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OcTpbiit numco6nacTHelit neitko3 (0J1J1), npoTekatowuii ¢ 303uHodunmneit (>1,5 x 10°/n) B nepudepryeckoit Kposm, BCTpe-
yaetcs KpaiiHe pefiko u cocTaBnset meHee 1 % Bcex ciydyaes OJ1J1. XapaktepHoit ocobeHHocTbio OJI1 ¢ 303uHODUNMe
ABNAETCA OTCYTCTBME GNACTHLIX KNETOK B NepUEPUYECKOI KPOBH, YTO MOXET 3aTPyAHUTL AuarHoctuky OJI1.

B cTatbe npeacTtaBieH knuHudeckuin cnydaii OJIJ1 ¢ s03uHodunmeit y naumenTa 2 net. Beugy 6onbworo pasHoobpasus
3TMONOrMYeckux PaKkTopoB 303MHOMUANM, KOTOPblE BKIOYAIOT annepruyeckne, MHMEKLMOHHbIE, UMMYHHbIE areHThl,
¥ BbICOKOTO PUCKA Pa3BUTUA TAXENbIX NOPAaXeHU BHYTPEHHUX OPraHOB BpayaM cliefyeT NpoBOAUTb LOCTAaTOUHO WHPOKYIO
auddepeHLnanbHyo AMAarHOCTUKY € 06A3aTeNbHbIM BKIKOYEHUEM B AMArHOCTUYECKUIT PAL 3N0KAYECTBEHHBIX HOBOOOPA-
30BaHuil. ToyHoe onpefeneHne NPUPoOLbl 303MHOPUNMN NO3BONAET YCTAHOBUTbL NPABUNbHLIA ANATHO3 U NPOBECTU 3TUNO-
TPOMHOe NeyeHue.
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0.D. Gurieva, T.T. Valiev, L. N. Serebryakova
N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse, Moscow 115478, Russia

Contacts:

BBepeHue

Oksana Dmitrievna Gurieva swimmer96ok@gmail.com

Acute lymphoblastic leukemia (ALL) manifested by eosinophilia (>1.5 x 10°/L) in peripheral blood is extremely rare,
less than 1 % of all ALL cases. A characteristic feature of patients with ALL and eosinophilia is the absence of blasts
in the peripheral blood, which can make early diagnosis of ALL difficult.

The article describes the clinical case of 2-year-old patient with ALL and eosinophilia. Due to the wide variety
of etiologic factors of eosinophilia, which include allergic, infectious, immune agents, and a high risk of developing
severe lesions of internal organs, physicians should conduct a broad differential diagnosis with the mandatory inclusion
of malignant neoplasms in the diagnostic series. Precise determination of the etiology of eosinophilia allows the correct
diagnosis and etiotropic treatment.

Keywords: eosinophilia, hypereosinophilic syndrome, acute lymphoblastic leukemia, children

For citation: Gurieva 0.D., Valiev T.T., Serebryakova I.N. Acute lymphoblastic leukemia with eosinophilia: diagnostic
and treatment features. Onkogematologiya = Oncohematology 2025;20(2):67-74. (In Russ.).
DOI: https://doi.org/10.17650/1818-8346-2025-20-2-67-74

303MHOGMINI MHOTrO0Opa3Ha M BKIIIOYAET aJICPTUIECKIE,

B 1968 1. Xapau 1 AHIEpCOH BBEJIM TEPMUH «TUIIEP-  ayTOMMMYHHBIE, MUEIONPOIndepaTUBHbBIE 3a00I€BaHU,
303MHOMWIBHLIN cuHApoM» (I'DC), onMchIBalOIUi ITpyIl-  Mapa3uTapHbie M Hellapa3uTapHble MH(PEKINHT, 3JI0KaJe-
ITy COCTOSTHUI, XapaKTepU3YIOIINXCS CTOMKOI, BEIpakeH-  CTBEHHBIE HOBOOOpa3oBaHuU (Tadm. 1) [2, 3]. B penkux
HOM 303MHOMWINEN ¢ BOBJICUEHUEM B MMATOJIOTMYECKUI  ClIydasix, KOrma MCKJIIOYeHbl Bce HamboJiee BEpPOSITHHIE
IIPOLIECC PAa3IMYHBIX OPTraHoB U cucteM [1, 2]. Dtnonmorust  mipuuuHbl, ['DC cuurtaercs mamonatndeckum. B 1975 .
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YCTaHOBJIEHBI SMIIUPUYECKUE TUATHOCTUYECKUE KPUTEPUUN
naroratudeckoro 'BC, KoTopple BKIIOUEHBI B KPUTEPUHI
KJ1accu(pUKaLMK OITyX0JIeit KpOBETBOPHOM 1 TIMMMOUTHOM
TKaHeil BceMupHO#l opraHu3auuu 3ApaBOOXpaHEHUS
2016 &. JoctaTouHo peaxko 'DC comyTcTByeT OITyX0JI€BbIM
3a00yieBaHUSIM cucTeMBI KpoBu. Ho3omornyeckas popma
«MHUEJIOUIHBIC/TUMGbOUIHBIC HOBOOOPAa30BaHUS C B03U-
Hopumel u nepecrpoiikoit reHoB PDGFRA, PDGFRB,
FGFR1wvm PCM1-JAK2» BKiTI0YaeT COCTOSTHUS, YIOBIET-
BOPSIOIINE CACTYIONINM KPUTEPUSIM:
* YCTaHOBJICHHBII OWAarHO3 MUEIOMIHOTO/IMMMOuI-
HOTO 3a00JIeBaHUSI CUCTEMBI KPOBH;
« ooHapyxenue nepectpoek PDGFRA, PDGFRB, FGFR1
nwm PCM1-JAK?2,
* abCOMIOTHOE KOMMYECTBO 303nHOGMMIOB (AKD) B I1e-
pudepuyeckoit kposu >1,5 x 10°/1 B TeueHue >6 mec;
* MUCHYHKIMS WIX ITOBPEXACHNE OpraHa(-0OB);
* OTCYTCTBHUE MICHTU(DUIIMPYEMBbIX IIPUINH TSI D031~
Hodunuu B iepudepudeckoit kposu [1, 3].

Taomua 1. Dmuonoeusn 3aboaeséanuii, cConpogoNcOAOUUXCs 303UHOPUAUEL

Table 1. Etiology of diseases accompanied by eosinophilia

ITpuuunbI 303MHOGUIAA

CreneHy TSDKECTH S03UMHO(DUINM BKITIOYAIOT JIETKYIO
(AKD ot BepxHeii IrpaHULIbI HOPMBI 110 1,5 % 10°/11), yMepeHHY10
(AKD 1,5-5 x 10°/11) u Tspxenyio (AKD >5 x 10°/n) [4].

B 2011 . pabouas rpyriia 1o u3y4eHUI0 303MHO(PUITb-
HBIX 3200JI€BaHUY TIPEATOXKIIA HOBYIO TEPMUHOJIOTUIO
1151 Tunepao3uHodwmii (I'D): BbIIeIeHBI TaKKe BapUaH-
Thl, KaK HacIeACTBeHHas (cemeiinag) ['D (I'D), accoun-
npoBaHHas ¢ mytanueit reHa CMTM3; I'D neonpenesieH-
Horo 3HavyeHus (I'D ); nepBuyHasa (KJOHanbHas/
Heoractuyeckas) I'D (I'D)); BropuyHas (peakTuBHas)
I'D(I'D,). Tepmun I'D_ GbUI BBEJIEH BMECTO UAMOTIATHYE-
ckoro I'DC. JIiobasg I'D (He ToapKO MaMONaTHYECKas),
CBsI3aHHasI ¢ MOPDOGDYHKIIMOHAIBPHBIMA U3MEHEHUSIMU
opraHosB, obo3Hauaercs Kak ['DC, a onpeneeHHbIE Bapy-
aHThl BKJIIOYAIOT UHIEKCHI (Hanpumep, ['D , I'D _, I'D ,
I?) (1, 3].

