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UcToprnuecKnum sKCKypC

MypnypHbIX — LBET, KOTOPbIA MNpULIENn K HaM U3
[dpesHero Puma. ITOT uBeT 40 CMX NOpP CYMTaeTCA
LBETOM MMMepaTopoB, LBETOM [ABOPLOB U
6oraTcrBa.

BonbwunHcTBO PYCCKOrOBOPALLUX nogen
onpeaenAT Nypnyp Kak OTTEHOK KpacHoro. A B
aHTNMNCKOM peun cnoBo «purple» o3HavaeT uBet
¢noneToBbIMN B pPa3HbIX €ro BapuaHTax, BK/O4YanA
PO30BbIN U MA/IMHOBbIN.

Bo)KecTBeHHbIM Nypnyp — TaK ero HasbiBa/n B
ApPeBHOCTM, bOepeT Hayano B (PUHUKMINCKOM
uMBUAM3aUMN. MIMEHHO Tam, Ha BOCTOYHOM
nobepexbe CpeamseMHOro mopsi, Obln OTKPbIT
3TOT NPUPOAHbLINA KpacuTenb, KOTOPbIN Bblaenaet
ocobasa Kenesa, pPacrnosioKeHHas B MAHTUNHOWM
MONOCTM MOJIJIIOCKOB U3 CEMENCTBA BarpaHoK, Uan
mypuumg. TlypnypHOM KpackoM BO BpemeHa
AHTUYHOCTU OKpPaLLUMBANM TKAHWU, U B XOAE OYEHb
ONNTENbHOTO  TEXHONIOTMYECKOrO Mpouecca Ha
PasHbIX ero 3Tanax Mmartepuan npuobpetan
CHa4yana »entbli, NOTOM 3€/IeHbl, CUMHUN, a B
KOHLLe — KPaCHO-PMONETOBbLIN LIBET.

3TOoT uBeT HecnpocTta accouumpyeTca ¢
6oraTcTBOM. TONbKO CamMble 3aXKUTOUYHbIE MIOAM ,
MOIMM  HOCUTb  NyprnypHble oaexapl:  And & Fermnrale
NOMYYeHUA OAHOro rpaMma Kpacku Tpebosanoch

cobpatb ¥  nepepabotatb  AecATb  Tbicad

MOJITHOCKOB!




UcTopUUEeCKUn 3KCKYpC

e B 1735 rogy Bepnbrod sbiaenmn
UTI Kak camoCcToATeNbHYIO
HO30/10MMYECKYO0 eANHULY U
onucan ee Kak “6onesHb
NATHUCTbIX remopparmn” y
MOJ104bIX *KEHLMH.

* Bepnbrod Takxke onmncan cny4vyamu
CMOHTAHHOIO U NMOJIHOTO
BbI340POBAEHUA.

e Yepes 150 net 6b110 AOKa3aHO,
YTO NPUYMHOMN Fremopparuin npu
6onesHn Bepnbroda asnsaetca
YMeHbLUEeHNEe KONINYecTBa
TPOMbOOUMTOB B LMPKYAALMUN.

http://www.scienceforum.ru/2014/pdf/664.pdf

utlib hdl: 10062 J&6630
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¢ [lepBMYHaAA OCTAHOBKa KPOBOTEYEHMA 3a cyeT

dbopmnpoBaHMa NepBUYHOro Tpomba Kak pesynbTaTa
NPUAMNAHNA aare3nn TPOMOOLIUTA K CTEHKE
NOBPEXAEHHOrO cocyaa v arperauum mexay cobom

e 3anycK KoaryiauMoHHOro 3seHa remMocTasa 3a cyer

AOCTaBKM K MECTY MNOBPEKAEHMSA N/Ta3MEHHbIX
dakTopoB (K npexxae scero Xll — dakTopa XaremaHna),
HaXo4ALLMXCA Ha peLenTopax NAacTUHOK, YTo
3aBepLuaeTca popMmnpoBaHMEM NOAHOLLEHHOIO
Tpomba, coctoauero ns pubpmHa n obecneumsatoLlero
OKOHYaTe/NIbHYH OCTAHOBKY KPOBOTEYEHMUA.

AKTMBHOE y4yacTue B MMMYHHbIX npoLleccax, T. K.
MMEIOT Ha CBOEM MOBEPXHOCTU peLenTopbl ANs
UMMYHOTN06YNMHOB

OKono 10% UMPKYAUPYIOLLUX B KPOBU KPOBAHbIX
NAACTUHOK, T. €. okono 20-30 x 10%/n, obecneumnsatoT
TPOPUMKY CcOCyaos.

Momunmo 3Toro, TPOMBOLUTbI CEKPETUPYIOT CEPOTOHMUH
(HEeMTpOTpPaHCMUTTEP, YAYYLLIAOLWMIA HACTPOEHME), a
TaKe coaeprkaT ero npeawecTseHHMK — L-tpuntodaH.
B oTAnymne oT cepoTOHUHA, KOTOPbIA He NPOHMKAeT
yepes remaTtoaHuedannuTuyeckmin bapoep, L-
TpuntodaH cBOH6OAHO ero NPOXoAnT. ITU BELLLECTBA
YYacTBYIOT B perynsunm 6Monormnyeckmx puTmos,
anneTuTa, HaCTPOEHMA, LMUKANYECKON CMEHbI ¢pa3 CHa U
T. 4. C X NOMOLLbIO OCYLLLECTBASIETCA NpoBeAeHUNe
HEePBHbIX MMMY/bCOB OT OPraHOB K rO/IOBHOMY MO3Ty U
obpaTHo. TaKKe cepoToHWH obnagaet
COCYAOCYKMBAOWUM 3PPEeKTOM 1 CTUMyAmpyeT
arperauuo TPomo60ouUmnTOB.

http://kiai.com.ua/article/315.html



MukpodoTtorpadpum TpombéboumntoB

3PUTPOLIUT TPOMBOLUMUT JIEAKOLMUT




OnpepeneHue (1)

UTN wnn 6one3Hb Bepnbropa — 310 TpOMbouuTONEeHUA (CHUMKEHWe uYucna
TPOMbOOUMTOB B OTCYTCTBME UHbIX OTKAOHEHUN NPU noacdyeTe GOPMEHHbIX 31E€MEHTOB U
B Ma3Ke KpoBW) y 60NbHbIX 6€3 KAMHMYECKUX NPOABAEHUN Apyrmx 3abonesaHnin uau
daKkTopoB, CNocobHbIX BbI3BATb TpombouuToneHuto (Hanpumep, BUY-uHPekuun,
CUCTEMHOM KpaCHOM BOIYAHKMN, NMMPONENKO30B, Mmuenoancnnasum,
arammariiobyIMHeMUN, NIe4eHUA HEKOTOPbIMM npenapaTtamu, NOCTTPAHCPY3MOHHOM
TpomboUUTONEHUN, BPOXKAEHHOM UM HACIeACTBEHHOMN TPOMBOLUUTONEHUN).

