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Y cTarTi noBigoMnfaeTbCa Npo Bunagok xsopobu Kikyvyi—®ymxkumoto (XK®) B Ykpaiui, ingykosaHoi Enwwteiitn—bapp Bipycom (EBV), y 0aHOpiYHOI giB4UHKN
i3 po3nosctopxeHum nimdonponicpepatusHum cuiapomom (JMC), eHteponarieto, 3anansHumn nposisami JIOP-opraHie, rineptepmieto, NeiikoneHieto
i3 HEMTPONEHiE0 Ta TPOMOOLIMTOMNEHIEID, 3 BUCOKUMY MAapKepamu 3ananeHHs, i3 BTOPUHHUM TPaH3UTOPHUM remodparoyutapHum nimcporictioyntosom (FOJM).
EmnipuyHo po3noyara Tepanis aHTUGIOTUKAMKU LLIMPOKOTO CMeKTpa BUABMIAcH HeedekTUBHOK. poBoaunacsa andepeHuiauia i3 roctpoto neiikemieto (M),
mienogucnnactuyHum cungpomom (MLC), iHcbekLiivum npoLecom Ta nimcomoto. BukoHysanuck acnipauiitHa, Tpenaxadiiia 6ioncis kictkoBoro Mosky (KM),
MONEeKYNAPHO-reHeTnyHi gocnimkeHHa KM ta kposi. [iarHo3 XK® BepudiikoBaHWd y [BOX HE3aNeXHUX FiCTONOrYHUX nabopatopisix i3 NpoBeAeHHSM
ricronoriyHoro gocnigpxenns ta IMXM J1B. V sig6utkax J1B BusBNEHO NOMipHY KiNbKiCTb aTunoBux NiMQOILHUX KNITUH NMEPEBaXHO BEANKOTO PO3Mipy
3 IHTEHCNBHO-6230(DINbHO0 BaKYONi30BAHO LUTOMIA3MOI0 Ta BEMIMKUM NONMIMOPMHUM SAPOM, CXOXWUX HA KIITUHW TOKKIHA, ABOALAEPHI KNITUHYN, CXOXI HA
Knitnin Piga—ILLTem6epra, makpodparu, nismicayHi rictioumtn. Y rictonoriyHux npenaparax JIB Buasnanaca 3HayHa KinbkKicTb Makpodaris, 03HaKu
BMPA3HOr0 KapiOpekcucy Ta 3Ha4YHi HeKpo3W 6e3 NpUCYTHOCTI HEMWTPOMINbHUX rPaHyNnouMTIB, AY)XKEe XapakTepHi Ans HeKpoTU3Y4oro nimdageHity.
3a peaynbtatamu IMX[ kniTuHU 3 Mopponorieto iMyHo6nacTiB BUABUANCA NO3UTUBHUMI HA CD20, PAX-5. MiX KniTuHamn nyxnuHn BUSBASNaca Bennka
Kinskicte T-nimcpoumTie (CD3*) Ta makpodparis (CD163, CD68). Takox Ui KniTuHu 6ynu reteporeHHo no3utusHuMu o CD30, bel-2, HeratnsHumm go CD15,
CD10, tdt, CD38, CD246, bcl-6, c-myc. YV kniTuHax nyxnuHu BuseneHa ekcnpecis CD44, MUM1 ta CD43. Mpu monekynsipHoMy AOCAIMKEHHI 6inbLicTh
iMyHO61acTONOAIGHMX KNiTUH, 0CO6MNBO BENUKNX aTUMOBKX, Byna No3MTUBHOK A0 BipycHux 6inkis EBER EBV. Mpu 3a6apenexHi Ha Ki-67 no3utneHo 6yna
6inbWICTb UMX KNITUH Ta Maike BCi BENMKi aTunoBi KNiTuHu. Mpu 3a6apeneHHi Ha p53 BUABMEHO «AMKWiA» TN ekcnpecii. 3a pesynstatamn KTy guTuHM
BUSABNANNCA BOTHWLIA HEKPO3Yy Y 4acTuHi JIB Ta B napeHximi cenesiHku. Mo3uTueHOro KniHivHoro edpexty (perpecis JIMC, Hopmanisauis remorpamu,
BIfJCYTHICTb 1a60PATOPHMX KPUTEPIiB 3ananeHHs) JOCATHYTO Yepe3 MicsiLb Bif NO4aTKy 3aCTOCYBaHHA y NikyBaHHi kopTukocTepoigis (KC).

JlocnifkeHHs BUKOHAHI BifNOBIAHO A0 NpuHLMNIB MenbCiHCcbKOi [eknapadii. MpoTokon JOCniAXeHHs yXBaneHuii JTokanbHumM eTuqHumM komitetom (JTEK) BCix
3a3Ha4eHux y po6oTi ycTaHoB. Ha npoBefeHHs A0CAiMKeHb 6Yno 0TpUMaHO NoiHDOPMOBaHY 3rofy 6aTbKiB AUTUHW.

ABTOpPM 329BNIAOTH NPO BiACYTHICTb KOHMAIKTY iHTEPECIB.

Knto4osi cnosa: xgopo6a Kiky4i—®dymxumoTo, Enwteii—bapp BipycHa iHdekLis, remodaroumtapHnii niMmdoricTioynTos, AiTu.
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This article describes a case of Kikuchi—Fujimoto disease (KFD) in Ukraine induced by Virus Epstein—Barr (VEB) in a one year old girl with lymphoprolifera-
tive syndrome (LPS), enteropathy, inflammatory manifestations of ENT organs, hyperthermia, leukopenia with neutropenia and thrombocytopenia, high levels
of inflammatory markers, secondary hemophagocytic lymphohistiocytosis (SHLH). Empiric antibiotic therapy had no effect. Differentiation diagnosis was used
to eliminate acute leukemia (AL), Myelodysplastic syndrome (MDS), infectious process and lymphoma. Bone marrow biopsy and bone marrow aspiration as
well as genetic and molecular tests on bone marrow and blood were performed. The diagnosis of KFD was verified by two independent histological laborato-
ries after histology and immunohistochemical testing on LN. A moderate amount of lymphoid cells mostly of a larger size with intensely basophilic vacuolat-
ed cytoplasm and large polymorph nucleus similar to Hodgkin cells, binucleate cell similar to Reed—Sternberg cells, macrophages, crescent shaped histio-
cytes were detected in the LN smears. Histology slides of LN showed a high amount of macrophages, signs of karyorrhexis and severe necrosis with absence
of neutrocytes, which are common in cases of necrotizing lymphadenitis. Immunohistochemical testing showed that cells with immunoblast morphology were
CD20, PAX-5 positive. Between the cells of the tumor a large amount of T-lymphocytes (CD3+) and macrophages (CD163, CD68) was detected. These cells
were heterogeneously CD30-, bcl-2-positive and CD15-, CD10-, tdt-, CD38-, CD246-, bcl-6-, c-myc-negative. Expression of CD44, MUM1 ta CD43 was detect-
ed in the cells of the tumor. Molecular analysis detected that most of the immunoblast cells, especially large atypical ones, were EBER EBV positive. Ki67 test
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showed the positivity of most of these cells and almost all of the large atypical ones. The p53 test showed the wild-type expression. The CT detected hotbeds
of necrosis in a part of a lymph node and in the parenchyma of the spleen. Positive clinical effect (regression of lymphoproliferative syndrome, normalization
of the hemogram, absence of laboratory sins of inflammation) was achieved after 1 month of corticosteroid treatment.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all participating institution. The informed consent of the child's parents was obtained from the studies.

