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Y cTarTi HaBefieHO KOPOTKY iHpopMalio Ipo pifikicHy popMy aBTOIMYHHOI Te-
MOJIITMYHOI aHeMii — ITapOKCHM3Ma/IbHY XOIO0BY FeMOITIOOiHYpio Ta K/IiHIYHWIT TpK-
KJIaJ] MaljieHTa 3 UM 3axBoproBaHHAM. OnycaHo nuiax andepeHiianbHO-AiarHoC-
TUYHOTO MOIIYKY IIPY PO3BUTKY >KOBTAHMILL.

Kntouoei cnosa: mapoxcy3ManbHa X0/I00Ba TeMOIIOOIHY pist, aHTUEPUTPOLIUTAP-
Hi anTUTINA [JoHata-JlangmTeitHepa, >XOBTAHULS, KPiOIJIOOy/IiHeMist, iMyHi3allist aB-
TOJIEVIKOIIMITAMMI.

ITAPOKCU3MAJIbHAS XOJTOJOBAS TEMOITIOBMHYPUS - ENIE OTVH
ACIIEKT IVI®®EPEHIIMATTBHONM OIMATHOCTUKM XKEJITYX
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B cTaThe npuBeneHa KOpOTKas MHPOPMAIVIA O pefKoil popMe ay TOMMMYHHOIA re-
MOJIMTUYECKOV aHeMUM — ITAPOKCU3Ma/IbHOJ XOJIOf0BOII TeMOTITIOOVHYPUM Y OTIVCaH
KITHWYECKMII CTy4ait Takoy 6onmesHu. Taxke omycaH myTh auddepeHyanbHO-I1-
arHOCTMYECKOrO TIOMCKA TP Pa3BUTUM JKEITYXMA.

Knioueevie  cnmoeéa:  mapokcusManbHas ~— XO/NIOAOBas  IeMOITIOOMHYpUS,

aHTUSpUTpOLUTApHBle aHTUTeNna [loHara-/laHAmITelIHEpa, JKENTyXa, KpUOITIoOymm-
HeMNsA, UMMYHM3aLMsA ay TO/IENKOLUTaMIA.
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PAROXYSMAL COLD HEMOGLOBINURIA - ANOTHER ASPECT OF
DIFFERENTIAL DIAGNOSIS OF JAUNDICE
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! Danylo Halytsky Lviv National Medical University, Lviv, Ukraine
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village, Ratnivskyi district, Volyn region, Ukraine

The article presents brief information about a rare form of autoimmune hemolytic
anemia — paroxysmal hemoglobinuria and clinical example of a patient with this
disease. The method of differential and diagnostic search in jaundice development has

been described.

Key words: paroxysmal cold hemoglobinuria, anti-RBC Donath-Landsteiner
antibodies, jaundice, cryoglobulinemia, autoleukocyte immunization.

Bcryn. Yacroro npuyumHOK© pO3BU-
TKY JKOBTAHMII € BipycHi renmaruru. Bi-
pycHi rematutu (BI') 3a crynenem Hera-
TYBHOTO BIUIVBY Ha 3JI0pOB’Sl HaceJIeHHS
3alIMAIOTh JIOMiHYIOU€ MiCLie Y CTPYKTYpi
indexuitHoi nmarosorii. 3a oLiHKOIO eKc-
nepTiB BcecBiTHROI OpraHisalii OXOpoHU
3I0pPOB’4, Y CBiTi BipycHUM renarurom C
indikoBaHo 6mu3pko 1 mMypz. mozeit, 180
MJIH. 0Ci0 CTpa>XIaloTh Ha XpOHIUHY dop-
MY LIbOT'O 3aXBOPIOBaHHA, 350 TuC. 1IOPO-
Ky IOMMpPaloTh. BipycHum remarurom B y
cBiti iHdikoBaHO 1 M/IpH. /MI0fET, HA XPO-
HiYHy (OpMy 3aXBOPIOBAHHS CTPaXK/ja€
6m3bko 400 MyTH. ocib, mopoxky Bix 500
1o 700 tumc. oci6 mommparoTh Bif 1€l iH-
dexuii [1]. Binomo 6mmuspko 200 HO30710-
rivHuX QopM, 3 AKMMU HeoOXifHO mpo-
BOIUTY pAMdepeHIiaNnbHy HiarHOCTUKY
BipyCHMX renaturis [2].