OgHaKo wn3MeHeHuA B O6LLI,€M dHa/In3e KpoBU W Ma3Ke KpoBW, Bbl3BAHHbIE
conyrcrsyowwmMmMmn HEUMMYHHbIMU HapyWEHUAMN (TaKMMM KaK ,D,E(I)IALI,MT Kenesa Unun
ManaA TafIaCCEMI/IFI) camm no cebe He ncknto4vatT Haanuma UTI.

American College of Physicians, from Diagnosis and Treatment of Idiopathic
Thrombocytopenic Purpura: Recommendations of the American Society of
Hematology. Ann Intern Med 1997;126:319—326.

ABTOIMYHHa TpombouuToneHiyHa nypnypa (ITM) xapakTepusyetbca AK roctpun abo
XPOHIYHMIM remopariyHnnm Aaiate3 3  i30/1boBaHMM  gediunmtom TpOMbOUUTIB Ta
MIKPOUMPKYTIATOPHMM TUNOM KPOBOTOYMBOCTI. 3aXBOPHOBAHHA 3yMOBAEHE MOCUNEHUM
i MPUCKOPEHMM PYWNHYBAHHA TPOMOOUWTIB BHACNIAOK Ail aBTOAHTUTINI, CNPAMOBAHUX
NPOTU BAACHUX TPOMbBOUUTIB. XPOHIYHI PopmKM aBTOIMYHHOI TpombouuToneHii
(TpnBanicTio NnoHaa 6 micauiB), NPUYMHY aBTOArpecii Npn AKUX BUACHUTM HE BAQETLCA,

NPUMUHATO Ha3MBaTH igionaTyHa TpomboumnToneHiyHa nypnypa (ITM).
(Haka3 MiHicTepcTBa oxopoHu 300poB'a YkpaiHu 30.07.2010 N 647):



OnpeaneneHue (2)

* WUTN onpepensaerca Nnpu U3oMPOBAHHOM (3pUTPOLUTDLI U
NeuKouUTbl B HOpMme) CHUXKeHun Tpombouutos 150x10°/n.

"ManonaTtnyeckmin' o3HavaeT NpuUYnHA HEM3BECTHA.
"ToombountoneHna" o3Ha4YaeT yMmeHbLIEHME KOIMYECTBA
TPoMmbOUMTOB B KPOBM.

"Mypnypa" oTHOCUTCA K GUONETOBOMN OKPACKE KOXKU N CUHAKAM.

Definition of ITP

e ITP is defined as:
— Isolated thrombocytopenia (plts <100x109/L) with otherwise normal complete blood count
and peripheral smear
— No other conditions or factors that can cause (or be associated with) thrombocytopenia

e Other aetiologies that may be associated with immune or non-immune thrombocytopeniz
should be excluded prior to the diagnosis of ITP




Bonpocbl HOMeHKAaTypbl

B nocnegHue rogbl Kak B 0OTeEYECTBEHHOW, TaK U 3apybexkHOM MeanUNHCKON uTepaType Bce
Yalle NnoABAATCA NpeanoxeHna ob6o3Hauvate UTIM Kak UMMYHHYIO TPOMBOLUTONEHMIO,
COXPaHAA NPU 3TOM Ty e abbpesunaTtypy. Tak, B 2009 1 2010 rr. B HECKO/IbKUX HOMEpPaXx
XypHana «Blood» 6bin1 onybAMKOBaHbI peKOMeHAAUMM MO TEPMUHOIOTUN, NArFHOCTUKE U
neyenuto UTM y geten n B3pocC/bix, pa3paboTaHHble B X04€ HECKONIbKMX COMNACUTENbHbIX
KOHdEepeHUUN MexKayHapoAHOM rpynnoun NpmM3HaHHbIX 3KcnepToB. CornacHo A0CTUTHYTOMY
KOHCEHCYCY, TEPMUH «MANONaTUYECKaa TPOMBOoUMTONEHNYECKAA Nypnypa» PEKOMEHA0BAHO
NCKNIOYUTL M3 ynoTpebneHus, a abbpesunatypy UTM (aHrn. ITP — idiopathic thrombocytopenic
purpura) NPMMeHATb 419 0603HAYEHUA UMMYHHON TPOMBOLUTONEHUN.

bblnn BHECEHbI HEKOTOPbIE U3MEHEHMA U B Ha3BaHUe dopm UTII:
npeasioXKeHo BblAenATb:

BrepBble BbiiB/IEHHYO VTl (BMECTO OCTPOI), KpUTEPUEM KOTOPOM
ABNAETCA ANUTENbHOCTb 3abonesaHma oo 3 mec.

3aTAXHYIO, naun nepcmuctupyrowyto, UTM ¢ aantenbHocTbio 3-12 mec.
XxpoHun4yeckyto UTIM — npn aantensHoctn 6onee 12 mec.

B 10 ke Bpemsa B MKB-10 310 3aboneBaHue no-npexkHemy 0603Ha4YeHo Kak
nanonatnyeckan TpomboumtToneHmnyeckaa nypnypa (D 69.3). Ucxoaa ms
3TOro, Mbl MPOAO/IXKAaEM UCNOb30BaTb OOLENPUHATOE HAa3BaHMeE 3TOrO
3abonesaHus.

(TpeTbsAkoBa O.C. MamMonaTrnyeckas TpombounTONeHMYecKasa nypnypa Kak
NPUYNHA remopparMyeckoro CMHAPOMa B NPaKTUKe neanaTpa).