No conflict of interest was declared by the authors.
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B cTatbe coobLuaetcs 0 cnyyae 6one3Hn Kukyun—®Oymxkumoto (BKD) B YkpanHe, nHayumposanHoii Inwreiii—bapp supycom (EBV), y roaoBanoi LeBo4km
C pacnpocTpaHeHHbIM numonponndepatusHbiM cuHgpomom (J/IMC), aHTeponatwen, BocnanuTensHbiM npoueccom JIOP-opraHos, runeptepmueit,
NENKONEHNeNn C HeNTpOneHWen W TPOMOOLMTOMEHWEN, C BbICOKMMU MapKepamy BOCMANeHWs, C BTOPUYHBIM TPaH3UTOPHLIM remModaroLmTapHbiM
nnmcpoructountosom (FOJIT). IMNNPUYECKN HA3HAYEHHAs HavaTas Tepanus aHTMOGMOTMKAMKM LUMPOKOro cnekTpa 6bina HeadhekTuBHOI. MpoBoamnach
ouddeperumraumsa ¢ octpoi neitkemuein (0J1), muenogucnnactuieckum cuHgpomom (MIC), WHGEKUMOHHBIM NpoLeccoM W nuMdoMoii. BeinonHanucs
acnupaunoHHas, TpenaHaunoHHas 6uoncus KoctHoro mosra (KM), monekynspHo-reHeTnyeckue uccnegosanns KM u kposu. uardos BK® sepudpnunposaH
B ABYX HE3aBUCUMbIX FMCTONIOMMYECKNX N1aB0paTopusix BCAEACTBIUE NPOBEAEHUs TUCTONOrMYeckoro ncenegosanus u UMXW NY. B otnedarkax J1Y BbisiBNEHO
YMEPEHHOE KOMMYECTBO aTUMUYHBIX NUMMONAHLIX KNETOK MpeuMyLiecTBEHHO 6ONbLIOT0 pasmepa C WHTEHCUBHO-62a30(DUILHON BaKyONN3NPOBAHHON
LMTONNA3MOA 1 60MbLUNM NOANMOPCHBLIM SAPOM, MOXOXMX HA KMeTkn XOMKKUHA, OBYXbALEPHbIE KNEeTKW, Noxoxue Ha kneTku Pupga—lLLUTembepra,
Makpodary, noayMecsyHble rMCTUOLNTBI. B ructonornyecknx npenaparax J1y okaszanoch 3Ha4UTeNbHOE KONMMYECTBO Makpodharos, NpU3HaKi BbIPXKEHHOTO
Kapuopekcuca U 3HaYMTeNIbHble HEKPO3bl 6€3 NMpUCYTCTBUSA HENTPOMUIIOB, XapakTepHble AN HekpoTuaupytowero numdagenuta. Mo pesynsratam UMXN
KNeTkn ¢ Mopdonorueit MMMYHO61ACTOB Obln NONOXUTENbHBIMW Ha CD20, PAX-5, Mexpy Knetkamu Onyxonu 0Ka3anocb 60MbLUOE KOJMYECTBO
T-numcpountos (CD3+) n makpodparos (CD163, CD68). Takxe aTn KneTKn Obinu reTeporeHHo nonoxutensHsimm kK CD30, bel-2, HeratueHbiMK K CD15, CD10,
tdt, CD38, CD246, bcl-6, c-myc. B knetkax onyxonn BbisieneHa akcnpeccusi CD44, MUM1 n CD43. Mpu mMonekynspHOM nccrnefoBaHum 60MbLUNHCTBO
MMMYHO6M1ACTONOA0GHbIX KNETOK, 0CO6EHHO KpYMHble aTUMUYHble, ObIIN NONOXUTENbHbIMIW K BUpYCHbIM 6enkam EBER EBV. MNpu okpacke Ha Ki-67
NONOXNUTENbHBIMM ObI 6OMLLINHCTBO 3TWX KNETOK U MOYTW BCE KPYMHbIE aTUNMyHble KneTKu. Npu okpacke Ha p53 06HAPYKEHO «ANKWiA» TUM 3KCPECCUn.
Mo peaynbratam KT y pe6eHKa BbisiBNEHbI 04arit Hekpo3a B 4actu J1Y 1 B napeHxume ceneseHku. MonoxuTenbHblil KnuHndeckuii addekT (perpeccus JIMNC,
HOpManM3auus remorpammbl, OTCYTCTBME NabOPaTOPHbLIX KPUTEPUEB BOCManeHWst) LOCTUTHYT 4Yepe3 Mecfil, OT Hayana MpPUMEHEHNs B NEeYeHuM
KopTukocTeponaos (KC).

ccnenoBanue 6b1n0 BbINOMHEHO B COOTBETCTBIN C NPUHLMNAMK XenbCUHKCKOM [eknapaumu. MpoTokon uccnefosanns 6bin 0400peH JT0KanbHbIM 3TUHECKIM
KomuteTom (J19K) BCex y4acTBYHOLLMX yupexaeHuii. Ha npoBeaeHne nccneaoBanuin 6110 nonyyeHo MHCHOPMUPOBaHHOE cornacue poauTeneit pebeHka.
ABTOpbI 3a8BMAOT 06 OTCYTCTBUM KOH(DANKTA MHTEPECOB.

Knioyesble cnosa: 60ne3Hb Kuky4n—>OypxumoTo, dniwteiii—bapp BUpyCHas MHGeKUNS, remodaroynTapHbin nUMGOorncTmounTos, AeTu.

Beryn

3 TOPYTIEHHSIMU TeCTiB (hYHKITIOHYBAaHHST TIEUiHKH,
apTpaJriaMM Ta BTpPaTOl0 BarW, 3MiHAMH
y remorpami [13,15,18,19,22,27,28,32,45,48,49, 53].

)iBopo6a Kikyui—@ymxumoro (XKD),
TaKOX BigoMa gK  TicTionuTapHU

HEKPOTU3YIOUHil JiMdaseHitT, € K0OPOsSKiCHUM
IIPOIIECOM, IO TiCTOJIOTIYHO XapaKTePHU3YEThCS
HEKPOTUIYHUMHU BOTHUIIIAMHU, OTOUEHUMH TiCTiOH-
TapHUMU arperatamu, Ta BiJICYTHICTIO HeHTpo-
disbHEX rpanysonuTiB. XBOpoOy BIIEpIIE BEpH-
(dikosano B dmonii y 1972 p. [25]. Haituacrime
XBOPIIOTh MOJIOZII KIHKH, IIPOTE 3aXBOPIOBAHHSI
3yCTpIiYaeTbCA W y MiTe Pi3HUX BIKOBUX TPy
[22,41,48]. barato nocigHUKIB IOBOASTH BipyCHY
etiosiorito XK@, nos'g3yioun ii 3 Bipycamu EBY,
MIPOCTOTO Tepriecy JIOAUHA 6-T0 THUIY, BITPSHOI
BicriM, BipycoM maparpuiy, I[apBOBipycoM
B19, muromeranosipycom (CMV) Ta Tokcorias-
mozoMm [31,32,50,51]. IIs xBopoba MPOSABISETHCS
JimMdaneHonaTielo i BUCOKOIO TeMIepaTypoio
Ta ACOLIIOETHCS 13 rernaro- Ta CIJIEHOMeTasi€lo

Moske cympoBOKYBaTHCSl aHTiHOIO, IIJIYHKOBO-
KUIIKOBUMHU CUMIITOMaMH ab0 ypaskeHHSIM HIKipu
[7,27]. XBopoba Mae TEHAEHIIO 0 CIOHTaHHOI
pemicii i3 cepelHbOI0 TPUBAJICTIO /IO TPHOX Mics-
miB. /Jleaxi BueHi BuABMIN 3B's130k MKk XKO
i cucremMHrM uepBoHMM BoBuakomM (CUB) [12,
34,40,43]. Ockinbkn XKD He Mae KIaCUIHUX KJTi-
HIYHUX 0COOJUBOCTEN Ta JTabOPaTOPHUX XapaKTe-
PUCTUK, 1le MOKe MPU3BECTU O AiaTHOCTUYHOI
IJIYyTAaHWHU Ta TTOMUJIKOBOTO TIPU3HAYEHHS JIKY-
Banms. Kiiniuna npesentaitiss XK® moske imiTy-
BaTH Pi3HI 3aXBOPIOBAHHS, BKITIOUYAIOUH iH(EKIIiT Ta
JiMmcpomu. [[iarHo3 BCTaHOBIIOETHCS TiCTOJOTIUHO
Ha IiJcTaBi pesy/bTaTiB ekciusiiinoi oOiormcii
gimbarnuanx BysaiB (JIB) [4,7]. Bepudikysatu
3aXBOPIOBAHHSI MO>KHA JIMIIIE HA I1/ICTaBl TUIIOBUX
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MopGOJOTIiYHNX 3MiH JiM(MATUYHOTO BY3Ja,
pe3yJibTaTiB JAOAATKOBUX IMYHOTICTOXIMiYHUX
nocmimpkens (1ITX/]) [3,25,29,37,45,46].

Ile moBomi pigKicHAa TATOJOTIL, MO YacTile
3ycrpivaeTbcs B A3ii, Takoxk 3adikcoBaHi 1mMoou-
HOKi BUnaaku B AMepurti, Adpurtt Ta €spori [37],
TOMY O0i3HAHICTh PO Hel cepell MEIUKIB MiHi-
MasbHa. IToiHdopMoOBaHiCTh PO 10 XBOPOOY
JIOIIOMAarae 3amo0irTv MOMIJIKaM y BCTaHOBJICHH]
NIaTHO3y Ta HENPaBUJIBHOMY JIKyBaHHIO. Tomy
BBAKAEMO 3a [OIiTbHE MOBIIOMUTH MEAUYHY
crisibroTy 11po Bunanok XK@ B Ykpaini, inmyko-
Banuil EBV, y o1HOPiYHOI IBYMHKU 13 PO3IIOBCIO-
mxkennM JIIIC, eHTepomarieo, 3amaJdbHUMHU
nposisamu JIOP-oprauis, rinieprepmieio, Jielikorre-
Hi€l0 i3 HeUTpoIleHiclo Ta TPOMOOIUTOIEHIEIO,
3 BUCOKMMHU MapKepaMu 3arajieHHs, i3 BTOpUHHUM
TPAH3UTOPHUM TeModaronuTapHuM JimMoricrio-
urozoM (I'DJIT), 106 miAKPeCIUTH, 10 PaHHE
pO3ITi3HABAHHS 3aXBOPIOBAHHA MAa€ BUPINIaIbHE
3Ha4YeHHsI y BUOOPI MPaBUIIbHOI JIIKYBaJbHOI TaK-
TUKH Ta OJAJIbIINII BIIUB Ha mepebir XBopoOu.