PacnipocTpaHeHHOCTh M YacToTa BeTpedyaeMoct I'D
HEM3BECTHBI; OTMEUCHO, YTO 3TO KpaiiHe peiKoe 3a00jIeBa-
HHE y IeTeil 1 B OCHOBHOM IMAarHOCTHPYETCS BO B3POCIIOM

3a0oJieBanus

AJTepruyecKrii pUHUT, AaTONMUYECKUIA IEPMATUT, KpalTMBHUIIA, aCTMa, JIEKAPCTBEHHBIE

AJlepruyeckye /i aTonuyecKue
Allergic and/or atopic

peakuuu (HampuMep, Ha aHTUOMOTUKY VI HECTEPOUIHBIC TIPOTUBOBOCTIATUTEIBHBIC
Mpernapathl), SMM30INYECKIUIT aHTUOHEBPOTUYECKUM OTEK C 303MHOGUINECH
Allergic rhinitis, atopic dermatitis, urticaria, asthma, drug reactions (eg, to antibiotics

or nonsteroidal anti-inflammatory drugs), episodic angioedema with eosinophilia

Bpyuennes, acnepruiies, THPEKIIMOHHBIN TUMGOIINTO3, HHPEKIIMOHHBIM MOHOHYK-

MHbekMoHHbIe Henapa3uTapHble
Infectious non-parasitic
fever

JIe03, TyOepKyJie3, cKapJaThuHa
Brucellosis, aspergillosis, infectious lymphocytosis, infectious mononucleosis, tuberculosis, scarlet

AcKapuio3, KIIOHOPX03, IUCTUIIEPKO3, SXMHOKOKKO3, (haciiones, huisipuaTos

[MapasurapHbie HHOEKITAN

.. . TpUuxoLe@aiae3
Parasitic infections P ued

(bmnsipnos), maparoHMMo3, IMCTOCOMO3, CTPOHTUIONIO3, TOKCOKAPO3, TPUXUHEIIE3,

Ascariasis, clonorchiasis, cysticercosis, echinococcosis, fascioliasis, filariasis, paragonimiasis,

schistosomiasis, strongyloidiasis, toxocarosis, trichinosis, trichuriasis

D03MHOGMWIBHBIN IPaHYJIEMaTO3 C TTOJUAHTUUTOM, 303MHOMUILHBINA MANOTATHICCKII

COC,E[I/IHI/ITCJIBHOTKaHHbIC, BaCKYyJIUTHBIC
WU IT'paHyJI€EMAaTO3HLIC 3a00JIeBaHUS
Connective tissue, vasculitic or granulomatous
diseases

dacuuuT, 303MHOGUILHBI CUHOBUT, BOCTIAJIMTEIbHBIE 3a001¢BaHUS KUIIIEYHUKA,
cuHapoM Jpecciiepa, peBMaTOMIHbBINA apTPUT, capKouao3, cuHapom IllerpeHa,
CUCTEMHAaA KpaCHas BOJTYaHKa

Eosinophilic granulomatosis with polyangiitis, eosinophilic idiopathic fasciitis, eosinophilic
synovitis, inflammatory bowel disease, Dressler syndrome, rheumatoid arthritis, sarcoidosis,

Sjogren’s syndrome, systemic lupus erythematosus

OCTpHIil/XpOHUYECKUI 203MHOMUITBHBII JISUKO3, OCTPBIA JTUM(OOIaCTHHIN JTeIKO03,

Mueno-/aumMdonpoardepaTuBHbIE
3a00J1eBaHMS
Myelo-/lymphoproliferative disorders

XPOHMYECKUI MUEIOMIHBIN JIEUKO3, TMMGpoMa XOMKKNHA, HEXOIKKUHCKIE TUMPO-
Mbl, TUTIIEPI03MHO(MWILHBIM CUHAPOM
Acute/chronic eosinophilic leukemia, acute lymphoblastic leukemia, chronic myeloid leukemia,

Hodgkin’s lymphoma, non-Hodgkin’s lymphomas, hypereosinophilic syndrome

3710Ka4eCcTBEHHbIE HOBOOOPA30BaHUS
Malignant neoplasms

[NepBuYHbBIE UMMYHOAEGHUITATH
Primary immunodeficiency

KapiimHOMBI U capKOMBI JIEFKOTO, TTOMXKETyI0UHOM XKeIe3bl, TOJACTON KUIIKHU, IIEHKA
MAaTKU UWIU ANYHUKOB
Carcinomas and sarcomas of the lung, pancreas, colon, cervix or ovaries

CuHapoM runepuMmyHoriooynuHemun E, cunapom OMeHHa
Hyperimmunoglobulinemia E syndrome, Omenn syndrome
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Bospacte (20—50 JieT) ¢ COOTHOIIEHUEM MYKIMHBI: KECHIITUHBI
9:1[1,6].

Knunnueckue npogpineHust I'D Bo MHOTOM oIIpe-
nenstiorest MopPodYHKIIMOHATBHBIMUA OCOOEHHOCTSIMU
303nHO(pMI0B. OHM 00J1aJaI0T LIUATOIIa3MaTUYECKUMU
rpaHyJaMH, COIEpPXAIlUMU IIUTOTOKCUYECKUE OCJIKH,
KOTOpEHIE, BEICBOOOXKIASICh, MOT'YT HETIOCPEICTBEHHO BbI-
3bIBaTh NMOBpeKAeHUS TKaHeil. OCHOBHAs (PYHKLIMS 303M-
HODUIIOB — yJyacTWe B peaKILUsX, HaIllpaBJICHHBIX Ha
SJIMMUHAILIMIO K30T€HHBIX aHTUTEHOB. BOIBITMHCTBO
203MHOMWIOB HAXOMSITCSI B ITOBEPXHOCTHBIX CJIOSX CJIH-
3UCTHIX 000JI0YeK, KOHTAKTUPYIOIINX C OKpYXKalolei
cpenoit. Do3MHOMINS MOXET ITPOTEKaTh OECCUMITTOMHO
WIX MPUBOAUTH K IMMPOKOMY CIIEKTPY HATOJOTMIECKUX
cocrostHmii [7, 8]. Bo Bpemst HaOmoneHUS 3a TTallMeHTaMK
¢ I'D koxxHBIe BBICHITaHMS (3YSIIIHE IISITHACTO-TTAITYJIC3HBIC
3JIEMEHTBI) ObLUTI Ha0O0JIee YaCThIM KIIMHUISCKIM ITPOSIB-
JICHVEM U BCTpeyauch B 69 % cityyaeB, pexe OTMEYaInCh
JierouHble (44 %) v xenmynouHo-KuieuHble (38 %) nposiB-
JieHus. [lopaxeHue cepaia, He CBI3aHHOE C TUTIEPTEH3UEH,
aTepOCKIEPO30M MJIM PEBMATHYECKMM 3a00JICBAaHUSIMH,
Habmonpaercs B 50—75 % ciydyaeB pu 303MHOGIMKA U MO-
KT MPOSIBIISIThCS PECTPUKTUBHOM KapaIMOMUOIIATHEH, IT0-
pakeHUEM KJIarlaHOB U/ WIY CEPIECIHON HeTOCTATOYHOCTEHIO.
IIporpeccupyrolas cepaeaHasi HeIOCTATOUHOCTb SIBJISIETCSI
TUMUYHBIM ITPUMEPOM TOBPEXACHUS, ONIOCPEAOBAHHOTO
203MHOGMIAMH, 1 B €€ OCHOBE JICKUT MHOTOCTYIICHYATHII
MaTo(PU3NOIOTMYECKIIA TIPOLIECC, 3aKITIOYAIOIINIACI B UH-
¢unsrpany cepaia 303MHOGUIAMA U MX TOKCUYHBIMHU
Meauaropamu [2, 9]. IloBpexmeHne sHIOKapaa IIPUBOIUAT
K TOBBIIIEHUIO TPOMO000pa30BaHMs U YBEJIMYEHUIO pUCKA
smbosu. Ha o3gHeit ctaguu cepedHoi HeloCTaTOYHO-
ctr (pubpo3HOE YTOJIIEHNE SHI0KApAa MOXET IIPUBECTH
K PeCTPUKTHBHOM KapamomuonaTuu. KiamanHas Hemo-
CTaTOYHOCTDb BO3ZHUKAET B PE3yJIbTaTe MypaJbHOTO SHIO0-
KapIuaJibHOTO TpoM003a 1 ¢pubpo3a CTBOPOK MUTPATTLHOTO
WIN TpeXCTBOpYaToro Kiamasa [ 1, 9]. CBoiicTBeHHOE 3TO-
My 3200JIEBaHUIO TUTIEPKOATYISIIMIOHHOE COCTOSTHUE T10-
BBILLIAET PUCK TPOMOO3IMOOINYECKUX OCTOXKHEHUIA.

