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" J BOBE/I

TpomOomuTOneHuja ce aedUHUpPA KaKO COCOTOj0Aa Ha HamallCH
opoj ma TpombormuTu <150x10°%/L, ommocuno mox <100x10%L mo
MOCICIHUTE MPEIOPaKHU.

Hajuecto mnamueHTHMTE C€ acCUMTOMATCKM ako OpojoT Ha
tpomboruTh € Hax 50X10°/L m croHTaHu KpBapema Ce jaByBaar
Ipd HaMmallyBambe Ha Opojor Ha TpomOorutu mox 50x10°/L, a
PU3UKOT MHOTIYKpaTHO C€ 3rojieMyBa BO CJy4yaj Ha TeIlKa
(cepuosna TpombormTonennja <20x10%/L).
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Taoena 1. llpuuriHu 32 TPOMOOUTONICHHjA

HamaJjieHa npoaykuuja

- JIeKkOBY M X€MHKaJINU

- Bupycu

- PagnoakTUBHO 3paycme

- ArutacTu4Ha aHeMuja

- Jleykemuu

- MertacTtasu BO KOCKEHa CPIICBAHA
- MeranobnacHa aHeMHja

- XUB

3rojieMeHa JecTpyKIHja (KoOH3yManmja)

- UmyHna tpomOonmtonenuja (UTII)

- JIexkoBu

- UK

- Uudexumnn

- MacuBHM KpBapewa 1 TpaHcPy3uu

- CJIE (cucTeMcKH aBTOMMYHH OOJIECTH)

- XJIJI v mumdomu (aBTOMMYHA MPUIHHA)
- Xemapus, TTII, xunepcnenusam, X1B
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JIMjarHoCTUYKHA METOAU Kaj 00JTHH CO TPOMOOIUTONECHHjA:

s Xemorpam co nepudepHa pazmacka

¢ buoxemucku ananmsu

¢ XeMmocrasa co [[-lumepu

¢ VcnuTyBame Ha KOCKEHaTa CpIieBHHA (acTMpaIiyja u/uim OuorcHja)
¢ MHbeKTOoN0mKN aHATN3H

¢ Peymarosomku TecToBH

¢ Exo na abnomen ninu KT Ha abgomen

¢ Jlerekiyja Ha aHTU-TPOMOOIIUTHHA AHTHUTEIIA
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JIMjarHoCTUYKHA METOAU Kaj 00JTHH CO TPOMOOIUTONECHHjA:

Xemorpam co nepudgepHa pazMacka

“ [lpB 4Yekop BO uUCUTYBawe Ha npuunHata 3a TpombouuToneHuja e
NCNUTYBaH€ Ha KpBHAaTa crvka u nepudoepHara pasmacka

“ Len pga ce Buau pganun ce paboTtu 3a usonupaHa TpombouuToneHwja wunm
ncraTa e npocrnegeHa co aHeMuja n/mnun neykorneHuja unm fieykounTosa.

% [lepudepHata pasmacka € MHOry KopucHa, edHocmaeHa U e¢ghmuHa
mMemoda 3a WCKNyvYyBake€ Ha nceygoTpombouuToneHujata (MpUCYycTBO Ha
MHOLWITBO Ha TpOMOOUWTHWM arperatyv) WNM MNOCTOEHE HaA ManurHa
xemaTonowka ©O0fect BO Cryyaj Ha MPUCYCTBO Ha He3penu 6enn KpBHU
KneTkn (bnactun, npoMmuenonyu, MMenonunTn, MIMMAQOMCKU KINETKN).
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JAMjarHoOCTUYKHA METOAM Kaj 00JJHU CO TPOMOOUMTONCHUA:

Xemorpam co nepugepHa pazMacka

Cnuka 1.HopmanHa nepudepHa pasmacka Cnuka 2. lNceyooTpombouuToneHuja
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JAMjarHOCTUYKHM METOAM Kaj 00JHU CO TPOMOOUMTONECHUA:

XeMorpam co nepugepHa pazMacka

Cnivka 3. AkyTHa neykemuja (AJJ1)

Cnivka 4. AkytHa neykemuja (AMI)
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JIMjarHOCTUYKHU METOAU Kaj 00JITHH CO TPOMOOIUTONECHHjA:

buoxeMuCKH aHAJIU3H

s Baxxuu ce XemarajJHHTE TECTOBHM KAakO IIOKa3aTell Ha XelarajaHa ne3nja HNJIN

XHUIEepCIUIeHn3aM, HUBO Ha b12 u ¢onna (MeranobmacHa aHeM#uja), APYyTH apaMeTpr
IpU CEKYHJAApHU TPOMOOIIUTONICHUH

NudexToiomkn aHaausu
¢ (tecroBu 3a HIV, Hepatitis B, C, CMV, Ebstein Barr, Helicobacter pylori u mp)

Peymarojiomiku TecToBU
“* (ANA, ANCA, RF, LE xmetku, anti dsDNA, u 1p.)

Exo na adonomen niau KT Ha adbgomen

% (OTKpHBamk€ Ha 3HAIM 3a XHUICPCIUICHM3aM, LHPO3a, IOpTalHA XHUICPTEH3H]a,
CIJICHOMETaJIH]a)

JleTeKnuja Ha AaHTU-TPOMOOLMTHHU AHTUTEJIA

% (HemMaar TrojJeMa KIMHHMYKA YIOTpeOda Topaad HHCKara CEH3UTHUBHOCT H
crieruUIHOCT)
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JIMjarHoCTUYKHA METOAU Kaj 00JTHH CO TPOMOOIUTONECHHjA:

Xemocrasa co /1-/Ilumepu

* KopucHa pgujarHocTMyka MeToga Koja uMmMa 3a uen ga ce  UCKIyyum
KOH3yMauunoHa koarynonatunja unn LUK kako npunynHa 3a TpomboumtoneHunja
O KOH3yMaLWOHEH Tun.

NcnutyBame HA KOCKeHATAa CPLUEBUHA (acnupanuja u/mjim OUoIcuja)

% AHanmsatTa Ha KOCKeHaTa CpuUeBMHaA € HajBaXHTO WucnegyBawe BO
pacBeTNlyBake€TO Ha nMpuyMHaTa 3a TpombouuTorneHujata, ocobeHO ako
npeTxogHUTEe wucnuTyBawa (Kako xemorpam, nepudepHa pasmacka u
XemocTasa) He 6une MHOPMATMBHM M HE ja OTKpune npuymHaTta 3a
HamanyBawe Ha 6pojoT Ha TpombouuTn. McnnTyBaweTo Ha KOCKeHaTa
cpueBMHa Ke nokaxe panu ce pabotm 3a TpombouuToneHmnja co HopmasrHa
npoaykuuja Ha MerakapuouuTm W ypegHa KOCKEHa cpueBMHa Wnn 3a
npobnemn BO co3agaBH-ETO (HamarneHa npoaykuuja) Ha TpombouuTuTe BO
Clflyyaj Ha NPUCYCTBO Ha Xunonnasvja unn nHpunNTpaunja Ha KocKeHaTta
cpueBUHa.
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JIMjarHoCTUYKHA METOAU Kaj 00JTHH CO TPOMOOIUTONECHHjA:

NcnutyBame HA KOCKEHATA CPLHEBHHA
(acmupanuja u/mam OMoncuja)

eBuHa kaj AMII.
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Cnuka 1. KockeHa cpuesuHa kaj ATTI.
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NmyHna TpomoonuTonennja - ne(puHnnmja, TEpMHAHOJIOTHja
1 TEPANMCKH OJArOBOP

Nmynata Ttpombomuronenuja (MTII), mo3HaTta ®W Kako HAHONATCKa
TPOMOOLMTONIEHUYHA MYyPIlypa, € UMYHOJIOIIKHA YCIOBEHO 3a00JIyBamke Ha
BO3PAaCHUTE W JIellaTa, KO€ CE€ KapakTepu3Wpa CO BPEMEHO WU TPAJHO
HaMaJjieH Opoj Ha TPOMOOIUTH, MTPOCIENEHO CO 3TOJIEMEH PU3UK Of KPBAPEHE
BO 3aBUCHOCT OJf CTEIIEHOT Ha TPOMOOLMTONIECHH]A.

