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XpoHuueckuit numboneiikos — camblii 4acTbI BUS NeiK03a y B3poCabIX. [lopa¥eHue noyek MoxeT 6biTb AMAarHoCTMpoBa-
Ho B fe6loTe 3a6oneBaHMs UM NPU €ro NPorpeccupoBaHum, peLuamnee. B 6onbIWMHCTBE UCCNEL0BAHMIT NOPaXeHHe NoYeK
npu 3ToM 3a60aeBaHNN BEPUDULMPOBAHO NO pe3ynbTaTam Hedpobuoncuu. PesynbstaTel UCCNEAOBaHMIT NOCNEAHUX Aecs-
TUNETUI NO3BONUAM ONPeAenuTL WUPOKUIA CNeKTp NopaxeHuit nodek npu numdonponudepaTusHbix 3a60eBaHUAX,
BKN0YaA NMMGOMAHYI0 MHDUNBTPALIMIO NapEHXMMbI OPraHa, NoBpexaeHue KNy6oYKOB U KaHaNbLEB, Bbi3BaHHOe BbIpaba-
TbIBaeMbIM B-kneTkamu MOHOKNOHaNbHEIM 6enkom (M-npoTenH), TPOMOOTUYECKYIO MUKPOAHTUONATUIO, YCyrybieHne Ko-
MOPOULHON NaToNOrMK, NPUCOESUHMBLLYIOCA MHMEKLMIO, NapaHEONNaCcTUYECKUE peaKLumu, CUHAPOM NU3KUCA ONYXONH
1 TOKCUYECKOE NopaxkeHue noyeK NeKapCTBEHHbIMU CPEACTBAMMU C NOBPEXKAEHUEM KNyOOUKOB, KaHaNbLEB UNU COCYAOB
novex.

B cTatbe paccMoTpeHbl pasnnyHble popmbl 3a601€BaHMIA NOYEK, CBA3AHHBIX C XPOHUYECKUM NTUMGONEHKO30M.
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3HayeHus, HepoTUYECKUI CUHAPOM, TYOYNOUHTEPCTULMANbHBIA HedPUT, XpOHUYecKas GoNe3Hb NoYek, 0CTpoe NoBpe-
XAeHue noyek, TpoM6OTUYECKas MUKPOAHTUONATUS, aMUNIOUL03, [UATHOCTUKA
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Chronic lymphocytic leukemia is the most common type of leukemia in adults. Kidney damage can be diagnosed at the
onset of the disease or during its progression, relapse. In most studies, kidney damage in this disease was verified by
the results of biopsy. Studies of recent decades have identified a wide range of kidney lesions in chronic lymphocytic
leukemia, including lymphoid infiltration of parenchyma, glomerular and tubular damage caused by a monoclonal
protein (M-protein) produced by B cells, thrombotic microangiopathy, worsening of comorbid pathology, additional
infection, paraneoplastic reactions, tumor lysis syndrome, and drug-induced toxic kidney injury with damage of glomeruli,
tubules, or renal vessels.

In this article, we consider various forms of kidney disease associated with chronic lymphocytic leukemia.
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BBepeHue

XpoHunueckuii tumbonnnbii aeiikos (XJIJT) — cambrit
YacThIl BUJI JIeliKo3a y B3pocibix. B eBponeiickux cTpaHax
3a00J1eBaeMOCTb UM cocTaBiisieT 5 caydaeB Ha 100 ThiC.
HaceJICHUS B TOI U YBEJIIMUMBACTCS C BO3PacTOM. Y JIMIT
crapiure 70 jiet oHa coctasisieT 6oree 20 ciygaeB Ha 100 ThbIC.
HacesieHus B rof [1]. MeauaHa Bo3pacta Ha MOMEHT ycTa-
HOBJICHUsI IMarHO3a B €BPOIIEMCKUX cTpaHax — 69 et [2].
B Poccumn XJIJI BeIgBisiercst pexe: B 2017 1. 3a60JeBa-
eMocCTh cocTaBmia 2,95 ciydas Ha 100 ThICc. HaceJleHUS;
MearaHa Bo3pacTa HAa MOMEHT YCTaHOBJICHMS TMarHo3a —
68 ner [3, 4].

XpoHuYeCcKU TUM@MOUIHBIN JIeKO3 — 3JI0KayecT-
BEHHOE IeMaToJIOTMYECKOe 3aboJjieBaHMNE, CBSI3aHHOE
¢ KJIOHaNbHO# Tnponudepauneii B-kierox [4]. AnarHo3
yCTaHaBJIMBAIOT MpH BeIsBIeHnU 6onee 5000 B-mumdpo-
LIUTOB B 1 MKII TeprcepruecKoii KpOBU C YUETOM TOTO,
yTo IUMQOIIUTO3 coxpaHseTcs bonee 3 mec. CylecTByeT
2 cucremsl ctagupoBanus XJ1J1: omHa npennoxena K. Rai
(1975), Bropas — J. Binet (1981).

VYcranosnenue craguu XJIJI He TpeOyeT IpoBeaeHUS
HCCIIeIOBAaHUIM, KpOME OCMOTpa (YMCJIO 30H ITOPaXKCHMUS)
¥ aHaJIM3a KPOBH (YPOBEHB T€MOIJIOOMHA, TPOMOOIIUTOB).
0O06e knaccuUKaIy BBIIETISIOT 3 TPYITILI OOJBHBIX C pa3-
HBIM IIPOTHO30M. B pamkax 00/1bI1110r0 MeXIyHapOIHOTO
IIPOEKTa KJTFOUYEBBIE MapKePhI IIPOrHO3a OBUIM CYMMHUPOBa-
HBI B BUIIE MEXXITYHAPOIHOTO IIPOTHOCTUYECKOTO MHIEKCa
XJUI: Hammame del(17) u/wmm TP53; myTalimoHHBIH CTa-
TyC T€HOB BapuabOeJIbHOTO pernoHa MMMYHOIJIOOYJIMHA
(Ig); ypoBeHb B2-MuKpornoOyaIMHa; CTaaus; BO3pacT ma-
eHToB. KaxaomMy 13 3TUX MoKa3aTesieii IIpUCcBOeH 0aul,
OTpaKamIIUil OTHOIIEHNE PUCKOB IIPOrpeCcCUPOBaHUS
U cMepTH [5]. BaxkHbiMu XxapakTtepuctukamu KiaeTok XJ1J1
SIBJISTIOTCST HAJTMYME peTiepTyapa TeHOB BapraOeIbHOM TsI-
xenoii ueru Ig (IGHV) 1 aKcIpeccust CTEPEOTUITHBIX Pe-
nentopoB B-xierok: ¢denorun CD19*, CD5*, CD23*,
CD79b*dim CD20*dim CD22%dim glgdim CD814m CD160%4™
[5, 6].

3aboneBaHnA NoYeK Npu XpOHUYECKOM

numdoneiikose

CaeneHMS TUTEPaTYPhl O YACTOTE IMOPAKEHUS TTOYEK
npu XJIJI 1 MHAONEHTHBIX TUM@OMaX O4eHb Pa3HSITCS.
B paborte, npoBeneHHO B K1MHUKEe Meito Ha 0OJIbIIOM
KIMHIYECKOM MaTepuraie (peTpOCTICKTUBHBIN aHAIA3 TaH-
HbIX 4024 naumenToB ¢ XJLT), ooHapyxuwiu, ytoy 7,5 % na-
ueHToB ¢ XJIJI Ha MOMEHT MOCTaHOBKY JUarHo3a ume-
JIMCH 3a00JIeBaHMsI ITOYEK [6].

[Ipu uccnegoBanny B KimHUKe Meito uiirb 49 6071b-
HbIM 13 4024 poBeaeHa OMOIICHS TTOYKH T10 TTOBOY I10-
YEeYHOU HETOCTAaTOYHOCTH M HEDPOTUUECKOTO CUHIPOMA
(44 maumenta ¢ XJIJI u 5 mainueHToB ¢ 1UMd oMo U3
MaJjibix JiuMpouutoB (JIMJII)), uyto coctaBuiio 1,2 % Bcex
ob0cnenoBaHHbIX [6]. Hanbonee pacnpocTpaHeHHBIE pe-
3yJIbTaThl OUOTICU: MeMOpaHOIIpoIdepaTUBHbIN IIIOMe-
pynoHedpur (n = 10; 20 %), xpoHuueckas aumdoLmTap-
Has JIeKeMUUYecKasi MHTepCTULINaIbHas WH(PUIBTpaIus

Kak repBuYHasi aThosorust (n = 6; 12 %), tpomboTH4ecKast
MUKpoaHruonatusi (n = 6; 12 %) 1 60/1e3Hb MUHUMAJIbHBIX
usmeHeHuii (n = 5; 10 %). B aToM Xe ucclienoBaHWUU OT-
MEUYeHO, 4TO ocTpoe mospexneHue nouek (OI1IT) pa3Bu-
Jnochby 16 % nauuenrtos ¢ XJ1J1 B xone HaGM0aeHYS U ObI-
JIO CBSI3aHO C MOXWUJIBIM BO3PacTOM, MYXXCKHUM ITOJIOM
u HeKoTopbiMHU Xxapaktepuctukamu XJIJI (/GHV UM,
CD49d*, CD38*, ZAP-70*, dell7p~ wm delllq~). Dt
MMAIIMEeHTHI peXe MOoJTydaIr TepaIliio aHaJIoraMy ITypUHO-
BBIX HYKJICO3UIOB M Yallle — MOHOTEPAIINIO aJIKUIUPY-
IOIIMMH TIpeTriapaTaMu. ABTOPBI IPUIILIY K BBIBOY, UTO 3a-
OosieBaHUs ToueK npu auarHoctuke XJIJI unu Bo Bpemst
HaOJI0AeHUS 3HAYUTEbHO CHUXXAJIU OOILIYI0 BbIXKMBaA-
€MOCTb I10 CPaBHEHUIO C IMaldeHTamMu 6e3 3a00JeBaHus
rmoyex [6].