NMoHATUE «nypnypa» npeaycmaTpmMBaeT Hanuue KanuanapHbix
remopparum, ToMeYHbIX KPOBOU3IIMAHUU U SIKXMMO3O0B.

Fdcermeifvirnng pirrpirric Tesiorns

Purpuric lesions iall into three cataegorices: paetachiacs, ecchynmneoses, and hamastormias.
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[leTexuun n nypnypa

Petechiae



ANnaemunonorma

NTIM cuntaeTca Hambonee pacnpocTpaHEHHON MMMYHHOW
remonaTtuen y Aetem u B3pocC/ibiX C HacTOTOM pa3BmTma 16-32
Ha 1 MNH HaceneHwua.

3aboneBaHne MoXKeT BO3HWKATb B t0OOM BO3pacTe, HO Yalle
pa3BMBaeTCcA B NPeaaoLKO/IbHOM U LKONbHOM NepUoae.

[locne 10-neTHero so3pacTta cpeam crpaaatownx UTTI
NPOC/AEeXMBAETCA OTYETANBOE NpeobnagaHmne AeBOYEK,
KoTopble 60s1et0T B 2 pa3a Yalle MalbyMKOB.

KpuBas yactoTbl 3ab0n1eBaeMoCTM MMEEeT ABa NUKa - B
Bo3pacTHou rpynne Ao 20 feT n B BO3PACTHOW rpynne nocsne
50 ner.

HeHwmHbl bonerT Yawe myxK4nH. CooTHOWEHUE BOIbHbIX
KEHLMH U MYXKYUMH Konebnetca B npeaenax 4-3,3:1, oaHaKo B
pPenpoayKTUBHOM BO3pacTe COOTHOLWEeHUe Bblwe - 8:1.

http://d-l.com.ua/articles/111.html



ITUONOTIUA

* 3TUONOrMA AaHHOro 3abonesaHuna He
YCTaHOBJ/IEHa.

* B peTckom Bo3pacte passutune UTI yawe
HabntopgaeTca nocsne MHGEKUMOHHOro 3abo1eBaHuUA,
0CObeHHO BMPYCHOTO (Fpunmn, KOpb, KPACcHYXa,
BETpPAHAsA ocna u Ap.), BaKUMHALUKN, NEPCUCTEHLIUN
BUpPYCOB InwTenH-bappa, uMTOMeranosmpyca,
napsoBsupyca B19 n . A.

* Helicobacter pylori nnpexkuynmn 8 pazsutum UTTI.

e J/leKapcTBEHHbIe NpenapaTtbl — XUHWUAUH, CO/U
30/10Ta, aHTUONOTUKN, HECTEPOUAHbIE
NPOTUBOBOCMNA/INTE/IbHbIE CPEACTBA, KANTONPWUA,
renapuH, caanumnoBasa KMcnoTta u ap.



MpuunHbl TPOMBOLUTONEHNU, KOTOPbLIE
AON¥HbI 6bITb UCKNLOUEHDI Nepen
NocTaHOBKOU AnarHo3a UTI

Alternative causes of thrombocytopenia

e The latest consensus report states that the following should be excluded prior to diagnosis
of ITP:

— HIV, HCV or other infection, other autoimmune and immunodeficiency disorders (including SLE),
malignancy

— Liver disease

— Drugs (prescription or non-prescription)

— Alcohol abuse

— Consumption of quinine (tonic water)

— Exposure to environmental toxins

— Bone marrow diseases

— Recent transfusions and recent immunisations

— Inherited thrombocytopenia

.\. @ Module 1: Diagnosis of ITP Progress: 3/ 6




aTtoreHes

3HameHUTbIN akcnepumeHT Harrington—Hollingsworth yctaHosun
MMMYHHbIM natoreHe3 UTI.

OcepaHune IgG Ha noBepxXHOCTU TPOMbBOUMTOB AenaeT NnocaeaHNX
BOCANPUNUMUYMBBLIMU K ONCOHM3ALMM U PparoumTtoly makpodparamu
ceneseHKMu.

Bo mHOrmx cnyyaax npudnHa UTI Ha camom pene He
namnonaTnyeckasa, a ayToMMMYHHaA, TaK KaK aHTUTe1a NPOTUB
TpomboumToB onpeaenatoTca NpmbansntenoHo y 60% nayneHTos.

Yaule Bcero sTo aHTMTeNna Knacca lgG u obpa3sytorca npoTms
TpomboumnTapHbIXx MembpaHHbIX rnkonpotenHos llb-llla nan 1b-IX.

TaKKe ayToaHTUTeNa IgG noBpeXxaatoT paboTy MerakapmoLmnTos -
KNeToK-npeLecTBeHHUL, TPOMOOLUTOB.

[locheaHue AaHHble CBUAOETENbCTBYHOT O TOM, YTO CTUMYNIOM ANA
BbipaboTKu ayToaHTuTen npu UTI, asnsetca aucdyHKkuma T-
Xe/INePHbIX KNETOK, pearmpyoLwmx ¢ aHTUreHamm TpPomobouUMTOB Ha
NOBEPXHOCTU aHTUIeH-NPe3eHTUPYLWUX KEeTOK.

JTO Ba*KHOe OTKpbITME NpeanonaraeTt, YToO MeToAbl IeYeHuA,
HanpaB/AeHHble Ha T-KNeTkn, moryTt 6biTb 3dPEKTUBHBIM ANA

neyeHuna UTII.

http://www.ejournalofdentistry.com/articles/e-JOD7B695FBBAS5-
7D6C-46E7-98FF-F607C900EEBC.pdf



NatoreHes

AT pa3BuMBaeTcA B pe3ynbtate  AucbanaHca:
NOBbIWEHHOoe paspyweHune TpombounTos npwu
CHUXXEHHOM UX BbipaboTKe B KOCTHOM MO3re.

The two processes involved in ITP'

INADEQUATE
INCREASED PLATELET PLATELET
DESTRUCTION i ) PRODUCTION
Antibodies mark —— The body doesn't have
platelets, which causes enough of a protein
the cells in the Immune el called thrombopoietin
system fo attack and (TPO) to produce an
destroy them. adequate number

of platelets to make

up for the ones being

destroyed ** .