BecbMa rereporeHHBIe KIMHUICCKHUE TIPOSBICHUS,
CBOMCTBEHHBIC 303MHOMUINY, BHOCST TOIIOJTHUTEIBHBII
BKJIAJI B OOBEKTUBHBIE TPYIHOCTHA TMATHOCTUKHU OITyXOJIe-
BBIX 3a00JI€BAaHUI CUCTEMBI KPOBHU, IIPOTEKAIOIINX C S031-
Hodunumeii. K ToMy Xe B MUPOBOI1 JIMTEpaType ONMUCaH
Jiib 61 ciydait OJIJI ¢ so3unodunneit y gereit [10].

KnuHuueckum cnyyaii

Podumenu nauuenma 2 aem 6 anpene 2023 2. obpamuauce
6 NOAUKAUHUKY NO MeCmy Jcumeascmea ¢ xcarobamu
Ha nosvlueHue memnepamyput 00 (heOpuIbHbIX 3HAUeHU, 00-
HOKpamHyio peomy u scuokuii cmya. Ilayuenm Gvin ocmomper
neouampom, Ha3Ha4eHvl Napayemamon, pecuopor (dexcmpo-
34, Kaaus XA0puo, HAmpus X10puo, Hampus Yyumpam,), cmex -
mum duoxmasdpuueckuil. 3a 4 OHa cocmosHue pebeHka
He YAYMuUA0Ch, NAUUeHm HanpagaeH 6 0emcKyr pecnyoiuKam-
cKyro bonvruyy. Ha momenm eocnumanuszayuu 6 obuem aua-
auze kposu (OAK) ommeuanucs aetixouumos 0o 79,49 < 10°/a,

anemus 11 cmenenu (yposens cemoenobuna 88 e/n), mpombo-
uyumonenus 11 cmenenu (yposenb mpomboyumoes 58 < 10°/1),
so3unogpunus 2,7 x 10P/a. Boiau uckarouersvt Haubonee eepo-
SAMHble NAPA3UMAPHble NPUHUHBL I03UHODUAUU (YPOBEHb UM~
myHoenobyauna (1g) G kposu k Ascaris lumbricoides cocmas-
asan 0,1 Ed/ma; IgG k Toxocara canis — 0,2 Ed/ma; IgG
k Giardia lamblia — 0,58 Ed/ma; pegpeperchbie 3HaveHus
0—1 Ed/ma). B buoxumuueckom anaiuse Kposu nokasamenu
6 npedenax HOPMAanbHbIX 3HAYEHULL, KPOMe YPOBHel AaKmam-
deeudpoeenasvl (1565,84 Ed/a) u C-peakmusHnozo b6eaka
(79,46 me/n).

boavHoMY @bINOAHEHA KOMNBIOMEPHAS MOMO2PAQUsL 20-
JN08H020 M032d, 0P2aH08 epYOHOU U OPHOWHOU nosocmell,
3a0POUUHHO20 NPOCMPAHCMEA, MAA020 MA3d, OONOAHEHHAS
mpexgazHbiM HYMPUBEHHbIM KOHMPACMUpPosaruem (apme-
PUANbHAS, 8EHO3HAS, NAPEHXUMAMO3HAs): 8blsGAeHbl NPU-
3HAKU 2UNOCMAMUYecKUux U3MeHeHUil Ha YpogHe 6a3a1bHbiX
0M0en08 HUMNCHUX doaell neeKux (30Hbl Mamoeoeo cmexkia)
C 04a208bIMU UBMEHEHUSMU 8 SIMUX 005X, YMOAUeHIe MediC-
0041€801i nAedpbL CNpasa ¢ NPU3HAKamu OUCK08UOHO20 ame-
AeKmasa Ha ypogHe S3; 8bINOMA 8 NAEBPANbHBIX NOAOCHISAX,
noaocmu nepukapoa He Guls8AeHO; NeueHb He y8eauuend,
dencumomempuueckue NOKaA3amenu NAPeHXUMbl HeHeHU
He U3MeHeHbl, apXumeKmoHUKa cocydog neveHu He Hapyuie-
Ha; cene3eHKa He y8eauena.

C yuemom neiikoyumo3sa, 303UHoPUAUU, AHeMUU U MPOM-
boyumonenuu ¢ nodospeHuemM Ha onyxonesoe 3ab01edanue
cucmemsl Kposu pebeHoK 0bia eochumanusuposan ¢ HUHU
demckoll oHKoA02UU U cemamonocuu uM. akademuka PAMH
JLA. llypnosa HMHUI] onxonoeuu um. H.H. Baroxuna. Ilpu
nocmynaenuu (maii 2023 2.) cocmosiHue 601bH020 msaicenoe,
00yCA061€HO BbIPANCEHHOU UHMOKCUKaUUell, ObiXxameabHOu
Hedocmamourocmuto 11 cmenenu, omeuHsvim U aHeMUu4ecKum
cundpomamu. Temnepamypa mena HopmansHas. B xode oc-
mompa nepugepuueckue aumpamuuecKue y3vl (weiiHole,
noomvluieurvle, naxogwie) 0o 1,5 cm 6 duamempe, 6e3601e3-
HeHHble, Nod8UdICHble; 2enamocnieHomeearus (+1,5 cm us-
nod pebepHoti dyeu), maxuxapous do 130 yoapoe é munymy,
maxunuos 0o 30 dvixamenbHbIX 08UNCCHUT 8 MUHYMY, CHU-
Jcerue nposedeHust ObIXaHUs 8 NPOEKUUU HUICHUX doaell Aee-
KUX, 81adicHble MeaKony3sipuamole xpunst. Duzuonoeuueckue
Omnpaenenus 8 Hopme.

B OAK c aeiikoyumapHoii ghopmynoii omme4aiuco aHemusi
1V cmenenu (yposens eemoenobuna 55 ¢/n), mpombouumoneHus
cpedueil cmenenu msaxcecmu (61 x 10°/a), aeiikoyumos
(47 x 10°/n), 203unogpunus (AKD 18 x 10°/4 (38,6 %)), abco-
JOMHOe Koauuecmeo Helimpogpuaog cocmaeasino 17,8 x 100/,
aumghouumos — 9,9 x 107/, yposerw Gaacmuvix knemok 1 %.

