3ycTpidaetbca Mamxe y 10% XIiHOK 3 Tax-
KOO Mpeeknamricieto.

CvHgpom HELLP 3ymoBntoeTbca 36ifbLIEHMM  LIMKIIOM
XUTTA TPOMOOUUTIB, NOB’A3aHUM SIK 3 eHAoTeNianbHUMM No-
pyweHHAMU, Tak i 3 koarynonaTisMmu. [lposiBU CMMNTOMIB
HELLP-cuHgpomy (remonis, nigBULLEHHSA PiBHA TpaHcami-
Ha3 i TPOMOOLMUTOMEHIA) NPUNNHAIOTECA Ha 5-Ty fo6Yy nicns
noJsoris.

Mpy npoBefeHHi AMdepeHLinHOi OiarHOCTUKN 3 XBOPOO6OKD
MoLukoBiy, (TPOMOGOTUYHOK TPOMOOLMTOMEHIYHOK MypPrypoto)
OCHOBHUM KPUTEPIEM € BU3HA4YEHHS PiBHSA aHTUTPOMOIHY Il
KWW 3HUXXYETBCA NPU NpeeknaMncii, a Npy TPoMOOLUTONEHIT,
TPOMOOLIMTONEHIYHIN Nyprypi 3aNULLIAETLCA CTaN M.

TpombouumToneHis, 3ymoBrieHa Bl/1-iHgbekuiero

TpombouuToneHia Moxe 6yTn nepwwum nposisom BIJl-
iHbekuii. YacTiwe cnocTepiraeTbcs i3onboBaHa TPOMOO-
LUMTOMEHIsA, fKa 3a CBOIMM KJIHIYHUMM MNposBaMu Harapye
ITM. Yepes HasaBHICTb iIMyHOZEMILMTY 3aCTOCYBaHHA [TIHOKO-
KOPTUKOIZIB | IMyHOCYNpecuBHOI Tepanii fK JiKyBalbHUX
3axofiiB 06MexXeHe.

2 A DiASKPILOAOHAS] =13/ despans 2012

XBOPOBA BUUTEBPAHA

XBopob6a BinnebpaHga HanexuTb OO0 CnNagkoBoi natonorii
remoctasy, nepefaeTbcs 3a ayTOCOMHO-AOMIHAHTHUM Tu-
nom i MoB’A3aHa 3 NaTosorietd MNasMeHHOI fNlaHKU remocTa-
3y — peddiuntom dhaktopa Binnebpanpga. Cepep BaritHuX
3ycTpivaeTtbea B 1 Bunagky Ha 10 000-20 000 nonori..

Knacudikauis

TpaguuinHum € nogin XBopo6u Ha TpU TUMK, AKi PI3HATHCA
0CO6NMMBOCTAMU HACNiQYyBaHHS, KiNbKICHUMU i AKICHUMW Aedek-
Tamu dpparmenTis VIII dhakTopa 3ropTaHHA KpoBi i 3a CTyrneHem
BMPaXKeHOCTi KoarynauiiHuX nopyLueHs:

= | Tvn (80% BMNagKiB) — KNACU4HWIA;

= Iltun (Il a Ta Il b) — gOMIHAHTHWIA;

% 1l TMN — peLlecrBHUN.

VY 80% Bunagkis 3ycTpidaeTbcs | TUM 3aXBOPIOBAHHSA, SKUN
HacnigyetbCA 3a [OMIHAHTHUM TUMOM, XapaKTepusyeTbes
KinbKicCHUM OedeKToM akTMBHOCTI chakTopa BinnebpaHga,
noB’si3aHMM 3 KoarynsaHTHow aktueHicTio VIII dakTtopa 3rop-
TaHHSA KPOBi.

ETionoris i natoreHes

VIl  cbakTOop 3ropTaHHs KpoBi CKNajaetbCid 3 [BOX
KOMMOHEHTIB: HU3bKOMOJEKYISIPHOr 0, KU1 3a6eanedye Koary-
NAHTHY, aHTuremodineHy akTusHicTb (VIII-K dbakTop), i BUCOKO-
MOMEKYNAPHOro, SKMIN BNAMBaE Ha NepBUHHWIA remocTas (dak-
Top Binne6paxga, VIII-®B). ®akTop BinnebpaHaa cMHTE3yeTbCs
B eHJOTeNii CyanH i B MerakapLjioTux. Moro y4acTts y remocTasi
nonsrae B TOMy, LLIO Npu B3aeMogii pakTopa Binnebpanaa, akum
3HaxoauTbCA B Mnasmi, i MikonpoTeiny |, SKnMii 3HaxoauTbCs B
MeM6paHi TpombouuTa, BigbyBaeTbCa aaresis TPoMOoUUTIB [0
cy6eHOoTenito CyauH.