Bo ®panmuu 8 1989—2014 rr. ipoBeieHO MHOTOIICHT-
pPOBOE KIMHUYECKOE MCCIeIOBaHMEe, BKIIIOUABIIEE BCEX
mauueHToB ¢ XJIJI/JIMJI, KoTOphIM OBLIIa BEHIIIOJIHEHA
ouoricus moukm (3950 6wmormcuit) [7]. O6HapyxeHO,
YTO TOJIBKO B 15 ciyyasix oTMeuasioch IopaxKeHue Iouek,
13 KOTOPBIX OCHOBHBIM MPOSIBJICHUEM ObLIT He(pOoTHIE-
ckuii cunapom (50 %). Ilpu 6uoricuun y 11 manueHTOB
HaOJIIo1aJI0Ch HapyleHue GyHKINY IToYekK, y 7 — Hepo-
TUYECKMI CUHIPOM, Y 6 — IUCIIPOTEUHEMUSI, y 3 — KPHMO-
rooynmHemus. [1aToorus mo4yexk BBIABUJIA CHEIIH(UI-
verid st XJUJ1/JIMJI MOHOKIOHAIBHBIN WHGWIBTPAT
B 10 Guorncusx, rimomepynonaTtuio — B 9 (5 — MemOpaHoO-
nponaudepaTuBHLIN TIOMEpyIoHehpUT, 2 — OO0JIe3Hb
MMHHMMAaJIbHBIX U3MEHEHU, 1 — rmoMepynoHebpuT ¢ op-
raHN30BaHHBIMU MHKPOTPYOOUKOBBIMUA MOHOKJIOHAJIb-
HbIMU Ig-oTnoxeHusiMu, 1 — aMUIIONA03 JIETKUX Lienei
(AL-ammiono3)). ¥ 5 mauneHTOB HAaOIIODAINCh UHTEP-
CTULIMATbHEIE TPpaHyJIeMbl, punucbiBaembie XJ1J1/JIMJL.
ITocne neyeHus1 reMaTOJIOTMYECKOIO 3a00IeBaHUS YIyd-
eHue GpyHKIMY To4YeK Habmomanoch y 7 u3 11 mamyeH-
TOB, a peMUcCcHUs He(PPOTUIECKOTO CMHApoMa — Y 5 u3 7.
B xone mocnenymolero HabMOIEHUS CUCTEMATUYECKU
HabJoAaI0ch 000cTpeHue 3a0oJieBaHUs TIOYEK IIPU OT-
CYTCTBHUU OJIATOIIPUSITHOTO OTBETA HA T€MAaTOJIOTMUECKOE
snedeHue [7]. Pe3yabraThl ucciieqOBAaHUM TaKKe IToKa3alu,
4YTO He()POTUYECKUIT CUHAPOM BhIABISIETCS Yy ~63 % ma-
LIMEHTOB B Te4eHHMe 6 MecC IMOCjie MOCTaHOBKU AMAarHo3a
XJ1J1, a 3a6oneBanue moyexk — y ~15 % maimeHToB B Te-
yeHue 1 roma 1o 1 mociie MoCTaHOBKY TMAarHo3a.

B 2018 . uccnenoBareny uz ®paHunm 1Mo pe3yasraTaM
16-neTHero HabIIOAEHUS COOOIIIN, YTO ITOPAXKEHUE 10~
YyeK BCTpeYaeTCs PelKo U oleHuBaeTcs B 1,2 % ciaydaeB
y mauneHToB ¢ XJIJI [8]. MeTtogoM oOHapyXeHUs TTopa-
XeHus Obla ouorncus nouek. [puumna 6uorncun — OTIII
WIN pa3BUTHE HEDPOTUIECKOTO CUHIPOMA.

J. Kowalewska 1 coaBT. CUMTAIOT, YTO ITPU JTUMPOIIPO-
JmdepaTUBHBIX 3a001eBaHMSIX HabOOJIee YacTo C BOBJIE-
yeHueM nouek mporekaet XJIJ1/JIMJI (40 %), a nuddys-
Hasg B-kpymuoknerounas u NK/T-kmerounas
numMdoMmbl — B 2 paza pexe (20 %) [9].

Ilpu B-kaemounwvix aumgponposugepamugHslx 3a60-
Ae8AHUSAX UMEET MECTO CEeKpellrsl MOHOKJIOHAJIBHOTO Ig,
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JIETKUX 1ieTieii Ig, KprornoOynuHa ¢ popMUpoBaHUEM JIiE-
MO3UTOB B KJIYyOOUKOBBIX CTPYKTypax M KaHanbuax [10].
Ecin neno3uTel COCTOST U3 MOHOKJIOHAIbHBIX g, 3a00-
JIeBaHHE UMEHYeTCS 00JIe3HhI0 MOHOKJIOHAJIBHBIX ACTIO-
3UTOB, €CJI M3 MOHOKJIOHAJIBHBIX JICTKMX 1IeTieit — 0oJie3-
HbBIO JETIO3UTOB JICTKUX IETIeH, €CJIM M3 MOHOKJIOHAIBbHBIX
JIETIO3UTOB U3 JIETKUX U TSLKEJIbIX IIeTIeil — 00JIe3HBIO Je-
MO3UTOB JIETKMX U TSKEJIbIX Liernei, ik 00e3Hbl0 PaH-
nmamna [10, 11].

MonokaonanrvHas eammanamus peHaabHO20 3HAYEHUS
(MI'P3) npencraBisieT cO00li HOBYIO HO30JIOTMYECKYIO
TPYIIITY B COBPEMEHHOI HE(DPOIOTUH 1 OHKOTEMATOJIOTHH.
Konuenmus MI'P3, npennoxenHas MexXnyHapoaHOM!
TPYIIION 10 M3YYCHUIO TTOPAXKEeHUS MOYeK U MOHOKIIO-
HanpHOI Tammariatuu (MI), mompa3yMeBaeT ImaToIoru-
YeCKOe COCTOsSIHHE, O0YCIIOBJICHHOE IIposudepanueii
KJI0HA B-KJIeTOK Wi I1a3MaTidecKuX KJIETOK, He JOCTH-
raroliero KpUuTeprueB, HEOOXOMMMBIX IS Hadajia JICIeHST
II0 OHKOTEeMAaTOJOTMYECKMUM II0Ka3aHUSIM, HO IIPOIY-
LUPYIOIIEeTO0 He(PPOTOKCUUHBIE MOHOKJIOHAJILHEIN Ig,
YTO MPUBOAUT K CIIeIU(PUISCKOMY TTOBPEKICHUIO TTOYEK
C HEYKJIOHHBIM ITPOTPEeCCUPOBAaHNEM PEHATIBHOM TUCHYHK-
LINY U YXyIIIeHUEM MporHo3a 6oie3nu [12, 13]. Peaynb-
TaTOM BO3IECTBUSI MOHOKJIOHAJBHOTO OejIKa Ha MoYed-
HYIO ITapEHXUMY SIBJISIETCS] HEYKJIOHHOE IIPOrPeCCHpOBaHIE
IUCHYHKIIMHI MOYEK BIUIOTH 10 YTPAThl (DYHKIIMH OpraHa,
4TO B COOTBETCTBUU C €AMHOU MO3ULIMEN MEXITYHAPOTHO-
ro KOHCEHCYCa TeMaTOJIOTOB 1 HE(PPOJIOTOB OIIPeACICHHO
YKa3bIBaeT Ha HEOOXOMUMOCTh KJIOH-OPUEHTHPOBAHHOTO
neyennst MI'P3, HecMOTpst Ha OTCYTCTBHE KPUTEPHUATBLHBIX
OHKOTeMaTOJOTMYEeCKUX MMoKa3aHmii [13].

BripabaTbiBaeMblii MOHOKJIOHAJIbHBIN OEI0K, Ha3bI-
BaeMblii MapanpoTeuHOM Wi M-TIpOTEMHOM, MOXET 00-
JIagaTh MAaTOJIOTUICCKUMU CBOMCTBAMU, KOTOPBIC PeaIy-
3YIOTCSl PA3IWYHBIMU ITYTSIMH, BKJIIOUYAsT ACIO3UIIUIO
B OpraHax M TKaHsX, PUBOIS K X nospexneHuto. Kio-
HaJIbHBIE KJIETKU MOTYT IIPOAYLIMPOBATH [IOJTHOPA3MEPHYIO
MOJIEKy.Ty Ig Mu ero 9acTh (TOJIBKO JIETKYIO TN TSLKETYIO
1enb). Bo3AMOXHEI ciTydan ¢ IMpOmyKIMeit 2 M30TUIIOB JIeT-
KUX LieTieit, 2 1 0ojee motHopa3MepHbIX Ig. B 3aBucumo-
CTH OT 3Tamna AudpdepeHIMPOBKU B-KJIeTOK KIOHAJTBHYIO
nponucdeparnio MOXXHO pa3aeauTb Ha TMMGOIIUTAPHYIO,
JIMMOTIIa3MOLIMTAPHYIO U TIa3MOKJIETOUHYIO [14].

