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KIMAHAYHU CNYYHAU

CASE REPORTS

BOJIHA CbC CUCTEMEH J1YNYC EPUTEMATOAEC, BUCOKU pANCA AHTUTEJNA
N TEPMUHAJNTHA BbBPEYHA HEOQOCTATBbYHOCT

P. MNaHueBa', L. NMeTpaHoBa’, M. UBaHoBa', U. LLlenTaHoB', AT. KyHaypaxues?, M. HukonoBa?,
H. Konesa', P. Ctounos’, P. Pawkos'’

'KnuHuka no pesmaronorusi, YMBAJT "Cs. VB. Puncku®, MY — Codums
2KnuHuka no Hedpponorus, YMBAJI "Cs. UB. Puncku®, MY — Cocousi

Pe3tome. [pedcmassi ce 6orHa Ha 47-200uwHa eb3pacm C akmueeH cucmeMeH fynyc epumemamoodec —
KOXHa, cmaeHa, XxeMamorsoauy4Ha, 6bbpeyHa ¢popma. lMayueHmkama e ¢ 6bp3ornpozspecupawy, 8eposIMHO
Hekpomu3aupaw, 2sioMmepyrioHechpum rnpu KombuHayusi om MHO20KpamHo 3asuweHu anti-dsDNA u pANCA
aHmumena. lNocmwbnu e KnuHukama ¢ mepmuHanHa 6bbpeyHa HedocmambyHocm. [Ipoeede ce akmueHO
rnamozeHemu4Ho fieyeHue — nyncose ¢ MemursnnpedHu30510H, iMyHoseHUH u nysnc ¢ EHOokcaH. [Mposedoxa
ce owe KpwbeorpernusaHusi U ornumu 3a cmumynupare Ha duypezama ¢ ®ypaHmpun. 3anoyHa ce xemodua-
nu3a nopadu HerlocmuaaHemo Ha adekeameH OuypemuyeH omeaoeop U nosuliasaHe Ha a3omHume merna.
Ha 6azama Ha HacnoxeHa uHgekyus ¢ E. fecalis u E. durans 6ornHama pa3eu ducemMuHupaHa uHmpasasarnHa
Koaaynonamusi, KOsimo npomeYe ¢ KapmuHama Ha nonuopaaHHa HedocmambyHOCM U 3a8bPUU 1eMariHo.

Knrowoeu dymu: cucmemeH nyriyc epumemamodec, 3acsizaHe Ha 6enu dpobose u 6b6peyu, pANCA, cencuc

BbBEOEHUE

CuCTEMHUAT Nynyc eputeMaTogec € CUCTEMHO
3abonsBaHe Ha CbefuHUTENHAaTa ThKaH, NPU KOETO
NpeauMHO aHTUHYKNeapHn 1 hochonMnuaHn aHTu-
Tena pearvpaTt KpbCTOCaHO C KoXaTta U BbTPEeLUHM-
Te opraHu, obycnaesiiku pasHoobpasHa KIMHUYHA
kapTuHa. 3abonsasaHeTo 3acsara ot 15 go 48 gywm
Ha 100 000 xunagn HaceneHue. NMo-4eCcTo U TEXKO
bonenyeat adpoamepukaHuuTe. bonectta psagko
3anoyBa npeau nybeprtera un cnieg 60 roguHn. XKe-
HuTe 6onegysat 7-10 NbTK NO-4ecTo OT MbXeTe [1].
BbOpeyHoTO, OenogpobHOTO 3acsaraHe, BaCKynUTbLT
N CENTUYHUTE YCINOXHEHUST U BTOPUYHUAT aHTu-
dochonunnageH cMHaAPOM YecTo ca cped dakTopu-
Te, onpeaenswm NnporHo3arta Ha naumeHTa.

KNnUHUYEH cnyyaAn

MpencTtaBsme GornHa Ha 47-rogulHa Bb3pactT,
KosATO nocTbnu B KnuHukata ¢ gudysHa OTOYHOCT
Ha [OMHUTE KpavHMUM C AAaBHOCT OT 2 Meceua,
HamaneH obem Ha otgeneHarta ypuHa go 100-200
ml/24 h, 6onka B MankiTe cTaBu Ha pbueTe, adTh
B ycTata M mM3paseHa OTnagHanocT C JlecHa yMo-

psemoct. OT npoBegeHn B ambynaTopHU YCrioBus
nacregBaHus 2 meceua npegu xocnurtanusauuara
CTOMHOCTTa Ha kpeaTuHuHa e 180 pmol/l, nma no-
noxuTeneH 6enTbK B ypuHaTa U oTpulaTtenHu aHTu-
dochonunngHn aHTuTEnNa.