\ /

http://www.nplate.com/patient/understanding-itp/causes-itp.html



NatoreHes

poO/ib SHAOreHHoro TpombonostuHa (eTPO)

[oBbILLEHME  KNMpeHca  3HAoreHHoro  TpombonoatnH  (eTPO),
npmBoasLlee K CHMXeHUo ypoBHsa eTPO.

[Mpooykuusi  aHTUTEN K Merakapuouutam genaetr WX MeHee
NPOAYKTUBHBIMN, YEM ODbIYHO.

CHmxeHne obpasoBaHusi TPoOMOOUUTOB B pesynsrarte MNoBpeXaeHus
MerakapuoumToB U CHMXeHne ypoBHsa eTPO.

f{«/}" -’
i S

~——

~ TPO binds to platelets in the
bloodstream

>
o Platelet

| TPO binds to megakaryocytes
in the bone marrow J

Autoantibodies e,nkerfl‘_\.ebloods eam and bone/marrew,; X
bindingto platelets and megakaryocytes =
—— = = =3 - =

— 7~ A

Autcantibodles trigger |
plateletdestruction !

Autoantibodles cause megakaryocytes to
remain small and produce fewer platelets
(despite normal amounts of TPO)

http://www.itpvillage.com/html/hcp/library-mechanisms-of-disease.aspx



aTtoreHes

[ToKpbITble  aHTUTENaMu  TPOMOOLMUTbBI  pacrno3HarTCA
Makpodaramu, NpenmMmyLLeCTBEHHO B cernes3eHke, NpmBoas K
paspyLLUEHNIO TPOMBOLMTOB TaM e — B CENE3EHKE.

efP0 production  Platelet production Platelet pool Normal splenic destruction

\
Antiboty-mediated splenic platelet destruction

http://www.ebmt.org/Contents/Resources/Library/Resourcesfornurses/Doc
uments/ITP%20Handbook.PDF




NatoreHes

UtaK, passutne TtpombouutoneHmn npu WUTMN npoucxogn B
pe3ynbraTte cneayroumx natoreHeTu4eCKUX mexaHnu3moas:
1. TloBblleHHOE  pa3pyweHne TPoOmMOOUMTOB, BbI3BaHHOE  PUKCaUUEN

ayToaHTUTEN Ha Tpomboumtax. MNpPoaoNHKUTENBHOCTb KU3HM TpoMbOoUMTOB
npu UTI pe3ko cokpawaetca: ¢ 7—10 agHen A0 HECKONbKUX YaCoB.

2. lMoBbllWeHUE KAMPEHCA 3HAOreHHoro TpombonoatnH (eTPO), npusBoaaulee K
CHUXeHUIo ypoBHA eTPO.

3. [lpoayKuua aHTUTEN K Merakapuouutam Aenaet nx meHee nNpoayKTUBHbIMMU,
yem 0b6bI4YHO.

4. CHumxeHme o6pa3oBaHMA TPombOOUMTOB B pe3y/bTaTe MNoBpeXAeHUA
MerakapmounToB N CHUXeHue yposHAa eTPO.

The disease process of [TP

1 Inareased platelet destruction —— Bone marrow

\

2 Increased R P
¢TP0 dearance e _ 3 Damaged megakaryocytes =

1 /‘/. r\

"
/V/ | 4 Suboptimal platelet

- & production




Hosaa knaccudpukauuna UTH

“International Consensus report on ITP investigation”
and management of primary ITP” 2009

1.Bnepsble BbigBneHHaa LTI (BMecTo ocTpoun),
KpUTEPUEM KOTOPOW ABMSAETCS ANUTENBHOCTL 3aboneBaHuns
0o 3 Mec.

2.3atsbkHada, nnu nepcuctupyrowad, AT anntenbHOCTbLIO
3-12 mec.

3.XpoHun4yeckas UTIT — npn gnutenbHocTn bonee 12 mec.

TERMINOLOGY DISEASE DURATION

Newly diagnosed (previously acute) | < 3 months

Persistent 3 to 12 months

Chronic >12 months

http://Www.ihtc.org/wp-
contentjuplonds/2030/05/Final%20BF9%205prne%202010%20PRINT.pdf




Knaccudpunkayumsa

Mo TaXxectu:

nerkan (KoXHbl CUHAPOM)

cpeaHen Taxkectu (YMepeHHO BblipaXKeHHbIN
remopparnyeckmnii CUHAPOM B BUAE KOXKHbIX MPOABNEHUN U
KpoBOTeUYeHUI, Konndectso Tpomboumtos 100-50x10°/n)

TAXKenaa (anntenbHble 1 06UNbHbIE KPOBOTEYEHMUA, KOXKHbIE
NpoABJIEHUA, KonmvectTBo TpombouunTos meHee 30-50 x
10°/n, noctremopparmnyeckas aHemus)

Mepuoabl 3aboneBaHuA:

epuopa oboctpeHusa (Kpus)

KnnHuyeckaa pemumccua (oTcyTcTBME KaKMX-TMOO NposABAEeHUM
remopparm4eckoro CMHAPOMa NpPm CoxpaHsAoLencs
TpombouMTONneHUK)

KAMHUKO-remaTonormyeckas peMUNCCUNA



Konnyecrso tpomboumnTtos, KakK
MapKep pUCKa cepbesHoro

KpoBOoTEe4YeHUA
patsetcou 10 [Symptoms
>0 None
30-50 Dxcessie brutang vath minor irauma
10-30 Spontaneous peechiae o brasing
<10 At risk of inlernd bleeding

Jata taken from Cmes & Sanchete. N tnglJ Meg 20025



Knaccudukauua

Mo dopme:

1. TetepoummyHHaa ¢dopma BO3HUKAET NPU NU3SMEHEHUN
aHTUTEHHOW CTPYKTYPbl TPOMBOLMTOB NOA, BANAHMEM
PA3/IMYHbIX BO3AENCTBUMN (BMPYCOB, HOBbIX aHTUTEHOB,
ranTeHoB). MimeeT ocTpoe TeyeHume. [porHos
6naronpuATEH: MO OKOHYAHUU AENCTBUA MPUYNHHOTO
dbaKTopa BbipaboTKa aHTUTEN NpeKpawaeTca. Y aeten
yalle pa3BMBaETCA UMEHHO 3Ta popma
TpombouuToneHNYecKkon nypnypol.