Kaxk ykazaHO B KOHCEHCYCE TeMaTOJIOTOB M HE(hPOJIOTOB
Poccuu no BeaeHUIO HO30JI0TUM, TUATHOCTUKE U 000C-
HOBAaHHOCTHU KJIOH-OPMEHTUPOBAHHOI Tepaluu, IIPOIy-
nupyeMbiit M-niporenH ipu MI'P3 o61agaeT HepoTOK-
CUYHOCTBIO U IIPUBOAUT K KIMHUYECKUA 3HAYNMOMY
MOBPEXIEHUIO TTOYEK, a TaKXe apyrux opraHos [10]. He-
(GPOTOKCUYHBIA MOHOKJIOHAIbHBIN Ig MOXeT BbIpabaThi-
BaTbCS KaK IPU HU3KOM, TaK 1 IIPXA BEICOKOM OITyXOJIEBOM
Macce. Ecam nMeroT MecTo oCHOBaHUS IS KpUTEPHAIb-
HOTO AMarHo3a 3J10KaueCTBEHHOM mpoudepalni KIoHa
B-knerouHoit muaun quddepeHIMPOBKI U TOPAXKEHUS
ITOYeK, 3TO TOBOPUT O TOM, YTO IIPOAYIIMPYEMBIN Imapa-
MIPOTeH HeDPOTOKCHUUEH. Takme ciaydyam HEe OTHOCST
K MTI'P3, npu ¢popMynnpoBKe guarHo3a Ha 1-e MecTo cra-

BSIT TeMaTOJIOTUYECKYIO OIyXOJIb, a TIOpPaxkeHne MMOYeK
CUMTAIOT OCIOXHeHUeM. B ciyyae HeppoTOKCMIHOCTH
MOHOKJIOHAJIBHOTO TTapaIlpoTeHa U HeOOIBIIIOro KJIOHA
JIMArHO3 JOJKeH OBITh onpeaeneH Kak MI'P3 ¢ pacmmd-
POBKOM XapaKTepa MOpaxkeHUsI IIOYEK, KIIFOUEBBIM B OITIpe-
JIEJICHNU KOTOPOTO SIBJISIETCS MOPGOIOTUIECKOE UCCTIE-
IoBaHUE IT0YeYyHOU TKaHU. COrjacHO KOHCEHCYCY
MeXmyHapOomIHOM TPYIIIEI IT0 U3YYSHUIO IOPAKEHMUS TTOUEK
u MTI" 2019 &. monsitue MI'P3 pacmmpeHo mo cpaBHEHHIO
¢ 2012 r. [13]. B rpyrmy MI'P3 nononmHuTeIbHO BKIIIOUEHBI
Takue B-KiieTouHble /TIa3MOKIETOYHBIC TTPOIHepalinm,
Kak TJIeIoIIasi MHOXECTBEHHAsI MUEJIOMa, TJICIoIIas Ma-
KporjiooynuHemuss BanbaeHcTpeMa, MOHOKJIOHAIbHBIM
B-xneTounslii tumMdonnTos, a Takke XJIJI n num@oMbr
HU3KOM CTeTIeH! 3JI0Ka4eCTBEHHOCTH (JTUM@OoMa Mapru-
HaJIbHOH 30HBI, MAHTUITHOKJIeTOUHas TuMdoma, MALT-
JMdOMa) — COCTOSTHUS, IIPU KOTOPBIX KJIOH MPOIXYIIPY-
eT HeppoToKCMYHBI Ig, HO TpM 3TOM He TpeOyeT Teparuu
10 OHKOT'€MAaTOJOTMUYECKNM ITOKA3aHUSIM.

IlepeyeHb HO30JOTUI I BKIIOYECHHS B TPYIIy
MIP3 [10]:

* AL-amunonngo3;

* aMUJIOMIO03 TSKEIIBIX LITICH;

* 00JIe3Hb OTJIOXKEHMS JIeTKUX Lenei Ig;

* 00JIe3Hb OTJIO0XKEHMUS TSKebIX Lerneit Ig;

* 00JIe3Hb OTJI0XKEHUS TSKEJIbIX U JIerKUX 1erneit Ig;

* TIponmudepaTUBHBIN TTIOMEPYJIOHE(DPUT C OTIIOXKEHUEM
MOHOKJIOHAJIbHBIX Ig;

* UMMYHOTaKTOWIHBIN TJIOMEPYIOHEDPUT;

* MOHOKJIOHAJIbHBII (UOPUIISIPHBINA TIOMEpPYJIO-
HehpuT;

* KpHUCTaJZTMYeCcKasl ITOIOIIMTOIIATHSI, aCCOIIMMPOBaH-
Has ¢ MI;

* C3-romepyiormnaTus, accouunpoBaHHas ¢ MT;

* TPOMOOTHYECKASI MUKPOAHTUOIIATHSI, ACCOIIMUPOBAH-
Has ¢ MI;

* KPHOTIJIOMEPYJIIOHE(PHUT B paMKax KPHUOIJIOOYIMHE-
muu I unu 11 Tuna;

* IIpOKCHMAaJIbHAsl TyOyJIOmaTHsl, acCOLMUpPOBaHHAs
C JITKUMM LIETISIMU;

* KPUCTANTMYECKUI TUCTUOIIUTO3;

* TyOYJIOMHTEPCTULIMAIBHBIN He(PUT, aCCOTMMPOBAH-
HbIl ¢ MI;

* (Kp1O)KpUCTAIIIIIIOOYIMHEMUICCKUI TIOMEpPYJIO-
HedpuT;

* MHbIe (POPMBI IIOMEPYJIONATUI, CBSI3b KOTOPhIX ¢ MI'
JIoKa3aHa, B TOM YHMCJIEe TJIOMepYyI0He(PUT, BEI3BAH-
HBI aHTUTEIAaMU K TJIOMEPYJISIpHOI 0a3aJbHOI MeM-
OpaHe, accollMMpoBaHHbIA ¢ MI, 1 MemOpaHO3Has
Hedpomnarusi, accorunpoBaHHas ¢ MT.
3abojieBaHNe MOYEK, BHI3BAHHOE ITapaIlipOTEHHOM,

xopotito uzydero rpu XJIJI u Bcrpedaercs B 2,5—60 % ciy-
yaes [14].

Psi y9eHBIX CUMTAIOT, 9YTO aHOMAJIEHOE COOTHOIIICHUE
CBOOOIHBIX JIETKHX 1IETIE B CBIBOPOTKE KPOBU MOXET OBITH
BbIsIBIIEHO IIpuMepHO Y 30—40 % manmenTtos ¢ XJLJI [15].
[Mocnennue maHHBIE CBUACTEIBCTBYIOT O 3HAYUTEIBLHOMN
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KOPPEJIIIINY aHOMAJTbHOT'O COOTHOIIICHUS CBOOOTHBIX JIeT-
KUX LIeTIeEN ¢ MCXOoOoM JiedeHus nauueHToB ¢ XJIJI. Mo-
HOKJIOHAJIbHBIH 0€J10K, CEKPETUPYEeMbIii KIIOHOM B-KJ1eTok,
MOXKET JIN0O HAIPSIMYIO y4acTBOBaTh B ITATOTEHE3¢ ITopa-
XKEeHU, KaK B ciIydasx GUOPpMIIISIPHON TJIOMepYJIOIaThH,
MMMYHOTaKTOMAHON Hedpomatnu, AL-amuimoumosa
wi kpuorinooymmHemun 1/11 tuma, 1160 KOCBEHHO B CITy-
yagx MeMOpaHonpoJndepaTUBHOTO IJIOMepylaoHedpUTa,
He CBSI3aHHBIX ¢ KpHUomooyinHemueit [15].

HedpomnaTus, BeI3BaHHAS OTIOXESHUSIMU JICTKUX I1€-
e, Takxke onucana y manueHTos ¢ XJIJI [6]. HauGoiee
pacIpocTpaHeHHBIM ITOPaXkKeHUEM KITyOOIKOB y TAIIMeH-
ToB ¢ XJIJI sgBnsieTcss MeMOpaHO3HAasI TJIOMEpPYJIOHaTusl.
B GosbILIMHCTBE UCCIIEAOBAHUM Y MALIMEHTOB HAOJI0JA/IaCh
mapanporernHemus [6, 15]. B aroit moarpymie Takxke g0-
BOJIbHO YaCTO BCTpeYaaach MeMOpaHO3HasI IIIOMepyJIomna-
THSI, aCCOLIMMPOBaHHasI ¢ KpHon1o0yanHoM [6]. B ciayya-
sIX (UOPUILISIPHBIX M1 UMMYHOTAKTOMIHBIX 3a00JIeBaHUIA
KJ1y004KOB, HabmoaaeMbIx pu XJIJI, pe3ysbsraTbl CBETO-
BOI MUKPOCKOITMY YKa3bIBaJI HA MEMOPaHO3HYIO TJIOMe-
PYJI0TIIATHIO, TIPH 9TOM Y MHOTHX ITAIIIEHTOB B KPOBU 00-
Hapy>XUBAICS LIMPKYJIUPYIOIIUIA MOHOKJIOHAJIbHBIN OEJIOK.
Taxske coob11aI0Ch O clTydasix MeMOpaHOIpoaudepaTuB-
HOTO TJIoMepynoHedpuTa, IMPOSIBISIONINXCS KaK IJIOMe-
pynaoHedput C3, 94To yKa3bIBaeT Ha KOCBEHHOE TTOBPEXIe-
HUE BCJICICTBUE aKTUBAIIUM aJbTePHATUBHON CHCTEMBI
KoMIuTeMeHTa [16].

HecMoTtpst Ha OTHOCHUTENIBHYIO 9aCTOTY 3TOr0 BUIA
JIeiiko3a, MmyOoauKaluuy o nopaxeHuu nodek npu XJLJI
BCTpEYaIoTCs peaKo, TaK KaK He(DpOOUOTICUY 3TUM OOJIb-
HBIM BBITIOJTHSIIOTCSI HE PYTUHHO, a JIMIIb IIPH ITOSIBJICHUHT
He(ppOTUYECKOro CMHIPOMA WJIM HESICHOI ITOYeYHOM He-
JIOCTaTOYHOCTH; B pe3yJIbraTe 0 MeXaHM3MaX MOYCYHOTO
nopaxeHus 1pu XJ1IJI uzBectHo Mao.

K HacTosiiieMy BpeMeHU ONyOJMKOBaHBI JaHHBIS
0 6 ciaydasix (POKaJIbHO-CErMEHTaAPHOIO [JIOMEPYJIOCKIIE-
po3a, accouuupoBaHHoro ¢ XJUJI [17].