BonHaTa o1 18 rognHu e ¢ nocTtaBeHa AnarHosa
CUCTEMEH NyMNyC epuTemMaTofec — KOXHa, CTaBHa,
xemarornornyHa gopma. Jlekysa ce ¢ Megpon 8 mg/
OeH n PesoxuH 250 mg/geH. lNpes roguHuTe ca npu-
naraHu nyncose ¢ no 500 mg MeTunnpeaHU3onoH u
MmyHoBeHuH. MNpe3 2015 . e AnarHocTuumpaH cen-
TUYEH apTpuT, aHraxupal, gdcHaTa paguokapnarn-
Ha cTtaBa. [pe3 2014 r. e npoBegeHa GanoHHa aH-
rmonracTuka Ha a. nonnutea AekcTpa 1 amnyTauus
Ha 5-n NpbCT Ha AsicHOTO cTbnano. lNMoctaBeHa e
anarHosa 6onect Ha Broprep u ca BknoveHn Ara-
nypvH n Enukeuc. Mpes 2007 r. e 6buna npoBegeHa
pagvkanHa XMcTepPeKTOMUS MO NOBOA KapLUMHOM Ha
LWmMnKaTa Ha MaTkaTa. [NaumeHTkaTa e GuBL nMyLiay.

BornHata nocTbnu B yBpeaeHo 0010 CbCTOSIHME.
AdbebpunHa, ¢ gpebHun BnaxHu xpunose B AscHaTa
fbenogpobHa ocHoBa. CbpaeyHaTta genHocT Gelle
PUTMUYHA, C HanM4yeH CUCTONEH wWym 2/6 cTeneH
no uenus npexkopguym. YepHuat gpob belue Ha pe-
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OpeHaTa gbra. bsxa HanMyHM TecToBaTK OTOLM MO
OONHUTE KpanHUumM n gedopmMaLmsa Ha NpbCTUTE Ha
pbueTe TN Jaccoud.

OT wm3xogHuTe un3CneaBaHUsA Cce YCTaHOBMXa:
aHEeMWYEeH CMHOPOM, JAaHHW 33 HEXEMONUTUYHA HOp-
MOLMTHa HOPMOXPOMHa aHemusd, Hb — 67 g/l, WBC —
7,36x10%1; Ly —9,8%; NEUT — 87%; PLT — 358x109%,
noBuLIEHN Bb3nanutenHm mapkepn CYE — 75 mm/h;
CRP - 17,60 mg/l; xunonpotenHemus ¢ xunoanoy-
mMuHemnss TP — 60,90 g/l; Alb — 22,4 g/I; kpeaTUHWH
— 453 pymol/l; K — 6,10 mmol/l. YepHoapoOHUTE eH-
3uMK Bsixa B HOpMa, KOHLIEHTpaumsaTa Ha 6enTbk B
ypuHaTta 6ewe 2,76 g/l; eGFR, nsumucneH no MDRD
— 9,7 ml/min. OT MMmyHONOrM4YHUTE U3CneaBaHus:
anti-dsDNA screen > 200, Hucku HuBa Ha C3 n C4,
pANCA > 1:1280, otpuuarentu anti-PR3, anti-MPO
M oTpuuaTeneH kBaHTugepoHoB TecT. OT peHTreHa
Ha 6enu gpoboBe n cbpLe ce YyCTaHOBW BoanupaHa
asicHa 6enogpobHa ocHoBa C nneBpoanadparman-
HK1 aaxes3um (cur. 1). OT peHTreHorpacduaTa Ha ana-
HW 1 MPBCTU € HanMyHa aHKuNo3a Ha paguokapnarn-

N

Que. 1. U3xo0Ha peHmaeHozpaghusi Ha 6esiu Apoboee
u cbpye

HWUTe, KapnanHuTe 1 KaprnomeTakapnanHuTe cTasu
BOACHO. Jlykcauumsi Ha HAKOW OT MeTakaprnodanaHre-
anHuTe n uHtepdanaHreanHute ctasu (cur. 2). OT
npoeefeH HatveeH KT Ha rpbAeH Kow ce oTkpuxa
ONY3HN efeMHM NMPOMEHN B NoAKOXHAaTa MacTHa
TbKaH, ABYCTPaHHW NriesparnHun n3nuneu, BnsBo, cra-
60 nspaseHun, AngysHo NPbLCHATU 30HN TUMN ,MaTOBO
CTBKIO* M aAxe3noHHN NpoMeHn B gscHata beno-
ApobHa ocHosa (dwur. 3).