Y OKOBTAHMYHMII IIepiof; BUHMKAE
notpe6a BUKITIOYUTY >KOBTSHUL iHIIO-
ro retesy (HajIe4iHKOBi, eYiHKOBI Ta
nigneuyinkosi). HacTopoxxeHicTb nikapis
LI0[I0 BHUILENEPeTiYeHNX IaTONOTIYHMX
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CTaHIB CIIpUsA€ PeTeNbHIN [iarHOCTUII
Ta 0OCTEXKEHHIO MMAllIEHTIB 32 HaABHOCTI
Yy HUX CUMIITOMIB, Ki XapaKTepHi He 11-
1ie I BipyCHUX IelaTuTiB.

IIpore icHye psAJ 3aXBOPIOBaHb, 1110
CYNIPOBOJKYIOTbCA >KOBTAHMUIIEIO, ajle
3yCTpi4aroTbCA PifIkO, HEOCTATHDO Jlia-
THOCTYIOTBCS, i TOMY 4acTo no36aBieHi
yBaru mikapis. Jlo TaKMX HO3O0JIOTi CITif,
BilHECTM 1 ITAPOKCU3MAJIBHY XOJIOIOBY
remorno6inypito (IIXT). [Tapokcusmanb-
Ha XOJIOfIoBa reMoINobiHypia — 1e pig-
KicHa ¢opma aBTOIMYHHOI reMOMiTHY-
HOI aHeMil, TOIMPEHICTD AKOI CKIajae 1
Bumazfok Ha 20 000 — 100 000 o6¢cTexy-
BaHIX XBOpMX. B 0CcHOBI marorenesy ne-
XUTh ABOQasHa peaxliis reMosnisy epu-
TpounTiB 3a yuacri IgG (anTHTINA [JOHA-
ta-Jlanpmrerinepa). B mepurint ¢asi IgG
3a YMOBM BIUIMBY HU3bKOI TEMIIEpATypu
3B’A3YI0OTbCA 3 epuTponutamu i ¢ikcy-
10Tb KoMIuteMeHT. I1if gac ppyroi ¢asun,
npu TeMneparypi 37°C, HacTa€e aKTUBa-
L[i KOMIIJIEMEHTY, IO IPU3BOAUTDL [0
remonisdy [3]. Anrtutina [Jonara-Jlanp-
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wreiiHepa crenudivni 1o P-aHTHreny
eputpounris [3].

Mera. IlInaxom mniTepaTypHOroO IIO-
LIYKy Ta aHaji3y K/IiHiYHOIO BUIAJKY
BU3HAYUTH CIIIJIbHI Ta BigMiHHI O3HaKM
IIXT Ta BipycHux remaruris (BI), mo B
MOJA/IBIIOMY JIO3BOJIUTD Y/JOCKOHA/INTH
;[M(i)epeHuiaany [iarHOCTUKY MDK IMMU
IIaTOJIOTIAMI.

Marepianu Ta Mmetogu. [locmimxen-
HA HAyKOBMX JOCATHEHb Y rajysi aBTO-
IMyHHMX TeMONITUYHMX aHEMIil 3a f1a-
HVMM JTepaTypHMUX PKEPEN, a TaKOX
aHaJjIi3 K/IiHIYHOro BUIIAZIKy XBOPOIO Ha
[IXI' (ckapr, aHaMHe3y, IepBUHHOI Me-
AMYIHOI JOKyMeHTallii).

PesynbraTn. 3a JaHNMM IiTEPATY P,
kniniyno IIXI' xapakrepusyerbcsa Ha-
ABHICTIO T€MOJIITUYHMX Kpu3iB. Xapak-
TepHi: He3HaYyHa >XOBTYLIHICTh IIKipHu,
CKJIep; IIOTEMHIHHA cedi Iif| 4ac KpU3u;
0inb B HOIIEPEKOBii AISAHIN; CUHAPOM
Pelino; mifiBUIlEHHA TeMIlepaTypy Tina;
03HO00, 3arasbHa C1a0KiCTh, apTpaIris.