Cucmemmnniii amunsoudos cssazan ¢ XJIJI. B kpymHom
HCCIIeIOBAaHUH, IIPOBEICHHOM B KJIMHMKE Meiio, paccMo-
TpeHbl Bce caydan XJIJI u amunouposa [18]. 3a 20 jer
BBISIBJIEHO 33 manueHTa, y 61 % 13 KoTopbix 6601 AL-amu-
Joua03, ay 39 % — aMuiion03, He CBsI3aHHbI ¢ AL (He-
Ig-amunonno3). M3 18 manueHToB ¢ AL-aMuionmo3om,
Y KOTOPBIX OBLIM JOCTYITHBI PE3YJIBTAThl TUITMPOBAHUS,
y 4 0b1 TONbKO KJIOH XJIJI, a y ocTanbHBIX 14 — KIIOH
IJ1a3MaTUYECKUX KJIeTOK U KiIoH XJIJI. ¥V 6 mauueHTOB
00HapyXeHBI KaK IUIa3MaTUIeCKue KIeTKH, TaK U KJIOH
XJIJI, koTophle uMenIun OOIIIYIO JIeTKyIo 1ielb. [lanueHThl
C aMWIOUA030M, CBsA3aHHbIM ¢ XJLJI, mosyyanu npenapa-
THI, HAIIpaBJICHHBIC HA B-KJIeTKM 1 m1a3MaTnyecKue KieT-
K. MenraHa BBLKUBAa€MOCTH ITALIMEHTOB C aMIJIOMIO30M,
csa3aHHbIM ¢ XJUJI, coctaBuna 38,9 mec [18]. ¥V 9 manum-
€HTOB YIIOMSTHYTOM I'PYIIIBI BEISIBIICH aMUJIOMIO3, HE CBSI-
3aHHBIN ¢ AL. Cpeay HUX OBIJIM B OCHOBHOM TALIMEHTHI
C TPAaHCTUPETUHOBOI (hopMoii amuonao3a (n=7),y 1 ma-
IIMEHTKA — aMWJIOWI MHCYJIMHOBOro Tuma. IlamueHTs
¢ He-AL-ammtonno3oM u XJIJI He mosryyanu jedeHus,

IMOIABJISIONIETO TPOoIMdepanio KIIOHA TUIAa3MaTHIeCKIX
KJIeTOK. MenmaHa o011el BbLKMBAeMOCTH TTAlIEHTOB C He-
AL-amunonmno3om cocraBmia 61,4 Mec, 9To HAMHOTO BbI-
1re, 4eM y manueHToB ¢ AL-amunonnozom u XJUJT [18].
ODTUM ManeHTaM HEOOXOIUMbBI UMMYHOMOPGhOIOTHYE-
CKO€ MCCIIeMOBaHNe OMOITaTa ITOYKY, UMMYHOXHUMHUYECKOE
HCCIIeIOBaHNME CHIBOPOTKY KPOBH Y MOYH, a TIPU IOI03pe-
HHUU Ha CUCTeMHBI aMIUIONI03 — TaKXKe 3JIeKTPOKAPINO-
rpacus, 3xokapauorpadus/cumHTUrpacdhus MUOKapaa,
ucciaenoBaHue ypoBHs1 NT-proBNP B kpoBu, yabrpasBy-
KOBOE MCCJICIOBAHUE OPTaHOB OPIOIITHOM ITOJIOCTH, 330-
¢daroracTpoayoaeHOCKOIHSI, KoJoHockomus [18, 19].

[To MHEeHUIO psima yYeHBIX, BRICOKAS pacIIPOCTPaHEH-
HOCTb aHOMAJIbHOTO COOTHOIICHMSI CBOOOMHBIX JETKUX
LeTield B CBIBOPOTKE KPOBU 1 YBEJIMUEHHE YKCIIa CBOOO-
HBIX JIETKUX 1IeTieil B 1eyioM y nmauueHToB ¢ XJLJI 3acraB-
JISIIOT COMHEBATBCS B TOM, YTO Y YaCTU 3TUX ITAIIUEHTOB
MMeeTCsl HenuMarHOCTUpoBaHHBIN AL-amunoungo3 [13].
Kak cuuraercs, noaukioHalbHble B-KileTKU B3auMo/ieii-
CTBYIOT C MUKPOOKPYKEHHEM TaK e, KaK 1 OITyXOJICBBIC
KJIETKH, ¥ CAMH MOTYT OBITh aKTUBUPOBAHbBI aHTUTCHHOM
ctumyngnueit kiona XJIJI. Dto, B cBoIo ouepeab, MOXET
rnepenaBaTh aKTUBUPYIOLLIME CUTHAJIBL ApyruM B- 1 T-num-
douuTaM. Bo3aM0KHO, YTO MOHOKJIOHAJIbHbIE CBOOOIHBIE
JIETKHUE 1IeTIH, ITOJYIECHHBIC U3 OITyXOJIM, MOTYT CMEIIIM-
BaThCs C IIEPEMEHHBIM YK CJIOM CBOOOIHBIX JISTKMX LIeTIei
CBHIBOPOTKH, BhIpabaThIBacMbIX HEKJIOHAJIEHBIMU B-Ki1eT-
KaMM B TMMPOreMOITO3TUYECKMX TKaHsIX [16].

Ocmpoe nospedicderue novex y IMalAEHTOB C JISUKEMM-
eii BcTpeuaetcd yacto. Dtuosorus OITI1, BodHuKalomero
IIpY OOJIBPIIIMHCTBE TeMaTOJIOTMUECKMX 3JI0KAYECTBEHHBIX
HOBOOOpa3oBaHuii, B ToM uncie npu XJIJI, pazHoob6pa3Ha
[19, 20]. JIumbomaTo3Hass UHPUIBTPALIMSI TTOYEK MOXET
OBITh IEPBUYHOI, Yallle — BTOPUYHOM, SIBISIETCS] HAXOAKOM
noutu B 50 % ayTOICUIAHOTO MaTepuaia, KIMHUYECKHU
MoxeT npossusatbes OITII [4, 21, 22].

ITo muennio R. Wanchoo u coaBr., 00e3BOX1BaHuE,
CeTcuc U ruronepdys3usi, cepacdyHas HeIOCTaTOYHOCTb,
LIPPO3 IIEYSHU, IIPHUEM TaKMX JICKapCTB, KaK TUYPETUKH,
HECTEepOUIHBIC MPOTUBOBOCIIAIIMTEIbHEIE TIPeNaparhl,
0JI0KAaTOPHI pelienTOPOB aHrMoTeH31Ha I1 1 THTrMGUTOPHI
aHTMOTEeH3UHIIpEBpaIiaero epMeHTa, a TakxKe MH-
dexmu (BUpYCHBIE 1 OaKTepHaIbHbIC), METUKAMEHTO3HAsT
(He(pOTOKCUYHBIC TIPEITapaThl) WIM XUMUOTEPATICBTH -
yecKast MHTOKCUKalus Moryt npusect K OTTIT y mamum-
enroB ¢ XJIJI [14].

Tpombomuueckas mukpoaneuonamus TaKxKe 3aperu-
crpupoBaHa y manueHToB ¢ XJIJI. P. Strati u coaBT. HabmI0-
nganau 6 mauueHToB ¢ XJLJI ¢ TpoMOGOTHYECKOI MUKPOAH-
ruonatueit [6]. YerBepo M3 1IecTH MaLMEeHTOB UMEU
oTBeT Ha JieueHue XJIJI, ogHoMy nmoTpeboBanach TpaHC-
IUIAHTAIMS CTBOJIOBBIX KJIETOK, a Y IPYTOrO OMHOBPEMEH-
HO pa3BUJICH Pak Jerkux. Y Bcex 6 MmanyeHToB Habmoaa-
Jmch knuHndeckue nposisiaenus OITII, mporennypus,
TeMOJIN3, aHEMHUS, TTIOBBIIICHUE YPOBHS JIAKTATACTUIPO-
reHasbl, HATMYKE IITU30IUTOB B ITeprhepUICCKOM Ma3Ke,
a TaKKe HU3KUI YPOBEHB IralTOTI00MHA.
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AxTyanbHOH Mpo0JIieMOil OHKOTeMaTOJOTUUECKOMI
MPaKTUKU, accouunpoBaHHoii ¢ pazsutem OIIII u BbI-
COKOI1 JIETAJIbHOCTBIO, SIBJISIETCS CUHAPOM JIM3KCA OITyX0-
m (CJ10).

Cundpom ausuca onyxoau — JIEKTPOJIUTHBIC HAPYIIIE-
HUsI, HarboJiee pacIpoCTpaHEHHOE HEOTIOXKHOE COCTOSI-
HME B OHKOJIOTMH, YaCTOTa KOTOPOI'O IOCTUTraeT 26 % mpu
oCTpOoM MM (POOJIACTHOM JIEHKO3€e BHICOKOI CTETIEHU 3J10-
kauectBeHHOCTH [23]. CJIO BOo3HUKAET B pe3yabrare Obl-
CTPOTO BHICBOOOKICHNUS BHYTPUKIIETOUHOTO COIEPKUMO-
r0 OJJAaCTHBIX KJIETOK B KPOBOTOK CIIOHTAaHHO JI0O B OTBET
Ha IIPOTUBOPAKOBYIO Tepanuio. bruoxuMmieck oH Xapak-
TEPUIYETCSI TUIIEPYPUKEMUEHN, TUTIEpKAIMEMUEH, TUIIEP-
docdaremueii 1 TunokaabLeMueii. Kpurepnuu anexrpo-
JIMTHBIX HapyleHui o Kaupo—bulliony: ypoBeHb Kaus
6 MMoJIb/71 1 25 % yBeJlM4eHUEe OT UCXOIHOIO YPOBHSL;
ypoBeHb doctopa 4,5 Mr/m1 unn 25 % yBenndeHue OT K-
XOJHOTO YPOBHSI, CHUKEHNE YPOBHS KabLus >25 % ot
HMCXOTHOTO;, YPOBEHb MOYEBOI KUCIOTHI 8 MI /I WIN
25 % yBenuuyeHUe OT MCXOJHOTO YpOBHs (B TeyeHUe
3—7 mHeit mocne Havana tepanun). Kpurepun CJIO: na-
OopaTopHbIe 1 HE MeHee 1 U3 CclleNyoIUX KIMHNYECKUX:
YpOBeHb KpeaTUHUHA 1,5 BepxHel rpaHUIIBI HOPMBI; CY-
JIOPOTH; CepAcIHast apUTMUS WIX BHE3aITHAsI CMEPTb.