3anoyHa ce rneyeHne C KpbBOMpPENuBaHe Ha
epuTpoLnTEH KOHUeHTpaT; 3 nynca ¢ MI1 ot 1 g;
nync ¢ EHgokcad 500 mg; nyncose ¢ VIMyHOBEHUH
(90 amn.); xymaHanbymuH; onuTM 3a CTUMynupa-
He Ha guypesata ¢ ®ypaHTpun (5-10 amn./aeH) u
®pakcunapuH 0,4 ml/geH. B xopa Ha Taka npoBex-
[JaHOTO Nne4yeHne ctomHocTute Ha Hb cturat go 91
g/l, octpodhasoBuTe NoKasaTenu ce HopManusmpar.
Mopaan 3agbpxalmTe ce CTOMHOCTM Ha KpeaTu-
HUHa, nspaseHarta asotemus (ypes 0o 49 mmol/l)
M nepcucTupallata xmnoandbymmHemMums ce 3anodHa
xemogmanusa.

due. 2. U3xo0dHa peHmMzeHozpaghusi Ha dnaHu
u npncmu

due. 3. U3xodeH HamueeH KT Ha 2pbOeH kow
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EQHOKpaTHUSAT BOMUTYC Ha XEMaTUHHU MaTepumn
HanoXwu Aa ce NpoBefe racTpocKonusi, C KOATO ce
yCTaHOBMXa KaHAMAO3€eH e30charnT, XxmartanHa xep-
HUS N XPOHWUYEH racTpuT. Exorpadusa Ha KopeMHUTe
opraHu nokasea 6bLOpeLM CbC CbXpaHeHU pa3mepu
N OMdY3HO NOBULLEHA EXOreHHOCT Ha MapeHxuMma.
Vima gaHHu 3a yepHogpobeH 3acTow, acuuT, YepHO-
aopobeH xemaHrnom. OT TpaHCTOpakarHa exokap-
aunorpacdus He ce BM3yanuaupar Beretaumm, Ho uma
MW Il cT, Ao 1l cT, TU 1ll cT, dU — 30%, neprkapaeH
nanue okorio 70 ml. Nocnegsar oLLe HSKOSKO KPb-
BOMPENMBaHUSA Ha EPUTPOLIMTEH KOHLEHTPAT 1 Nync
¢ MIT 1,0 g. Bknounxa ce Ceftriaxone 1,0 g/gH. n
Kandizol (300 mg).

Cnep TOBa ce nosiBuxa nepudepHa umaHosa
M HapacTBal Mo ronemMvHa xemaToMm Mo Meguarn-
HaTa MOBLPXHOCT Ha NsiBOTO 6e4po, B MACTOTO Ha
LeHTpanHus BEHO3eH MbT, U B nybucHata obnacr.
OT npoBedeHVNTE KOHTPOMHW U3crenBaHust ce pe-
rmctpupaxa: WBC — 18x10%1; LYM — 2,4%; NEUT
— 95,6%, Hb — 102 g/I; otyete ce cnag Ha PLT —
75 x10%I; xnnoanbymMmMHeEMUs1 ¢ XMMOMPOTENHEMUS;
noBuaBaHe Ha 4epHoapobHUTE eH3nummn ASAT —
193,10 U/I; ALAT - 411,50 U/l; GGT — 335 U/I; oTpm-
uartenHu ceporormyHm npobu 3a xenatut A, Bu C u
NPOMEHU B KOArynaLMoHHUA cTaTyc — NoBuMLLaBaHe
Ha D-dimer, nbpBoHayanHo go 625 ng/ml (< 255);
crnag Ha ¢mbpuHoreHa nbpBoHayanHo go 1,93 g/l
(2-4); aPTT, koeTto He koarynupa n PT — 23,4 sec.