Kiiniyauii BUnaziox

Jlisuunxa Bikom 1 p. 1 mic. 10.07.2019 p. rocri-
TiJIi30BaHa 31 CKapraMu Ha: MiJ[BUIIICHHS TeMIIepa-
TYpPH 10 BUCOKO(MEOPUIBHUX MOKA3HUKIB BITPO-
noBxk 10-tu amiB, MJSIBICTH, BIiIIMOBY BiJ ixi,
HechOpPMOBaHi BUTIOPOXKHEHHS. JuTnHa 3aXBOpi-
7a 3a 14 gHIB 10 rocmitasrisariii, KoJu 3 SIBUJI0CS
yTpyZHeHe JuXaHHs yepe3 Hic 31 CIM30BUMU BU/Li-
JIEHHSIMU, Yepe3 /IBa JIHI MiIBUTIINJIACS TEMIIEPATY-
pa 10 GeOPUIbHUX MOKA3HUKIB, TOEAHATICS TTPO-
saBu  croMatuTy. OTOCKONIYHO [[iarHOCTOBAHO
JBOOIYHUI cepeiHiil KaTapaJbHUI OTUT, y 3arajib-
nomy anasizi kpoi (3AK) 3adikcoBano Jielikorie-
Hito (3,6x10°/1) 3 wmeiirponeniero (0,68x10°/1),
tpombormTornenio (60,0x10°/1). ¥ teparmii am6y-
jatopHo otpumyBajia ayrmentud ES, Oymuc /T.
OsHakM CTOMATUTY perpecyBau, 100y He rapsy-
KyBasna. Yepes sieHb 3'9BUINCS 03HAKW €HTEPOKO-
JIITY, B TeMOTpaMi yTpuUMyBaJjacda JeilKoreHis
3 HelTporieHielo, TpombonuToneHist. Ayrmentin ES
3mineno Ha copied. Hessaxkaioun na Tepariio,
XBOpa TPOJIOBKYBaa TapsguYKyBaTU /10 BHCOKO-
hebpuabHUX NMoKasHUKIB. [apsuka BakKo Mmigga-
Basmaca kopekiii. 10.07.2019 npu noBTOopHOMY
aMOyJIaTOPHOMY Bi3UTI y MIBYMHKH BUSBJIEHO
nepudepuuny aiMmdageronariio (mobiabIneHi
1maxoBi Ta akcuigapHi JIB), rematocryieHoMerasiio.
[l mogambIoi AiarTHOCTUKY Ta JTIKYBaHHS TOCITi-
tajizoBana y nepiarpuune Bigaisennss KHIT JIOP
«3YCAMIl». 3 anamue3dy KUTTS BiJJOMO, IO
y Bimi 15 auiB Oyso giarHocToBaHo Kip. Y 3 Mmi-

cami — dypynkya cigaumi. Tpwdi JikyBamacs
3 TIPUBOJY KaTapajibHOTO CEpPeHbOTO OTHUTY.
[lepiogmuno B TeMorpami GikcyBaau HeHTpoIe-
Hif0. O0’€KTUBHO INPHU OIJIsIAi: 3arajJbHUIl CTaH
BA)KKMIA, 3yMOBJIEHNI TPOsIBAMU 3araJbHOI iHTOK-
cuKallil, cBioMicTh 30epexkeHa, MJsIBa, COHJIMBA,
BinmMoBJisinacst Bin ixki. Temrmeparypa tisna 38,7°C.
Maca Tina 9,4 kr. M's130B1i TOHYC 3HAUHO 3HUXKE-
auit. [lIkipa 6stima, cyxa, Ternia Ha IOTHK, Ha MIKipi
00syust, Tysry6a Ta BEPXHiX KiHIIBOK IJISIMUCTHAN
BUCHII, MOJICKYN 3JIMBHOTO XapakTepy, 6e3 03HaK
cBepOinHsa. CausoBi 0600HKKM OJi10-POKEBI,
cyxi, uncri. Iyou cyxi. d3uk cyxwuii, oOkrageHnit
6iMM HaJaboTOM. 3iB 0e3 O3HAK 3alajeHHs.
[TigmkipHo-’KUupoBa KJITKOBHHA PO3BUHEHA
no6pe. TanbIryBasucs wiiHi, aKCUIISIPHI Ta AX0-
Bi JIB 1o 1,5-2,0 cM B miameTpi, IIiIbHOI KOHCH-
crentii. [Tepudepuuni Habpsiku BigcyTHi. /luxan-
Hd 4Yepe3 HiC yTpy/AHeHe. AYCKyJbTaTUBHO: HaJl
JIETEHSIMU JKOPCTKe MAWXaHHSd, XPUTU BiJCYTHI.
Tonu cepust ocsabseHi, puTMidHi, yacToTa cepiie-
Bux ckopodetb 110 yu/xB. JKusit 3HauHo 36i1bI1I€-
HUIT B 00CsI3i 3a PaxyHOK TeMaToCIJIEHOMETaTil:
neuinka 30inbuiena +4 cM, cesesinka +4 cM 3-mif
Kpaio pebepHoi AyTu. AyCKyJIbTaTUBHO: TEPHCTATb-
THKa TIOCWJIeHa. BumnopoxkHeHHs HecOpMOBaHi,
10 5—6 pasiB Ha 100y. Temn miypesy 3HUKEHUIL.
BornuimieBoi HeBpPOJOTIUHOT CUMITOMATHUKU He
pusiBsieno. 3AK: epurpomutn  (Ep) —
4,11x10"%/1, remorno6in (I'6) — 105 g/dl, meiiko-
utu (Jle) — 3,4x10°/1, 6azodinbhi (6a30) — 1%,
eosnHodinpHi (e) — 1%, mammukosiepHi () —
3%, cermenTosiiiepHi (¢) — 3%, nimbountu (1) —
68%, monorru (M) — 21%, tpomGonutu (Tp) —
35x10°/1, mBUAKICTH OCIZaHHSI EPUTPOLMTIB
(IITOE) — 30 mm/h. YaprpasByKoBe HOCiIKEH-
w1 (Y3/1) Bix 10.07.2019: 36isbiieHHs TIe4iHKH,
cemesinkn (po3mip 83x29 mm), JIB: mepumnopramis-
Hi 10 20 MM, y TTPOEKIIii BOPIT cene3inku 710 11 mm,
Me3enTepianbHi 70 10 MM 3 BUpa3HUM ITiICHIEH-
HSAM KPOBOTOKY, BiJICYTHICTH BIiTbHOI PIANHU
y 4epeBHill MOPOKHUHI Ta MJIeBPAJBHUX CUHYCAX.
3amnigospeno I'JI. [IpoBemeno myHKITITO KiCTKOBOTO
Mo3ky (KM). Mienorpama Bix 11.07.2019:
IIYHKTAT TIMOKJITUHHUM, TpeicTaBJeHUl yciMa
mapocTkaMu Temoroesy, OuiactiB 6,2%. Ilo-
JIPAa3HEHUI TPaHYJONUTAPHUN IapPOCTOK, MiHi-
MaJbHi 03HAaKM MieJoaucIIasii: MikpodopMu
MI€JIOINTIB, TimorpanysapHicTb. O3HaK, MpuTa-
manHux [JI, He BugBieno. MojekynsipHO-TeHe-
trnuie pocmimkenas: t(3;3)(q21;q26), omkoren
MDS EV11; t(8;21)(q22;q22), moHocomito 7;
JleJiellito 7q-Ta 3MiHU KIJIbKOCTI CTaTEeBUX XPOMO-
coM He BugBieno. Kapruna ribpmausamii nuc
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Tabnuus 1
3aranbHuii aHanis KpoBi

Ep, Io, Jle, Tp, LUOE, aTunoBi MeTa-
Aata 1x18‘2/l g/di | 1xt0e | 8330 % | &% |m % [c,% n,% | m,% 1x1p09/l mm/h | MoHoHykneapu, % | mienouwti,%
10/07 4,63 11,7 3,1 — — | =] = == 29 30 — —
12/07 4,17 10,6 | 2,99 — 0 4 8 | 70 | 11 45 42 7 —
15/07 3,87 9,7 2,32 — 0 6 18 | 65 | 10 48 45 1 —
17/07 3,55 8,9 3,08 — — 14 | 12 | 48 | 22 33 42 4 —
18/07 3,56 8,7 3,19 — 0 6 17 | 70 5 58 45 1 1
19/07 3,56 8,7 3,19 — 0 6 17 | 70 5 58 45 1 1
22/07 3,47 8,7 3,12 — 0 12 | 18 | 52 | 18 44 62 —
23/07 5,33 13,3 | 3,27 0 0 18 | 29 | 38 | 10 27 57 3 2
26/07 5,09 13,0 5,5 — — | =] = == 35 34 — —
31/07 5,12 12,6 | 3,42 — 1 5 | 3 | 3 | 21 34 51 — —
02/08 5,26 13,1 | 525 0 0 6 | 39 | 31 | 24 78 43
09/08 5,19 12,9 42 0 1 5 | 36 | 36 | 22 307 14
14/08 5,41 13,4 | 6,71 0 1 3 | 58|24 | 14 253 10
23/09 5,06 126 | 7,87 0 2 1 24 | 62 | 11 218 8

ish8q21.3(RUNX1T1x2)21q22(RUNX1[2)[100]
ta nuc ish (DXZ1[2)[100]. Penrtrenorpacist opra-
niB rpyauoi kaitku (KTT OT'K), exokapaiorpadist
(ExoKT) 6e3 matosioriyHux 3MiH.

Ha npyry mobGy mepebyBanHst y craitioHapi
HapOCTAJIN O3HAKU 3arajibHOI iIHTOKCHKAIIil, rera-
TOCIZIEHOMeTaJist, y Oi0XiMiYHOMY aHasli3i KpPoBi
(BAK): rimeprpancdepasemis, 3'9aBUIach eK3aHTe-
Ma (MaKyJIo-TIamyJIbO3Ha BUCHIIKA), YTPUMYBAIACs
3nosgkicHa rineptepmis, y 3AK aBomapocTtkoBa
IUTOIEHis, aTUIIOBI MOHOHYKJIeapu (Tabur. 1).