IMatodusmonorus OIIII, BezBanHoro CJIO, BKioya-
€T BHYTPUKAHAJIBLIEBYIO OOCTPYKLUIO ¥ BOCIIAJICHUE, BbI-
3BaHHbBIC BBHINTAJCHUEM KPHUCTAUIOB MOYEBOM KHUCJIOTHI,
docdara kanpiys u/unu Kcantuaa [23—25]. [penmect-
ByIoIIast TUCGHYHKIINS MOYEK CIIOCOOCTBYET BBHITTAICHUIO
KPHMCTA/UIOB BHYTPHY KaHaJblieB. PeKoMeHIamu 1o mpo-
¢unakruke CJIO BKIIOYAIOT YBeJIMUeHUE 00beMa KUIKO-
CTH BO BCEX IPYIIIaxX pUckKa, IpUMEeHEHNE aJUIOIypUHOIA
B IpYIIIIax CPeIHEr0 M BBICOKOIO pHUCKa W IPUMEHEHUE
PEKOMOMHAHTHOM ypaTOKCcHIa3bl (pacOyprKasbl) B IpyIIIax
BBICOKOTO pricKa. DPHEeKTUBHOCTL JUYPETUKOB U OllIesIa-
YMBaHUS MOYM CITIOPHA U BapbupyeT [23, 24].

PazButre opraHHOIf HEZOCTATOYHOCTH y OHKOTIeMa-
TOJIOTUYECKUX OOJIbHBIX BBI3BIBACT CYIIICCTBEHHBIC 3a-
TPYIHEHUS B IPOBEICHUY TTPOTUBOOITYXOJIEBOM TEPAITUU;
coYyeTaHWe OpraHHON DTUCHYHKIINM 1 BRIHYKICHHOE M3-
MEHEHHE CXeM IIPOTHUBOOITYXOJICBOM Tepaluy yXyAIIaloT
nporHo3. CoBpeMeHHbIE METOIBI TPOMPUIAKTUKY U Jieue-
HUSI OPTaHHOM HEIOCTATOYHOCTH ITO3BOJISIOT YCIICIITHO
pelIaTh CJIOKHBIC KIMHNYCCKHE 3aTa9H.

Toxcuunocmo, ceszannas c aeveruem. CTaHIAPTOM Jie-
yeHus naureHToB ¢ XJIJI 6e3 conyTcTByoIIMX 3a00JieBa-
HUI SIBJISIETCS XUMUOMMMYHOTEPAIIEBTUICCKUM PEXKIM,
BKJTIOUAIOIIMI aHAJIOT ITyprHa (pirymapabuH B COYCTaHUH
¢ uukiiopochaMuaoM U putykcumaoom [4]. OgHako 3ToT
KOMOMHHUPOBAHHBINI PEXHUM OCTACTCS TOKCHUYHBIM
111 6oabIIMHCTBA naueHToB ¢ XJIJI u3-3a Bo3pacra u co-
IyTCTBYIOLINX 3a00JIeBaHM, B YaCTHOCTH ITOBHIIIIEHHOTO
pUcKa MH(PEKIIMOHHBIX OCJIOKHEHUH [5]. 3a mocnemHue
HECKOJIbKO JieT JeueHue XJIJI mocreneHHo 9BOMI0OLIMOHM -
POBAJIO OT CXeM, OKa3bIBAIOIINX 3HAYMTEIFHOE BIMSHUE
Ha JOJITOCPOYHBIEC PE3YJIBTATHI U CBSI3aHHBIX C COITYTCTBY-
oIt TOKCMIHOCTBIO, K MCIIOJIb30BaHMIO HOBHIX IIpeITa-

paToB, KOTOPBIC 1IeICHAIIPABICHHO BO3ICHCTBYIOT Ha Ha-
pPYILICHHBIE CUTHAJBbHBIC ITyTH. DTU TOCTUXKCHUS CTaIN
BO3MOXKHBI OJ1arofapst HegaBHEMY ITOHMMaHUIO OMOJIOTHH
XJJI, ponu MUKPOOKPYKEHHSI U CUTHAJIbHBIX MEXaHU3MOB,
KOTOpHIE 00€CIIeYMBAIOT BBIKMBAHNE M Pa3MHOXCHHE
3710KauyecTBeHHOTo KiaoHa XJIJI. K aTuMm TapreTHbIM mpe-
ImapaTtaM OTHOCSITCSI MOHOKJIOHAJILHOE aHTUTEIO OOMHY-
Ty3yma0, UHTMOUTOPbI TUPO3UHKMHA3bI bpyToHa MOPYTUHUO
1A aKaJlabpyTUHUO, MHTUOUTOP (PochaTUANINHOZUTO -
3-kuHa3bl uaenanucu6 u naruourop BCL-2 BeHeTOKITaKC
[4, 5, 26]. DTu HOBBIE MpemnapaThl JEMOHCTPUPYIOT Oec-
MpeneIeHTHYIO KITMHNIECKYIO 3(p(PeKTUBHOCTH, OCOOCH-
HO Y MAIIMEHTOB C UCTOPUIECKN HU3KMMU ITOKAa3aTeISIMU
OTBETa Ha JIeYeHUE, HAaIIpUMep C 3a00JIeBaHEM BHICOKOTO
pucka (6e3 myraumit IGHV). I1ocKonbKy 3TH IIpermapaTsl
MOSIBUJIMCh OTHOCUTEJIIbBHO HENABHO, BAaXHO U3YYUTh
HX IIOTEHIIAJIBHOE BO3IEICTBHUE HA IIOYKU.

lnarHocTuKa nopaxeHusa noyek

npu XxpoHMyecKom numdoneiikose

C ydeToM KIMHUYECKMX peKoMeHpaumii 2024 r.
7151 TocTaHOBKM AuarHosa XJIJI TpebytoTcst oo1uii aHaam3
KPOBU Y UMMYHO(hEHOTUITNYECKOE UCCISIOBAaHNE C HC-
MMOJIb30BaHNEM MHOTOLIBETHOI IIPOTOYHOM LIUTODITYOPU -
METPHUHU, KOTOPOE IIPEAIIOYTUTEIbHEE BBIIIOIHSTE ITO KPO-
Bu. JIlnarHoctuueckue kpurepuu XJIJI [4]:

* MOHOKJIOHAJNIbHBIK B-KIeTOYHBIT AUMGOIUTO3
>5000 kneToK B 1 MKJI KpOBHU;
* denorunn CD19*, CD5*, CD23*, CD79b*dim CD20*dim,

CD22%dim glgdim  CD814m CD160%™;

* PEeCTPUKIIMS JIETKMX HeTei (K T100 A);
* >30 % numMdOOLIUTOB B KOCTHOM MO3re.

JAnarHo3 ycTaHaBIWBAIOT IIPM BBISIBICHHU B KpPO-
BH >5000 B-mumormToB B 1 MKII TiepudepruIecKoil KpoBU
P YCIIOBUM, YTO JIMM(OLIUTO3 CoXpaHsieTcst bortee 3 Mec.

[Ipu neiiko3ax u TMMMOMax B MOUE BBISIBIISICTCS DPH-
TPOLUTYPHUS M MTHOTIA, OCOOCHHO Ha HAYAJIbHBIX CTAIHSIX
rmopaxeHusi, Mmakporematypus. [logeunasr HegoCcTaTOI-
HOCTb pa3BUBaeTcs KpaitHe penko [27]. ITpu nucyHkmm
KaHAJIbLIEB MOTYT OBITh peHAJIbHAS TJIIOKO3YPHSI, SJICKTPO-
JINTHBIC HApYIICHUS, PSHAJIBbHBINA TYOYJISIpHBINA allumo3,
rmoHbI cuHapoM Pankonu [11, 13].

CymiecTByroIue 1adopaTopHbIe TECTHI, BKIIOYAsT YPO-
BEHb KpeaTUHNHA, CKOPOCTh KIIYOOUKOBOM (DIIIBTpALIU
U IIPOTEUHYPUIO, HE UMEIOT BEICOKOM TMAarHOCTUYECKOM
1 TIPOTHOCTUYECKOI HeHHOCTH [28]. B KauecTBe HOBBIX
0MOMapKepOB IS TMAaTHOCTUKA M MOHUTOPUPOBAHUS
XPOHUYECKO 00JIE3HU TTOYEK, COCYAMCTON KaabLnprKa-
LIMU U CEPAECIYHO-COCYINCTHIX OCIOXHEHUI TIPU XPOHU-
yecKoit 6ose3Hu mouek, OIIII, B ToM ymcie mpu XuMuo-
Teparmu, pacCMaTPUBAETCS MOBBIIICHNE I CHIDKCHHUE
9KCIpeccuu oTaeabHbIX MUKpOPHK B moyeyHoil TKaHU
WA OUOJOTUYECKMX XHMIKOCTSIX (B TOM YHCJIIE B MOYE).
Hawnb6onee neHHbsiMu ctanu gaHnHele 0 MukpoPHK-181a,
comepKaHne KOTOPO B 9K30COMax 0Ka3aJI0Ch IIPUMEPHO
B 200 pa3 HIDXE Y TTaIlMEHTOB ¢ XPOHUYECKOI 0OJIE3HBIO
MoYeK, 4YeM y 3H0pOBBIX diomeit. OmmcaHHas paHee
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y TIAIIMEHTOB ¢ HEPPOTUYECKUM CHHAPOMOM 1 PEITUIIH -
€HTOB MMoYeyHoro TpaHcranTata MukKpoPHK-181a npen-
JIOXEHAa B Ka4eCTBE MOTCHIIMAIHHOrO OMoMapKepa st
paHHe# TMarHOCTUKM XPOHUUYECKO# 00J1e3HM nouek [28].
B npyrom ucciegoBaHNM MOKa3aHO, YTO MPOMUIb 3KC-
npeccun MUKpoPHK pazianyaercss B KOCTHOM MO3re
1 TUMPATUIeCKUX Y3JIaXx B 3aBUCMMOCTH OT TUIa B-Kire-
TOYHOMI JTUMGPOMEI [29].