2. AytoMmmyHHasa ¢popma pa3BMBAETCA B pe3y/braTe
NEeNCTBMNA Ha TPOMBOOLUUTbI ayTOAHTUTEN,
BbipabaTbIBAOLWMXCA NPOTUB COOCTBEHHbIX
HEN3MEHEHHbIX KPOBAHbIX MJACTUHOK,
MErakapmounTOoB, a TaKKe aHTUreHa obuwero
npealecTBeHHMKA TPOMOOUNTOB, SpUTPOLIUTOB,
NNEMKOLUUTOB — CTBOZIOBOMU KNETKU. MiIMeeT XpOoHUYecKoe,
peunansupyroulee tedeHne. HavyanbHble NyCKOBbIE
3BEHbA BbIPAOOTKM ayTOAHTUTE/NT OCTAIOTCA HEACHbIMMW.



KAnHUKa

1. KoxcHo-cau3ucmoili 2emoppaz2uyecKuli CUHOpOM

[ANA HEro XxapaKkTepHbl Te XXe NPU3HAKK, YTO U AN FTeMOPPaArMyeckoro CMHAPoOMa,
BO3HMKAIOLWLETro NpU TPOMOOLUTONEHUAX MHOIO reHe3a: CNOHTAHHOCTD,
HECUMMETPUUYHOCTb, NOIMMOPEPHOCTb U NOIUXPOMHOCTD.

* [emopparmu npu UTMN nonmmopdHbl, UMEIOT XapaKTeP NETEXUN N SKXMMO30B Pa3NYHbIX
pa3mepos (o1 0,5 o 10 cm n 6onee B guametpe) u Gopm. TaK Kak remopparnyeckmi
CUHAPOM CK/IOHEH K PeuManBMpoOBaHULO, TO UMEET MECTO NOIMXPOMHOCTb, 0bycnoBAEHHAA
HaIMYMEM remopparmi, HaXo4ALWMXCA Ha Pa3/INYHbIX CTaanAx 0bpaTHOro pa3BUTUA:
3/1eMeHTbl B 3aBUCUMOCTM OT AaBHOCTM UX MNOABNEHUA UMEIOT PA3HYHK OKPACKY — OT APKUX
NYPNYPHbIX A0 CUHE-3e/IeHbIX U KenTbix. ObpallaeT Ha cebs BHUMaHME HeaAeKBATHOCTb
remopparnm ctTeneHn BHeWHero MexaHM4eCcKoro Bo34encTems.

* [emopparnm BO3HUKAIOT CMOHTAHHO (NpeMmMyL,ecTBEHHO HOYbIO) MY NOA BAUAHUEM
NNerKuX ywmnbos, caasneHnin. OHM HECUMMETPUYHDI, U3106NEHHON N0Kann3aummn B
OT/INYME OT reMopparnM4eckoro BackyanmTa He umetot. O4HaKo HECKOIbKO Yalle
pacnonaratoTcs Ha KOHEYHOCTAX M NepeaHeir NoBepPXHOCTM TysoBMLLA (6onbluas
TPaBMaTM3aLMA 3TUX 30H), a Tak¥Ke Ha N6y (6,1M30CTb KOCTHbIX 06pa3oBaHuit). 1oBONbHO
4aCToO remopparum BO3HMKAIOT B MECTaX MHbEKLMUN.

* KpoBousnunaHuA B chM3ncTbie 060104KM oTMedatoTes Y 2/3 60nbHbIX. ITO NpeXkae BCero
CM3UCTbIE POTOBOM NONOCTU (HEDA, MOTKMU, MUHAANWNH), TNa3 (KOHBIOHKTMBA, CKAEpPbI).
OnuncaHbl KPOBOU3IMAHMA B CTEKIOBUAHOE TENO, CeTYaTKy. Hannumne remopparni B
obnactv ronoBbl, 0CO6eHHO OpOUTHI 1333, paCCMaTPUBAETCA KaK MPOrHOCTUYECKHU
HebnaronpPMATHbLIA NPU3HAK, CBUAETENbCTBYIOWLNIMN O TAXKECTU COCTOSAHMA U YKa3biBaoOLW MM
Ha BbICOKMW PUCK Pa3BUTMA KPOBOU3IMAHUN B TOIOBHOU MOS3T.

° I'eMOpparMM He BO3HUKAKT Ha N1aJ0HAX, NoA0LWBax.

http://www.mif-ua.com/archive/article/647



KAnHUKa

2. CuHOpom KposomeyeHuli U3 MUKPOYUPKYAAMOPHO20 pycnd

Kak npaBuio, KpOBOTEYEHUA PA3BUBAIOTCA NapanaenibHO KOXKHOMY
remopparnyeckomy cuHapomy. Hanbonee TMNUYHbI CNOHTAHHbIE HOCOBbIE
KpOBOTEYEHUS, HEPEAKO YNOpPHbIe, 0OUNbHbIE, peunamBmnpyome.
BO3MOKHO TaKKe pa3BUTUE AECHEBbIX, MAaTOUYHbIX, PEXKE KeNya04HO-
KMLLEYHbIX, MOYeYHbIX KpoBoTeueHui. MHorga 3abonesaHme
COMPOBOXAAETCA MUHMUMA/IbHbIMU NPOABIEHUAMM B BUAE KPOBOTOYNBOCTU
AECEH.

Hepeako 3aboneBaHue npoasaseT ceba aonnTenbHbIM KpOBOTEYEHNEM
nocne yaanenusa 3y6os. OHO HauMHAETCA Cpa3y e Nocae BMellaTeNbCTBa,
ANUTENbHO (HECKONIbKO YacoB, peXke AeHb) He KynupyeTcs, 0AHaKo Noc/e
OCTaHOBKMW, KaK NPaBuI0, He BO30OOHOBAAETCA, YEM U OTIMYAETCH OT
KPOBOTEYEHUSA NPU KoarynonaTuax, B YaCTHOCTU reModUnmu.

B TA)KenbIx cy4yanax BO3MOXKHbI KPOBOM3IMAHUA B TOJIOBHOM MO3T, Apyrue
YKM3HEHHO Ba*KHble OpraHbl (B TOM YMC/IE M HAAMOYEYHUKU), YTO MOXKET
CNYXUTb HENOCPEACTBEHHOM NPUYNHOMN cMepTuU. HYacToTa nx Konebnetca B
npepgenax 1-3 %.