Taxi KiHiK0-71a60paTOPHI 3MiHK Jaju IigcTa-
BW BB&XKATH, MO0 y AWUTUHU HASBHUN aKTUBHUN
indexiiinuit  mporec, HaKOLIBIT  iIMOBIPHO
puksmkanniit EBV. Kiitunnwuii Ta rymopasbamit
iMyHiTeT BiAmoBizanu BikoBilt wHopwmi, BIJI
(CHII), CMYV, napsosipyc B19 — ne BusBieHo,
nosutuBHUi pesysbratr Ha EBV (4,7 Lg/10° Bipyc-
nux kormiit). Cran AUTUHU HE MOKpaNlyBaBCs,
crocTepirajucsa HiuyHAa MITJUBICTb, 3arajbHa
M's30Ba TITOTOHIS, aHOPEKCisdA, TUTUHA BiIMOB-
JiaJacs cijjaTu, rnepecraja XoAuTH. ¥Y pesyJbTaTax
aHaJi3iB  yTpuMyBajacs  TPOMOOIMTOIECHIs
(27,0x10°/1), spocna IIIOE — 58-62 mm/h,
noryubosanacs anemis (I6 — 8,7 g/dl,), neiiko-
neHist. Y marfientku Oy HasgBHI Taki KJIiHIKO-
naboparopui osnaku T['DJIT: creHoMeranis,
MMaHIUTOIIEeHis, Timeprpancdepasemis, TimepTpu-
ruinepuieMis, rinepdeputuHeMis, rinmodiopuHo-
reremist (tabur. 2) [11,14,23,26,31,33,36,50].

[Ipusnaueno wertuampeaHizoson (y m103i
2 wmr/xr). OCKUIBKA Y MUTUHHU CIOCTEPIransocs
GJIIOBAHHS SIK Peakiliss HAa MeJUKAMEHT, depe3
Tpu 00K Oro 3aMiHeHO Ha TpeaHizooH. K-
HIYHO yTpUMYyBaJacst BUCOKO(MeOPUIbHA TapsTIKa,
BUpasHa miTauBicTh, Hapoctas JIIIC: 3amHbO-
mnitHi Ta miamesternsi JIB 1o 3,0 cm 3 060X GOKiB,
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akcussipui — 10 2,0 o, nigraounyni — 10 1,0 cm
3 060x cropiH, maxosi — 2,0—3,0 cMm, mapacrep-
HaJbHO crHpaBa y 2-3 wmixpebep'i cTpyKTypa
nozibua o JIB 9x8x4 mM, 3a manumu Y 3/] koH-
CTaTOBAHO HapOCTaHHS TemaToMerarii (TpaBa
gactka +35 MM, jiBa +80 MM) Ta crieHOMerasil
(102x33 ™M), mimdameHomaTis: MepuIIOpTAIbHA
o0 25 MM, TI0 XOAy TopTajabHOoi BeHu 10 10 MM,
y BOpOTax ceye3inku 10 14 MM, nmapamaHkpearny-
HO 10 20 MM, 3jiBa mapaBepTeOpabHO Ha PiBHI
4—5-10 TPyIHUX XPeOIliB y TOBIII TPY/AHOI CTIHKK
BY3JIONOAIOH] cTPpyKTYpH /10 6 MM. Y JliBOMY TLIE-
BpPaJbHOMY CUHYCI He3HAYHA KiTbKiCTh aKyCTHYHO
rposopoi piguan 10 10 MM. ExoKI: magmumkoBa
piiMHa B TIepUKapi Mo TepeHbOMY KOHTYPY 0
4 MM, TI0 3aTHBOMY — 110 3 MM. EnekTpokapmaiorpa-
Mma (EKT): BimnocHe 310Bkennst A-B mpoBigHOCTi,
(ynKITioHaTbHE TIEpeBaHTAKEHHS MaJoro KoJa
KkpoBoobiry. Komm'torepHa Ttomorpadist ToJI0BH,
IPYAHOI KJITKHU, IOPOKHUHU Ta3y 1 4epeBHOI
noposxkunaN Bix 20.07.2019: mommpenwnit JIIIC
31 30iIbIIEHHSM MUITHUX, OYEPEBUHHUX, 3a04epe-
BUHHMX, TapaopTaIbHUX, KIyOOBUX, MaxoBux JIB,
remaTocIieHoMerais, y yactusi JIB Ta B mapenxi-
Mi CeJIE3IHKM BUSBJSAIUCI BOTHUIIA HEKPO3Y
(puc. 1-6). 3amigospeno giMbomy.

[Mouywnnatoun 3 5-i qo6u tepamii KC: 3pocran-
HI 4uciaa  HeHTpOoiJbHUX  T'PAHYJIOIUTIB
(0,96x10°/1-1,48x10°/1), mpore yrpumyBamacs
nuronenia. Ha 11-y 106y (23.07.2019) sBukonano
BigkputTy OGioncito maxoBux JIB, nyHkmiiitHy
ta Tpenanaiiiiny 6Gioncito KM. ¥ Bimb6utkax JIB
BUSIBJIEHO TIOMIPHY KIJIBKICTh aTUIIOBUX JIiMOi-
HUX KJITUH TEPeBA)XHO BEJIUKOTO PO3Mipy
3 iHTEeHCUBHO-0a30(DiIBHOIO  BaKyOJi30BaHOIO
[UTOIJIA3MOIO Ta BEJIMKUM MOJIMOPMHUM SIPOM,
Jedki KaiTWHU cxoki Ha kiaiTnHU [omkkina
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Tabnuys 2
BioximiyHniA aHanis KpoBi

ARata | 4.07|12.07| 17.07 |18.07| 26.07 | 30.07 | 7.08 [19.08| 23.09 [13.11| Hopmm
MapameTpu
3aranbHuii 6inok, r/n 64,0650| 730 | 686 | 729 | 87,0 | 84, | 740 | 72,0 | 74,0 | 650-86,0
Anb6ymiH, (r/n) 10| — — 31,8 — 40,0 | 43,7 | 45,0 49,0 | 35,0-50,0
CeyoBwuHa, MMonb/n 41 [ 1,3 — 2,8 3,7 — 54 | 4,0 21 5,9 2,0-7,0
KpeatuHin, MkMonb/n 55,0 | 40,0 — 58,9 | 48,5 — | 350(350| 36,0 |350] 44,0-88,0
Binipy6iH 3aransHui, MkMons/n 49 | — — 15,3 — 11,2 | 63 | 6,0 — — 1,7-20,0
AT, MO/n 32,0 |145,0| 349,0 |630,0|448,0 |128,0| 48,0 | 340 | 22,0 |54,0| 8,9-57,8
ACT, MO/n 68,0 |388,0| 560,0 |906,0 | 404,0 | 63,0 | 30,0 | 27,0| 52,0 |62,0 | 13,0-52,0
amma-I'T, MO/n — | — | 550,0 — | 945,0 |{1345,01410,0| 92,0 | 10,0 — 0-130,0
JNyxHa choccpatasa, MO/n 333,00 — | 990,0 (1377,0{1882,0f — |371,0(207,0| 370,0 |471,0/100,0-600,0
nar, MO/n — | — | 550,0 |670,0|513,0 | 197,0 | 188,0 |234,0| 350,0 |290,0| 0,0-248,0
CeyoBa kucnota, MKMonb/n 358,00 — — 250 — — — — — — |155,0-357,0
Tpurniuepnayn, MMonb/n 1,7 2,5 3,5 7.9 4,6 22 | 20 3,8 1,6 0,5-1,7
XonectepuH, MMonb/n — | 21 — 24 — — — — 3,6-6,48
CvipoBaTtkoBe 3anizo, MKMonb/n — | — 3,7 — — — 10,3 — 6,1-27,0
@ibpuHOreH, r/n 2,13 2,0 127 | 28 2,3 2,5 3,0 — 2,0-4,0
mtoko3a, MKMonb/n 42 | — — — — — — — 46 — 3,3-5,8
Kanbuiin, MMonb/n — | — 2,18 — — — — — 2,56 |[242| 2,026
Kanii, MMonb/n — | = 44 — 4,8 4,4 50 | 44 4,4 — 3,4-5,0
Harpiit, MMonb/n — |124,0/ 131,0 | 2,21 | 132 | 136,0 |134,0(137,0| 137,0 — [130,0-156,0
DepuUTUH, Hr/Mn 540,0 |788,0 50,0 13,0-150,0
MpoKanbUUTOHIH (Hr/mn) 0,10° 0,0 —
ANA, IFT-meTog, TUTp <1:100 | — <1:100
EBV, MNP kinbKicTb BipycHux koniid, Lg/10° 47 2,21 —
IOHK konin 5,06x10* 1,64x10?| —

(puc. 7 a, 6), 1BOsIIEPHI KIITUHH, SIKi CXO0Ki Ha KJIi-
tunn Piga—IIItembepra (puc. 8 a, 6), Mmakpodaru
(puc. 9), niBmicstuni ricrionurtu (puc. 10 a, 6).