Hedpomeranus pazBuBaeTcs He Y BeeX IAIMEHTOB
¢ XJIJI. OHa MoXeT ropaxkaTh OIHY U1 00€ TTOYKHU U BO3-
HUKaeT B pe3ynbrare 1udy3HOM WM y310BOM MHPUIb-
TpalluM TTapeHXUMBbI JIeHKeMUYeCKUMU KieTkamu [14].
ITpu 5TOM OYKM YBETMIMBAIOTCS B pa3Mepe W OIIpeIeIsi-
10TCs IManbiraTopHo. [1pu MaccMBHOM MHMWIBTPAIIUN MO-
KET MOSIBJISITHCS OOJIb B ITOSCHULIE, a IIPU YJIBTPa3BYKOBOM
HCCIIeA0BAaHNN O0OHAPYKMBAIOTCS YBEJIMICHHBIC pPa3Mephl
nouek [27]. Apyrue aHoMaInu BKIIIOYAIOT eMMHUYHbBIC WU
MHOXXECTBEHHBIC y3€JIKM, a TaKXKe KIMHOBUIHBIC WA
reorpacdryecKue 00JIaCTH, KOTOPHIE ITOC/Ie BHYTPUBEHHOTO
BBEIICHUS KOHTPACTHOTO BEIIIECTBA YCWIMBAIOTCS B MEHb-
IIEH CTeTICHM, YeM IIpUJIeTaloNIasi HopMaJibHas IToYeyHast
ImapeHxumMa.

JmarHocTrKa aMUJIOMI03a ITOYeK BKIIIOYAET aHAJIN3
MouHu (aJIbOYMUHYPUSI/TIPOTEUHYPHSI), OMOXUMUYIECKII
aHaJIM3 KpoBM (YPOBHHU IIETOYHOM (pocdaTaspl, raMMa-
TIIyTAMUJITPAHCIICIITUAA3EI), 3JIEKTPodope3 OSIKOB ChI-
BOPOTKM KPOBH, YJIBTPAa3BYKOBOE HCCIIEIOBAaHHUE ITOYECK
U YJIBTPa3BYKOBYIO TOMILIEPOrpachuio MOYSTHBIX apTepyit
[30]. ITpu mogo3penun Ha AL-amMunongo3 Heobxoauma
OMOIICUSI TIOUKH, CIM3UCTON O0OJTOUYKM MPSMON KUILKHU,
necHbl. 17151 BbISIBJACHMST aMUJIOW 1A HEOOXOAUMO OKpalllv-
BaHME IIperrapaToB TKaHW KpacUTeJIeM KOHTO KpacHBIN
C TOCJIEAYIOIEN MUKPOCKOITMEN B OJISIPU30BAHHOM CBE-
Te. OKOHYATETBHBIN IMATHO3 aMIJIONI03a YCTAHABIUBAIOT
MPU BBISIBJIECHUY KOHTO(GMIIBHBIX Macc, 00/1a1al0II1X CITO-
COOHOCTBHIO K $SI0JIOYHO-3EJIECHOMY WU XKEJITOBATOMY
CBEUEHMIO B MOJISIpU30BaHHOM cBeTe. [lJ1s1 6os1ee TouHoM
JMMAarHOCTUKY aMIJIONI03a TAKKe IIPUMEHSIIOT METOIT OKpa-

IIUBaHUS THOGhIAaBUHOM T, KOTOPBIi TaeT CBETIIO-3eJIEHOE
cBeuyeHue amwtonaa. I[1pu nmogo3penun Ha AL-ammionao3
PEKOMEHIYIOT IIPOM3BOINTH TPETIAHOOUOIICUIO KOCTHOTO
mosra. CoBpeMeHHass Mopdosornyeckast JUarHocTuka
aMIIONIO3a IIPEIYCMATPUBACT €r0 00S3aTeIbHOS TUITH-
pOBaHNE, MOCKOJIBKY TUII OTIPEIEIISIeT TePAIIeBTUICCKYIO
TaKTUKY, UMMYHOTUCTOXUMIYECKOE MCCIICIOBAHNUE C TIPH-
MEHEHHEM aHTHUCBIBOPOTOK K OCHOBHBIM THUITAM aMMJIO-
WIHOTO OefIKa (CrierbIecKrie aHTUTeNa IIpoTrB AA-OeJIKa,
Jierkux uerne Ig, TpaHcTUpeTrHA U 2-MUKPOTIO0YIMHA).
B penkux ciayyasix 1eiaecoodpa3HO MpUMEHEeHUE METOI0B
MMPOTeOMHOTO aHanu3a amwiounaa [30].

JlvarHocTuKa BHENOYEYHOU OOCTPYKLIMU OCYILECTB-
JISIETCSI TI0 YIIBTPa3ByKOBOMY UCCIIEIOBAHMIO, MYJIETUCITH -
paJbHOI KOMITBIOTEPHOI TOMOTrpaduy, MarHUTHO-PE30-
HaHCHOII ToMorpaduu, MO3UTPOHHO-IMUCCUOHHON
ToMmorpacduu [8].

3aboieBaHUS MOYEK MPU JUATHOCTUKE TUMPOITpo-
mmdepatuBHBIX 3a00aeBanuii (XJIJ1) unu Bo BpeMs Ha-
OJI0eHWS] 3HAYUTEJIbHO CHUXaJIW OOILYI BbIXXMBa-
€MOCTb IO CPaBHEHMIO C TMalideHTaMu 0e3 3a00ieBaHU
moyex [13].

3aknioueHue

IMopaxeHue moyex vailie JUArHOCTUPYIOT Ipu B-kiie-
TOYHBIX TUMGOUIHBIX OITyXOJISIX, IIPOTEKAIOIINX C CEKPe-
11eii MOHOKJIOHAJIbHBIX Ig 1 KpuorinoOyianHa, B cpaBHe-
HUU C IPYTUMU OHKOT€MAaTOJIOTMYECKMMMU 3a00JIEBAHUSIMMU.
ITpu XJIJI nopaxeHue moyek MoxKeT ObITh CBSI3aHO C JIUM-
donnHoi MHPUIBTpaLKEid, TTOBpeXAeHEM KITyOOYKOB
Y KaHaJIbLIEB, HAPYIIEHUSIMM JIEKTPOJUTHOrO OajlaHca,
MOBPEXACHUSIMHU, CBI3aHHBIMU C MPUCOCIMHEHUEM WH-
¢eK1mii, TOKCMYHOCTBIO JIeueHUsI. Bece 310 cHIKaeT 06-
11Iy}0 BELKMBAEMOCTb IMaLiMeHToB. HeoOxonumbl qaibHeiIme
HCCIIeI0BaHUs OCOOCHHOCTel HehpOoIaTHii, CBSI3aHHBIX
C OIYXOJIIMU KPOBETBOPHOI 1 TMM(POUTHOM TKaHel. 3Ha-
HUE MOoYeYHOI ToKCMYHOCTU XJIJI BaxkHO 11 reMaToJI0roB
1 He(POJIOTOB B KIIMHUYECKOM ITPaKTUKE.
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AuddhepeHunanbHO-ANArHOCTUYECKUIN NOUCK
npyu runep303uHO(PUNLHOM CUHAPOME
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KoHTaKThl:
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Npmnonatnyeckuin runep303MHODUNLHbI CUHAPOM XapaKTepu3yeTcs CTOMKMM MOBbIWEHMEM KONMYecTBa 303UHOGMUNO0B
B CbIBOPOTKe KpoBU >1,5 X 10°/n B TeYeHWe 4 HeJ U OTCYTCTBMEM KaKUX-NMOO KAMHUYECKUX U 1abOpaTOPHO-UHCTPYMEH-
TanbHbIX AAHHbIX, NO3BONAIOWMX NPEANONOKMUTL 3TUONOTMIO AaHHOTO theHOoMeHa. He Bcerga yaaeTca noaTBepAUTL peak-
TUBHBIN XapaKTep 303MHOMUNNM UAWN BLIABUTB KJIOHANbHOE 3a6oneBaHue.

B cTatbe npepcTaBneH kKNUHUYECKUI cnyyail AuddepeHLnanbHO-AUarHOCTUYECKOrO NOMUCKA NPUYNHBI FTMNEPO33NHO(GUANN
y nauymeHta.

KnioueBble cnosa: FVII'IEp3O3VIHOCtJMJ1beIl71 CUHOPOM, KNIOHaNbHaA 303I/IHO¢VIJ'IVI5-I, MONEKYNAPHO-reHeTn4eckoe nccneno-
BaHWe, peaKTUBHasa 303VIHOCt)VIJ1I/Iﬂ
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Differential diagnostic search for hypereosinophilic syndrome

A.S. Buzuk’, E.V. Chernova’, A.V. Koloskov', V.N. Marchenko’

!City Hospital No. 26, 2 Kostyushko St., Saint Petersburg 196247, Russia;
2L P. Pavlov First Saint Petersburg State Medical University, Ministry of Health of Russia; 6—8 L’va Tolstogo St., Saint Petersburg 197022,

Idiopathic hypereosinophilic syndrome is characterized by a persistent increase in serum eosinophil counts >1.5 x 10°/L
for 4 weeks and the absence of any clinical, laboratory and instrumental data suggesting the etiology of this
phenomenon. It is not always possible to confirm the reactive nature of eosinophilia or identify clonal disease.

The article presents a clinical case of differential diagnostic search for the cause of hypereosinophilia in a patient.