CMMNTOMATUKA KPOBOU3IUAHUA B rOJIOBHOM MO3T HE ABNAETCH
cneunPuYHON: ronoBHaA 60ab, TONIOBOKPYKEHME, PBOTA, CYA0POTN,
MEHWHIeasIbHbI CUMNTOMOKOMMJ/IEKC, KOMAaTO3HOE COCTOAAHME UM COMOopP,
remunapesbl, napaanyn. lpm sTom 4yncno TpomboumToB y 6ONbHbIX, KaK
npasuno, He npesbiwaeT 10 x 10°/n.

http://www.mif-ua.com/archive/article/647
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ANarHoCTuKa

H_?_I_CIYLIJ,ECTBYET «30210TOro CTaHA4APTa» NOCTAHOBKU ANATHO3a

[lnarHo3 oCHOBaH Ha Ha/IMuYUK ceayloLWUX NPU3HAKOB:
TpombountoneHma < 100 x10°/n

OTCcyTCTBME APYIUX USMEHEHWUI B aHaNU3 KpoBM. OAHAKO B CaydYaax 0OUNbHbIX
KpoBonoTepb B aHanM3e nepupepmnyeckon KpoBu BbIABAAKOTCA NPU3HAKK
NOCTreMopparnyeckom aHemMmn U PETUKYAoLMTO3

NckntoueHnn 3aboneBaHmi, CNOCOOHbIX BbI3BAaTb U30/IMPOBAHHYIO
TpombounTonenmtg (BUY, renatut C, xenyukobaktepHaa MHpeKLUA,
CUCTEMHOM KPacCHOM BONYAHKMK, TIMM(PONENKO30B, MMENOANCNIA3NN,
araMmarnobynmMHemMum, Nne4yeHmns HEKOTOPbIMKU NPenapaTamu, 5
NOCTTPAaHCPY3MOHHOU TPOMOOLIMTONEHUIN, BPOXKAEHHOW MU HAacneACTBEHHOM
TpomboumToneHmn)

TaK)e nonesHbim anA onpeaeneHna TakKtTukun ie4eHmna ABNAeTCAa
onpeaeneHue.

[pynnbl KPOBU
Pe3yc npuHagneXHOoCTH

KonnyectBeHHOE onpeaeneHme uMmmyHornobynmHa (gna Toro, 4toobl
NCKNOYNTb UMMYHOA4EPULMUTHDBIM CUHAPOM M 'Y NALUEHTOB, Y KOTOPbIX
npeanosaraerca ne4eHne B/B UMMYHOI100YIMHOM)

Mpamoin Tect Kymbea

NccnepoBaHMe KOCTHOrO MO3ra y onpeaeneHHOM KaTeropum naymeHToB (y
nayMeTHTOB cTaplie 60 NeT 1y NauMeHTOB, HE OTBEYAtOLLMX HA TEPaANUIo
NepBOnN TNHUN)



Basic assessment parameters

e There is no 'gold standard' in the diagnosis of ITP

e Basic assessment parameters to confirm diagnosis of ITP include:

— Patient/family history
— Liver disease

— CBC and reticulocyte count

— Peripheral blood film

- Quantitative immunoglobulin level measurement
— Bone marrow examination (in selected patients)
~ Blood group (Rh)

— Direct antiglobulin test

— H. pylori, HIV, HCV

‘\ @ Module 1: Diagnosis of ITP Progress:4/6




Recommendations for diagnosis

¢ There is no ‘gold standard’ test to establish the diagnosis of ITP

e Diagnosis is based on the exclusion of other causes of isolated thrombocytopenia

¢ Bone marrow examination is appropriate in patients >60 years old and in patients not
responding to first-line therapy options

¢ HIV, HCV and H. pylori should be routinely tested for in adult patients

¢ Quantitative Ig level testing is indicated to exclude an immune deficiency syndrome or
when treatment with intravenous immunoglobulin is considered

Module 1: Diagnosis of ITP Progress: 6/6




BepxHM1 Ma3oK: HOpMa/sibHOE KON-BO TPOMBOLIMTOB
HUXHWIA Ma3oK: TaXKenana TpomboumToneHus.




[leTexnu v nypnypa

http://www.getwellnatural.com/idiopathic-
thrombocytopenic-purpura-itp.aspx



Pucyrnnox 2. MOCTMHBEKLIMOHHDLIE SKXMMO3bI
Y naumeHTa € TpomSoumrTtoneHmen

http://d-l.com.ua/pics/tabl/Tretjakova_2(9) 2 2011.jpg



ToueyHble KPOBOU3NUAHUA Ha Hebe

http://www.ispub.com/journal/the-internet-journal-of-hematology/volume-6-
number-2/corticosteroid-resistant-idiopathic-thrombocytopenic-purpura-case-report-
and-literature-review.html
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JleyeHue



UcTtopua neyeHua UTII

Treatment timeline

For further information, hover over any part of the timeline

Current
19008 TPO-receptor
Splenectomy agonists

Current

19608 1990-2000
Corticosteroids Rituximab
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[ToKa3aHuA K rocnutain3aummn

bonbHble C BblPpaXXE€HHbIMU CINSUCTO-KOXKHbIMMU,
BHYTPEHHUMU KPOBOTEHEHUAMMU

KposousnmnaHmamm s LULHC

MaLneHTbl, y KOTOPbIX BNepBble BbiABAEH YPOBEHb
TpomboumTos <10x103 — 20x103/MKAN U HET peaKuuu Ha
Tepanuio;

bonbHble C yXKe ycTaHoBAeHHbIMm anarHo3om UTIT npu yposHe
TpombouMTOB HMMKe 5x103/mKn

OcTpana noctremopparmyeckan aHemus
HeobxoamMmocTb npoBeaeHMs Cr/IEH3KTOMUMU

(International consensus report on the investigation and
management of primary immune thrombocytopenia. Blood.- 2010):



JleueHUe nepBOUN, BTOPOU U TPETbEN NINHUN

Overview of management options

e According to the latest consensus report, the following treatment classifications are apparent:

Clinical situation Therapy option

First-line (initial treatment for newly | Anti-D
diagnosed ITP) Corticosteroids: dexamethasone, methylprednisolone, prednis(oljone
Vig




Tepanua nepsou JIUHNN



JleyeHUe KOPTUKOCTEpPOUAaMM

KopTuKkocteponabl — 3TO CTaHAAPTHO 1eYeHUe NepBoM
JIMHUN Y NAUMNEHTOB C NEPBUYHO AMarHocTMposaHHoOM UTTI

MpeaHN3010H ABNAETCA CTAaHAAPTOM Ha4Ya/IbHOM Tepanumn
NepBon NNHUMN.