¥ muronoriunmx mpemnaparax KM mpu 3amxke-
Hifl KiTbKOCTI KJITUHHUX €JIEMEHTIB BUSIBJIECHO
ATUIIOBI KJITUHU IEePEBAKHO BEJIUKOTO PO3Mipy
3 IHTEHCUBHO-0a3a/IbHOIO BaKyOJIi30BAHOIO ITUTO-
IJIa3MOI0 T4 BEJIUKUM MOJIMOPD(MHUM SIPOM
(7,2%). TpanymonurapHuii MapocTok 306epe-
JKeHWH, epuTpoifHuil — pO3NUIMUPEeHuil, 3 03Ha-
kamMu qucrioedy. MerakapionutapHuii apocToK
JIeo 3BYKeHWil. BigHocHa KiJbKICTh OJaCTHUX
xiaitua — 2,0%.

Ticronoriune mocaimxenns: y JIB Bugsuiocs
3HauHe TopyieHHs 6ynoBu, gimMmdointi dbomikynin
BiZICYTHI, BCSI I1JI011A 3aliHSTA TAPAKOPTUKAJIBHOIO
30HOIO, TIPE/ICTABJIEHOI0 MaJUMU JTiM(MOIUTAMHA,
BEJIMKOI0 KIJIBKICTIO Makpodaris, CKymYeHHSIM
KJiTUH TUIy iMyHOO/IacTiB. Takok 3ycrpivasmcs
KJTITUHA, 9Ki ayKe cxoxi Ha kimiTuan [omkkina,
ase tunoBux KiituH Pix—Illrepubepra He BU-
SIBJIEHO. BUABAAIOTHCSA BEJUKI TIOJIST HEKPO3Y, AKi
3JIMBAIOTHCST MK CO0010. Y HEKPOTHYHHX Macax
BUSIBJISIIOTBCSL KapiopekTuuHi 6Ga3odijibHi Macu.
Hasxosio BoTHUTIT HEKPO3Y BiACYTHIN WiTKUHI B
3 makpodaris (puc. 11-13).

[lna Bepudikamii miarnozy mposexmene [TX/]
y ABOX ricrosoriunux Jgabopatopisx. ITX]]
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Ne1 CD20cy (Clone L26) BorHuiieBa mo3uTuBHa
peakilisi B YaCTUHI KJIITHH 30€pesKeHOl KIITHHHOT
nonyssiii. CD 30 Ab-1 (Clone Ber-H2) —
MO3UTHBHA PEAKIliS B KJIITHHAX THITY iMyHOOJa-
criB; CD3 (CloneSP7) — mnosutuBHaA peakilis
B Maustux Jimpornurax. CD4 (Clone4B12) — mosu-
TUBHA peaKilig B HE3HAuHIN KITbKOCTI MaJnX
aimporuti; CD8 (cloneSP16) — mnosutusna
peakIlisg B TepeBakKHiil YaCTUHI MaJnX JiMdoIm-
tiB; CD68 (Clone Ab-4) — mosuTuBHaA peaxirist
B ricriorurax; Myeloperoxidase (MPO) Ab-1 —
MO3UTHBHA peakifisi B rictionmrax; Kappa light
chain ab-2(Rabbit polyclonal. Thermo scientific) —
NO3UTHBHA PEaKIlis B TOOJUHOKIX MJIa3MaTHYHUX
kiaitraax; Lambda light chain ab-2 (Rabbit poly-
clonal. Thermo scientific) — nosuruBHa peaxitist
B TIOOJIMTHOKMX TIJIA3MAaTHYHUX KT THHAX.

ITXJT Ne2 (puc. 14-18): CD3 (DAKO, noui-
KJIOHAJIbHI) — HeraTHBHA Peakilis B iMyH0OI1acTO-
HOMIOHUX KJITHHAX, IIO3UTUBHA PEAKI[is B MaJIUX
gimponurax; CD20 (DAKO, knon L26) — nosu-
tuBHa peakiisa B kiitnaax; CD30 (DAKQO, kron
Ber-H2) — reteporensa mo3uTuBHA PEAKITIS B KJIi-
TUHAX MyXJUHU, TePEeBAXHO B KJIITUHAX 3 iMy-
HoOacTHOIO Mopdouioriero; B-kiitnnocnenmdia-
Huii aktuBaniitnuit nporein (BSAP, PAX-5)
(DAKO, ksmon DAK-Paxd) — cusibHa 11o3uTHBHA
peakitis B kmitunax nyxsauaw; CD15 (DAKO,
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Pue. 1. Komn'toTepHa Tomorpadis: 36inbLueHi Kny6oBi Ta naxosi
J1B, naxoBuit By30/1 31iBa 3 LLEHTPaNbHUM HEKPO3OM.

- .‘_" a . - A 4
Puc. 6. Komn'toTepHa ToMorpadis: renarocnieHoMerantis, BOrHuLLe-
BE YPaXKeHHs cenie3iHku, napaaopTasbHa flimageHonaris
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Puc. 7.V uhTonorquomy npenra_paTi Bi6WTKIB naxoBoro J1B Ha choHi

NiMAOUMNTIB 3yCTPIYAKOTHCA KNITUHW 3 iHTEHCUBHO 3a6apBJiIEHO0
6a30(ifIbHOKO LMTOMNA3MOH0 i3 NEPUHYKIEaPHOD PeakLieto, CXOXi
Ha KNiTUHW TomKKiHa

Pue. 3. Komn'toTepHa TOMorpaqisi: 04epeBuHHa, 3a04epeBnHHa Nim-
(hageHonaris

Puc. 4. Komn'toTepHa ToMmorpaqisi: 36inbLueHi naxosi J1B, nisuii 3 o = 4y AN
HEKPO30M Pue. 9.V npenaparti BigouTkie J1B nimgounTn T1a Makpogaru
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kior Carb-3) — HeraruBHa peakxilisi B KJIITHHAX
MyXJINHYU, TIO3UTUBHA peakiliss B HelTpodinax,
BorHuinax Hekposy; pd3 (DAKO, kimon DO-7) —
reTeporeHHa peakilisl B KJIiTHHAX 3 MOPGOIOTIEn
iMyHOOJIACTIB — <«AUKUIl TUI 3a0apBJIEHHS>;
CD163 (Cell Marque, kmon MRQ-26) — wera-
THBHA PeaKIlid B KIITUHAX MyXJIUHHU, TO3UTUBHA
PeaKIlisl y BeJUKIM KIJIbKOCTI KJIITUH MiXK ITyXJIMH-
mnmu kaitnaamu; CD68 (DAKO, kmon KP1) —
HeraTUBHA PeakIlid B KIITUHAX MyXJWHU, MO3U-
TUBHA PeaKllisl y BeJUKINA KiJIBKOCTI KJIITUH MixX
nyxjuaanMu Kiaituaamu; bel-2 (DAKO, kion
124) — reTeporenna excrpecis B KJIiTHHAX ITyXJIH-
HU BiJl HETATUBHOI /10 CUJIBHOI IIO3UTUBHOIL; OiJIb-
mricTh BeJMUKUX KiaituH nosutusHi; c-myc (Cell
Marque, xson EP121) — no3utnsHa peaxitist mpu-
611310 B 20% KIIITHH MyXJIMHU — CTATYC HETATHB-
uuii; CD44 (Cell Marque, xmon MRQ-13) —
MMO3UTUBHA peakxilis B kiaiTuHax myxaumHu; CD43
(DAKQO, wxmon DF-T1) — mosutuBHaA peaxiiisi B
KJIITUHAX MyXJWHW Ta B Majux Jim@oIurax;
CD38 (Cell Marque, knon SP149) — nHeraTtusHa
peaxitist; CD10 (DAKO, kmon 56C6) — HerarnusHa
PeaKIlis B KJIITUHAX ITyXJIMHU, TIO3UTUBHA PEaKIis
B HelTpodisax, BOTHUTIAX HEKPO3Y; TePMiHATbHA
nesokcinykieoruinrpanchepasa (tdt) (DAKO,
kaon EP266) — weratmBHa peakiisg;, CD20
(DAKO, kion L.26) — mo3uTrBHA peakitist B 3011b-
IIeHIN KUIBKOCTI KJITUH, SKi PO3TallOBYIOTHCSI
JPIOHUME BOTHUIIAME HABKOJIO CYIMH Ta MOO/H-
HOKOo B iHTepctuiliymi; MUM1 (DAKO, kion
MUM1p) — mosuTuBHA peakilisi B KJIITHHAX
nyxsiman; CD246 (ALK-mporein) (DAKO, kmon
ALK1) — nerarusna peakiisi; bel-6 (Diagnostic
Biosystems, xmon LN22) — HeratuBHa peaxilis
B KJITWHAX MyXJWUHW, MO3UTUBHA PeaKIlisg
B TIOOIMHOKMX MasuXx JiiMponurax; Ki-67 (DAKQO,
ko MIB-1) — mosutuBHA peakiliss MpUOIM3HO
B 60% KJIITHH IMyXJAWHU, OLIBIIICTD BEJUKUX KJTi-
TUH — IIO3UTUBHI.

MosexynsgpHi AOCTIKEHHSA: JTOCIIKEHH
excrpecii PHK sipycuux 6inkis EBER-11 EBER-2
Bipycy Emnmreiin—Bapp (Habip peakTUBIiB:
ZytoVision ZytoFast® EBV-CISH System)
(puc. 19). Ilpu MoJieKyJISIpHOMY AOCJiKEHH]
GIIIBIITCTD IMYHOOIACTOMOIOHITX KJIITHH, OCOOIH-
BO BEJIMKI aTUIOBI, TO3UTHBHI Ha BipycHi OiIKU
EBER Bipycy Enmreitn—bapp. [ani imyHoricTo-
XIMIYHOTO i MOJIEKYJISIPHOTO JIOCJII/IPKEHHS BifIIIO-
BijlaloTh HeKpoTudytouomy Jimdazgenity. Hass-
HicTh ekcnpecii 6inkis EBV migrsepauia erioso-
riunuit ynaHuk EBV-indekiiii.