Nuanunenna:

m 1/1000 mo 1/10 000 xxuTenn

m  pacTe co Bo3pacra

m HajBucoka e o 20-50 roguHu,

m 2-3 1aTu € moyecra Kaj >KeHUTE

IIpumapna UTIL: ¢ aBTOMMyHO 3a00JlyBalkbe KOE€ CE€ KapaKTepu3upa Cco
n3onupana TpomoOonuTonenuja (Tp<l00x10%L) Bo OTCycTBO Ha ppyra
OpUYMHA UK IOPEMETYBAKE aCOMPAHO CO TpoMOonuTonenunja. Jlujarnozara
Ha npuMapnara MUTII ce mocraByBa CO UCKIIy4yBawkh€e€ HAa APYrd MPUYUHU 34
TPOMOOIUTONEHNW]jaTa; BO MOMEHTOT HE TIOCTOjaT KJIWHWUYKHA WU
Ja00paTOPUCKU MTapaMeTPH 3a CUTYPHA IMjarHo3a Ha OBa 3a00TyBambE.

Cexynpapna UTII: cute  ¢opMu  Ha  MMYHOJIOIIKHU-TIOCPENYBaHa
TpOM)6ou1/IT0HeHI/I]a ocBeH mpuMmapHata TpombomuTonenuja*(CIIE, XUB,
XUT

Rodeghiero F et al. Blood 2009; 113:2386-93.
International Working Group for ITP; 2007.
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NmyHna TpomoonuTonennja - ne(puHnnmja, TEpMHAHOJIOTHja
1 TEPANMCKH OJArOBOP

Hujarno3zara Ha mnpumapHata WTII ce mnocraByBa Bp3 OCHOBA Ha TpH
KpUTEpUyMa:

mOpoj Ha TpomGormTy moHu30K of 100x10°/J1 Bo mepudepna KpB co HOpMaHa
nepudepHa pa3macka,

NHOPMAJIEH WK 3TOJIEMEH OpOj HAa METaKapuOLUUTH NPU aHalin3a Ha KOCKEHATa
CpLIEBUHA,

EMOTCYCTBO Ha [IpYI'M KJIMHWUYKA MaHU(MECTHU NPUUYMHHUTEIM M 3a00JyBama
acolpaHy CO TPOMOOIUTOIICHM]A.
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NmyHna TpomMoonuTonennja - nepuHnnmja, TEpMHAHOJIOTHja
1 TEPANMCKH OJArOBOP

da3u HA 3200J1YBAKHETO:

Hogo mujarnoctunupana UTII (AkyTHa): 3 Mecenu off iujarso3ara

Ilep3ucrentna UTIL: nomefry 3 u 12 mecenm oj paujarHo3arta. ['u
BKJIy4yyBa W OOJIHUTE KOM HE MOCTUTHAJE CIIOHTAHA PEMUCH]Aa WU HE
OfIKaJie KOMIUIETEH OJITOBOP IO MIPEKUH HA Tepallnja.

Xponnmyna WMTIL: TpoMOouuTomneHwja Koja Tpae MmoBeke of 12
mecern)20-30% Ha 60JIHH.