Boinoaneno yumonoeuueckoe uccaedosanue KOCMHO20
M032a nayueHma: KOCMHbLI M032 KAeMOYHbLIL, ROAUMOPGDHbLIL.
Koauuecmeo 6nacmmubix knemok cocmaeguno 5,1 %, nogviuie-
Ho Koauvecmeo aumepoyumos (30,2 %), wacms co cenaxicen-
HoU cmpykmypoil xpomamuna. Ipanyroyumapusiii pocmox
pacuupen (70,0 %), npeobaadanu 3penvie gpopmut (64,4 %).
Pesko svipancena s03unoguavran peaxuus (40,8 %). Ipu-
mpouduwlit pocmox coxpaner (13,8 %). Meeaxapuoyumo!
He HaildeHbt (puc. 1).
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Puc. 1. JJumonoeuueckuii npenapam KocmHozo mo3ea 60A6HO20 OCMPbIM AUMPOOAACMHBIM A€UK030M ¢ 203uHoPuauell (okpacka no Pomanosckomy—ITumse,
x1000): a — onpedeasiromes eQunuUHbLe AUMGDOOAACMbL, JO3UHODUAbHBIE MUEAOUUMDL U MEMAMUCAOUUMDL, A MAKNCe NAN0UKO- U CeeMEHMOsI0epHble J03UHO-
@unvl; 6 — edunuunbie aumpodracmor muna L2, a makoice knemicu 303UHOPUAbHO0 pda

Fig. 1. Bone marrow cytology of patient with acute lymphoblastic leukemia with eosinophilia. Romanovsky—Giemsa staining, x 1000: a — single lymphoblasts,
eosinophilic myelocytes and metamyelocytes, as well as band and segmented eosinophils are determined; 6 — single L2 lymphoblasts, and eosinophilic cells

are determined

Ha ocrosanuu pe3yasmamoe umMmyHODeHOMUNUPo8anus
KocmHo2o moszea (B-kaemounvie mapkepor: CD19 — 100 %,
CD22 — 100 %, iCD7% (yumonaazmamuueckuii) — 80 %,
Mmuenouonsvie mapkepoi: CD33 — 22 %; mapkepol kaemok-npeo-
wecmeennuy: CD34 — 15 %, CD117 — 0 %, dpyeue mapkepoi:
CD10— 100 %, CD38 — 53 %, CD58 — 100 %) ycmanoenen
duaenos: OJLI, eapuanm B-1I ¢ kosxcnpeccueit CD33.

IIpu uccaedosanuu KOCMHO20 MO32a NAYUCHMA Memo0oM
gayopecuyenmuoii eubpuduzayuu in situ (fluorescence in situ
hybridization, FISH) cmpamuguuyupyrowux mpanciokauyuil
0ns OJLI e obHapyceHo, MOAeKYASPHO-OUOAOUYECKUe UC-
caedosanus 0as uckarouenus I9C He nposodunuce.

Ilo pe3yavmamam sxokapduoepaguu y nayueHma om-
MeYanuch NPU3HAKU SUNEPMPOPUU 1e6020 HceaYOoHKa ¢ npe-
UMYUeCMBEHHBIM YMOAWeHUEM HUJICHE, 3a40He00K0801l €20
CmeHoK 0e3 06cmpyKyulU biHOCAWe20 mpakma 6 nokoe. Ilo-
Aocmu cepoya He pacuiupersl. OmmeueHsl neeouHas eunep-
MeH3Usl, NPUSHAKU NOBbIULEHUS UeHMPAAbHO20 GEHO3HO20
0aeneHus, HeOOCMamo4HOCHb MPUKYCRUOAAbHO0, MUMPANb-
Hoeo Kkaananos I1—I11 cmeneneii, Hedocmamoyrnocms Kaa-
nauna neeoynoil apmepuu I1—I1I cmeneneii. Inekmpokap-
duoepamma be3 ocoberHocmell.

Hauama noauxumuomepanust no npomokony ALL IC-BFM
2009. Ha 8-it denv mepanuu npednuzononom 60 me/m*/cym
6 OAK koauuecmeo aeiikouyumog 25,4 x 10°/1, AKD co chu-
acenuem 9,3 x 10°/a (36,6 %), abcorromuoe Koauvecmeo
neiimpoguaog 8,2 < 10°/1 (32 %), aumgpouyumos — 7 x 10¢/a,
(27,9 %), 6aacmubie kaemku He 00HAPYHCEHbL.

Ha 15-ii Oenv mepanuu 6 mueaoepamme ypoeeHs 6AACMHbIX
Kaemok y nayuenma cocmaensin 1 %, coxpausnace ebipaicer-
Has s03unoguavnas peaxyus (11,8 %). [lpu ouenke yposHus
MUHUMAAbHOL 0OcmamouHoll (onpedensiemoil) 604e3HU Memooom
NPOMOYHOU YUMOMEMPUU NONYAAUUS OAACHBIX KACMOK C UHU-
YUANbHBIM A0ePPaAHMHBIM UMMYHODEHOMUNOM COCMABAANA

0,338 %. B OAK koauuecmeo aeilkouumos co CHujiCeHuem
11 x 10°/n, ommeueno ymervutenue AKD do 0,8 < 10°/a1 (7,3 %),
abconromuoe Koauuecmeo Hetimpogunos 2,9 x 10°/1 (26,4 %),
aumgpoyumos — 7 < 10°/2 (63,9 %).

boavroil npodoaicun noayuams neuenue 6 COOmeemcmeul
¢ mepanesmuteckKum nPomoKoAOM, U NPU KOHMPOAbHOM 00Cie-
dosaruu Ha 33-1i OeHb 8 MUEA0ZDAMME YPOBEHb OACMHbIX KACHOK
cocmaensn 4,4 %, munumanvHoil ocmamouroti bonenu — 1,18 %.
B OAK yposens aetixouyumos cocmasun 1,8 x 10°/1, AKD —
0 x 10°/2, abconiomHoe koauvecmeo wetimpoghunos 0,16 x 10°/n
(8,6 %), aumpoyumos — 1,57 x 10°/a (86,6 %). asvreiiuee
Jeyenue No360AUA0 NOAYHUMb NOAHYIO (OMPULamMebHbli CMa-
Myc MUHUMAABHOL OCIAMO4HOU 60Ae3HU) pemuccuro nepeo
Hauanom ¢paszel Koucoaudayuu npomokoara ALL IC-BFM
2009.

Ilpu kormpoavHom 006caedoeanuu cepoeyHoll QyHKYUU
10 OQHHBIM 3AEKMPOKapoUoepapuy ommeueH CUHYCOBbLil
pumm ¢ yacmomoii cepoeunvix cokpawenuii 127— 130 ¢ mu-
HYmYy; OMKAOHEHUe INeKMPUecKoil ocu cepoua enpaeo;
PQ 110mc; QRS 70 mc; QT 300 mc; QTc 385 mc. Ilo pe3ynb-
mamam 3xoxapouoepapuu omme4eHvl yMepeHHoe pacuiupe-
Hue neeoeo npedcepoust, mumpanvHas pecypeumayus 11 cme-
neHu, mpukychudaavuas peeypeumauyus I cmenenu,
A0KAAbHASA U 2100GAbHAS. COKPAMUMOCHb 186020 HCeAYO0UKA
He HapyuleHbl, 1e204HOL cunepmen3uU Hem, NPU3HAKU eunep-
mpoguu 16020 JHcenyoouKa.

IIposedenue npoepammuoco Xumuomepaneemu1ecko2o
AeHeHUsi NAYUeHMA 0CAONCHUAOC MPOMOOMUYECKUM SNU30~-
dom. Ilo danHbiM Y16mpaszeyK06020 uccae0o8aHus 6 1e6oi
6epxHell APeMHOIl 6eHe 0OHAPYICeH BAoMmUPYIOUUIl mpomo
pazmepamu 1,4 x 1,0 x 6,8 mm, 6 npasoii eepxteli ApemHoll
6eHe 8031e Mecma paHee CMosA8ulec0 YeHMPALbHO2O 8EHO3-
HO020 Kamemepa no AamepanbHoli CMeHKe 8U3Yanu3upo8aniocs
npucmenoyHoe mpomobomu4ecKoe Har0dceHue pasmepamu
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1,9 x 2,3 mm (nayuenm noayuan aHmukoazyisitHmyro mepanuio
SHOKCANAPUHOM HaAMPUsL 8 MeyeHuUe 2 Mec ¢ NOAONCUMENbHBIM
aghghekmom no OauHHbIM YAbMPA3EYKOB020 UCCACO08AHUS COCY-
008: 6epXHUe SPEMHbIE 6eHbl NPOXOOUMbL, NPOCEEM COCYA08
Hopmanvublil — 0o 1,1 cm cnpasa, do 0,8 cm caesa).