KniHika, oco6nuBocTti nepe6iry XBOpo6u Yy BariTHuUX,

yCKnagHeHHs BariTHocCTi

[posBamMn 3axBoptoBaHHA € MnosiBa neTexianbHUx aéo
netexianbHO-NASMUCTUX BUCUMIB Ha LUKipi, HOCi; MaTKoBi
KpOBOTeui (IOBEHINMbHA KpoBOTeYa MoOXe 6yTu [eblTom 3a-
XBOPOBaHHSA). MoXnuBi TpuBani 3Ha4Hi KPOBOTENI (LLITYHKOBO-
KWULLIKOBi, MaTKoBi [0 15-25 OHiB, KPOBOBUIIMBK Y BENWKI CYrio-
6u1, remaTypisi, BHYTPILLHbOYEPENHi KPOBOBUMBW, KpPOBOTEYA
nicns ekcTpakuii 3yba abo iHLWOoro XipypriyHOro BTPy4aHHs).

Mig 4ac BariTHOCTI CyTTEBO 3MIHIOETECA nNepebir XBOPO-
6u. 3 kiHuda ll-noyatky Il TpumecTpy BariTHOCTI KoarynsHT-
Ha aktumeHicTb VIII dpakTopa 3poctae Ha 250-350%, 3Ha4HOIO
MipOI0 3a paxyHok thakTopa BinnebpaHga, Akuii xiHka oTpumye
Bif nnopa. BariTHICTb CynpoBOOXKYETLCSA PEMICIEI0 3i 3HAYHUM
3MEHLLIEHHAM FreMOCTa3i0Nori4YHNX O3HaK.

MigBWLLIEHHS PiBHA FOPMOHIB Mif Yac BariTHOCTI Mae NPoTeK-
TUBHY [it0, OCKiNbKK CTUMYSOE 3pocTaHHs piBHs VI chakTopa
3ropTaHHsA KpoBi B nepLui 2 Mic nicna nosorie. Y popginb, SKi
He rofyloTb rpyabMu, 3HMXEHHs piBHA VIII chakTopa npusBso-
OnTb O PO3BUTKY MaTKOBOiI KpoBOTeYi Yyepes 7-14 gHiB nicng
nosnori..

[esiki nepiogn BariTHOCTi € 0OCO6MMBO He6e3neyYHUMKN: [0
12 TUX (MOXYTb CNOCTEPIraTUCA MUMOBINbHI BUKMAHI) | 6-13-Ta
nob6a nicnanonorosoro nepiogy. Y TPETUHM XIHOK BariTHICTb
YCKNAOHIOETbCA 3arpo30l0  MepepuBaHHsa, nNpeeknammncieto
Pi3HOr0 CTYMNEHA TAXKKOCTI. Hanbinblu THXKMM YCKNagHEHHAM
€ nepepyacHe BigLLlapyBaHHA HOpManbHO pPO3TaLloBaHoi nna-
LIEeHTW 3 MacKBHOIO KPOBOTEYEHO.



LiarHocTuka

3 MeTol [jarHOCTUKM XBOPOOGW 3aCTOCOBYHOTb
cneujianbHe reMocTasionoriyHe OOCNIAXKEHHS, fKe
BUABIIAE KNacU4Hi O3HaKW:

% MOJOBXEHHs Yacy kposoTedi noHan 15 xs., ske
BU3Ha4a€eTbCsl MeTodoM lvy, a He meTogom Duce;

% 3HWXEeHHS abo BiACYTHICTb aKTUBHOCTI hak-
Topa BinnebpaHaa;

% 3HWXEHHS BMICTY aHTUreHy, noB’a3aHoro 3
VIIl hakTOpOM;

% 3HWXEeHHA KoarynaHTHoi akTusHocTi VI dak-
TOpa, MPo WO MOXHa CyauTM 3a MOJOBXEHHAM
aKTMBOBAHOI0 4aCTKOBOro TPOMOGOMIacTUHOBOMO
Yyacy abo aKTMBOBAHOro Yacy pekanbuudikadii;

% ONA BU3HAYEHHs  aKTUBHOCTI  hakTopa
Binne6paHga OUiHIOIOTE PICTOLETUH-KOPaKTOPHY
aKTUBHICTb — OAMH 3 HaMbinbll TOYHUX METOoAiB
JiarHocTvkn xsopobu BinnebpaHpa; BiH nonsrae
Yy BUABIEHHI PI3KOrO 3HWXXEHHA abo MOBHOI Bif-
CYTHOCTI picTOMILMH-arperawji TPoMOOUUTIB, LU0
XapakTepuaytoTb akTUBHICTb dpakTopa VII-OB.