Temxka UTIL: umyHa TpoMOOIMTONEHW]a CO CUMITOMHU Ha KPBApPEH-E
Kou O0apaaT HEONXOJEH TPETMAaH

Pedpaxkrepna UTII: ¢ npumapHa mMyHa TPOMOOLMTONIEHU]A KOja HE
OIrOBOpMJIa WX TO W3TyOMsa MOCTUTHATHOT OATOBOP MO HaIllpaBeHa
CIUICHEKTOMH]a.

bunejku cruteHekTomujaTa yecto ce n3bernyBa, HTepHanmoHaHaTa
paGorHa rpyna 3a MTII, npepnoxu HoB Tepmun “UTII pesncrenTna na
eneH uam noseke jgekoBu” (ITP unresponsive to one or more agents).

Rodeghiero F et al. Blood 2009; 113:2386-93.
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Nmyna TpoméonuTOoOneHnja - nepuHnuja, TePMIUHOJIOTHjA U
TEePANUCKH OArOBOP

Hecunuyuja na wepaituckuoii 002080p
NureprnanmonandHata paborHa rpyna (IWG) cmera peka neduHunmjata Ha
TEPANUCKUOT OArOBOp Tpeba fia ru pedaeKTupa KIMHUYKY BasKHUTE 1IEJIU KOU
BKJy4yBaaT HaMallyBake€ Ha KpBapemwara U JoOap KBAJIUTET Ha KUBOT, a HE
camMO Kopeknuja Ha Opojor Ha TpomOonuTtuTe. Cemnak, 6pO]OT Ha
TPOMOOIUTUTE € OOJeKTHUBEH, KIMHUYKHN peJIaBaHTEH W JIECHO KOMHapa6I/meH
mapaMeTap Ha TEPaNMUCKUAOT OJITOBOP.

Kowmiiaeiuen 00z060p - pemucuja (KP): Hopmanusupame Ha Tp>100x10°%/L
Meaymen 00zo60p - napumjanna pemucuja (ITP): Tp=30-100x10°%L

Be3 00zo60p - Hemame pemucuja (HP): Tp<30x10°%/L unu vema ygsojyBame Ha
NOYETHUOT OpOj HA TPOMOOIUTH.

Ilocuuuznysarse na wepauucku 002060p uo0pa3dupa u OuICycii6o na
kpeaperse. 11pu fepuHuparbe Ha TEPANMCKUOT OArOBOP, 3HAYAJHO € J1a ce
Harnacu ganu KP uau ITP ce 6e3 uau co wepauuja.

IWG 3a UTII umanre 3a 1ea xapMOHM3alMja Ha MOCTOCYKUTE NEe(OUHULNN U
tepmunu 3a UTII, co uen BO uaHWHA PE3yJITATUTE Off PA3JUYHUA KIUHUYKU
CTyAuu fa OUAAaT BaJUIHA U CIOPEJIVBH.

Rodeghiero F et al. Blood 2009; 113:2386-93.
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NMyHa TpOMOOIMTONEHN]A - €THONATOreHe3a

Hamanennor Opoj Ha TpOMOOLUTH Ka] GONHUTE CO MMyHAa TPOMOOLMTONCHH]A €
MoCTIeAnIa Ha 320.1€MEHAIUA ULPOMOOYUIUHA 0eCIuPYKYUja, Koja Ce TOIKH
Ha MPHCYCTBOTO Ha aHTH-TPOMOOILMTHU aBTOAHTUTEJA, HO M Ha HAPYUWICHAULA
uwpomooyuiuHa upooykuyuja.

B ABTOAHTHUTEJIATA CE CIENU(PUIHU 32 HEKOU O] TPOMOOLMTHUTE TIIMKONPOTENHCKHA
komiurekcu(I'IT), kako mTo ce:

GP IIb/llla (peuentop 3a ¢ubpunoren, von Willebrand-oBuor dakTop,
(puOGpOHEKTHH, BATPOHEKTHH )

GP Ib/IX (penentop 3a von Willebrand-oBuoT dakTop)
GP la/lla (penenTop 3a KoJIarcH)

B TJIaBHU MCXaHHN3MHU 3a TpOM6OHI/ITOH€HI/Ia CC (])azoqumosa UuAU KOMUACMEHU-

unoyyupana ausza. Py ama uUoOCpedysanaiud (Hazoyuiuo3a e Ccexaxo
HAjBaXXKHUOT MEXaHMW3aM Ha TPOMOOIMTHA iecTpyKIja Kaj Oomaute co UTII.