Bo épems npogedenus npoepammHoL NOAUXUMUOMEPAnUU
no npomokony ALL IC-BFM 2009 nocae 3-20 ggedenus me-
mompexcama 2000 me/m*/cym (Protocol mM) y pebenka
DA38UAUCH OAKMEPUANbHO-EPUOK08bLIL CeNCUC, CenMUUecKUll
WokK, npuseduiue K NOAUOP2AHHOU HedocmamoyHocmu (Obl-
Xxamenavras Hedocmamounocms 111 cmenenu, deycmopouHss
NHEeBMOHUSL, OMEK AeSKUX, OCMPbLl PecnupamopHuiil Ou-
cmpecc-cuHopom, 6aKkmepuanbiblii IHO0Kapoum, cepoe4Ho-
cocyducmas HedoCmamo4HOCHb, OCIMPoe NOYEHHOe NOBPENC-
deHue) u 1emanbHoMy UCX00)y.

06cyxxaeHune

[To maHHBIM TUTEPATYPHI, B ITIEANATPIIECKOI KOrOpTe
nauveHToB ciydau B-nmuneiinoro OJIJI ¢ s03uHOGUIME
BcTpevarores peako. IlommxuMmorepanus Mo cTaHaapT-
HBIM IIPOTOKOJIaM IIPUBOIUT K U3JICUCHUIO OT OCHOBHOTO
3a00JIeBaHNSI U HUBEJIUPOBaHMIO 303nHOoDmmm [10, 11].
OmHako OnMCcaHHbIE B POCCUMCKIX U 3apyO0eKHBIX UCTOY-
HHUKaX KJIMHUIECKHE CIyIar OTPAKAIOT IITUPOKMI CTIICKTP
noymopraHHbIX mopaxkenuit mpu OJUJI ¢ so03uHoduIMei,
a TaKKe yCyryoJIeHre OpraHHBIX TUCOYHKIUN TIPU TIPO-
BeICHNU XUMUOTEPAIINU C BKIIOUCHHUEM KapaNOTOKCUI-
HBIX IIpeTIapaToB aHTPALIMKIMHOBOTO Psifa 1 acTiaparuHa-
3bI, UMEIOIIMX ITPOTpOMOOTHYECKME cBoMcTBa [12—15].
ITo mannbM A. Rezamand u coaBT., IIPOrHO3 Y NALIMEHTOB
¢ OJIJI, accommmpoBaHHBIM C 303UHOMWINEH, TIIIOXOH,
MeIraHa BbDKMBAEMOCTHU cocTaBriIa 7,5 Mec, 26 % jeraiib-
HBIX MICXOIOB CBSI3aHBI ¢ 303MHOMWIBHON MH(PUIBTpaLI-
eii cepaua u jgerkux [16].

B npencraBneHHOM HaMHM ClIydae ¢ YIeTOM BO3pacTa
MMaleHTa U OTCYTCTBUS 3HAUMMBIX OCOOCHHOCTEI aHAM-
He3a, pe3yJIbIaToB JIA00paTOPHO-MHCTPYMEHTAJBHBIX 1C-
ciegoBanuii 'BC MoXeT MOKa3aThCsI MaJIOBEPOSITHBIM.
Kpowme Toro, mo pesyabraraM UMMYHO(DEHOTUITMPOBAHUS
KOCTHOI'O MO3Ta OJJHO3HAYHO MOATBEPKAeH B-I1HeHbII
OJIJI, u I'DC B gaHHOI cUTyalluy UMeJT BTOPUYHBIN Xa-
pakTep. TeM He MeHee B JIUTepaType OIMCAHBI CIIydaw,
KOTJa B peaKTUBHOI KJIETOUHOM MOMYJISIINU, COITyTCTBY-
IOLLIEN OCTPOMY JIEUKO3Y, OTIPEAEIISIIACH Ta XKE XPOMOCOM-
Hasl IIepeCTPOIKa, YTO M B OITyXOJIEBOM KJIOHE KJIeTOK. Tak,
B 100 % 6a3zoduyioB, OTMEYEHHBIX IIPU OCTPOM IIPOMUE-
JouuTapHoM Jeiikose, meronoM FISH BeisiBnena tpanc-
nokanms t(15;17)(q24;921), aHamorM4YHasE TaKOBOM
B OJIaCTHOM MOMYJISIIUMK KJIETOK, Ha OCHOBAaHUH YETO aB-
TOPBI ACJIAIOT IIPEAITOI0XEHNE O BApHaHTaX KIOHAIBHOM
9BOIIOLMHU JIEMKEMUYECKUX OJIaCTHBIX KJIeToK [17].

HemuemonmHbIe 310KaueCTBEHHBIC OITyXOJI MOTYT IIPO-
TEKaTh C BTOPUYHOM 303MHOMMINEN, BO3HUKAIOIIEH B pe-
3yJIBTaTe BRIPAOOTKH IIMTOKMHOB, TAKUX KaK MHTEPJICHKITHBI
3, 5 ¥ rpaHyJIoLUTapHO-MaKpodaraabHbIi KOJIOHUECTUMY-
JIMPYIOIN (haKTOp, KOTOPBIE CIIOCOOCTBYIOT AuddepeH-
LIMPOBKE 303MHOMDMIOB U MOANCPKAaHUIO MX XK1U3HU. Ha-

MIpUMep, TU LIMTOKMHBI MOTYT BBHIPA0ATHIBAThCS 3JI0KA-
YeCTBEHHBIMU KJIETKaMU TIpU T-KIIETOYHBIX TUMdOMaX,
mmmpome XomkkmHa 1 OJUI [1, 8].

Pa3znoo6pa3Hble kimmHnyeckue nposipinenust ['DC oT-
paxarot ero rereporeHHocTb. Hanbonee pacnpoctpaHeH-
HBIMU KJIMHUYECKUMHU CUMITTOMAaMMU SIBIISIIOTCSI CJIA00CTD
u ycranoctb (26 %), kawenb (24 %), onbiika (16 %),
MMAJITUY WM aHTMOHEBpOoTUYeCKuil oteK (14 %), chllb
iy xopanka (12 %) u punur (10 %) [2]. IIpu I'DC He-
penko orMeuaercs JieiikouuTos (20—30 x 10°/11 wiun Bbliie)
¢ so3uHodmMei B quanasone 30—70 %, anemus 11111 cre-
reHei Habmonaercs y 53 % NauueHTOB; TPOMOOLIMTOIEHNS
BCTpeyvaeTcs yallle, YeM TpoMooumtos (31 u 16 % cooTBer-
CTBEHHO); 203MHOMMINS B KOCTHOM MO3T¢ BapbUPYeT
ot 7 10 57 % (B cpeareM 33 %) [18]. Takxke B KOCTHOM
Mo3re obHapyxuBaroTcs Kpuctauisl Illapko—JleiineHna
(oTImYuTeNbHAS YepTa 303MHOMDUIBHOTO BOCITAIICHUS,
cozepKaiero 6eyok rajgekTuH-10), a B HEKOTOPBIX CITyda-
SIX TAKXKE HAOJTI0AAI0TCS yBEJIMUEHUE KOJIMYECTBa 01aCTHBIX
KJIETOK 1 (prdpo3 KocTHOro Mo3ra [1, 18].