BpaxoBytoun o0TsikeHuil indekiiitnmnii anam-
He3 Ta sabopatopui osHaku I'DJIT, BUKIIOYEHO

cragkoBuit ['DJIT MoneKynIsIpHO-TEHETUIHUM
JIOCJII/PKEHHAM 'y aMepPUKAHCBKINl MOJIeKyJIapHO-
reHeTHYHii aboparopii «Invitae» 3 BUKOHAHHSM
MIaTHOCTUYIHOTO TeCTy 3 OIiHKoI 21-To TeHa,
BJIACTUBOTO IIili marosorii (red / TPaHCKPHIIT:
ADA / NM_000022.2; AP3B1 / NM_003664.4;
BLOC1S6 / NM _012388.3; BTK [/
NM _000061.2; CD27 / NM_001242.4; IL2RA /;
NM_000417.2 TL2RG / NM_000206.2; ITK /
NM_005546.3; LYST / NM_000081.3; MAGT1 /
NM _032121.5; MVK / NM_000431.3; PNP /
NM _000270.3; PRF1 ,/ NM_001083116.1;
RAB27A / NM 004580.4; SH2D1A [/
NM 002351.4; SLC7A7 / NM_001126106.2;
STX11 / NM_003764.3; STXBP2 [/
NM_006949.3; UNC13D /NM_199242.2; WAS /
NM_000377.2; XIAP / NM_001167.3).

JliBunHka oTpuMyBaja aHTHOAKTEpiaabHY
(nmedrpiakcon, amikamuH, IiNpodIoKCaINH,
MepoTleHeM) Ta aHTUMIKOTHUHY (AudIIoKaH)
teparito, tpancdysii TpombokoHIeHTpaTy Ne2
ta epurpomacu Nel. Teparisg mpeanizosonom
y 711031 2 Mr/kr tpuBasia 28 [HIB, 3 TOJAJBIIOIO
MTOCTYIIOBOIO BiJIMIHOIO METUKAMEHTY.

[nmamika crany wa T tepamii KC: tpuBaso
BUCOKO(EeOPUIIBHO TapsTIKyBasa, Jiuiie Ha 14-if 1eHb
OyJI0 OJHOpa30Be IiABUINEHHS TeMIlepaTypu
1o debpuabaux 1udp, 3 16-i 106u Temmeparypa
TiJIa HOpMaJidyBajacs, nepudepuuna Jimdbane-
HOTIATiA perpecyBajia, 3MEHIIUJNCS B PO3Mipax
medvinka Ta cesredinka (meuinka +2,5 cM Ta cesresin-
Ka+ 2 cM 3-1iJ Kpaio pebGepHoi ayru), BiHOBUBCS
arfeTUT, aKTUBHICTh, TOHYC M'SI3iB MOKPAIIUBCA.
3AK: Ep — 517x10%/1, T6 — 12,7 g/dl, Jle —
6,6x10°/1, Tp — 79x10°/1, IIIOE — 48 mm/h.
UYepes micsiip perpecist JITIC: nopmadnizartist pos-
MIpiB CeJIe31HKH, 3aJIUIIKOBA IIePUIIOPTaIbHA JIiM-
danenonatia (o 13 MM), Bii3HaUeHO HOpMaJi3a-
if0 nokasHukiB remorpamu Ta BAK (Tabm. 2).
BpaxoByoun jgaHi HayKOBUX AOCJIKEHb 1100
3B's13ky XKD ta CUB [12,35,41,44], maboparopto
uksoueHo CUB (ANA IFT-meToom — Heratus-
Hi). /lutrHa nepebyBae i MOCTIHHUM criocTepe-
JKeHHAM TefliaTpa Ta reMaToJiora.

[ocnipkeHHsT BUKOHAH] BiZIIOBIIHO /IO NPUH-
nnmiB ['esnbeincbroi Jdexmapartii. [Ipotoxos qoci-
JUKeHHS yxBasieHul JIOKaTbHUM eTHIHUM KOMiTe-
tom (JIEK) Bcix 3asHaueHuX y poOOTi yCTaHOB.
Ha nposemensst mociimkerb OyJI0 OTPUMaHO
noindopMoBaHy 3oy OaTbKiB AUTHHH.

OO6rosopeHns
XK® € BifHOCHO PiAKICHOIO I1ATOJIOTIEI, IO
XapaKTepU3yEThCA MiTOCTPUM HEKPOTU3YIOUUM
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Puc. 10. Y npenaparti BigéuTkis JIB nimcounTm, rictiounTn i3 a4pom = z

y BAMNALI NIBMICALSA, 3yCTPIHAIOTLCA NOOAMHOKI Makpodari Pue. 15. B iHchinbTpati HasBHa NOMIpHa KinbKicTb B-niMdhouuTis Marno-
! s P ro, CepeaHLoro po3mipy, NOOAVHOKI iMyHOGSIACTN BESIMKOrO PO3MIpY.

IMyHoricToXimi4He 3a6aaneHHﬂ 3 aHTuTinamm go CD20, x 200

Puc. 11. JlimchboBy30n 3 BEIMKOK AiNITHKOK HEKPO3y 3 YiTKUMK
Mexamu, ane 6e3 popMyBaHHs Kancynu abo Bajy 3 Makpodoaris. .
3abapBJieHHst reMaToKcUiHoM Ta eo3nHom, x 100 Pue. 16.B IHd)IﬂpraTI HasiBHa I'IOMIpHa KinbKicTb B-ﬂIM(bOLl,I/ITIB maro-
ro, CepeaHbLOro po3mipy, NOOAMHOKI iIMyHO6NACTN BESIMKOrO pO3Mipy.
Yei B-nimdouptn cunbHo excnpecytotb PAX-5. IMyHoricToXimidHe
3abapeneHHs 3 aHTuTinamm go PAX-5, 400

Puc. 12. Mexa AinsHKM HeKpo3y. HasiBHICTb 03HaK Kapiopekcucy,
BiICYTHICTb Bany 3 MakpodiariB. 3a6apBfieHHs1 reMaTOKCUIiHOM Ta
eo3unHom, x 400

Puc.17.B IHd)IJ'IpraTI HasiBHa BENVKa KINbKICTb MaKpocbanB IMmyHori-
CTOXiMi4He 3a6apBneHHs 3 aHTuTinamu fo CD163, 200

Pue. 13. J'I|Md)ouJ,Ha TKaHI/lHa CKna,u,aeTbCﬂ 3 Manmx J'IIMd)OU,I/ITIB
iMyHO6N1aCTiB, Makpodarie 3 HamiBMiCAYHUMM gapamu, NasmoLmn-
TOIOHMX KNITWH. B iHQinbTpaTi BifCyTHI HeiTpodhinu. 3abapBneHHs
remaTokcuniHoM Ta e03uHoM, X 600 CD30, 400

Puc.18.B IHd)IanpaTI HasBHa I'IOMIpHa KIHbKICTb iMyHo6nacTiB, no3u-
TBHMX [0 CD30. ImyHoricToxiMmiqHe 3a6apBfieHHs 3 aHTUTINamm Ao

Mot / L ) Puc. 19. EKcnpecm B):le;lKI/IX |MyH06naCTax MPHK 6IJ1KIB EBER-1
Puc. 14. B |ch|anpaT| HaﬂBHa I'IOMIpHa KIJ'IbKICTb T-nimcpoumtie i EBER-2 Bipycy EnwTtenn—bapp. XpomorenHa ribpuansauis