B HAjBa’KHO MECTO Ha TPOMOOLMTHATA JIECTPYKIIH]ja € C1e3eHKalla:
*  COAp:KU elHa TPETUHA Off TPOMOOUUTHUOT MYJI

* JIOKaJHaTa MpOAyKIMja Ha aBTOAHTUTENAa 00e30eqyBa BUCOKA
KOHIICHTpallfja Ha aBTOPEAKTUBHU aHTHUTENA

* UpHUOT Ipo0 HEMA TaKa BaXKHa yJIora: He COpXKH TONKY Tp, HUCKa
OpOAYKIAja HAa aHTUTEA U TOOp3a NAPKYJIalyja.
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Particle internalization during FcyR-mediated phagocytosis.
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Garcia-Garcia E , Rosales C J Leukoc Biol 2002;72:1092-
1108

©2002 by Society for Leukocyte Biology ‘JI 4 [3_‘“““"“ e Bistsss



" J BOBE]]

NMyHa TpOMOOIMTONEHNja - €THONIATOTeHE3a

MyJITH(AKTOPHUjaTHA €TUOJIOTH]a

HaclaeaHu PaKToOph

(pakTOpM HA OKONMHATA

noJAuMOp(U3MHU BO PA3JIUYHU TUTOKUHCKA WJIM UMYHOPETYJIATOPHU T€HU
nopeMeTyBambe Ha nepudepHaTa TojiepaHyja

OPOAYKIFja HA aBTOpEAKTUBHA T umdponuTn

3rojeMeH Opoj Ha LUJ15+ b numdonutu

3rojieMeH 0poj XJTA-IIP+ T mumdponutn

vOT mumdponut n V8+ T mumponutn

3roJIeMeHa TPOMOOIMTHO-MHAYyIMPaHa ITponudepanuja Ha nepuepHnure
MOHOHYKJIEAPHU KJIETKH O] KpBTa

3rojieMeHa TpomoonuTHO-uHAympana NJI-2 cexkpenuja
m cmajeH Opoj Ha cynpecopcku T numdonnTn

m npucyctBo Ha T muMdonuTu co nedpekTHa curHajana Tpancaykiumja mnpeky LT
28 MOJIEKYJIUTE
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NmyHa TpoMOOIMTONIEHNja - TPETMAH

s [lpumapHa uen Bo TpeTmaHoT Ha UTI1 e pa ce obesbean 6es3beneH Opoj Ha
TpombouunTn (Bpoj LITO Ke NpeBeHUpa rnororieMu Kpeapeka), a He camo ga ce
kKopernpa 6pojoT Ha TpoMbouUTUTE 4O HOPMAariHKU BPeOHOCTN.

*

% TpeTmaHOT Ha nauueHTute co UTII cekoraw Tpeba ga ja 3eme BO npensug
TeXuHaTta Ha Oonecrta, Bo3pacTa Ha MauUUeHTUTE Kako U KOMOpPOMOUTETUT.
[lopagn TOKCMYHOCTA Ha MOCTOEYKUTE Tepanucku npuctanu kaj bonHuTe co
NTIl, ocHoeHO npaeusio e da ce u3lbezcHe HenompebeH mpemmaH Ha
acuMmomamcku nayueHmu co nojiecHa mpombouyumoneHuja.