Mpe3 cnepgBawmTe 2 OHM Ce crnpsixa aHTMbuo-
TUKBT U NPUEMBT Ha aHTUMWUKOTUK; CMps ce npu-
noxeHueto Ha ®PpakcunapuH; nposene ce Geaxe-
napuHoBa Auanuaa; 3anoyHa ce C NperMBaHeTo Ha
MPsICHO 3amMpaseHa nnasma 1M TPOMOOUMTEH KOH-
ueHTpaT. Bbnpekn TOBa CcTOMHOCTMTE Ha Tpombo-
untnTe cturHaxa go 8x10%1; D-dimer — 5535; Fbg —
0,85; PT — 32,8 sec; aPTT — 37 sec; ASAT — 2008;
ALAT - 1850; LDH — 12297; GGT — 440. OT1 ankan-
HO-KMcenuHHoTo pasHosecwe: pH-7,35; pCO,-3,54
kPa; pO,-6,7 kPa; BEecf — 11,2 mmol/l; SBC-16,9
mmol/l; sat0,-84%.

BonHata GOelle npeBegeHa B peaHMMauusi C
Te3n rnokasaTenu, KbeTo NevYeHUETo NPOabIKM C
M1 80 mg/gH., Ceftriaxone 1,0 g/aeH n Fraxiparine
0,4 ml. Ot xemokynTypa ce nsonupa Enteroccocus
fecalis, a oT ypokynTypa ce usonupa Enterococcus
durans, koeTo Hanoxu cmsiHata Ha Ceftriaxone ¢
Unasyn 1,5 g/gH. OT npoBefeHa KOHTPOSHa PeHT-
reHorpadusi Ha 6enu gpoboBe 1 CbpLE € CHKEHA
NPOCBETNAEMOCTTa Ha AONHUS AeceH GenogpobeH
OS5, HepaBHO M HESACHO oYepTaH € OecHUAT Geno-
ApobeH Kynon n nma XnMnoBeHTUNAUNOHHN NMpoMe-
Hu (chur. 4).

Que. 4. KoHmposnHa peHmaeHozpagusi
Ha 6esiu dpoboee u cbpuye

JleyeHueTo npoabmkm ¢ kncnopog 4-10 I/h; MI1
100 mg/gH.; Unasyn — 1,5 g/gH.; adepesHn Tpom-
oouunTK; NpsicHo 3ampaseHa nnasma; EputponoetnH
2000 E sc; Fraxiparine 0,2 — 0,4 ml/gH. 1 BCceku-
OHEBHM uUnu npes geH xemoguanusu. bonHata pas-
BW FaHrpeHa Ha NpbCTUTE Ha pbLETe M cTbnanara,
€0HOBPEMEHHO TMHITMBOpArus M TpoMmbo3mpaHe Ha
KpbBTa B LEeHTpanHus BeHo3eH nNbT. OT nocnegHute
nabopaTtopHu n3cneasaHus ce permctpupaxa: WBC
—1,37x10%1; NEUT - 65,7%; LYM — 11,7%; Hb - 77
g/l; PLT — 24x109%/1; kpeatuHuH — 283 umol/l; Ypes
— 35,09 mmol/l; K — 4,32 mmol/l; ASAT — 46,59 Ul/;
ALAT - 65,83 U/l; CRP - 63,07 mgl/l.

Bbnpekn npoBegeHoTo B MbiieH obem nartore-
HETMYHO NeYeHune, NonmopraHHaTa HeaoCTaTbYyHOCT
nporpecupa v 3aBbpLUM feTanHo.

AUDEPEHLMANHA OUATHO3A U 3HAYEHUE
HA PANCA npru CJE

OudepeHumanHaTta guarHosa, Ha MbpBO MSCTO
BKIMOYBa AMCEMMHUPpaHa WHTpaBasarnHa Koaryro-
naTtus, nNpu KOATO Ce yCTaHOBSABAT CregHUTE Mpo-
MEHU — HUCKM TPOMOOLMTU; KbpBEHE N TPOoMbO33a;
yabrkeHn PT n aPTT; Bucok D-dimer u nognexa-
Wwa npuymHa. Ha BTopo mMsAcTo, TpOMBOTUYHA TPOM-
boumMTOoNeHMYHa Nypnypa, KOATO Ce XapakTepuaupa
C HUCKM TPOMOOUWTU; HAMA KbpBEHE; Hanu4yHa e
CUCTEMHa MUKpOCbAOBa TpoMbo3a; HopmarnHu PT/
aPTT; neko noBuweH D-dimer un 5-10% wwnctoum-
TV OT KpbBHa HaTpuBka. Ha TpeTo maAcTo, B Ande-
peHuManHOANarHOCTUYHNA MnaH Bnu3a WHOyUu-
paHaTta OT xenapwH TPoMOOLMTONEHWS, NPU KOATO
HAMa KbpBEHE; HanM4Ha e CUCTEMHa MMKPOCHA0Ba
Tpombo3a; HopmanHuu PT n aPTT n neko nosuweH
D-dimer. Ha 4eTBbpTO MSACTO € KaTtacTpodanHuaT
aHTMdochonnuaeH CMHAPOM CbC CriefHaTa KOH-
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cTenaumsa: neko NOHWXEHN UM HopMariHu CTONHO-
CTU Ha TpombouuTuTe; OCTpa CbCUPBAEMOCT ef-
HOBPEMEHHO Ha MHOXecTBo mecTta; PT n aPTT B
HopMa 1 neko 3asuweH D-dimer.