Bo Bpems muddepeHInaIbHO-IMaTHOCTUIECKOTO
rorcka mpu 'DC B mepByIo oyepeab HEOOXOIUMO UCKITIO-
YUTh IPUIMHBI HACCACTBEHHON W BTOPUIHON (peaKTHB-
Hoit) ['D: ciemyeT codparth ITOIPOOHBIN CeMEITHBIN aHAMHES,
aHAMHeE3 ITyTeLIEeCTBUM, ITUILEBOM aHAMHE3, IIPOBECTU aHA-
JIN3 Kajla Ha SiIa reJJbMUHTOB (MHOTIA HECKOJIBKO pas),
CepOJIOTUIECKOE UCCIeIOBaHNE KPOBY Ha aHTUTENIA K CIIe-
mudmyeckuM napasutam, ypoeHs IgE, acniepruies-cre-
miduaeckuit IgE, tpormonun T/1, aHTUHEHATPOGUIBLHBIC
aHTUTeJa, aHTUHEHTPODUIbHBIE UTOIIA3MAaTHIECKIE
AHTHUTEJA, BRITTOJTHUTH JICKTPOKAPIUOTpadHIo, SXOKAPIIO-
rpacuio, KOMIBLIOTEPHYIO TOMOTpaduio OpraHoB IPyIHOMN
KJISTKU, OPIOIITHOM ITOJIOCTH, MaJIOTO Ta3a 1 IT0 ITOKA3aHMSIM
o6ponxockonuio [3, 4].

Ecau npyrymHbl BTOPUYHBIX 303MHO(MUINI UCKITIOYEHBI,
JMUAarHOCTUICCKUI TTONCK CISIYeT IIPOIOJIKUATH B HAIIPaB-
JICHUM KJIOHAJBHBIX 303nHOoMummit: OAK ¢ neitkouurap-
HOI hopMyItoi (IIMPKYIUPYIOIIUE 0IaCTHBIE/ OITyX0JICBBIC
KJIETKH, MOHOIIUTO3), UCCIEIOBAHNE CHIBOPOTKN KPOBU
Ha orpeieJieH1e YPOBHS BUTaMuHa B, Tpunrasel, Mopdo-
JIOTUIECKOE, LINTOTeHETUIECKOS, NUMMYHO(DEHOTUITTIECKOE
1 MOJICKYJISIPHO-0MOJIOTMYECKOE MCCASTOBAHUSI KOCTHOTO
MO3Ta ISl UCKJTIOYCHMST MUCJIOMIHBIX HEOIUIA3Mil C 3031~
HoMMIMENR, K KOTOPHIM OTHOCSATCS CUCTEMHBIN MacTOLIMTO3,
XPOHUYECKMIA MUEJIOIEMKO3, OCTPBIA MUEJIONIHBIN JIEUKO3
(ocobeHHO BapraHTeI M2 1 M4-Eo 1o ¢hpaHKo-aMeprKaHO-
OpuTaHCKOM KiaccuduKaunm) ¢ TpaHcaokauusiMu CBF
(core-binding factor), MHeTOIUCILIACTUYICCKUI CUHIPOM,
MHeENIONpoarudepaTUBHBIC 3a00JIeBaHNS U XPOHUYECKUIA
MUEJIOMOHOLIMTAPHBIN JieliKo3. [1pencraBieHus: o Mueno-
mposcepaTUBHBIX 3a00JIEBAHMSX, TIPOTEKAIOIINX C 303H-
Hodume, chopMUPOBATIUCH B TTOCTIEIHNE HECKOIBKO JIET
Onaronapsi BbISIBIEHUIO TEHOB, KOMUPYIOIIMX CUHTE3 Pelie-
TOpOB K pocToBBIM (pakTopam, — PDGFRA, PDGFRB,
FGFR1, C-KIT. CnenctBueM HapylIeHWIA UX CTPYKTYPhI
SIBJISTIOTCSI HE3aBUCHMbIC OT HOPMAJIBHBIX CTUMYJIOB POCT
U IeJieHue KieTok [1, §8].
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JlabopaTopHast TMarHoCTHKa KJIOHAILHOM 03MHOMU-
JINH JOJDKHA HAYMHATBCS C MOJICKYJISIPHO-TEHETUIECKOTO
aHanmm3a nepudepruuecKoil KpoBUM Ha OOHapyXeHHE
FIPILI-PDGFRA c moMonIbs10 00paTHOM TPaHCKPUTIIMOH-
HO-IIOJIMMEPA3HO# LIETTHON peakunu WM Mexda3Hoi/
meTtadasHoit FISH. TTockonbky reH CHICZ2 pacrnionoxeH
B TOM X€ MHTEPCTULIMAIIBHOM ICJICLIMOHHOM (pparMeHTe
JIJTMHHOTO Tieda xpoMocombl 4q12, yro u FIP1L 1-PDGFRA,
3TOT IIMPOKOIOCTYITHBIA KIIMHAYECKMIA TECT HA3bIBAETCS
«FISH nng nenetuu CHIC2» [4, 8, 18]. B Tex ciryyasix, Kor-
na ooHapyxenue FIPILI1-PDGFRA nenoctymmHoO, OlleHKA
TPUIITA3bl B CHIBOPOTKE KPOBU MOXKET OKA3aThCsI IIOJIC3HBIM
CYppOTaTHBIM MapKepoM, ITOCKOJIbKY €€ ITOBBIIIICHHBIC
YPOBHM CTAaTUCTUYECKU 3HAYMMO KOPPEIUPYIOT C 3TOM
MOJIEKYJISIPHOI aHOMas el (HabomaeMoi y 79 % naru-
€HTOB) ¥ MHeJIONpodepaTuBHBIMU BapuanTtamMu ['D [1].
Cmustaue reHoB FIPIL 1- PDGFRA takke ObLIO BBISIBICHO
B CJIy4yasiX, KOrma B KOCTHOM MO3Te HaOJI0IaI0Ch ITOBBI-
IIEHHOE KOJIMYECTBO TYUYHBIX KJIETOK C COITyTCTBYIOIICH
303nHOGMINEN B iepudepryeckoit Kposu [6]. B koctHOM
MO3Ie TaKMX MallMEHTOB OOBIYHO HAOIIONAIOTCS «PhIXJIbIE»
CKOIUICHUSI TYYHBIX KJIETOK, B OTJIMYME OT CJIyIaeB IOpaxe-
HMSI KOCTHOTO MO3T'a ITPY MaCTOIIMTO3¢ WJIH JISKO3€ 13 Ty4-
HBIX KJIETOK, KOTIJIa 3]I0Ka4eCTBeHHAs IpoJIrdeparys Ipe-
CTaBJICHA CKOIUICHUSIMM TYYHBIX KJIETOK M aCCOLIMMPOBaHA
¢ mytanueiit C-KIT D816V. I1pu o6oux rmoarunax 3adoeBa-
HUS Ty4HBIE KJIETKM OKpaluuBaioTcs Ha tpunrasy, CD117
n CD25, a B KOCTHOM MO3re 4acTo Haomonaercss puopo3
[19]. ToukoBbie myTarmu B TeHe C-KIT, TakKe pacIIoNoXeH-
HOM Ha xpomocoMe 4 BOm3u reHa PDGFRA, B 4aCTHOCTU
D816V, accolmmpyrorcst ¢ CUCTEMHBIM MAaCTOLITO30M, MHOT -
J1a IpoTeKaronM ¢ 303uHodunmeii [8]. Cmstaue FIPIL I-
PDGFRA Taxxe 06HapyKeHO B CITy9asiX OCTPOrO MHUEJIOM/I-
HOTO JIeliko3a 1 T-KiieTouHoM TMMMOOIacTHOM TMM(POMBI,
acCOIMMPOBAHHOM C 303nHOMMIMEiH [8, 19].