&

D)

* BaxeukuTe BOAMYM npenopadvyBaaTt OTMNOYHYBawe Ha TPETMaH CamMO ako
nocTojat CMMNTOMU Ha KpBapehe, a ofasfykara 3a OTrNoYHyBaHje Ha TpeTMaH
He Tpeba ga ce 6asmnpa camo Ha 6pojoT Ha TpombounTtn. Cnopen Hajroniem
Opoj Ha npenopakn Kako TrpaHU4yHM BPeOHOCTM Ha TpombouuTn 3a
OTMOYHYBakEe Ha TPeTMaH Kaj Bo3pacHu ce 3ema 30x10%/1.
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NmyHa TpoMOOIMTONIEHNja - TPETMAH

4

)

» [NpBonuHucka Tepanuja Ha LTI ce KopTukoctepouguTe (Prednisolon 1-2
mg/kg/TT nnn Dexamethason 40mg/gHeBHO), CO NOCTENEHO HamMaryBakwe Ha
gosaTta no Kopekunja Ha bpojoT Ha TpombouuTuTe 3a 10mg/HenernHo.

L)

s BtoponuHucka tepanuja Ha nauneHTnte co LTI pedpakTtepHn Unm 3aBUCHU
o[ KOpTUKOCTepoMau e CryieHeKToMuja.

< TpeTonuHucka Tepanuja ce APYrM MMYHOCYNpecUBHU JeKOBMU
(UMKNOCNOPWUH,  asaTUonpuH, uuknodocdpammage) M aroHUCTU  Ha
TPOMOOMOETUHCKUOT peuenTop kako (eltrompopag u romiplastine).

L)

»» AnoreHa TpaHcnJslaHTauMja e Tepancuka MeToaa peTko U ce NpUMeHyBa
Kaj Tellkn dpopmun Ha pedopaktepHa UTTI.

L)
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NmyHa TpoMOOIMTONIEHNja - TPETMAH

\/

 IVIG (MHTpaBeHCKN MMYHUTNOOYITUHMN)
ce KopucTtaT BO TPeTMaHOT Ha bonHute
co NTTT pedppakTepHu Ha

KOPTMKOCTEPOMANTE BO MOATOTOBKA Anti-plarele Ig
3a  CNMeHekTomMuja unu  Apyr Y * Bluck

eneKkTMBeH xupypuwku 3adat(0.4-1

Platelet
gr/kg/TT).

Natural Ig
s Edektor ce mMaHudgectnpa no 48-72 *
Yyaca u Tpae 2-3 Hegenu. l“r:Receptcr
s MexH1U3MOT Ha genyBawe ce 6asnpa Ha

bnokapa Ha ®u rama nocpeagyBaHa
doaroumnTo3sa.
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NmyHa TpoMOOIMTONIEHNja - TPETMAH

Tabena 2. JlekoBu Bo TpeTtmaH Ha AT 1 nHuumnjaneH Tepnnucku ogroBop Ha UCTUOT

Nek/TpetmaH Ho3n Bpeme go Bpeme go
MHULNjaneH oaroBop MaKkcumManeH ogrosop
Prednisone 1-4mg/kg/oH./4Hen 4-14 pneHa 7-28 peHa
Dexamethasone 40mg p.o./i.v./gH./[4neHa 2-14 peHa 4-28 neHa
cekoun 14-28 peHa(4-6 ciklusi)
Vg 0.4-1g/kg/ 1-3 geHa 2-7 peHa
Anti-D 75ug/kgl/i.v. 1-3 geHa 3-7 peHa
Rituximab 375mg/m? (4 HegenHw Oo3n) 7-56 peHa 14-180 peHa
Splenektomija 1-56 peHa 7-56 peHa
Vincristine 3mg/doza(4-6 nedelni dozi) 7-143 dena 7-42 dena
Vinblastine 0.1mg/kg (6 nedelni dozi) 7-143 pgeHa 7-42 dena
Danazol 400-800 mg/dn, p.o. 14-90 peHa 28-180 geHa
Azathioprine 23mg/kg/dn, p.o. 30-90 peHa 30-180 geHa
Romiplastin 3-10pg/kg nedelno s.c 5-14 peHa 14-60 geHa
Eltrombopag 50-75mg/dn, p.o. 7-28 peHa 14-90 pgeHa