Orxe, xninigno IIXI' xapakrepnsy-
€TbCA HAsABHICTIO TE€MOMITUYHUX KpU-
3iB, IIiJj Yac AKNUX CIIOCTEPIra€TbCA PAL,
CUMIITOMIB, 1[0 NOTPeOyI0Th AndepeH-
1[iaJIbHOI IIarHOCTUKY 3 BIPYCHUMM Tre-
natutamu. Ilpum 060X 3axXBOPIOBaHHAX
CIIOCTEPIralThCA >KOBTYUIHICTD IIKipU
Ta CKJIep, IIOTEMHIHHA cedi, IOIIpaB/a,
npu [IXT e mig yac kpu3s 36inbuieH-
Hs PO3MipiB Ie4YiHKM Ta cenesiHku. Bin-
CYTHICTb 3HeOapB/IeHHS Ka/ly OfHO3HaY-
HO Ma€ BUK/IMKATU 03Py KIiHinmcTa
IIIO/I0 1iarHO3y TOCTPOTO TenaTuTy. 3pif-
Ka reMOJIiTUYHAa KpM3a CyNPOBOKYETD-
cs1 po3BuTKoM iHTOKCmKauii. [llogo 60-
bOBUX BIJYYTTiB, TO B 060X BuUITafKax
MO>XKe BUHMKATH 6i/1b y cyrmobax Ta y fi-
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JIAHII KMBOTA, X04a /I TEIaTUTY 6inb1I
XapakTepHi Big4yTTs AucKOoMdopTy Y
npaBoMy migpebeps, a g IIXT - 6inb B
emniractpii. PO3BUTOK B1acHe aHeMii crio-
CTepiraeTbcs MIle NP XPOHIYHUX Tre-
nartutax. [Hi 1abopaTopHi MOKa3HNUKA
3 O7I0Ky «Ie4iHKOBUX ITPOO» TaKOX HO-
3BOJIAIOTH PO3MEXYBATH 1ii IBi XBOpOOU:
mia IIXIT He XapakTepHe MifBUILEHHA
TpaHCaMiHa3, a MigBUILeHHs PiBHA Oii-
pyOiHy BinOyBa€eTbcs 3a paxXyHOK Hellpsi-
Moi ¢pakiiii, o HexapaKTepHO [is re-
HaTUTIiB (XO4a IIPM XPOHIYHOMY remaTu-
Ti 3 IMPO3OM IIEYiHKM MOKE€ BUHMKATU
«TPaHCIIOPTHa» HelpsMa rinep6inipy6i-
HeMisl yepe3 HEZOCTATHICTb Oinipy6iHo-
abOyMiHOBOTO KOMIUIEKCY)[4]; Tumo-
7oBa Mpoba Mpu MapOKCU3MaIbHill XO-
JIOTOBIiI TeMOITIOOIHYpii 3a/MNIIaeThCA B
Mexxax Hopmu. OcraTouHuM s gude-
PpEeHLia/IbHOI AialrHOCTHUKM € BU3HAYEHHA
MapKepiB BipyCHUX T€IIaTUTIB Ta aHTHU-
Tin Jlonara-J/lanpmreiinepa. CxemaTnd-
HO mudepenuiitHa giarHoctuka BI' Ta
[IXT nopana y Ta6m. 1.

Kniniyuamit Bumagok. Ha kadepmpi
indexuiitaux xsopo6 THMY cnocrepi-
raerbca nanieHt O., 59 pokiB, AKuit, 3a
TAHMMY aHAMHE3Y, TIOHa[, 3 POKM CTPaXK-
mae Ha IIXT. Cran XBOpOro mocrymnoBo
HOTiplIyBaBCs, OCHOBHOIO CKaprolo Oyia
IIOTaHa IEPEHOCUMICTD X0NoAYy. B ocTaH-
Hill piK CTaH YCKJIaJHUBCA HACTIIbKMU,
10 XBOPMII HE BUXOJVB Ha BY/INIIIO NIPU
HU3bKIil TeMIIepaTypi MOBITPA.

Bys 6arato pasiB rocmiranisoBaHmii,
30KpeMa Tpudi y reMaTo/IoTiuHe BifjIizieH-
H:A KuiBcbKoI K/TiHIYHOI TiKapHi 3 AiarHo-
30M «ABTOIMyHHa TéMOJTMYHA aHeMif
3 xonopgoBumu a"THUTiNaMu. IXC, arepo-
CKJIEPOTMYHMI KapAiocknepos, CH I ct.»,
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Tabnuus 1

IudepeHnnianbHa JiarHOCTNKA MiXK ITAPOKCU3MATHHOIO XO/TO[OBOIO
remorno6inypiero (IIXT) ta Bipycanmu renaturamu (BI) [4, 5]