JlikyBaHHs

Tepania  BKMOYae BHYTPILLHLOBEHHE  BBe-
JeHHA Kpionpeuunitarty, SKWM MIiCTUTb hakTop
Binne6panpa, VIl dpakTop, dibpiHOreH ta iHLwi dpak-
TOPW 3ropTaHHs KpoBi. 3 no4aTKy nonoris npuaHa-
YaloTb NPOoiNakTUYHe BBEAEHHA Kpionpeuunitaty
3a cxemot: 0,24 posw/kr (15-25 pos), notim
0,12 poau/kr (7-12 po3) KoXHi 12 rog ynpopoBx
7 ni6. MNicna nonoris NpM3Ha4atoTb JECMOMNPECUH,
KU CNpusie BUBINbHEHHIO dhakTopa BinnebpaHpa
3 eHpoTernianbHUX KNiTWH, WO 3anobirae po3BuUTKy
KpoBoOTEHi.

XBopob6a BinnebpaHaa e npsamMmm nokazaHHAM [
BakUuMHaLjii Npotun renatuty B, ockinbkn navieHTkam
4aCTO NepenMBaloTb KOMMOHEHTUN KPOBI.

FEMOBJIACTO3U

Jleiko3n — MyxAvHWU KPOBOTBOPHOI TKaHWHW,
L0 ypaXxatoTb KiCTKOBUA MO30K. 3aXBOPIOBAHICTb
Ha nenko3n He nepesuye 0,9-1,2 BUNagKy Ha
100 TUC. XIHOK Ha piK. Jleko3un KnacudikytoTb 3a
BapiaHTOM nepe6iry (rocTpi Ta XPOoHiYHi) i 3a Lu-
TOMOpMOTMNOM. [liarHO3 BCTaHOBIIOETLCA 3a pe-
3yneratamn JOCHiIXEHHs Ma3KiB KpOBi, MyHKTa-
TY KICTKOBOro MO3KY, BU3Ha4Y€HHS MOBEPXHEBUX
AHTUreHIB Ta LUMTOXIMIYHUX BNACTUBOCTEN KITITUH.

FocTpi neikosn

loctpuii  niMpobnacTHUM  NEenKo3  YacTiwe
3yCTPIHaETLCA B AUTUHCTBI, MOro nepeodir B AUTAYO-
My BiLli BBaXXa€eTbCA BinbLL CrpUATIMBUM. BariTHiCTb
HacTae nvLle y BunagKkax, Konm B QUTUHCTBI BOaso-
€Sl JOCAr TN peMICii 3aXBOPIOBaHHS.

locTpuit HenimpobnacTHUM NerKo3 4acTille
po3BuMBaETLCA Yy gopocnux. Tpusanoi pemicii fo-
caratoTb y 10-20% xBOpUX, PepTUNBLHICTL 3HAYHO
3HUXeHa, BariTHICTb HacTae pigko.

OCHOBHI MUTaHHA B3aEMOBMMBY fENKo3y Ta
BariTHOCTi HaBefeHo y Tabnumui 3.

AHAJTTNMTNYHECKMM OB3OP

Yy BnnuBae recrauinHuii npo-
LieC Ha nepeoir neikosy?

TABNNLA 3

iMYHITET He MOPYLUYEThCSA

Yu BnnnBae nenkos Ha nepeoir
BariTHOCTI?

lecTauiiHuii npoLec He BNaMBae Ha nepe6ir nenkosy. IMyHonoriyHa
TONEPAHTHICTb PO3BMBAETHLCS NULLE [0 TKAHWH N10Aa, @ KNITUHHAUIA

[Mpwn neiikosi icHye pru3nK CamoBiNbHOr0 BUKUAHS, NePeAYACHNX
MOnOriB, 3aTPUMKI BHYTPILLHLOYTPOGHOTO PO3BUTKY. Pesynbrat

BariTHOCTi 3aNeXWTb Bif €CDEKTUBHOCTI NiKyBaHHS. J1eiiko3Ha
iH(INbTPALif NNALEHTYN Ta TKAHWH N0AA CNOCTEPIragTbea OCUTL
pifko

Y BnMBae NikyBaHHs NENKo-
3y Ha nepe6ir BariTHOCTI?

