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Pestome: Ilpeocmasen e KiuHuder caydau Ha Mvic HA 8b3pacm 60 co0unu. ¢ mpombomuuta
MpoMOOYUMONEHUYHA NYPNypd, HACMBbAULA Cled ONepamusHo leyeHue Ha (Qpakmypa Ha
namena u nPoObANCUMENHO NPULOHCEHUE HA PPAKCUNAPUH.

Llenma na usznoodicenuemo e d0a ce dade nogeye ungopmayusi 3a eOHa psaoOKa HO30J02UYHA
eOUHUYA, KOSIMO NPeoCcmasisiéa CNeUHOCH 8 XeMAamoni02uama u e noumu euHazu hamannua,
aKo He ce 3anouHe GeOHaza NpasulHo Jedenue. T e opma Ha mpombomuuHa
MpOMOOYUMONEHUS, XapaKMepusupauja ce CvC CUIHO HAMAIeHa aKMUGHOCM Ha npomeaszama
ADAMTS13, kosmo npemaxsa ¢paxmopa na Pou Bunebpano. Ilpeocmasnnsa xemepozener
CUHOPOM C Kaacuyecka npeseHmayus mpomooyumonenus, Coombs necamugHa xemoIumudHa
amemusl, NOBUWIEHA — MeMnepamypd, HespoJocUYHA — CuMnmomamuka u  Ovbpeuna
HeodoCmamuv4HOCH.

Kntouoeu Oymu. TpoMOOTHYHA MHUKPOAHTHOMNATHS, TPOMOOTHYHA TPOMOOIIUTONIEHUYHA
IypIrypa, KIMHUYEH CIIy4ai.
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Abstract: A clinical case is presented of a 60-year-old man with thrombotic thrombocytopenic
purpura that occured after surgical treatment of a patellar fracture and long-term
administration of fraxiparin.

The purpose of the presentation is to give more information about a rare nosological entity that
represents an emergency in hematology and is almost always fatal if proper treatment is not
started immediately. It is a form of thrombotic thrombocytopenia, characterized by greatly
reduced ADAMTS13 protease activity which removes the von Willebrand factor. It represents
a heterogeneous syndrome with a classic presentation of thrombocytopenia, Coombs negative
hemolytic anemia, fever, neurologic symptoms and renal failure.
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1. BLBenenue:

Tpombotnynara Tpombonuronennyna nmypiypa (TTII) npeacrasisiBa psaako HapylIeHHE HA
KOoaryJaldoHHaTa CHCTeMa, MPEAU3BUKAHO OT OOpasyBaHE Ha MHKPOTPOMOM B MAaJIKUTE
KPBBOHOCHU ChJIOBe (mpenumHO B ObOpenmre, chpuero u IIHC), xomto HapymaBat
MUKPOLIUPKYJIALUATA.

Ibmxku ce Ha BpoAeH WM HOpuaoout nepunutr Ha wmertammnporeazata ADAMTSI13,
OTTOBOPEH 32 Pa3KbCBAHETO Ha BHCOKOMOJEKyJIHUTE MynTumepu Ha VWF u ¢ mocnenaiio
aKTUBUpAaHE Ha KOMIUIEMEHTAapHAaTa cHCTeMa. XapaKTepuzupa ce ¢ TPOMOOLUTONCHHS,
MUKpPOAHTHUONIAaTUYHA XEMOJIMTUYHA aHeMus, (IyKTyupamld HEBPOJOTUYHH CHMIITOMH,
HapymeHa 0b0peuna GyHKIHs U GeOpPHITUTET.

TpomOoTnuna mmkpoanruonatuss (TMA) e mnaromorumuna je3us Ha Owomncus. Tsa e
npezrnonaraeMa npu KIMHWYHM Oelle3d Ha MHUKPOAHTHONATHYHA XEMOJHTHYHA aHEeMHS WU
TpoMOouuTonenus ¢ Oene3u Ha opranna yBpeaa. TTII e mepBuuna TMA, xapakrepusupaina
ce ¢ Texbk nepunur Ha ADAMTSI3, mopagn uaxubutop (aBro AT) mupekTHO cpeury
ADAMTSI1S.

MukpoaHruonaruyHa XeMOJUTUYHA AaHEMHUS 3al04Ba OT €HJO0TEIHA YBpeia U MOCIeABaIlo
ornarane Ha QuOpuH u TpoMOouutu. Eputponurure, nmpeMuHaBailku Mpe3 Ta3d Mpexa OT
¢ubpun 1 TpoMOOIUTH ce hparMeHTHpaT U ce 0Opa3yBar Taka Hapeuenure [ln3onuTn (6ener
HAa UHTpaBacKyjlapHa Xemoiu3a). le ce YHUIIo)KaBaT B cje3kara OT MOHOIIMTHO
Makpodaruanna cuctema (MMC).