OrtcyrcrBue xuMmepHoro reHa FIP1L 1-PDGFRA noix-
HO ITOOYINUTb K UCKIIIOYEHUIO IPYIUX IIPUYMH IEPBUYHBIX
903MHOMDMINI, CBSI3aHHBIX ¢ PEUIUANBUPYIOIIMMI MOJIC-
KYJISIPHBIMU aHOMAaJIUIMU. MOJIeKy/ISIpHBIC TOKA3aTeJIbCT-
Ba cusiHus reHoB PDGFRA, PDGFRB wim FGFRI compo-
BOXIAIOTCSI aHOMAJIbHBIM KapHOTHUIIOM, BOBJICYCHUSIMU
4q12, 5931 ~ 33 wum 8p11 ~ 12. Ecim nipu LUTOre HeTUYeC-
KOM aHajIi3e 0OHApYKMBACTCS TPAHCIOKAIISI, 3aTparuBa-
OIIIasT JIIO0OH U3 TIePeINCIICHHBIX XPOMOCOMHBIX PETIOHOB,
TO VIS TIOATBEPKIACHUS MPEaIiojgaraéMoil reHHOM mepe-
CTPOMKM 1 OLICHKM OTBETA Ha TEPANUIO B JAJIbHEUIIIEM pe-
koMeHnayetcs nposeneHre FISH-Tecra [1].

Jng ximmandeckoit kaptubl PDGFRB- v FGFRI-
ITOJIOXKUTEIIEHBIX HOBOOOPAa30BaHMI XapaKTEPHO COUETAHIE
MUEJIONMpoan(epaTuBHOrO IIpoilecca, IPOTEKAIOMIETO
¢ s03uHOGwmMeit, n T-KneTouHOoM TMMMOUIHON OIyXOIn
C KpaifHe arpecCMBHBIM TeUeHUEM U OBbICTPOIi TpaHc(popMa-
LIMeit B OCTPHIiA, Yallle MUEJIOMIHBIN Jieiiko3s [8, 18]. B penxuix
caydasx niepectpoiiku PDGFRB SBISIIOTCS KpUNITUYECKMU
(CKPBITBIMI) Y MOT'YT OBITH OOHApY>KeHbI ¢ moMolsio FISH,
00paTHOI TPaHCKPUIILMOHHO-TIOJIUMEPA3ZHOU LIETHOMI
peakumu u/uau cekBeHupoBanus PHK [20].

B cBsI31 ¢ MOBBIIIEHUEM YPOBHS M KAYeCTBA JUATHO-
CTHUKH, POCTOM YHCJIA CIIy4aeB PEUIUBUPYIOIINX, MOJIE-
KYJISIPHO-TIOATBEPXKICHHBIX TTEPBUYHBIX 203UMHOMDUIINIA,
00YCJIOBJICHHBIX CJIMSHAEM TeHOB TUPO3MHKIMHA3, B KJIac-
cudukanuy BceMupHOI opraHu3aliiy 3MpaBOOXPaHEHUS
2016 r. Bolge/IeHa OTOEIbHAS KATETOPUS «MUEIOUIHbIE/
JuM@pOUITHBIE HOBOOOpa30BaHUS C 03MHODUINEH 1 TTe-
pectpoiikoii reHoB PDGFRA, PDGFRB, FGFRI v PCM I-
JAK2». B citydae BBISIBIIEHUS JPYTUX TEHETUUECKUX aHO-
Mauii (He oTHOCSIIMXCS K MyTauusaM B TeHax PDGFRA,
PDGFRB, FGFR1, BO3HUKAIONINX B pAHHUX KJIETKaX-TIPe/I-
IIECTBEHHUIIAX, C OTCYTCTBUEM (prnaaenbUiicKoil XpoMo-
COMbI) YCTAHABIMBAETCS IUATHO3 «XPOHUYECKUI 03UHO-
(bUIBHBIN JIEKO3, HUKAaK MHAaYe He OIpeAe/sieMblid (He
crienuduIIMpoBaHHkIN)». Kpome Toro, Takywo ¢opmyin-
POBKY IIPEIJIOXKEHO MCIIOIb30BaTh B CIIyJasix, KOTma reHe-
TUYeCKHUe abeppaliii He 00HApYKEeHbI BCEMU JOCTYITHBIMU
MeTOIaMHU, HO NUMEETCS TTOBBIIICHNE YMCIIA OJTaCTHBIX KJIe-
TOK (6onee 2 % B nepudepuveckoil KpoBU U/Mian Goliee
5 %, Ho menee 20 % B KocTHOM Mo3re) [4].

O6pa3oBaHue xuMepHoro onkoreHa PCMI1-JAK?2
¢ yuactreM reHa JAK2 siBnsieTCsT pe3yJIbTaTOM TPaHCIOKa-
i t(8;9)(p22;q24.1), BcriencTBre 4ero akTuBHOCTh JAK2-
TUPO3UHKKHA3bl aHOMaJbHO MoBbIlIaeTcs. [TogoOHbIE
XPOMOCOMHBIE TIEPECTPOMKHU PEAKO OOHAPYKUBAIOTCS TP
JMMGbONIHBIX HOBOOOPa30BaHUSX (HampumMep, mpu T-Kiie-
TOYHOI TMMdoMe U TprudoBUIHOM MuKo3e) [8, 20]. On-
HaKO €CJIM XpPOHMYECKOEe MUEIONPOIhepaTUBHOE HOBO-
00pa3oBaHuE MPUCYTCTBYET 4O, OMHOBPEMEHHO WIIH TIOCTIE
Tepanuy JUMGONIHBIX HEOIIa3Mii, TO TaKWe CIMSHUS
JAK?2 (a takxe PDGFRA, PDGFRB v ABL 1) xnaccuduiu-
PYIOT B KaTETOPUU MUETOUAHBIX/TUMOOUIHBIX HOBO-
00pa3oBaHMIi C 303MHOGUINEH U TeHHBIMU IIEPECTPOii-
Kamu [1, 21].

HecMoTpst Ha CJIOXHOCTH AUArHOCTUKUA BapUaHTOB
I'DC, Tepanus nmeeT ob1IMe TPUHIUITEL. CHUCTeMHasI TJTI0-
kokoptuxkoctepountas (I'KC) teparmst siBisiercst 1-it -
Huei wist 6ompimHeTBa naneHToB ¢ ['DC [2]. [Ipu 3031-
HODUIBHBIX MHUEIONPOINGhEepaTUBHBIX 3a00JICBAHUIX
(kmoHanbHble ['D , MuestonponudepatuBHbIi BapuanT I'D )
He 1toka3aHbl ' KC, mocKoabKy MeXaHU3M MX JeHCTBUS 3a-
KITIOYAETCs B TIONABICHNM KJIIETOYHBIX PEAKIIMIiA, B TOM YHCIIe
C yJacTHeM 303MHOMIIOB, HO HE IIPOMCXOIUT ITOXABICHIS
ormyxoJieBoro kioHa. Kpome toro, 'KC 6710K1pyIOT akKy-
MYJISILIAIO 503MHOGMIOB B MECTaX BOCITAJICHUS 3a CUCT
IMOIABJICHUS BBIIEICHMS XeMOATTPAKTAHTOB, CHIDKCHUS
MeTaboIM3Ma 203MHOMUIOB B TKAHSIX M BBIACICHUS TH-
craMuHa u3 06a30(uiI0B, YTO HUBEIUPYET KJIMHUYECKUE
nposgsaenus I'DC [8, 11].

