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Pestome: [Tapokcusmanna nowna xemoenoounypusi(PNH), napuuana owe kamo Marchiafava-
Micheli syndrome wiu Striibing-Marchiafava anaemia e eorno om npudobumume 3abonseanust
C8bP3aHU ¢ Hapyuwena KocmHomoszvuyna xemamonoesa.[1]llposssisa ce ¢ xemorumuuna
anemus, mpomoo3u U KOCMHOMO3bYHA ANAA3US U3PA3EHA 6 pa3iuyHa cmenel. Knunuuno ce
U3A646a NO HAKOIKO HAYUHA, KAMO MPOMOOMUYHUME CLOOBU UHYUOEHMU UMAM BAHNCHO
KAUHU4YHO 3HayeHue. Om maxuea unyuoenmu ca aveadxcupanu npubauzumenno 40% om
oonedoysawume[2]. B maszu nybruxayus we npeocmass nayuenm, npu Koumo OuazHo3ama
NApOKCUBMANHA HOWHA XeMo2l00unypus e nocmasena Ha 21e. Ha 312. cneo nanpasenu osa
2eHepAIUUPaAnHU enuienmudHU NPUnaodvka ¢ npexanséame Ha esukd, 3a2yoa Ha cvb3Hanue, Oe3
CNOMeH 3a CIy4uiomo ce u ciabocm na Oechu KpatiHuyu ce xocanumanusupa. Creo
ussvpuenume oopasznu uzcieosanus KT u MPT ce ouacnocmuyupa mpomo03a Ha KOpMuKaiHa
8eHd, 615160 (DPOHMATHO, CE2MEHMHU 30HU HA MPOMOO3UPAHE HA 20PEeH CACUMANEH 6EHO3EH
CUHYC U CUSMOUOEH 8EHO3EH CUHYC 08ycmpaHHo. [1o epeme Ha 6OIHUYHUS NPECMOT € U3BbPULEH
u KT ¢ KM na aboomeHn, no nooo ma xunepouiupyburemus, Ha KOUMO ce YCMAaHO08516d
mpom603a Ha cecMeHmMHU KIIOHO8€ HA JI8a U OSICHA YepHOOPOOHA GeHd.

KarouoBu aymu: [lapoxcusmanina HOWHA XeMo2noOuHypus, mpomobo3a Ha 6eHO3HU CUHYCU,
mpomOo3a Ha UYepHOOpOOHA 6eHA, KOMNIOMbPHA MOMOSPApuUs, MASHUMHOPE3OHAHCHA
momozpagusi.

VENOUS THROMBOSIS IN A PATIENT WITH PAROXYSMAL NOCTURNAL
HEMOGLOBINURIA. A CASE FROM PRACTICE
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Abstract: Paroxysmal Nocturnal Hemoglobinuria (PNH), also called Marchiafava-Micheli
syndrome or Striibing-Marchiafava anemia, is one of the acquired diseases associated with
impaired bone marrow hematopoiesis (citation from radiopaedia
https://radiopaedia.org/articles/paroxysmal-nocturnal-haemoglobinuria). It manifests with
hemolytic anemia, thrombosis and bone marrow aplasia expressed to varying degrees. It
manifests clinically in several ways, with thrombotic vascular incidents having important
clinical significance. Approximately 40% of patients are involved in such incidents[1]. In this
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publication, 1 will present a patient who was diagnosed with paroxysmal nocturnal
hemoglobinuria at the age of 21. At the age of 31, after two generalized epileptic seizures with
tongue biting, loss of consciousness, no memory of what happened and weakness of the right
limbs, he was hospitalized. After the performed imaging studies CT and MRI, thrombosis of the
cortical vein on the left frontally was diagnosed, segmental areas of thrombosis of the superior
sagittal venous sinus and sigmoid venous sinus bilaterally. During the hospital stay, a CT scan
with CM of the abdomen was also performed due to hyperbilirubinemia, which revealed
thrombosis of segmental branches of the left and right hepatic veins.

Keywords: Paroxysmal nocturnal hemoglobinuria, venous sinus thrombosis, hepatic vein
thrombosis, computed tomography, magnetic resonance imaging.