L Hosomoriuna ¢popma N Hosonoriuxa gopma
CisbHI 03HAKU BigMiHHI 03HAKMK
I[IXT BI' [IXT BI'
JKoBTymiHicTh .
o1y Hesnauna Bupaxena Anemia - JIye pyia XI'B
HIKipH, cKIep
ApTtpanrisa + + AKTUBHICTD B Hopmi IligBuiena
PP ANAT, AcAT P
. . 3a paxyHok | IlepeBakHO
JInie mig yac IIpotarom [TigBuienHsa paxy .. p
TemHa ceua . . NN HenpAMOi 3a PaxyHOK
Kpusn ycboro nepiony | piBHs 6inipy6iny N
¢dpakuii | mpsamoi ¢ppaxuii
36inbI1eHHs Bupakene i .
. Hesnaune p Tumonosa npoba | Hopma 36inblIIeHHS
MeYiHKU TpUBaje
Cumnromu Tapsauyka mig vac Pisko 3HebapBIeHMit +
IHTOKCUKALIi1 Kpu3u (pifiKo) BUpPaXKeHI Kan
TsKKICTD YacTora .
. . Bxpait
binb B emiractpii + y IpaBoOMYy BUSIBJIEHHS . YacTto
. “ iIKO
mifipebep’i HO30710Ti1 P

fie IOMY IIPOBOJMIOCH JIIKYBaHHA KOPTH-
KocTepoifflamu i purocrarukamu. Ilicma
4eproBOro 3arOCTPEHH:, Y 3B A3KY 3 IO-
ABOIO >KOBTSHMIL (Il 4ac remMaTosorid-
HOI Kpy3nu) 6yB CKepOBaHMIT Ha KOHCY/Ib-
Talio Ha Kadenpy iHpekuiiHNX XBOpob
JIHMY im. [Jaruna [anuiskoro.

[Tpn obcrexxeHi xBoporo Ha Kade-
npi ingexuiitanx xsopo6 JIHMY, uepes
Te, 1[0 NPU BifICTOIOBaHHI KPOBi B Tep-
MocTaTi npu 37°C HacTynuB TeMOJIi3,
Oy/o BupillleHO IepeBipUTI XBOPOTO Ha
IIApOKCM3MAJIbHY XOJIOfIOBY TeMOIo0i-
Hypito. JliarHO3 [JicTaB MiATBEP>KEHHA
y Tecti [lonara-Jlangmreitnepa [6], mo
JO3BOIMB BUSABUTH BiATIOBiAHI aHTUTITA
y KpoBi mamienTa. [I7g 0boro Crovarky
iHKyOyBa/IM CMpPOBAaTKy XBOPOTO 3 HOP-
ManbHUMU epuTpouutamu rpymu A (0)
npu Temneparypi 4°C (30 xB.), a HOTiM -
37°C (taxox 30 xB). HagBHicTb remonisy
JO3BO/IM/IA BBAKATY T€CT IIO3UTUBHYM.
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I[TpoanasisyBaBum ab0OpaToOpHi MHO-
KasHuKM 3a 2011-2015 poxu My BUABUIN
Y XBOPOTO 3HIDKeHH: reMorno6iny (70-80
r/n), ToMipHUi1 nevikormros — 13-14 r/m;
PeTUKYNIOUUTH — 7%, 3HaYHE IiJIBUIIEH-
us HIOE - go 50 Mmm/rogm; ipu 3a60pi Kpo-
Bi 37e6i1b1I0TO BifOyBaBCA reMoris, Tomy
BM3HAYUTY CIIPABXKHIO KiJIbKICTb €pUTPO-
1UTiB He BAanocs. Tak, mpoTsarom 3 pokiB
y TeMOrpaMi XBOPOTO HaABHi ITOKa3HMKM
€pUTPOLIMTIB, fIKi KOMMBAIOTHCA Y MeXKax
3,0-0,04 T/n. CrioctepiraeTbcsi He3HaYHE
HigBuUILeHHs piBHA 6inipy0iHy KpoBi (24,4
MKMOJIb/JI) 32 paxyHOK HempsMoi ¢pak-
uii (20 mxmonb/n). IIpn Y3]] BusBieHo
He3HauHe 30iabiIenHs nedinku (12,8 cm)
i 36imHEHHS CyAMHHOrO MajroHKa. [leski
HaJOI/IbIII TIOKA30Bi JjaHi KIIHIYHOTrO aHa-
71i3y KpoBi HaBeJieHi B Ta0JL. 2.