TpomboruTonenusaTa npu ToBa 3a0oJsiBaHE C€ MOJy4yaBa OT OTJIaraHe Ha TPOMOOLIUTH B
MuKpoTpoMOu. OOMKHOBeHO ce mpe3deHTupa ¢ Tp<10x10/9, merexum u myprypa, psaKo
KbpBEHE.

2. Heu, 3a0a4u 1 MeTOAM:

[lenra Ha HAcTOALIMAT JOKJAJ € Ja ce MPEACTaBU Ha IIMpOKaTa ayJUTOpHs €IHa psijiKa
HO30JI0TMYHA €JMHUIA, KOATO NpeACTaBiIsBa CHEIHOCT B obsactra Ha KimuHuyHara
xemarosiorusi, a uMeHHo TpomOoTtuuHata TpomOomutonenuuyHa nypmnypa (TTII), u xosto
MOYTH BUHAru € (patajiHa, ako He ce 3all0YHe CBOEBPEMEHHO MTPABUIIHO JIEUEHUE.

TTII ce paznens na Bpoaena — AP (5% ot ciywgaute) u npunoouta popma. [Ipugodurara
(dopma Moke a Objie MbpBUYHA (MHXUOUTOPHU aHTUTENa, HacoueHu cperry ADAMTS13) u
BropuuHa. Bropuunara TTII OuBa XWB-acomumupana, acomuupana ¢ OpeMEHHOCT,
MeaAuKaMeHTo3Ho-acouunpana, CJIE-aconumpana, NaHKpeaTUT-acOLMMpaHa, KapLUHOMH,
anorenHa TXCK. Ilo naumn Ha nportuuane TTII OGuBa ocTpa, XpOHHYHA U XPOHUYHO-
penuauBHpania.

Ha ®wur.1 moxe na ce Buau Mexanusma Ha TTII. [In3oumtuTe ca MocoyeHW C YEpPHU
CTPEJIKH.
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®ur. 1. Xapakrepuctuka Ha npuaoout aepuut Ha ADAMTS13 npu TpomOoTrnyHa
mukpoanruomnarus [ The French TMA Reference Center, Figshare]

3a moctaBsHeTo Ha auarHosara TTII e HeoOXxoaumo na ce HM3BBHPLIIM MOP(OIOrHYHO
u3cnenBaHe Ha mnepudepHa KpbB (KpbBHA HATPUBKA), KaTo JOCTAThYHO € HAIMYUETO Ha
Tpombonuronenus u Coombs-HeraTuBHA XeMOJIUTHYHA AaHEMHSL.

Ha ®ur.2 e npeacraBeH npenapar oT KpbBHa HaTpuBKa Ha 60 rouIIEH NallUeHT, U3TOTBEH
B oOTAeneHueTo mno Bwrpemnn Oonmectu Ha 27.05.2022 1., KBIETO SCHO C€ BWXKJIAT
JUAarHOCTUYHUTE HIU30LUTH.
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®@ur. 2. [IInzonuTH OT KpHBHATA HATPUBKA

Jpyru uscneaBaHusi, KOUTO € HEOOXOIUMO JIa Ce M3BBPIIAT 3a MOCTABSHE HA JUArHo3aTra
TTII ca IIKK, JKK, tect mHa Coombs, mabopaTopeH MaHeN 3a XEMOJu3a, OMOXHUMHUYHH
U3CIIEIBAaHMSI Ha CEPYM M YPHUHA, KOAryJIallMOHEH CTaTycC.

Karo nombiaHuTENnHU M3cneABaHMs, O BH3MOXKHOCT U KJIMHHYHA MpPELeHKa MoraT Ja ce
HazHayaT akTUBHOCT HA ADAMTSI3 (He ce yaka pe3ynaTaT 3a 3all04BaHE Ha JIEUYEHUE NPHU
noxno3penune 3a TTII), Bupycomnorus 3a HBV, HCV, HIV, Tect 3a 6pemennoct, EKI" u ExoKI’
(32 JTOKyMeHTHpaHe/MOHWUTOpUpaHe Ha cbpaeuHa yBpeaa), CT, MRI, xopmonanHH
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U3CJIC/IBaHMS HA IUTOBHMHA JKJI€3a, CKPUHHUHT 32 CHCTEMEH aBTOMMYHEH Ipollec, (eKaiHa
npo6a 3a marorenHa Escherihia coli mpu auapuen cHHIPOM, TYMOPHU MapKepH.