OCHOBHBIMH LIEJIIMU JIeUeHUS BceX BapuaHToB [ DC
SIBJISTIOTCS KOHTPOJIb KOJIMYECTBA 203MHOMDIIOB U ITPEIOT-
BpallleHNEe IIPOTPECCUPOBAHUS IMOPaKEHUS OPTaHOB.
Xopommii OTBET Ha IPemHU30J0H (1 MI/KT/CyT) B BUIe
PEAYKLINY KOJIMYECTBA 303MHOMWIOB B IepudeprIecKoit
KPOBH 10 pehepeHCHBIX BO3PACTHBIX 3HAYCHMI CUMTA-
eTCs TOJOXUTEIbHBIM IPOTHOCTUYECKUM ITOKa3aTe-
JieM OJaronpusiTHOrO TeuyeHus 3aboneBaHus1. B ciyyasix
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pedpaKTepHOCTH K KOPTUKOCTEPOUIHOM TePAITHY I TIPU
0oJiee TSLKEIIOM MYJIBTHOPTaHHOM TTOPaKeHUU MOTYT IIPH-
MEHSITBCSA BBICOKHME O3Bl METIJIIIPEIHMU30JIO0HA (ITyJIbC-
Teparus), IUTOCTAaTUKK (TUAPOKCUMOUYECBUHA) U/WIN
MUMMYHOMOIYAATOPBI (MHTepdEpOH o, IMKIOCIOPUH,
tamugomun) [1, 8, 17, 20]. OTHOCUTEIFHO HOBBIM IIperia-
paToM, HaIIISIITMM IIPUMEHEHHE B CIIy4Yasix IIPEIITOI0K -
TEJIbHO PEaKTUBHON 303MHOMDWINU, SIBISICTCS METIOJIH-
3ymMa0d — MOHOKJIOHAJILHOE aHTUTEI0 K UHTEPJICUKUHY 5,
KOTOPOE MO3BOJISIET KOHTPOJIMPOBATH 203MHOMIINIO TIPU
HETIepeHOCUMOCTH WJIM HEJOCTATOYHOM 3(P(HEKTUBHOCTU
I'KC [1, 8]. 3ygatorcst pojib U MECTO APYTUX MOHOKJIO-
HaJIbHBIX aHTUTEJ, B YaCTHOCTU OeHpanu3ymada, B geue-
Huu I'DC [1].

B Hacrosmiee BpeMsT He CYIIeCTBYeT PeKOMEHIAIINIA
10 Tepanuy MaUeHTOB IeINaTPUISCKONM KOTOPTHI, HO
CTaHIapTOM IS B3pocibix 00mbHBIX FIPIL1/PDGFRA-
otpuuiarebHbIM I'DC sgBsIeTCS TPETHM30JIOH B I03UPOB-
ke 1 mr/kr/cyrt. [laToreHeTUYeCKMM METOIOM JICUCHUS
PDGFRA-/B-tionoxureabHbix ['DC sgBisieTcsI UMaTUHUO,
3D HEeKTUBHOCTh KOTOPOTO MPU JAaHHBIX 3a00JIeBaHUSIX
npubamkaercs K 100 %. MexaHu3Mm AeiicTBUsI UMaTUHUOA
CBSI3aH C ero cnocoOHoCThI0 MHTNOMUpoBaTh PDGFRA-
1 PDGFRB-TUpO3MHKUHA3EI B COCTaBe PEleNTOPOB K PO-
CTOBOMY (DaKTOPY, IMPOUCXOISIIEMY B3 TPOMOOIIMTOB/
Merakapuouuros [1, 8, 18].

FGFRI-tionoxuTtelbHbIe BApUAHTBI MUEIOIIPOIude-
paTUBHBIX 3a00JIeBaHUI XapaKTepU3YIOTCsI BBICOKOI ar-
PECCUBHOCTBIO TeUeHUsI. EMMHCTBEHHBIM METO JICYCHUS,
ITO3BOJISIONINI HaNesAThCS Ha BBI3OOPOBICHUE, — aJlI0-
TeHHas TPaHCIUIAHTALIUS TeMOIIO3TUYECKUX CTBOJIOBBIX
KJIETOK, KOTOpasl TAKxKe IToKa3aHa P MPOTrPecCUPOBaHNI
muenonpoandepatuBHbIx 3aboneBanuii 1 ['DC ¢ pe3u-
CTEHTHOCTBIO K KOHCepBaTUBHOM Tepanuu [1, 4, 8].

B ciyyasix, conpoBoxaaroumxcs TpoMo03MoboIrue-
CKHUMU OCJIOXKHEHUSIMU Y/ VJIN OCIOXKHEHUSIMH CO CTOPO-
HBI CEPIACIHO-COCYANCTOMN CUCTEMBI, MOTYT IIOTPEOOBAThH-
Csl aHTUKOATYJISTHTHASI Tepamus ¥ KapIuOXUPyprudecKue
BMeraTenbeTBa [9]. DddexkTuBHOCTD MeueHuss ['DC 3a-
BHUCHT OT €T0 MOJATUIIA, OMHAKO ITOpaXkKeHHUe CepaIia acco-
LIUUPYETCS ¢ XYIIIUM IIPOTHO30M U HEOIaronpusITHBIMU
HUCXOIaMU, €CJIM JICUCHNE He HaYaTO B MAKCUMAaIbHO paH-
Hue cpoku [9, 10, 16].

3aknioueHue

Jnarnoctuka 'DC nomkHa ObITh KOMIUIEKCHOM ¢ aHa-
JI30M (haKTOPOB PHUCKA Pa3BUTHSI BTOPUYHBIX 303MHOMMIIIIA
1 KJIOHAJTbHBIX 3200JIEBaHMI, IIPOTEKAIOIINX C S03MHOMH-
Jeit. Pe3ynbraTel aHam3a peAcTaBIeHHOTO HaMU KITMHU -
YECKOT0 HAOMIONEHUSI, a TAKKE CJTyIau, OIIMCAHHbBIC B JIH-
Teparype, yb0emuTeabHO AeMOHCTpuUpyioT, uto OJIJI
¢ 503UHOMMINEN 0OBbEKTUBHO CIOXKEH B IMarHOCTUKE, TPe-
OyeT MCKIIIOYCHUSI MPUINH BTOPUYHBIX 03MHOMMINI
U TIPOBEICHMSI KOMILIEKCHOTO MOP(OMMMYHOJIOTMYECKOTO
U LUTOTEHETUIECCKOTO MCCJICIOBAaHMI KOCTHOTO MO3Ta.
He meHee BaxkHOIT 3amadeil sIBIsIeTCS OlLleHKA (DYHKIIMIA
1 COCTOSTHMISI KCTpaMeIyJUIIPHBIX OPTaHOB M CHCTEM (Ceprie,
ITOYKH, TIeYeHb, IICHTpaIbHasi HepBHASI CUCTEMA U JIp. ), T10-
CKOJTbKY MOp(ho(YHKLIMOHAIIbHBIE OpraHHbIE TUCHYHKIINH,
00ycnoBIeHHbIe MH(MOUIBTPALIUEl OPTAaHOB U TKaHE 203U~
HoMIaMHU U TIPOAYKTaAMH JIeTPaHY/ISIIINN 303UHOMUIIOB,
3HAYMTEIHHO YXYAIIAIOT PE3YIbTaThl JICUCHUS U IIPOTHO3.
ITpu mono3pennu Ha 'DC 1 OJIJ1 ¢ 303uHOGUIMEIH KpaliHe
BaXHO HAyaTh JICYCHNE B paHHME CPOKU IJIST CHUKCHMUS
PUCKa pa3BUTHS IMOJIMOPraHHOM HegocTaTouHOCTU. Heob-
XOIMBI TATBbHEUIIINE MCCIICIOBAHMS MOJIEKYIISIPHBIX OCHOB
I'DC, uTo6BI pa3pabOTaTh TAPTETHHIE O, HaTpaBIeHHbIC
Ha KJIIOYEBbIe CUTHAJIbHBIC ITyTH €TO TTaTOreHe3a.
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