Y cupoBarni KpoBi HamieHTa Oyan
TAaKOXX BUABJIEHI X0O/IONOBI IPelUIITyI0-
4i 6inky — Kpiorno6byminm 2 Tumy.
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Tabnuuys.2.
Iloxa3HMKM 3araJIbHOTO aHali3y KpoBi manienrta O.
ITOKA3HMKN

HATA | Epur, | Hb, | Jleii, |cerm, | mam, | eos, | woHi, | nim, | mox, | IIOE, | Petuk, | Tpomo6,
x102 | r/n | x10° | % % % % % % | Mm/rom | %o x10°
11.04.11 76* | 13,5 | 46 48 37 32 264
01.07.11 1,55 67 | 14,4 | 56 1 2 29 12 55 344
15.07.11 | 2,02 76 | 14,8 | 51 3 1 37 8 50 480
25.07.11 2,3 80 | 15,6 | 41 2 45 12 50 470
30.11.11 | 0,42 81 8,3 28 3 2 50 378
14.12.11 0,29 77 | 14,6 | 36 1 2 46 500
27.06.12 3,0 86 4,8 41 2 0 44 13 60 17 120
08.08.13 0,2 102 | 13,7 | 37 7 3 50 3 145
02.05.14 0,8 110 48 9,4 297
10.12.14 | 0,04 58 5,2 39 3 0 0 50 8 47 15 342

* TIpwm 3a60pi KpoBi YyacTo BiffOyBaBCs reMOJIi3, BUSHAYNTH CIPABXKHIO KiZIbKICTh €PUTPOLNTIB BAaBa-

JIOCA HE 3aBXXION.

[Torana mepuMHOCUMICTD XONIOAY, I10-
TipIIeHHA 3aTa/JbHOTO CTaHY, 0COOINBO
B3JIMKY, Ta HasIBHICTb KpiornoOyiHiB y
CUPpOBATIi KPOBI CBIJYMIN IIPO Te€, IO
Yy XBOPOIO € KIIHIYHUII CUHLPOM Kpio-
rno6yninemii. Came ToMy, JJis TiKyBaH-
HA 3 METOI0 IIPUTHIYEHHA CUHTE3Y Kpi-
or7o0yIiHiB XBOpoMy Oyna mpoBefieHa
(3a HalIOW paHillle BXXe ONMCAHOI Me-
TORVIKOI0) BHYTPilIHbOIIKipHa iMyHi3a-
11is HelHAaKTMBOBAHMMM aBTOJIENKOIM-
Tamu [7-9].

Ilicna mposefeHHA iMyHi3allil BxKe
yepe3 fBa TIDKHI piBeHb KpiornoOy-
NiHiB 3HU3MBCA 3 42 o 12 yMOBHUX
opvauLp (HopMma po 10 YO), antutina
[o P-anTurena epurpouuTis mepecra-
Y BU3HAYATUCSA, a CTaH XBOPOrO HOP-
MajisyBaBca. Yepes miBpOKy y XBOpO-
ro JIelo IOripmmaach MepeHOoCUMICTh
X0/IoAy, Npu O0OCTeXeHHi Oyno 3HO-
BY BUABJIEHO IiJIBUIIEHHA PiBHA Kpio-
rnobyninis (25 YO). Imynisanito aBTo-
NMEMKOUUTAMU IOBTOPWIM, MICAA 4YO-
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IO IPOTATOM TPbOX HACTYIHUX POKiB
KpiornmoOyniny Oinblie He IpPOSABIA-
JIUCh, TEMOJIi3 He CIIOCTepiraBCs; CTaH
XBOPOTO 3HAYHO IOKPAIIUBCH.

BucnoBok. He3Bakarouu Ha Te, 110
[IXI' € Hap3BMYAHO PiIKICHOKO IaTO-
JIOTi€X0, y pasi BUHUKHEHHA TIeMOJIi-
3y npu HarpiBaHHi kpoBi fo 37 °C, ii
IOLiIBHO 0OCTeXyBaTy Ha HAasBHICTb
aHTUTIN o P-anTureHa epurponuris
(aHTHUTIIA Honara-JlangimreiiHepa).
Y XBOpMX 3 IIOraHOI IIE€PEHOCUMICTIO
X004y Ta IOTipIIEeHHAM 3arajabHOrO
CTaHy B3MMKY — HeOOXiTHO BU3HauaTH
KpiornoOymiHm.

BpaxoByrounm  HaABHICTD  CXOXOI
CUMIITOMAaTUKM Y KI/IiHIYHIM KapTuHI
[IXT 3 >KOBTAHULAMM iHIIOTO I'eHe3Y He-
o0XifHe TpoBeleHHs peTenbHOI Aude-
PEeHIIia/IbHOI IIarHOCTUKY IJMX 3aXBOPIO-
BaHb, Ta KOHTPO/IO AKOCTi OTPVMMAaHHA
abOpaTOPHNX ITOKa3HMKIB /I BIIeBHe-
HOCTI y IIOCTaBJIEHOMY JIiarHO3I.
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