IIpencraBsine HA KIUHUYHUS CIyYaii:
Kacae ce 3a Mbx Ha Bb3pacT 60 roauHH, KOMTO MOCTHIIBA B OTACJIICHUETO IO BbTpemnu
Oonectu Ha 26.05.2022r. ¢ aHAMHECTHYHU JIAHHU 32 CIIOHTAHHO HACTHITHIIN 001112 OTIIaTHAIIOCT
U JIeCHa yMOpSIeMOCT, JaTupamiu oT enHa cenmuua. [lo maHHM Ha OMU3KHUTE MBXKBT € C
HamasieHo 3penue. [Ipeau 1 mecerr My € U3BBPIICHA ONEPATUBHA WHTEPBEHIIHS 1O TTOBOJT
dpakrypa Ha narena. [IpoBexna Tepanus ¢ @pakcunapus 1 x 0,6 M c.x./aH. be3 anamuesa 3a
NPHUIPYXKABAIIA U MUHAIH 3a00JISIBAHMSL.
Obexmusno cvcmosanue: 1lpy MOCTHIBAHETO C€ YCTAHOBH JIEKO YBPEIEHO 00110 ChCTOSHUE.
Koxa W BuAMMH JWraBUOM — OJIEOW, C CIMHUYHHM TETEXWH N0 JOJTHH KpaiHuiu. be3
MaTOJIOTUYHA HAXOJIKa OT CTaTyca Ha BBTPEIIHUTE OpraHu. JISBOTO KOJISHO € C omepaTHBEH
[IUKATPUKC, OTOK ¥ 3a4ePBsBaHE.
Ha nanuenra 6sixa Ha3HaYeHH CIIEIHUTE NAPaKIMHUYHU U3CIIEIBAHUS:
1) Jlabopamopnu uzcneosanus, uzevpuienu na 26.05.2022 2.:
o Xemornmobun — 61, Xemarokputr — 0,16, JleBkouutu — 3,6, Tpombouutu — 6,
Perukynornutu — 277,

o [I'moko3a, O6m Oentbk, Andymun, ACAT, AJIAT, Ankanna c¢ocdataza, CRP,
CepymHo xens30, XKCK, But B12 — B HOpMma;

o  OOw 6mnupy6un — 56, upexren omnupyoun — 7, JIIX — 849, Kpeatunun — 133; Vpes
—9, YpuHna — ypoOUITUHOTEHYPHS;

2) Obpa3znu uzcneosanus: Y3U na abnomen: UepeH npo0 — IMaJKu U Pe3KH O4YepTaHUS,
HOpMaJIHa TOJEMHHA, XOMOTeHHa eXOCTpykTypa; ipueH Mmexyp — cmactuueH; Cie3ka —
XOMOT€HHa CTPYKTypa, HOpMaiHa rojemuHa; bnOpenu — HOopManHa (opma U TOJEeMHHA,
3anaseH [IIIM u apenax, kucra B jeced 0b0pek — 20 mm; [lukouen mexyp — 6.0. Aepokounus;

3) HmynoxemamonocuyHo u3ciedsame Ha Kpwve: 0€3 HamMuMe Ha alo- W
aBToepuTpoanTuTena. Jupekren u naaupekTreH Coombs — HETaTHBHH.

JlaboparopHuTe UW3CIeABaHMsS TOKa3axa JaHHM 3a XEMOoJM3a — HMHAWPEKTHA
xunepomnupyonHemusi, Bucoku croiHoctd Ha LDH u ypobGununorenypus. be3 nannu 3a
CIUICHOMETaJHs, KOETO TOBOPH MO-CKOPO 3a MHTpaBaszalHa xemonu3a. ToBa B chueTaHHE C
TPOMOOIIMTOTICHHUATA TMPEANoiIara ChMHCHHETO 33 MHKPOAHTHONATHYHA XEMOJIMTHYHA
aHaMEHMUSI.

Hasnaueno neuenue: B oTnerneHneTo ce crapTupa JICUCHHE C PEXHIpaTalus,
KopTukocTepou ], IMr/kr Ha (oHa Ha TacTPOMPOTEKIIMs, MPEIUBAHE HA MPSCHO 3aMpa3eHa
ia3ma (x4), JIMICcBa U30TPYNOB CHBMECTHM €PUTPOIIUTEH KOHIIEHTPAT.