BLBenenmne:

[Tapokcusamannara  HommHa  xemornmobunypus  (PHN,  Marchiafava-Micheli
syndrome wiu Stritbing-Marchiafava anaemia) 3abonsBaHe, npu KOETO HMa HapyllcHa
XeMaToMmoeTHYHa (YHKIMS Ha KOCTHUS MO3bK. Cpelia ce MpH OKOJO 5 IylmiM Ha €IUH
munoH[3]. ma pasinuyHa KIMHHYHA MaHUQHCTENHsS OT OE3CHMITOMHO MPOTHYAaHE [0
HHTpaBaCKyJapHa XEeMOJIH3a, ChJOBH TPOMOO3M M KOCTHOMO3BYHA HEIOCTATHYHOCT.
ETtnonorusita Ha 3a00nsBaHETO € CBbp3aHa ¢ reHeTHUYHa MyTanus, X-cBbp3anus PIG-A ren
(phosphatidylinositol glycan) na crBomosure kietku[4]. XapakTepna manudecramnms € yepeH
[[BAT HA ypUHATA MPH HOLIHO ypHHUPaHE. [IpOABIKUTEIHOCTTA Ha )KUBOT € cpenHo oT 10 1o
30 rouHM OT ITOCTABSIHETO Ha THarHo3aTa, IPH IIPAaBUIIHO U ChbBpeMeHHO jieuenue[5]. OcnoBHa
IIPUYKHA 32 CMBPTHOCT Ca TPOMOO3HUTE.

Kinunuynus ciayvaii:

XKena na 31r, mpu koaro Ha 21r. BB3pacT € JIUMArHOCTUIMPAHO 3a00JIsIBaHETE
MapoOKCU3MaJlHa HOIHA XeMOrJIoOuHypus. JIBe roAMHHU cjel MOCTaBsHE Ha JuarHos3ara e
3anouHaro JjedeHue ¢ Ecolizumab, koero e mpoabmxmio 3r. OT 5r. KbM HACTOSII MOMEHT He
ce npuiara cnenrduuHa tepanus. [IpaBu UKTEpUUHU KPU3H TIpe3 JIBa Mecella ¢ JOCTUTaHe Ha
CTOMHOCTUTE Ha OMupyOorHU 10 60. Mecer mpean HacTosIIIaTa XOCIUTATU3AIIHS € U3BbPIICHa
eHgockorcka xonanruonankpearurorpapus (ERCP) ¢ ekcrpakuusi Ha KOHKPEMEHTH OT
Ownuapuu nbTunia. [loBox 3a HacrosaTa XOCHUTANIM3alMs ca JABa TE€Hepalu3HpaHu
eMeNIeNTUYHN TpUNaabKa C IpeXallBaHEe Ha e3MKa, 3arybda Ha Cbh3HaHME, 0e3 CIOMEH 3a
CIIyYMJIOTO, KaTO €IUH JIEH CJeJl TOBa peaju3upa MOBTOPHU MPHUCTBIU ClIe] KOUTO € C
U3TPBIBaHE U CIA00CT Ha IECHU KPalHUIIM, KaTO CUMITOMUTE ca GurykTyupauiy. [To Bpeme Ha
mperjesna NalUeHTKaTa € B Ch3HAHHUE, ajo- M aBTOINCHUXWYHO opueHTHpaHa. Hamuuue Ha
napacrte3us Ha JIECHU KpallHUIIM, KaKTO U 10 U30CTpeHU pediekcu uncunarepainto. Peduexcu
Ha babuHCKU ca oTpuliaTeNHu BycTpaHHO. HeBb3MoXkHaA € caMocTosITeNTHA TTOXO0/IKA.

Ot nabGopaTopHUTE HW3CIEABAaHMUS JaHHU 3a aHEMHS — XeMmornmobuH  86r/m u
TpoMOouuToneHus — 82., He c€ yCTaHOBSBAT MOBUIICHU BB3MAIUTEITHH MAPKEPH — HOPMATHU
croitnoctu Ha CRP - 2,45 u neskouutu — 8,45.