Mpuexme, ye Ha Gas3ata Ha HacnoxeHa MHQEK-
uma c Enteroccocus fecalis n Enteroccocus durans
[2] ©onHata pasBu OWceMUHMpaHa WHTpaBasar-
Ha Koarynonartusi, cBbp3aHa ¢ uHdekuunara [2] n ¢
ANCA aHTuTena [3], KosiTo NpoTeye ¢ kapTMHaTta Ha
nonmMopraHHa HegocTaTbyHOCT (guxaTtenHa M Ob-
OpeyHa HeJoCTaTbYHOCT M NepudpepHa raHrpeHa) u
ronsim xemaTtoMm, JOBEN 4O Pa3BUTMETO Ha haTanHm
KoarynaumoHHU HepyLUEHNUsT 1 3aBbPLUM NeTarnHo.

3HAYEHUE HA BUCOKUA TUTBLP HA PANCA
MPU NYNYCEH HE®PUT

pANCA ce oTkpuBaT 4pe3 MHANPEKTHA UMYHO-
dnyopecueHunsa npn 20% oT 6onHMTE CbC cUc-
TeMeH nynyc eputemarogec. Cpewat ce npu 60-
NHKU C nynyceH HedpwuT, NpU KOUTO CTOMHOCTTa
Ha anti-dsDNA cbuwo e Bucoka. Acouumpart ce C
HanUuMeTo Ha gudyseH nponudepaTtUBeH rmome-
pynoHecdput (knac 1V). MNpn naumeHTnTE C BUCOKM
pANCA HacTbnBaTt 6bp3a nporpecus kbM 6b6pey-

Ha HepocTaTbyHOCT [5, 6]. OcBeH ToBa Bb3MOXHO
€ BbpXy NnynycHusa HedpuT ga ce pasBue CBbp3a-
HuAT ¢ ANCA HekpoTuaupall n 6bp3onporpecupaly
rnomepynoHedput. buoncuute Ha Te3nm 6onHM
pasKkpuBaT HEKPOTM3MpaLl [foMepyrnoHedpuT ¢
punbpuHOMaHa HEKPO3a, PyNTypa Ha rmomMepynHaTa
0asanHa membpaHa, BbTpe- 1 U3BbHKaMUMASpPHO OT-
naraHe Ha ubpuH. CnyvyanTe ce UHTpenpeTupar,
KaTo nokasealun xapaktepuctmkn Ha ANCA-acoum-
npaH HekpoTuanpaly u 6bp3onporpecupalty rmome-
pynoHedpuT 1 nynyceH Hecpput [7]. i3BecTHO e,
ye ANCA wmoraTt ga npuumnHAT eHaoTenHa yBpeda
1 nocnegsawa Tpombo3sa [3]. 3a cwxaneHue, npu
Hawarta nauueHTKa He MOXaxme [a M3BbpLIUM
NyHKUMOHHa 6bOpeyHa broncusa 3a BepuduumpaHe
Ha Tuna rmomMepynHY U CbAO0BU YBpEXAaHUs nopa-
OM TEXKOTO 0010 CbCTOSAHME.

B s3akntoveHuve, npeacrassMe naumMeHTka C BU-
COKa aKTUBHOCT Ha CUCTEMEH Iynyc, MOMOXUTENHN
pANCA 1 gaHHKM 3a guceMmHupaHa MHTpaBasanHa
Koarynaumsa Ha ¢ooHa Ha eHTEPOKOKOB CEMncuc, ro-
nsiM XxemaTtoM W BacKynuT. Bbnpeku agekBaTHOTO
neyeHve Npu naumeHTkaTa ce pa3Bu NonmopraHHa
HeJoCTaTbYHOCT, foBena 4o dhaTtaneH Kpan.