manoro i cepeaHbOro po3mipy. IMyHorictoximidHe 3abapeneHHs 3 in situ (CISH) na mMPHK BipycHux 6inkis EBER-1 i EBER-2
aHtuTinamm go CD3, x 200 Bipycy EnwreinH—bapp
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periomapauM JiMmdaaeriTom. Hatimomupeninmm
KJIHIYHUM TIPOSIBOM XBOPOOU € mimiiHa JiMda-
JIEHOIIATis, 10 CYHPOBOKYETHCS TillepTEPMIEIO,
MIQJITI€I0, HEUTPOTIEHIEI0 Ta BUCUIIOM Yy TPETHHI
Bunazakis [1,7,12,17,21,31,41]. 3axBoproBaHHs
3yCTPIYAETHCA TI0 BCbOMY CBITY 32 PISHUMU €THIY-
HUMHU O3HaKaMW, dYacTilme B KpaiHax Asii
[7,17,37,38,48,49,54]. 3a 6isibIicTIO OBiZOMJIEHD,
JKIHKW CTPAK/IAIOTH YABIYi YacTiie, HizK YOJ0BIKI
[22,41,48]. Oxpemi BUeHi BUSBJISAIN CYTTEBY Tiepe-
Bary XK® y xinok y criBigHorrenni 4:1 [13,35].
Mesxi gocmipkeHds 3 a3iaTChbKUX KpaiH 3BITYIOTh
PO OJTHAKOBY YaCTOTY MATOJIOTi, He3aJIesKHO Bij
crati (1:1) [29,32]. XKD moske BUHUKATH B GY/IHh-
AKIf BIKOBIM TPy, Bpaska€ NIMPOKUI BIKOBUI
mianasod Big 10 micsiB 1o 75 pokiB, i3 cepegHiM
BikoMm martienTiB 0 30 pokiB [21]. ¥ marienTiB
HaifuacTillie BUSIBJISIETbCS 3aIHbOIINITHA JIiMpajie-
Homatist (60-90% BumaznkiB), 4acTo i3 CymyTHIM
ypaskeHHsIM maxBoBux [2,6,12,16] ta/abo HamaKII0-
ynyHux JIB; pijie crioctepira€Tbcs reHepasiiso-
BaHe 30impirenas JIB (y 1-22% sumnazkis) [38].
JlimdameHnomnaris, 3a3BUyaii, aCOIIIOETHCS 13 TiTep-
tepmieto (35-77% Bunankin). Y namientis 3 XKD
CTIOCTEPITaloTh BTPATY BAarH, HYJAOTY Ta OJIIOBAHHS,
miapeio, crabkictp, 1medasrii, apTpasirii, HiuHY
MiTJIMBICTh, CHUMIITOMU YPa)K€HHSI BEPXHiX
JIUXaJbHUX NUISAXIB Ta Oib y ropai [37]. Hespo-
JIOTIUHI TIPOSIBU 3yCTPIYAIOThCA PIAKO, ajie y Jiesi-
KX 0Ci0 MOKYTb PO3BWBATHCS aCENTHYHUN
MEHIHTIT, TOCTPa MO30YKOBa aTakcisi, eHiedasir.
B.E Khishfe ta cmisasr. (2014) nosigomisiiors,
mo xBopux Ha XK@ 3 acentnyHuM MeHIHTiTOM
TypOy€e TosoBHUIT O6ijib, ajie BOHU He MaloTh
XapaKTEepHUX MEHIHTeaJbHUX CHUMIITOMIB: PHUTi-
JMIHOCTI MOTUJIMYHUX M 'S31B a00 MO3UTUBHUX CHUM-
nromiB Keprira [24]. MoxkauBe 3ajiydeHHS
eKCTPAaHOMATBHUX ALIIHOK [9]. ¥V mesxkux martien-
TiB MOKYTb ypakaTUCh HACTYIHI eKCTPaHOAATbHI
minguk: KM, miokapa, cyarHHa 060JI0HKa O4HO-
ro sibsiyka, MUTOMOAIOHA 1 TPUBYIIHI 3a/03H,
CYIJIO0M: SIK TIPOSIB — CUMETPUYHUN MOJHapPTPUT,
€HTEe3UT i AAKTUJIT mayibiliB Hir [42]. ['emaromera-
Jig Ta CIJIEHOMETallis TPamagioTbCs PiIKO
(memnrire Hixk y 5% Bumajakis) [27]. 13 exkcrpano-
MATBbHUX TIPOSIBIB HAaWJacTile 3yCTPivaeThCs
ypaskenus mkipu (y 5—30% martienti) [7,28,46].
31e6iabIIOro  BpasKa€TbCsl  IMIKipa 0OJMYYs
Ta BEPXHSI YacTWHA Tijla 1 TPOSIBISETHCI TOJi-
MOP(MHUMM BUCUTIAMU: HOAYJSIDHUMH, €pUTe-
MaTO3HUMU TaIyJaMU, MYJbTU(HOPMHOIO epuTe-
MOTO Ta €PUTEMATO3HUMH MAKYJOAITyTbO3HIMM
[3,7,27,37,44,51,52]. ¥ Hamoi marieHTKu OKpiM
JITIC 3adikcoBami: TpuBasa TimepTepMis, aHOpeK-

cist 3 BTPATOIO Baru, BUpasHa IiTJUBICTh, 0COOIM-
BO BHOUYI, €HTEPOIIaTist, Ha MKipi 00myys, TyIyOa
Ta BEPXHIX KIHI[IBKaX CIIOYATKy BUCHUII TLJISIMU-
CTHH, MICISIMM 3JIMBHOTO Xapakrepy, 6e3 03HaK
cBepOiHHSI, 3rOI0OM — MaKyJIO-TIaIyJIbO3HUI.

JlaGoparopHo y dacTuHM 0cib, XBOpPHUX
na XK@, cmocrepiraioTbCst JIerka aHeMist, JIeiKo-
TeHist, HelTpotieHist, J1iMbonnTo3, TPOMOOIIUTOIE-
mig ta migsumieni 3navenasa [IIOE ta C-peakTus-
Huit npotein [40]. JlelikomneHisi peecTpyeThes
y 25,5-58,3% [32] (0co6mBO rpaHyIONUTONEH ST —
y 20-58% sBumamgkax) [30]. ¥V 2-3% oci6
MOXKJIWUBUAHM JIEWKONIUTO3, Y TPETUHW TAIli€HTIB
MOBIZIOMJISIETHCS TIPO HASBHICTD y TTepudepuaHiit
KpoBi atnmoBuXx JiMponuTiB (MOHOHYKJIEApPiB)
[4,5,10,12,15,19,45]. YacTnHa BueHUX BBAXKAE, IO
tpombormroneniss mpu XKD € piakicrio [12,54].
Cepep iHmmx 1a00paTOPHUX MOPYIIEHD Y YaCTUHU
MaIi€HTIB BUSIBJSIOTD Ti/IBUIIIEHHS CUPOBATKOBOI
makraraerigporenasu (JI/[I') Ta aminorpancdepas
[12]. Xoua pnesiki aBTOPU TOBiJIOMJSIOTH, IO
Mi/IBUTIEHHS TIEYiHKOBUX (DePMEHTIB 3yCTPIUaETh-
cg "HedacTo [16]. ¥ Hamtoi XxBopoi 31 3ralaHux 3MiH
Yy aHaJli3aX BUSBJISINCI TPUIIAPOCTKOBA ITUTO-
TTeHisI, BKJITOYHO 3 HEUTPOIIEHi€I0, aTUTIOBI MOHO-
HYyKJIeapH, rineprpaHcdepazeMis Ta MiJBUIIECHE
snavenns JI/T.

Ha nymxy H.Y. Lee (2010), noeananns XKO
ta ['DJIT y miteit croctepiraerbes piako [31].
T'DJIT e gobposikicHoo mpoJidepalieio remo-
(haroruTapHuX KJITUH MOHOIIMTOMaKpodaro-
ricTionuTapHoil JIiHii, dKa TPU3BOJUTH /10 HEKOH-
TPOJILOBAHOTO (DAroIMTO3y HOPMATBHUX KPO-
BOTBOPHUX KJITHH, 1[0 MOKe OyTH CIIPOBOKOBAHO
pisHOMaHiTHUMHU areHTamu (GakrepisiMmu, Bipyca-
Mu Toio). Bcranosmenns miarnozy T'DJIT
BUMAra€e JOTPUMAHHA I1'9ThOX i3 BOCBMU KJiHIY-
HUX Ta JabopaTOPHUX KPUTEPIIB, sIKi BKIIOUAIOTD:
rapsiuKy, CIJIEHOMETAJII0, IUTOIEHIfo IoHAMeH-
11e IBOX KJIITUHHUX JIiHIH, rinepTpuriilnepuieMio
a6o rinodibpuHOreHeMilo, MiABUIIEHHS PiBHS
dbeputuny (>500 Hr/mur), perenTopiB iHTepJeii-
kiny-2 (IL-2) (sCD25>2400 O/l /mur), 3HMKEHHS
abo BixcyThicTh aktuBHOCTI NK-KitiTuH y cupo-
BaTIi KpoBi Ta HasgBHICTb TeModaroiuTiB

KM, crnuanomoskoBit piguai uwwm JIB
[11,14,23,26,31,33,36,50]. ¥ HaBe/ieHOMY BUTIAJIKY
nmaboparopHi gaHi Ta pesyiabratu Giomcii JIB
cymicui 3 miarmozom XK@ Ta Takox BUsIBIEHI:
JIEWKOIIEeHisI 3 HEeHTPOIeHIE, TPOMOOIIMTOEHIS,
anemis, remodaronuTos y KM, rimeptpurmi-
HnepueMis, miBUIEHHS (DePUTUHY Ta CIIJIEHOMe-
rajisg, 1o Bianmosigaau kputepisim XJII. Mwu
He BU3HAYaJU piBeHb pernenTopiB [L-2 Ta akTus-
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nictb NK-kmiTin y cuposarii Kposi. 3a A01moMo-
roto IIJIP y kpoBi Ta 3a HassBHOCTI eKkciipecii GiIKiB
EBV Ha rictoJsioriunux npenaparax JIB namu
BCTAHOBJIEHO eTiojoriunnit  ymHHUK XKO
ta TOJIT — EBV (puc. 19). XBopoba mana 1006-
posikicHwmit iepebir i3 perpecieio JITIC mpu 3actocy-
Banuni KC. Hair Bumaiok cBijiuuTh, 110 mepBuHHA
indekuis EBV 3 XK® moxe nepeiitu 1o T'OJIL,
i TPOTHO3 TIPU I[LOMY HE € TIOTAHUM.