[ToBumenu uepHonapoOoHu eHzumu ACAT- 119; AJIAT — 148; ITT- 71, obm
OounnpyOuH — 78 u aupexTeH ounupyoun — 50,

N3BBpiienn 00pa3Hu U3CIEABAHUS:
JlutieBa pentreHorpadusi Ha TpHAHA KIETKAa: 0€3 JaHHW 3a CUTHHU(UKAHTHH
MaTOJIOTOYHU HAXOJIKH.
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MPT: B naBo (poHTaNHO TpEIeHTpaICH TUPYC C€ MPEICTaBs 3a7e0el, C MOBUIICH
curnaned mateHsuteT Ha T2 u FLAIR cepuute, kakTo M Hanuume Ha niepudoKalieH eeMm.
3oHara e ¢ NpuOIM3UTEIHN pa3Mepu B TpuTe paBHUHH 17/23/19Mm. Mima ymepeHa pecTpUKIIHs
Ha BogHuTe Mosiekyiau Ha DWI cepusita. B cpiiara 30Ha ce BU3yanu3upar XUIIOMHTEHCHU
toukoBuHU Gokycu Ha VEN BOLD cepusita. B cbecenctBo ¢ onucanara 30Ha ce HabIogaBa
JMJIaTUpaH KOPTUKaJeH BeHO3eH cbj. Jluncea Hopmamnus flow void ¢enomeHn kakto B
OIMCaHUs ChJl TaKa U B FOPEH CaruTaJleH BEHO3EH CHUHYC U CUIMOUJAJIEH CUHYC BIsicHO. Ha
M3BBPIICHUTE TIOCTKOHTPACTHH CEpUU ce HabIroaaBa JeeKT B HOPMAIHOTO KOHTPACTHpPAHE
Ha onucaHuTe cbaoBe. HaxoakuTe ca 1o TMma Ha BEHO3HAa TpomOO3a C €1eM Ha MO3bUHUS
MapeHXUM BJISIBO (PPOHTATHO IMAPACarUTATHO BCIEACTBUE HA TpOMOO3aTa U MUKPOXEMOPArhH.

Que. 1 leghexm 6 konmpacmupanemo Ha copen cazumaiien enoser cunyc (cmpenka), sag T1
MRI.

Que. 2 Hunamupan cybokopmukxanien 8eHoseH cv0 (cmpenxa). 3aoebenen u eoemeHn 2upyc ¢
nepugokanen edem 0kojo Hezo(omeopena cmpenxa,) ax u cor T2 MRI.

Enna ceqmuna crnen MarHuTHUS pe3oHaHc € HazHaueHa KT Ha kopem u Manbk Ta3 ¢
KOHTpACT nopaau GIyKTyHpaIiy CTORHOCTH Ha TpaHCAMHUHA3H, XOJIECTa3eH 1 00111 OUIupyOuH,
KaKTO W HaJu4He Ha CBOOOJHA TEYHOCT B a0JOMEH ChC 3aj]eOelieHa CTeHa Ha ThHKOYPEBHU
OpUMKH, HEXOMOreHHa exorpadcka cTpykrypa Ha depeH ApoO. Ot usBbpmieHata KT ce
BH3yanu3upa JedeKT B KOHTPACTHPAHETO HA CETMEHTHH KIIOHOBE Ha JisBa W JIICHA
yepHOIpoOHa BeHa. 3aje0erieHa cTeHa Ha JyOJAeHYM M MaJKO KOJIMYECTBO CBOOOHA TEYHOCT
MEX Ty UpeBHU OpuUMKH. be3 qaHHM 32 AeeKT B KOHTPACTHPAHETO HA ME3CHTCPHUAITHH ChJIOBE.
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Que. 3 Jlechexm 6 xommpacmupamemo Ha cecmMeHmMeH KIOHA HA 1564 YepHOOPOOHA 6eHd
(cmpenka), KT ¢ KM.

ean:

[IpencraBsine Ha MAalMEHT C MAPOKCU3MAIHA HOIIHA XEeMOTJIOOMHYPHS TIPH KOUTO MMa
TpoMOO3UpaHEe HAa MHTPAKpPAHHAIHM BEHO3HUW CHHYCH C €IeM Ha MO3BYHHUS IMAPEHXUM U
MHKpOXeMOparundHu 30HUA. ChIINO Taka ce HaOI01aBa 1 TPOMOO3HUpaHe Ha OTJCITHH CETMEHTH
KJIOHOBE Ha JIsIBa M JISICHA XeIaTajHa BeHa.