[Mpn HenikoBaHOMY NeKO3i NPOrHO3 AN BariTHOI BKpaw Hecnpu-
ATAVBWIA, TOMY Mifl Yac BariTHOCTi NPU3HAYAETLCA XiMioTepanis.

ICHY€ BiJHOCHA IMOBIPHICTb Baf, PO3BUTKY, BIUCOKA NMOBIPHICTb
3aTPUMKI BHYTPILLIHBOYTPOGHOrO PO3BUTKY. BigaaneHi Hacnigku
BM/IMBY JiKyBaHHA (pagio- Ta ximioTepanii) Ha iznyHuit Ta
iHTENEKTYyanbHUA PO3BUTOK AiTEN He BUBYANUCH

Yu BnInBae nikyBaHH:
Nenko3y Ha nojanbluy
hepTunbHIiCcT?

TakTuka BeeHHs1 BariTHOCTi

AKLLO NenKos3 giarHocToBaHO B | TpumecTpi Ba-
rTHOCTI, il BUHOLLYBaHHS NpoTunokasaHe. XKiHuj, sika
BigMOBWIIacs Bif, NepepyBaHHsA BarirHOCTi, HEO6XiAHO
npu3Ha4nTK Ximiotepanito. Mpu BUSBNEHHI 3axBo-
ptoBaHHst B Il TpumecTpi BariTHOCTI NpoBegeHHs
ximioTepanii MOXHa BiOKIIacTM Ha MiCnsnonoroBumn
nepiog. [Ans KOHTpauenuii BUKOPUCTOBYHOTHCA
nepopasbHi  KOoHTpauentmeu. [lpu  NpUrHiYeHHi
OBYIALT 3aCTOCYBaHHS Takoi KOHTpauenwji 3H1Kye
pY31K MeHoparin.

XpoOHiuHi nenkosn

XpoHivyHMA  nimdonerkos 3assuyan 3ycTpi-
YaeTbCs Y XiHOK nicns 50 pokis, TOMY Yy BariTHUX
YyacTile BUABMAETLCA XPOHIYHUI  MIENONENKO3.
Mpn 6nacTtHMX Kpusax npusHadvaroTb MONiXiMio-
Tepanito. [py UbOMYy BefeHHS BariTHOCTI Take X
caMme, §iK i Npy rocTpomy NerKkoai. ICHye BUCOKWUi
PU3NK 3aTPUMKM BHYTPILLHLOYTPOGHOrO PO3BUTKY
nnoga.

BariTHicTb nicna TpaHcnnaHTauii

KiCTKOBOro MO3KY

Y ny6nikauisx OCTaHHiIX TPpbLOX POKiB mnpen-
CcTaBreHi aaHi ctocoBHO 19 412 nauieHTiB 3 ano-
FEHHOI TpaHCnnaHTauietd KiCTKOBOro  MO3KY
(TKM) ta 179 590 — 3 aytonoriyHoo TKM (pe-
3yneTatn otpumaHi 3 199 eBponencekux LeHTpiB
TKM). MNpoeegeHo aHani3 312 earitHocten y 113
nauieHTok (y 74 Bunagkax Ang TpaHcnnaHTadii
BMKOpUCTOBYBanu anorpadT). 3acnyroBye Ha
yBary BMCOKa 4acTtoTa BWKOHAHHA ornepadii ke-
capeBa pO3TMHY Y Ljei rpynn nauieHTok (42
npotn 16% B KOHTPOSBHIM rpyni) Ta nigsuLleHa
PO3MoBCIOAXEHICTb NepefyacHux nonoris (20 npo-
1 6% BignoBigHO). PekomeHgoBaHo crnocTepiratu
3a rnepeb6iroM BariTHOCTI Y TakuUX XBOpPUX Ta Npo-
BOAUTN PO3POLKEHHS Y JiKyBanbHUX 3aknapax
BULLIOMO PiBHA HAAHHS NepuHaTtasnbHOi JOMOMOru.

Ne1(3) / peBpanb 2012 3H‘A

@epTUNLHICTb HA POHI PeLNamBIB NEKo3Y 3HIKYETLCS. SFKLLO
pemicii BOCArHyTO 0 NOYaTKy CTaTEBOr0 PO3BUTKY, 3AATHICTb A0
HapOXEHHS AiTeil 36epiracTbcs

TABNLA 3.

MOX/IMBUN B3AEMOBM/INB
JIEMKO3Y TA BATITHOCTI

MPOAYKTMBHAS

OKPMHOAOT
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