Mpun pgoctmxeHnn adpdekTa A03y NPeaHU3010HA CHUXKAKOT
[0 NONHOW ee OTMeHbI. B paae chyvyaes oauH Kypc
Tepanuu rMIOKOKOPTUKONAaMKM NO3BONAET A0OUTHCA
NOJIHOrO BbI3A0POB/IEHUA

YT106bI N36EeXKaTb OCNOXKHEHUIN, CBA3AHHbIX C
NnpeaHN30/I0HOM, JIe4eHNe JONKHO ObITb
HENPOAONKUTE/IbHbIM Y OTBEYAOLLIMX Ha TEPAMNUIO U
NPeKpaLEeHo y TeX, KTO He OTBEYAET Ha Tepanuto cnycta 4
Heaenn oT Havyana NpUMeHeHua NpeaHN30/10Ha



AHTN-RhO(D)-ummyHornobynumH G (aHtu-D)

Tepanua aHTUpe3yc-D-CbIBOPOTKOM — HOBbIN METOZ, IeYEHUS TPOMOOLMTONEHUN,
6a3npyowminca Ha "KOHKYpeHUUn" TpoMBoUNTOB C apmuTpoumnTammn. MU3BecTHo, 4YTo
3PUTPOLUTBLI U TPOMOOLUTLI CEKBECTPUPYIOTCA B cMcTeMe GaroumuTUpPyoLLMX
MaKpodaros. Moa gencrtemem aHTMpe3yc-D-CbIBOPOTKU 3pUTPOLUTBEI BONBHOTO
aKTUBUPYIOTCA U MHTEHCMBHO pa3pywatoTca. CekBecTpaumsa e TPoOMOboUUTOB He
NPOUCXOAMT, TaK Kak Makpodarm neperpyeHol akTUBMPOBAHHbIMM
3puUTpoOLUUTaMK. ITO NPUBOAUT K HEBOCTpeboBaHHOCTU TpomboumTos. MocnegHue
OCTAlOTCA UMPKY/IMPOBATb B KPOBU, YTO YAJIMHAET NPOAOKUTENBHOCTb UX XKU3HU U
NPUBOAMUT, COOTBETCTBEHHO, K YBE/IMYEHUIO KONMYECTBA KPOBAHbIX NIaCTUHOK, TaK
KaK KOCTHbI MO3r HaxoAUTCA B COCTOAHUW TMnepnaasun.

AHTN-D aHTUTENA MOXKHO MPUMEHSATb Y HECNIeHIKTOMUPOBAHHbIX Rh+
NONOMKUTENbHbIX NALNEHTOB

MobouHble 3pPeKTbl/OCNOKHEHUSA:

- YMEpPEHHaA aHeMmA

- peaKo Cepbe3sHble U AaxKe CMepTe/ibHble CNy4Yan BHYTPUCOCYANCTOrO reMosin3a
- ABC

- NoYeYHasa HegoCTaTOMHOCTb



B/B BBegeHue ummyHornobynmHa (1V Ig)

MexaHn3am gencrema npenaparta o06ycnoBsieH KOHKYPEHTHbIM
csA3biBaHMem Fc-peuentopoB makpodaros, YTo cnocobcrTeyer
MWHUMMU3ALUU CBA3bIBAaHUA U GarouUuTUPOBAHNA KOMMNJIEKCOB aHTUTENO-
Tpombouur

Y 75 % naumMeHToB NpUMEHEHUE UMMYHOTN0OYAMHA NPUBOAUT K
MNOBbILIEHUIO KOIMYECTBa TPOMbOUMTOB, bonee yem y NOJIOBUHbI U3 HUX
4YMUCNO TPOMOOLMTOB AOCTUTAET HOPMabHbIX UUPP. Mpnuyem adpekT
HaCTynaeT 3HAauYMTEeNIbHO ObICTpee, YEM NPU JIBYEHUN TNHOKOKOPTUKOUAAMMU
(yepes 24 yaca). OaHaKo OH ANUTCA BCEro NuLlb 3—4 Heaenw.

N3 rpynnbl BHYTPUBEHHbLIX UMMYHO/I00YNNMHOB B YKpanHe
3aperncTpmpoBaH caHaarnobynmH. Ero npumeHatoT no cxeme: 0,4 r/kr B
TeyeHUe 5 AHel exxeaHeBHO AMbo 1 r/Kr B TeyeHue 2 AHEN.

MobouHble adpPeKTbl/ocnoxKHeHUA (B/B MMMYHOrNOBYAUH, KaK NpaBuno,
NepeHOCUTCA XOPOLLO, OA4HAKO B PeAKUX Cy4asaX MOXKET Pa3BUTHLCA)

- OCTpaA novyeyvyHaa HeAOCTAaTOYHOCTb
- Iero4yHas HeAO0CTaTOYHOCTb

- Femonun3

- TpoMmb03

- NOTEHUMANbHbIN PUCK NHDEKLNN

- acenTUYeCcKNm MeHUHIUT



UHTeHCnBHaA Tepanun

UHTeHCMBHAA Tepanusa BKAKOYaeT B cebs:
* [MonnBaneHTHbIM UMMYHOI/T006YNNH B/B KanesbHO

* PekombUHaHTHbIN aKTUBUpPOBAHHbIN daKTop VIl a
B/B KaXble 2 4yaca A0 OCTAaHOBKWU KPOBOTEYEHMSA

° 3KCTpeHHaFI CNNEeH3KTOMMUA

* Mcnonb3oBaHUe MHIMbUTOPOB PMOPUHONN3A - &-
aMMWUHOKaNpPoHOoBaA Knucnota 1-4 r Kaxkable 4-6 4yacos,
MaKCMMa/ibHaAa 003a, 24 r/cyT

* N.B. BHyTpumbILLEeYHOE BBEAEHNE KaKUX-TMDO
npenapaTos Npu TpombouuToneHnun ntoboro
NPOUCXOXKAEHMA NPOTUBOMOKA3aHO N3-3a BbICOKOIO
PUCKa 06pa3oBaHMA remaToM.