3agauu:
Jloka3zBaHe Ha TPOMOOTHYEH MHIMACHT IPU MAUEHT C JBJITOrOJAMINHA JaBHOCT Ha
MapOKCU3MaIIHA HOIIHA XEMOTJIOOUHYPHSL. .

MeToau Ha IPOYYBAHETO:

Owu3MKalleH Mperyie — CPeIHO KbM TeXKO 00mmo cherosiHue. CeTHBHA mapacTes3us U
cabocT Ha J1ecHU KpaiHuiu. Hepb3Mo)kHa camocTosATeNHa oxXoka. OTpunareaHu pedekcu
Ha baOuncku JlabopaTopHM M3cnenBaHus — MOBUIIEHN CTOMHOCTU Ha o011 OMmupyoun 55,8
mmol/l, aucko croitnoctu Ha xemornooun 107 g/l, tpombouuronenus 100 10*9/l. Hopmanuu
BB3MANNUTENHU MapKkepu jeBkouuTH, CRP u flonorpama.

OO6pa3un uscneasanus: MPT Ha riaBa HaTWBHO M TOCTKOHTPAacCTHO H3CJIEBaHE—
TpoM0O03a Ha TOPEH CaruTaJleH CUHYC, CHTMOMJIAJIEH BEHO3€H CUHYC JABYCTPAaHHO, KOPTHKAJIHA
BEHa BJIABO (POHTAIHO mapacaruTanHo. EnxeM Ha MO3BYHHS MApeHXHUM BISIBO (PPOHTAIIHO ¢
MHUKpPOXEMOparuu B Ta3uW 30HA. TpomOo3a Ha CErMEHTHM KJIOHOBE Ha JIgBa M JsICHa
4epHOpoOHa BEeHa.

O0cbxnane:

Kaca e 3a nanuenT Ha 311, ipu koiiTo Ha 21roaniHa B3pacT € IUarHOCTULIMPAHO
3a00J1sIBAHETO TApOKCHU3MaIHA HOILITHA XxeMom1oOuHypus. [loBox 3a HacTosmaTa
XOCTHTAIU3AIM Ca I'bPYOBA CHMITOMATHKA, U3TPBIIBAHE U CJIA0OCT HA JECHU KPAMHUIIH.
Ha 6a3ara Ha kIMHUYHH, JaOOpaToOpHU U 0OOpa3HU JJaHHU CE TMarHOCTUIMPA BEHO3HA
TpoM003a ¢ aHTaXHpaHe Ha MO3bYHU U YEPHOAPOOHU ChJ0BE. 3aroyHaTa € ChOTBETHA
Tepanus.

Pesyararn:

Ha xonTponen mperen 1mecery cien 60JIHUYHUSA MPECTON MaMEHTHT 0e3 ABUraTesIeH
nepunut. ChbxpaHeHa ceTUBHOCT. Hsima peanusupanu enuienTuyeH NpucThbIl.

88



H3Bonu:

Bbnpeku ue mapokcu3MaiHa HOIIHA XeMOTTIOOMHYPHS IO CBOSATA CH YECTOTA € PSIKO
32160JI5IB21, HpI/I TC3U IMAIUCHTU BUHArn TpSI6Ba J1a C€C MUCJIN 3a CbI0Ba 06CprKLII/ISI
npeau3BUKaHa ot TpoMO. J[oka3BaHeTO HAa TaKbB B €IUH ChAOB 0aCeiiH, €MH OpraH He
U3KJIIOYBA HAIUYUETO U B APYT OpPraH.
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