Keywords: hypereosinophilic syndrome, clonal eosinophilia, molecular genetic study, reactive eosinophilia
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BeepeHue

[NoBrImIeHNE KOJMYECTBA 303MHOGMIIOB B KIMHM-
YeCKOM aHajn3¢ KpOBU — HEpEeOKoe SIBJICHHUE, OMHAKO
cnenpUIHOCTh JAHHOTO JJa00OPaTOPHOTO ITOKAa3aTesIst
OTHOCHTEJIbHO HEBBICOKA M TpeOyeT majabHeiIero nud-
depeHLMaIbHO-AMarHOCTUYECKOTO Ioucka. B kinHuye-
CKOJ MPAKTHKE MOKHO BBIIEJIUTD 2 TPYITITHI 303MHOMIIIIA:
MOBBILIEHNE KOJIMYecTBa 3031uHOMMI0B >0,6 % 10°/11 HA3bI-
BalOT 303uHOMMINE, a moBbieHue >1,5 x 10°/1 — ru-
nepso3uHoduImeii [1].

MM IOBBIIIEHUSI KOJUYECTBA 303UHOMUIOB SIBJISIIOTCS
aJIiepruyeckye peakiy U MHBa3WU reJibMUHTaMu |2, 3].
AJiepruueckue peakiiuy UMEIOT SPKYI0 KJIMHUYECKYIO
KapTUHY ¥ OOBIYHO HE BBI3BIBAIOT 3aTPYAHEHUN B IOCTA-
HOBKE MHMarHo3a. JImarHocTU4eCKuii MONCK, HaIllpaBJIeH-
HbIIi Ha BBISIBJICHUE T€X WM MHBIX TPYIII FeJIbMUHTOB,
TOXeE, KaK MPaBWIO, He COMPOBOXIAETCS TUArHOCTUYE-
CKUMH TPYTHOCTSIMH. B cBsI3u1 ¢ 3TiM mrdepeHITManbHO-
JUAarHOCTUYECKUI MOUCK APYTUX BO3MOXHBIX IIPUYUH
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Pa3BUTHS TUTIEPI03NMHOMDIINY HAYMHACTCS ITOCIIE MCKITIO-
YeHMS yKa3aHHBIX MTaTOJIOTUIECKUX COcTOsTHUI. M3BecTHO
JIOCTaTOYHO OOJIbIIIOE YMCJIO 3a001€BaHUI, COIIPOBOXK/Ia-
IOIIMXCS TIOBBIIIIEHNEM ypOBHS 303MHOMMI0B. K HUM
OTHOCSITCSI CUCTEMHBIE 3a00JIeBaHUsI COCTUHHUTEILHOMN
TKaHU, TATOJIOTHS KETYIOYHO-KUIIIEYHOTO TPaKTa, CHC-
TeMBI KPOBU, aTONTMYECKE paccTpoiicTna [3, 4].

Wnoyonatndeckuii runep303uHOGMILHBI CUHIPOM
(UI'DC) saBasieTcs KpaitHe peKoil MaToJIoTHUE, Jallle Bce-
ro Tmopaxaert yironeii B Bo3pacte 20—50 jieT; mo HEeKOTOPbIM
JTAHHBIM JINTePATYPhI CPSIHUIM BO3pACT HA MOMEHT ITOCTa-
HOBKU auarHosa coctaBui 57 ser [3, 5]. Knmuanuyeckast
KapTUHA BapbUPYET B 3aBUCUMOCTH OT ITOPaXKaeMOIo Op-
raHa-MHMIIeHH, TaK KaK, HECMOTPS Ha OTCYTCTBUE STHO-
JIOTUYeCcKOoro (akTopa pa3BUTHUS TUIIEPIO3NHODUINNA,
HauOoJIee OIaCHBIMU IIPU JAHHOM COCTOSIHUU SIBJISIIOTCSI
BO3MOXKHBIE OCJIOKHEHUS [6].

Wnoyonatndeckuii runep303uHOGWILHBIA CUHIPOM
SIBJISIETCSI TMATHO30M HCKIIIOUCHMSI M TMATrHOCTUPYETCS
B TeX CJIydasiX, KOraa YCTaHOBUTH IIPUYNHY Pa3BUTUS TH-
nepso3nHopuIMM He ynanoch [3]. C yueToM IIUPOKOTo
nuara3oHa nuddepeHaaIbHO-IMarHOCTUYECKOTO I10-
MCKa HEOOXOOMM KOMILJIEKCHBIN MOIXOA K BBISIBICHUIO
BTOPUYHBIX, IIOTEHIIUAIBHO M3JICIMMBIX IPUINH TUTICP-
303MHO(GUIBHOTO CUHAPOMA.

B craTbhe onuchiBaeTCs KIMHUYECKUM CIydail maiu-
€HTKH C TUTIeP303UHODUINEI.

KnuHuueckum cnyyait

Ilayuenmra A., 49 sem, 26.08.2024 cocnumanuzuposa-
Ha 8 20pO0CKYI0 KAUHUHECKYIO OOAbHULY 8 C8S3U C BblsIGACHU-
em 2unepIo3UHOPUALY Ha 0020CNUMANbHOM dmane: no 0aH-
HbIM KAUHUYeCK020 aHaau3a Kposu om 22.08.2024 eviseren
aetixoyumos — 26,67 x 10°/a; yposens s03unogusog 75 %;
ocmanshble nokazameanu b6e3 ocobenHocmell.

U3 anamuesa 3a601e6anus U3eCmMHO, YMO C HAYAAA UIO-
a5 2024 2. nayuenmky nepuoduuecku 6ecnokosm 60au yme-
DEHHOII UHMeHCUBHOCMU 8 ma300edpertbix cycmasax. Panee
3a MeOUYUHCKOLL NOMOWbI0 OHA He 00pawanacs.

Ha momenm ocmompa cocmosinue nayuenmiu yo0osiem-
sopumensroe. Cosnanue scHoe. Kojcrble nokpogul uucmeole,
00bIYHOIL 0KPACKU, AMONUYECKUX NPOSBACHULL He 00Hapyice-
HO. Budumbie causucmole 060a04ku yucmeole. JJocmynHoie
05 naasnayuu aum@amudeckue y3vl He YGeAUYEeHbL.
IIpu oyenke dvixamenvHoil cucmemsbl OMKAOHEHUI He 00HA-
pyaceno. Apmepuansroe dasnenue 130/80 mm pm. cm. Ha o6e-
ux pykax, wacmoma cepdeutovlx coxpauienui 80 yo/mun.
Kusom npu nosepxrnocmmoii u enyb60xoii nasvnauuu MaeKui,
obe3bo0ne3Hennbiil. Ileuens, cenesenka He yseauuensi. Kocmuo-
MbluteyHas cucmema 6e3 ocobennocmeil. Omekoe Hem.

Anamues ucusnu: 6e3z ocobennocmeli. Co c108 navueHm-
KU, XxpoHuueckux 3aboneganuil nem. lunepuygcmeumenvHole
Peaxkyuuy Ha UHeansayUuoHHble (Nblabla, ObImosas Nuias), nu-
uesole (MopenpodyKkmel, opexu, nuujegvle 000a8Ku), 1eKap-
cmeenHbvle annepeenvl ompuyaem. CemeilHblll aHamHe3
be3 ocobernnocmeil. Bpeornvie npusviuku (KypeHue, ynompeo-
AeHue anKoeos) ompuyaem.

Pe3yromamol noaHo20 KAUHUYECK020 aHAAU3A KPOBU
om 26.08.2024: ypoeens cemoenobuna 130 2/n, spumpoyumos
4,14 x 10"/a, neiikoyumos 55,7 x 10°/a, 303unogunos
46,4 x 10°/a (83 %), neiimpogpunos 4,79 < 10°/a, aumgho-
yumog 2,4 x 10°/a; ckopocmb ocedanus 3pumpoyumos
33 mMm/u.

ITlayuenmra npedeseasnna rHcanrobwl Ha 604U 8 obaacmu
1€6020 N1e4e8020 Cycmaga, nieua u npeoniedwvs, 8 cessu
C YeM Ha HaYanbHOM dmane OUASHOCMUKY NPUHSAMO pellerue
00 UCKAIOYeHUU SKCMPeHHOU KapouanvHoi namonoauu. Pe-
3yabmamol anaiuza kposu Ha mpononut I om 26.08.2024:
1177 ne/n. Ilo danneim anexmpokapouoepammot om 26.08.2024
cgedeHuUil 00 OCMPOM ULEMUYECKOM npouecce He NOAYYEHO.
Beicokas konyenmpayus mpononuna I pacyenena kax émo-
puuHoe nposeaeHue eunepaozunoguiuu. llokaszamenu
ouoxumuyeckoeo anaauza kposu om 26.08.2024: yposers
aranuHamunompatcgepasor 18 EN/a, acnapmamamuno-
mpancgepazot 38 ENl/a, C-peakmuenoeo 6eaka 46 me/a,
aaxkmamadeeudpoeenasvt 650 Ed/n, peppumuna 413,5 mxe/a.

Ha oannom smane makdice Obiau UCKAIOHEHb! aniepeuye-
cKue 3a001e6aHuUs KOJCU, nULje8ble, 1eKAPCMBEHHble 203U -
HOQUAUU U 2eAbMUHMO3bI.

Ha cnedyrowem smane duazHocmuueckoeo noucka 0viau
UCKAI0YeHbl annepeuyeckue 3a001e6anus 0biXamenbHoll cuc-
membl: annepeudeckull puHum, OpOHXUANbHAS ACIMA, I03U-
HOQUAbHASL NHEBMOHUSL.

s onpedenenusn Hanuuuss ROPAdNCEHUs CUCIEMbL Jceny-
00UHO-KUWEUHO20 MPAKMA 8bIN0AHEHbL ubpoeacmpodyode-
Hockonus u gpubpokosonockonus c ouoncueii om 02.09.2024.
Ilo danubim 6uoncuu ceederuil 00 303UHOPUALHOM NOPa-
JCEHUU 0P2AHO8 JHCenyOOUHO-KULEYHO20 MpaKma He noay-
ueno. Takoce @vinosneHa KOMNbIOMepHAs momozpapus
opeanoe 6prowtoll norocmu om 02.09.2024: dannsix o Ha-
AUMUU 04A208bIX U UHPUALIMPAMUBHBIX USMEHEeHULl 0P2aH08
OprowHOl noaocmu, 3a0PIOUUHHO20 NPOCMPAHCMEA He No-
AYHEHO.