Tepanua BTOPOU TUHUN



CnneH3KkKTOMMA

JKCTPEHHAA CN/IEHIKTOMMUA BbIMO/IHAETCA NO }XU3HEHHbIM NOKa3aHUAM,
npexae BCero — npu BHYTPUYepenHomMm KPpoBOU3NUAHUN.

80% nauneHTOoB pearnpyroT Ha yaaneHune ceneseHku, y 66% spdekxt
coxpaHAaeTca 6e3 oonoNHUTENbHOM Tepanuu He meHee 5 net. OKkono 14%
NaLUMeHTOB He pearnpyroT ny okono 20% oTmedaeTca peumnams vyepes
Heaenn, mecaubl, rogbl

BONbWNHCTBO reMmaTo/IoroB PEKOMEHAYIOT NPOBOAUTb NJIAHOBYIO
CN/IEHIKTOMMIO, ecnm cnycTa 3-6 mecaues neyeHna bonbHomy Tpebyetca
6onee 10-20 mr/a npegHU3onoHa, Apyrue — 6onee AnuTenbHoe
BHMMaTE/IbHOe HabntoaeHme 3a 60/1bHbIM.

B\B Ig, aHTn-D Ig nnu nynbc-tepanua KOPTUKOCTEPOUAAMM UCTOJb3YHOTCH
ANA NOAHATUA YPOBHA TPOMBOLMTOB Nepea onepaumnen, ogHaKo
CNJIEHIKTOMMA MOXKeT bbITb 6e30nacHO NpoBeaeHa U NPM AOCTaTOYHO
HM3KOM ypOBHE TPOMbBOLUNTOB.

Mpw BbINOAHEHUU CNJIEHIKTOMUK NOABEM YPOBHA TPOMOOLNTOB
OTMEYaeTCA NPaKTUYECKU CPa3y NOC/IE HA/IOKEHUA INTaTYPbl HA
COCYAUCTbIN NYYOK CeNEe3eHKMU, a B NepBble AHU NOC/AE CNJIEHIKTOMUMU
4acTo HabngaeTca TPOMOBOUUTO3, KOTOPbLIN ABNAETCA MPOrHOCTUYECKHU
6haronpuATHBIM NPU3HAKOM.



JleyeHMe UMTOCTaTUKAMU U
buonornyeckummn npenapatamm

* Y 60nbHbIX, pedpaKTEPHbIX K KOPTUKOCTEPOUAHbBIM
rOPMOHaM, Y KOTOPbIX eCTb NPOTUBOMNOKA3aHUA ANA
CMAEH3KTOMMUMU, a TaKXKe NPpU HeaPPeKTUBHOCTH
CMNAEHIKTOMUN NPUMEHAIOT MMMYHOCYNPECCUBHYIO
Tepanuio: BUHKPUCTUH, a3aTUOMPUH, LUKIOCMNOPUH
UNN UMKNopochammna, a TakKe MOHOKNOHANIbHbIE
aHTuTena - antm CD20 (putykcumab), antmn CD52
(anemty3ymab) n apyrume.

Haka3 MIiHICTepCcTBa OXOPOHU
300poB'a Ykpainn 30.07.2010 N 647



KoHTponb coctoaHna 6onbHoro

* [locne BbIMUCKU U3 cTauMoHapa 60bHble A0/KHb
HaxoauTbCcA noa, HabageHnem remaTonora.

* [opaepKnBatoLLasa Tepanmsa CTepouUaHbIMU FOPMOHAMM
AN UMMYHOZenpecaHTamMm 601bHbIM NPOBOANTCA
ambynaTopHO NoA, KOHTPOIEM remMaTo/1ora.

* KOHTpOJ’IbeIe OCMOTPbI OCYWLECTBNAKOT B 3aBUCMMOCTHU
OT HAa/IU4YnNAa remopparmM4eCroro CMHAPOMa.

Haka3 MiHicTepcTBa OXOPOHMU
3p0poB'a Ykpainm 30.07.2010 N 647



[lporHos

CnOHTaHHOE y/Iy4YLIEeHUE UM NO3AHAA PEMUCCUA MOXKET MPOU3OUTU Yepe3
6-12 mecAueB Nocsie NOCTAaHOBKM AMarHo3a, 6osee Toro, HeKoTopble
NauMeHTbl MOTYT BbI3A0PaBANBATbL AdXKe Yepes3 HECKO/IbKO NeT nocne

yCTaHOB/EHMA AmarHosa (International consensus report on the
investigation and management of primary immune thrombocytopenia.
Blood.- 2010).

Mpu reteponmmyHHon dopme UTTI, Ana KOTOPOM XapaKTEPHO OCTpoe
TeyeHue, remopparmnyecknin cMHAPOM 0bbI4YHO yaaeTcss KynnpoBaTb B
TeyeHne mecsila Cc J0BOJIbHO BbiCTpOM 06pPaTHOM AMHAMUKOWN
KIMHUYECKMUX CMMNTOMOB. Bbi3gopoBneHMe HepeaKo HACTynaeT yxe
yepes 2-3 mecaua, T. K. ANNTeNbHOCTb TpOoMbOUUTONEHMM OnpeaenaeTca
BpemeHeMmM LUPKynaLumm B Kposu ATA, KoTopas Konebnetca ot 3-6 Heaenb
0o 3-6 mecaues (TpeTtbakosa O.C. Uanonatmnyeckas
TpombounToNneHMYEeCKas nypnypa Kak Nnpu4YnHa remopparmyeckoro
CMHAPOMA B NPaKTUKe negmnaTpa).

JleTanbHOCTb coctaBnaeT okoso 10%. OcHoBHas NpuYnHa rmb6enmn 6onbHbIX
-KPOBOU3/INAHME B FTOIOBHOM MO3T.
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Cnacu0o0 3a BHHMAaHHE H O0
HOBOH BCTpPEYH
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