XK® moske KIiHIYHO Ta ricTOJIOTIYHO iMiTyBa-
T XxBopoOy T'o/kKiHa ab0 iHITY BUCOKO3IOSAKICHY
mimbomy. dudepenmiiinnit  giarnos XKO®
BKJIIOUAE TaKOXK iHGeKIiiHNN giMbazeHiT pisHOl
eTiosorii, ayToiMyHHY JiMQaZeHonaTiio, CUCTeM-
nuii yepBonuii BoBuak (CKB) [12]. I1pu neperisi-
i uToMOp(OJOTIYHUX TIpenapariB BiZOUTKIB
JIB no oTpumaHHS pe3yabTaTiB TiCTOJOTIYHOTO
ta II'X]/] npochimkeHb HaMU HPUITYCKaJacs
iimoBipHicTh miMdomu TomkKiHa a0 BEJTMKOKIII-
TUHHOI JiMpOMU. 3 METOI0 BU3HAYEHHS MOIINpe-
HOCTI XBOPOOU HAMU 32CTOCOBYBAJIUCS Pi3HI METO-
mu Bizyamizariii — PTT OT'K, Y3/ Ta KT [30,41].
KT imityBasa simbomy. Y IUTUHU BUSBIEHO
nomupenuii JIIIC mo obumsa 6oku aiadparmu:
301/IbIIEHHS IWITHUX, OYEePEeBUHHUX, 3a04epe-
BUHHUX, MapaopTaIbHUX, KJIYyOOBUX, MaxoBux JIB,
remaTocIieHoMeTasio, y yactuni JIB Ta B mapen-
XiMi CeJle3iHKM BUSBJSJINCS BOTHUINA HEKPO3Y.
Poamipu JIB Gysin pisHuMu, ajie He MepeBUILyBa-
g 3,0 cM y HaitbiIbImoMy po3mipi, OiTbITiCTh By3-
aiB Oyna B mianasoni Big 1,0 1o 2,0 cm (puc. 1-6),
a TAKOJK I[IUTOJIOTIYHE 1 TICTOJOTIYHE MOCIIIKEeHHI
JIB, KM Busgsumo xapakrepui mpu XK® 1muro-
JIOT1UHI ITPOSIBU, BKJIFOUHO 13 HASIBHICTIO CEPIIOBU/I-
HUX ricTionuTis, miaasmonutis (puc. 10 a, 6) [44].

XK® rakox omucana y TMOEAHAHHI 3 HU3KOIO
CUCTEMHUX 3aXBOPIOBaHb, HaifuacTimie ayToiMyH-
Hux cranib, Takux K CKB, rpamysemaros Berene-
pa, cungpom Illerpena, xBopoba Crima ToIO
[38,44]. ¥V nmocmimxenni Dumas Tta cmiBaBrT.
(2014), axe Brmaiouamo 91 mamienta iz KD/,
11(12%) oci6 manu B anamuesi CKB [13]. M. Ima-
mura Ta cmiBaBT. [18] mpumyckanu, mo XKO
MOKe aBagaTH coboro obMmexene, CUB-noxibne
ayTOIMyHHE ITOPYIIEHHS, CIPOBOKOBAHE BipycamMu
Ta iHmuMu indekiiinnmu areatamu. Ha Bimminy
Biz xBopux ra CKB, B 0ci6 i3 XK® cepoJioriuni
TecTH (Taki IK peBMaTOiHUH (haKkTOp, aHTUAIEPHI
aHTUTLJIA Ta aHTUTIIA 10 ABoJaniorosux /[JHK)
€ crabimbao HeratuBHumu [8,17,37]. Coix 3a3Ha-
YUTH, MO0 Yy HAMOMY KJIIHIYHOMY BUTAIKY
ANA-antutina 6yan weratuBHuMu. Hesakaoun
Ha HeraTHBHY cepoiorito npu XK@, ichye neBHwmii
CTYMIHB KJIIHIYHOTO Ta MOPGOJIOTIYHOTO Tepe-

kpurTs Misk XK® ta CUB, 1110 motpebye ocobmm-
BOI yBaru.

Ockinbku crenudivnux n1abopaTOPHUX TECTIB
na XK® mnemae, giarHo3d BCTaHOBIIOETHCS
BUMKJIIOUHO 32 JiortoMorolo 6Oiorncii JIB. Ile 3axBo-
pIOBaHHS TicTOMaTOJOTiYHO Mae Tpu ((asm
PO3BUTKY: TpoJiiepaTUBHY, HEKPOTU3YIOUY Ta
KCAaHTOMATO3HY i3 crernugiuHuMU iMYHOTICTO-
XiMigHUME ocobguBOCTSIMHY [7,44]. Y naHOMY KJTi-
HIYHOMY BUIIQJIKy Y TiCTOJIOTIYHUX IIperaparax
JIB BugBmsamnch 3HaYHA KiJbKiCTh Makpodaris,
03HAKU BUPA3HOTO KapioOpeKCUCy Ta 3HAUHI HEKPO-
3u 6Ge3 HasIBHOCTI HEUTPOMDIIbHUX PAHYJIOIKTIB.
3a pesyabraramu [IX/] xmituam 3 Mmopdomorieio
iMyHOOJIACTIB  BUSIBUJIMCS MO3UTUBHUMHU  JI0
CD20, PAX-5, Mixk KIiTHHAMU TYXJIUHI BUSIBJIS-
Jacsgd BeawKa KigbKicTh T-mimdornutie (CD3+)
ta Mmakpodaris (CD163, CD68). 11i kaitunu Oy
rereporento nosutusHumu 10 CD30, bel-2, nera-
tusauMu g0 CD15, CD10, tdt, CD38, CD246,
bcl-6, c-myc. ¥V kimiTuHAX IyXJIMHU BUSBIEHA
ekcrpecia CD44, MUM1 ta CD43. Omnucani
Hamu naroMmopdosoriuni 3minu (puc. 11-13)
ta pesyspratu IIX/] (puc. 14-18) BignosizawTb
aminam 1pu XK@, onucanum y cBITOBUX 10CJIi-
JukeHHsx [29,37,46].

JlikyBanust XK® cipsimoBare Ha MOJIETTIEHHS
60JTHOBOTO  Ta  TIMEPTEPMIYHOTO CHUHAPOMIB
i3 3aCTOCYBAHHSIM HECTEPOITHUX TTPOTU3ANAIBHUX
3acobiB (HII3II). Ilpusuauenns KC (mpexgniso-
JIOH ) PEKOMEHIYEThCS TIPU BAXKKI €KCTPaHOIATb-
Hiit abo renepasizoBaniiit XK®, nmpu HeBpoJioriu-
HOMY YpaKeHHi (aCeITUIHUN MEHIHTIT, MO3KOBa
aTakcis), ypasKeHHi TedyiHKH, IMiJBUIEHHI PiBHA
JIAT ta mpu cungpomi CUB (3a HasiBHOCTI TI031-
TUBHUX THUTPIB aHTuggepHux aHtutian (ANA))
[4,43]. ].S. Chen Ta itoro koseru (2000) pekomen-
JIyBaJu PO3NTUPUTHU MOKA3aHHS 70 3aCTOCYBAHHS
KC y MeHII BasKKUX BUIAIKaxX 1epebiry XxBopoou
[11]. Bonu BBOAUIM TpeAHI30JOH TaIli€EHTAM
i3 TapsTUKOIO, MO TPUBAJIAa TTOHA ABA THKHI, HE3Ba-
skatoun Ha Tepanito HII3II, mpu peruanmBHOMY
nepebiry 3axBOpiOBaHHSI Ta Talli€HTaM, sSKi
6askaJu IIBUIIIOTO TMOBEPHEHHS 10 POOOTH.
Y BUMaKax CTepOIIOPE3UCTEHTHOI Ta PeIUANBHOIL
XKO® ommcyioTh ycmiliHe 3aCTOCyBaHHS Ti[POK-
CUXJIOPOXiHY Ta BHYTPIITHHOBEHHOTIO iMYHOTIJIO-
Gyuiny [4].

XKO® maitzke 3aBxkau Ma€ 100POSKICHIIT epe-
6ir Ta COPUATIUBUI TIPOTHO3, a TAKOK HU3BKUI
MoKa3HWK peruanBy (Bin 3% no 4%) [7,18,38].
JletanpHi Bumaaku — piakicte. B ocib, y sgxux
XK@ posBunymacs micys TpaHCILIAHTAIll opra-
HiB a60o TparchopmysBatach y CUB, 3HauHO 36i/b-
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IIYETHCS PUBHK cMePTi [47]. 3a3Budaii, 36ibIeHHs
JIB perpecye BHPOJOBXK OJHOTO MicAld IiCJs
MOYaTKy 3aXBOPIOBAaHHS, X04a 301JIbIIEH] BY3J1
MOJKYTh TPUMATHUCS JIOBITIE. 3aCTOCYBAHHS TIPEJIHI-
30JIOHY Y HAIIIOI MAIIEHTKY YJI0 aGCOIFOTHO BUITPA-
BJIaHe KJIHIKO-1a00pPaTOPHOIO IPE3EHTAIEI0 XBO-
pobu (TpuBaja TimepTepMis, CHMITOMOKOMILIEKC
I'DJIT, renepanizoBannii JIIIC, ekcrpanojasbhe
YpaKeHHs Ta BUPa3Hi 03HAKM IHTOKCHKAITii, HEBPO-
JIOTIYHi 3MiHU — M's130Ba TiIOTOHIs Ta iHIe). Yepe3
Micstb 3 yacy 3acrocyBanis KC mu cniocrepiranmu
perpecito JITIC, mpu yTpuMaHHi maparmaHKpeaTny-
Hux JIB, Hopmasiizailiio J1abopaTopHUX TECTIB.
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