Junamuuecku npodoaxcancs KOHmMpPoas 3a cepoe*Ho-co-
cyducmoil cucmemoll ¢ OUeHKOL KOHUeHmpauuu mponoruna 1.
Koumpons anaauza kpoeu na mpononun I om 28.08.2024:
1543 ne/a. Konmponw anexmpokapouoepammot om 28.08.2024:
0e3 3HaUUMbIX UsMeHeHuil no cpagheruro ¢ 26.08.2024. Boi-
noauena sxokapouoepaghus om 27.08.2024: rokanshbix Ha-
Pyulenuii cokpamumocmu Hem; @paKyus eslbpoca 168020
acenydouxa — 57 %, npusnakos ouacmoauueckol OUc@yHK -
yuu He goinsieHo. Takoce 6 dunamuke npogedena oueHKa
OaHHbIX KOMABIOMEPHOL MOMOPApUU 0p2aH08 epYOHOl no-
aocmu om 02.09.2024: komnsromepHo-momoepaguueckas
KapmuHa uHmMepcmuyuanbHo20 omeKa Ae2Kux, 08YCIOPOHHUI
manwli eudpomopakc; manvlii eudponepukapo. JlanHsie u3-
MeHeHUs paccMompeHsl KaK 6MopuyHbie NPosiéaeHus sunep-
303UHOPUABHO0 CUHOPOMA.

Junamuueckuii KOHMPOAb KAUHUHECK020 AHAAU3A KPOBU
om 02.09.2024: yposens aeiixoyumos 79,66 x 10°/a, 303u-
Hoguaos 65,45 x 109/4 (82 %), neiimpogpuaoe 8,25 x 10°/a,
aumepoyumos 4,34 < 10°/n; ckopocms ocedanust 3pumpouyu -
moe 20 mm/u. Konmpons yposs mpononuna I om 02.09.2024:
1871 ne/a.



Pepkune n cnokKHble KNMHN4YecKne cauTyaymun

Dozunopuaus moxcem HabAHOAMbCA NPU PANUYHBIX
3a001e6aHUAX COeOUHUMENbHOU MKAHU, Haubosee 4acmo
ecmpeuaemcs npu eackyaume Yapoxca—Cmpocca. /s nod-
meepocoerus duazrHoza Heobxooumo Habpame >6 06a1108
N0 KAACCUPUKAUUOHHBIM KDPUMEPUSAM, NPeON0NCeHHbIM
8 2022 2. Amepukanckoii koaneeueil peemamonoeos u Eepo-
NelicKUM aAbSHCOM ACCOUUAYUI PeeMamonoeos.

IIposedena snexmponeiipomuoepaghus 0158 OueHKU MHO-
acecmeennozo mononegpuma om 03.09.2024: eviseaentvie
OaHHble YKa3bl8aiom HA KOCGEHHble NPUSHAKU Heepyb0eo no-
padicenust nepedHe20 CHUHHOMO03206020 Kopewika L4—5 cresa
¢ HeepyObiMu OUCMANbHBIMU Oe2eHepamUEHbIMU USMEHEeHUS -
mu. ObHapycenvt aumumena k npomeurase-3. Ilpu kpume-
puanvHom nodcueme noay4ero 3 banrna. ns noomeepicoerus
sackyauma Yaponca—Cmpocca Heobxo0umo Habpams MuHuU-
mMym 6 6anrnos. Kynupoeanue 6oaeil 6 mazobedpeHHbix cycma-
8ax u omcymcemeue KaKux-auoo opyeux nposieaeHuil cycmas-
H020 CUHOPOMA NO380AUNU UCKAIOHUMD PEEMAMOA0CUHECKYH)
Nnamono2uro Ha OaHHOM Imane OUAeHOCTNUKU.

Temamonoeuueckas namonoeus éxaouaem 2 0CHOBHbIX
3a0041€6aHUS, CONPOBONCOATOULUXCS BbIPANCEHHBIM NOGbIULE-
HUeM Koauvecmea 303uHOpUA08 6 nepugheputeckoli Kposu:
Xpoxuueckuil 303uHogpuavHblil aeiiko3 u UIDC, duaenocmu-
Dpyemblil NpU UCKAIOHEHUU 8CeX UHBIX GO3MONCHBIX NPUYUH
303UHOPUAUU.

Bvinoaneno yumonoeuyeckoe uccaedoganue KOCMHO20
M032a: epaHyA0UUMAapHbLii POCMOK Pacuiupet 3a cuem KAemox
203UHOPUABLHORO PAOA, YEEAUHEHO KOAUHECMBO He3DeNbIX 30~
3uHounoe — 47,8 %. DpumpoudHslii pocmox cysiceH, Hop-
mobaacmuyeckuii. Meeakapuoyumo: 6 00CmMamo4HOM KOAU-
yecmee, 30 % — monoer06yaspHble U Maavie gpopmbl (puc. 1).

Puc. 1. Pezyavmamot yumonocuueckoeo uccaedo8anus acnupama KOCmHo-
20 Mo3ea
Fig. 1. Cytological examination of bone marrow aspirate

C yuemom moeo umo 0ns eepupuxayuu 0uaeHo3a XpoHu-
YeCK020 I03UHOPUABHO20 AETIK03a NO OUASHOCIMUMECKUM KPU-
mepusm HeoOX00umo ygeiuteHue Koau4ecmeda 0Aacmublx
Knemok >2 % 6 nepughepuueckoti kposu u/uiu >5 % 6 kocm-
HOM MO32e, N0 OaHHbIM MUEA0SPAMMbL OUACHO3 He NOOMBEPIIC-
daacs.

s noomeepocdenus uau uckarouenus Haauvus UIOC
BbINONHEHb! YUMO2EHEMUYECK0e, MOACKYASPHO-2CHEMUYECKOe
uccaedogans ¢ onpedeneHuem Haru4us mymauyuii 6 eene JAK2
(V617F), 12-m sx30mne eena JAK2, mpancaokauyuu BCR-ABL,
ETV6/PDGFRB om 02.09.2024: eenemuueckux noiomok
U Mymayuii He 0GHAPYIHCeHo.

1lo dannbim eucmonocuuecko2o uccae008anus KOCMHO20
M032a MUEAOUOHAs MKAHb pAChpedeleHa PAGHOMEPHO, 3aHU-
maem 65—75 % o6sema mexncoarounvix npocmpancme. Jleii-
Ko3pumpobaacmuqeckoe coomuoutenue 15:1. Ipanyasoyumap-
Hbll POCMOK 3HAYUMENbHO pPACUUpPeH, cO8ue 6Nnpaeo,
npeocmasieH nPeUMyuw,ecmeeHHo 303UHOPUABHBIMU SPAHYAO0-
yumamu. Ipumpouorsiil POCIOK CyHceH, HOpMOOAACMUYeCcKU,
¢ 04aeo060il mendenyueil Kk mezarobracmoudnocmu. Koauue-
CMBO Me2aKapuoyumos HepasHoMepHo nosviuiero. lucmono-
euyeckas Kkapmuua moxcem coomeemcmeosams UIIC.

Bvinoaneno uccaedosanue memodom gayopecyeHmHol
eubpuduzayuu in situ kocmnoeo moszea Ha PDGFRB, FGFRI,
PDGFRA: noay4en ompuyamenvHolii pe3yibmam.

03.09.2024 nayuenmera noxcanoeanacs Ha npucmyn yoyuiss,
pacyeHeHHblil KaKk aHeuoHespomuteckuii omek. Hayama neom-
JN0JNCHAS 2AH0KOKOPMUKOCMEPOUOHAs. Mepanusi: NPeoHUu30A0H
1 me/ke nepopanvho. Dmuonoeuseckuil paxmop aniepeutecKo
peakyuu He ycmanoéneH. Ha ¢one mepanuu nayuenmra
He npedssagsNa Hcanob, Ommedancs OUHAMU4ecKoe YMeHbUeHUe
303UHOGUAUL, CHUMICEHUe YPo6Hs mponoHuHa 1. Tepanus npodon-
ACaNac 8 meueHue 20CHUMAAU3AUUU 00 8bINUCKU.

C yuemom umerouguxcsi oanuvix 11.09.2024 na ocnosanuu
MueaoyumapHozo coguea 6 (hopmyne KAUHUHECK020 aHAAU3a
KPOo8u, paculupenusi epaHyI0yumapHoeo pocmKa npeumyuje-
CMBEHHO 3a cHem KAemMOK 303UHOPUABHO20 PAOA NO OAHHbBIM
2UCMOA02UMECK020 U YUMOA0UHECK020 UCCAC008AHUTI KOCH-
H020 M032a, a MAKIHCe UCKAIOUEHUS GMOPULHBIX NPUHUH 20~
suHogpuauu cghopmyauposarn ouaernos: UT'OC, mueronpoau-
gepamuenas gopma.

Janubiii duaenos paccmampusaemcs Kaxk npomexcy-
mounbiil. Ilpunsamo pewenue o OuHaMU4eCKom HabAOeHUU.
Ha momenm evinucku 16.09.2024 nayuenmra uyecmeyem ceos
Y0061em80pUMenvHo, Xcanoo He npedeseasiem. JanHole KAUuHU-
YecK020 aHatu3a Kposu: ypogers aetikoyumos 39,01 < 10°/a,
203unopuros 25,68 x 10°/4 (65,9 %), neiimpoghunos
9,68 x 10°/a, aumgpoyumos 2,05 x 10°/a; ckopocms oce-
danus spumpoyumog 10 mm/4. Ypoeens mpononuna I
om 15.09.2024 — 67,99 ne/a.

06cyxpeHue
Brnepsrie ipu onmucanuu UT'OBC BeiAeneHo 3 npus3Ha-
Ka, XapaKTePHBIX JJIs1 JAaHHOTO CUHApOMA:
1) coxpaHsioLIasicsl He MeHee 6 MeC TUIIePI03MHOMUINS
neprudeprudecKoil KpoBr (KOJIMYECTBO 03MHODU-
0B >1,5 x 10°/nu =10 %);

OHROFEMATONOIUA 3’2025 tom 20