4) Mopgonocuuno ucneosane na nepughepHa Kpve (KpvéHa HAmMpueKa), KbAETO SICHO Ce
BIDKIAT MAaTOTHOMOHUYHUTE 30Uty (dur.2);

5) Jlabopamopnu uzcneosarnus, uzevputenu na 28.05.2022 a.:

o Xemornobun — 59, Xemarokput — 0,17, JleBkorutu — 3,5, Tpomborutu — 8§, Ypuna —

6.0.

JlaboparopHuTe  W3CIEABaHHMS  TOKa3axa  MEpCUCTUpPaHE Ha  aHeMHUATa |
TPOMOOLIUTONEHUSITA.

Jleuenue: JIozata Ha KOpTHKOCTepoua Oerie yBenuueHa 1o 1,5mr/kr. Ocrananara Tepamnus
OCTaHa ChIIaTa.

6) Jlabopamopnu uzciedsanus, uzevpuenu Ha 29.05.2022 2.:

o Xemornmobun — 59, Xemarokpurt — 0,16, Jlekouutu — 5,6, Tpombonutu — 19.

7) Jlabopamopnu uzciedsanust, uzevpurernu na 30.05.2022 2.:

o Xemornobun — 58, Xemarokpurt — 0,16, JIeBkouutu — 5,5, TpomOorutu — 12;
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e OO6m oumupyoun — 39, lupexkren Ounmupyoun — 6,4, JIAX — 849, Kpearuann — 103,
VYpes — 11, Ypuna — ypoOuiImHOTreHypHs.
8) Jlabopamopnu uzcaeosanust, uzevputenu na 31.05.2022 2.:
o XemornobuH — 69, Xematokpur — 0,19, JleBkorutu — 4,5, Tpomborutu — 11.
3alens3Ba ce JIGKO YBEJIMYEHHE Ha XeMoryioonHa 0e3 Ja € MpeiauBaH EpUTPOILUTEH
KOHIIEHTPAT, IIOPAJIX JIUIICA HAa H30TPYIIOBA ChBMECTUHA KPbBB.

3. Pe3yaraTu u o0chiKIaHE:

Pesynrature moka3Bar nurca Ha €(eKT OT NPWIAraHoTO JICYCHHE IO OTHOIIEHHE Ha
MUKPOAHTHUONATUYHATA XEMOJIMTUYHA aHemusl (TEPCUCTUPAHE HAa TPOMOOIUTOIICHUATA
<30x10/9 1, JI/IX — 6e3 nuHaMuKa, BUCOK HHAUPEKTEH OUmnpyouH). OT4eTeHO € 0100peHHe
HAa HEBpPOJIOTMYHATa CUMITOMAaTHKa W HHBOTO Ha XxeMmorioOmHa. beme o0chiaeHa
HEO0OXOAMMOCTTA JICYCHHUETO Ja MPOABIDKH C Iu1azmMad)epesa U MoCIIeIBAIO TIa3MOIPEIMBaHE
Ha (poHa HAa UMYHOCYTIPECHSI.

[Tpu uznucanero Ha 31.05.2022 1. oT oTneneHueTo Mo Berpentau 60aecTH, MarueHThT 0
HAcO4YeH 3a xocmuranu3aius B KiumHMKa 1Mo XeMmaToJord, KBACTO Oelie MpOIbIDKEHO
JICYCHHUETO T10 AITOPUTHM.

4. U3Boau:

o 3amocTaBsiHE Ha TMarHo3a TpomMOOTHYHA TPOMOOLIMTOIIEHUYHA ITyPITYpa € T0CTATHYHO
HaJInyueTo Ha TpoMOouuToneHus 1 Coombs-HeraTMBHA XeMOJUTHYHA aHEMUS,;

o TpomOomuTHaTa TPOMOOLMTOIIEHNYHA MTypITypa TPsOBa Ja ce JIeKyBa B YCIOBHUSATA Ha
CIELIHOCT;

o Ilpu HeBB3MOXKHOCT 3a IUIa3MeH OOMeH, Aa ce 3amouHe BiuBaHe Ha [I3I1 nmo
TpaHCHOPTHUPaHE B JIe4eOHO 3aBEJICHHE C YCIOBHS 3a IUIa3MEH OOMEH 710 25 MII/KT;

o IlmazmeH oOMeH (371aTEH CTaHJApPT) - 3aloy4Ba C€ Bb3MOXKHO Hail-paHo - (JOpH camo
NOJ03pEHHE TPU MUKPOAHTUONIATHUHA XEMOJIMTUYHA aHEMUS M TPOMOOIIUTONIEHUS) J10
KJIIMHUYHO OBJIasiBaHe Ha cbeTosiHueTo, PLT > 150 x 109/L u Hopmanuzupane na LDH.
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