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XpoHMYeCKUA MUEIOMOHOLMTaAPHBIN N1eUKO3
B COCTaBe NepBUYHO-MHOXECTBEHHOMU 3/10Ka4eCTBEHHOM
ONyX0NM: KNMHUYecKoe HabniogeHue
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AHHOTALIMA

BsedeHue. XpoHN4eCKMIA MUENOMOHOLMTaPHBIN Neliko3 (XMMoJ1) — noBonbHO pefiKkuMii reMo6b1acTo3, XxapaKkTepum3yoLminca
MoparKeHMeM rpaHyNoLMTapHOro M MOHOLMTApHOrO POCTKOB KPOBETBOPEHMA C Pa3BUTUEM OTHOCUTESNIBHOMO U abCONIOTHOrO
MOHOLMTO3a NepupepmnyecKon KpoBM M COOTBETCTBYIOLLMMU MPOABEHUAMU B KPacHOM KOCTHOM Mo3re. [lMarHocTuka
XMMoJl, KaK 1 Bcex onyxosei KpoBETBOPHOW, NMMMAOMOHOM WM POACTBEHHbIX UM TKaHeW, 3aTpyAHWTENbHA, BKIIOYAeT
B cebA uccnenoBaHue nepuepuyeckon KpoByM C ONpeaeneHneM MnoKasatenen neKkorpamMmbl U UccnegoBaHue 61uontaToB
KpacHoro KocTHoro mMo3ra. XMMoJ1 pegKo BCTpeyaeTcA KaK 4acTb NepBUYHO-MHOMECTBEHHOM 3710KA4ECTBEHHOW ONYXONK.

Llene. TlpogeMoOHCTPUPOBaTL PedKUM U CIOMHBIA ON1A OUArHOCTUKU KIMHUYECKUI Clyyaidl nepBUYHO-MHOMECTBEHHOM
ONYyX0/W: COYeTaHMe paKa NpocTaThl C NOYEYHO-KNETOUHbIM pakoM 1 XMMoll.

B paccMOTpeHHOM KAMHWYECKOM Ccfyyae Y nauueHTa € NepBUYHO-MHOMECTBEHHOM 3/10KAYeCTBEHHOM OMyXofblo
¢ passutneM XMMoJl no pe3ynbTaTaM naTos0r0aHaTOMUYECKOr0 BCKPLITUA BbLIABEHO MOPAMKEHWE NErKMX, MEeYeHMm,
MOYEK, CENE3eHKM, NOMMHENYO0UHON Hene3bl, 3abPIOLMHHOM KNETYaTKM U TONCTOM KULWKKM. KNHUYECKM Bbin nocTaBnieH
AVarHo3 HecneumgpuuecKoro A3BEHHOMO KOMMTA, KOTOPbIA MpW MPOBEAEHWMM MaTONIOr0aHaTOMUYECKOr0 BCKPbITUA Obin
WHTEPNPETUPOBaH KaK NEVMKO3HOe MopaxKeHne TONCTOW KWLIKW C pasBUTMEM A3BEHHO-HEKPOTUYECKOro Konuta. CMepTb
601bHOr0 HacTynMna oT NOSIMOPraHHON HEQOCTATOYHOCTM NPY ABNEHWUAX OMYXONEBOM MHTOKCUKALMM.

3arnoyeHue. MNpeacTaBneHHbIA KNMHKUYECKUIA cnydan XMMoJl eMoHCTpUpyeT NONMCUCTEMHOCTL JaHHOr0 3aboneBaHuA,
HecneuMpUYecKylo CMMNTOMATMKY, CNOMHOCTb B Ha3HAYeHUM a[eKBaTHOrO JeYeHUA W3-3a Pa3BUTMA COCTOAHWM,
OCIOMKHAIOLLMX OCHOBHOW AMarH03, a TakXe NOKa3biBAeT BO3MOMKHOCTb Pa3BUTUA NEPBUYHO-MHOMECTBEHHBIX METAXPOHHbIX
ONyXone y NaLmeHToB C PasfINYHbIMU FEHETUYECKUMU MyTaLMAMM.

KnioyeBble cnoBa: nevko3; MMENOMOHOLMTAPHBIV NEKO3; OHKONOTUS; NePBUYHO-MHOMECTBEHHAA OMyX0Jlb.
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Chronic Myelomonocytic Leukemia
as Part of a Primary Multiple Malignant Tumor:
a Case Report

Sergey S. Yashin““, Anastasiya 0. Kireeva

Samara State Medical University, Samara, Russian Federation

ABSTRACT

INTRODUCTION: Chronic myelomonocytic leukemia (CMML) is a rather rare hemoblastosis characterized by damage to the
granulocytic and monocytic hematopoietic lineages with the development of relative and absolute monocytosis of the peripheral
blood and respective manifestations in the bone marrow. The diagnosis of CMML, like other tumors of hematopoietic, lymphoid
and related tissues, is difficult and includes examination of peripheral blood with determination of leukogram parameters,
and examination of red bone marrow biopsy specimens. CMML rarely occurs as a part of a primary multiple malignant tumor.
AIM: To demonstrate a rare and difficult to diagnose clinical case of primary multiple tumor: a combination of prostate cancer
with renal cell carcinoma and CMML.

In the considered clinical case, the postmortem examination of a patient with a primary multiple malignant tumor with the
development of CMML, revealed lesions of lungs, liver, kidneys, spleen, pancreas, retroperitoneal tissue and colon. Based
on clinical presentation, the patient was diagnosed with non-specific ulcerative colitis, which on autopsy was interpreted as
leukemic lesion of the colon with the development of ulcerative-necrotic colitis. Death resulted from multiorgan failure with
phenomena of tumor intoxication.

CONCLUSION: The presented clinical case of CMML demonstrates a polysystemic character of this disease, non-specific
symptoms, difficulty in prescribing adequate treatment due to the development of conditions that complicated the main
diagnosis, and also shows the probability of developing primary multiple metachronous tumors in patients with various
genetic mutations.

Keywords: leukemia; myelomonocytic leukemia; oncology; primary multiple tumor.
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KIMAHVYECKIAA CITYYAV

BBEJEHUE

l'emMobnacTo3bl — rpynna 3/10Ka4yecTBEHHbIX HOBOO6-
Pa30BaHWi, XapaKTepU3YIOLLMXCA MOABIEHNEM MYTaHTHbIX
KMOHOB KNETOK B KOCTHOM M03re, TUMyCe Ui nepudepu-
YecKkMX nuMdaTmMyeckux ysnax. Onyxonu KpoBETBOPHOM
U NMMMOOMOHON TKaHEeW HaXOAATCA B YMCe CaMbIX pac-
MPOCTPaHEHHbLIX OMyX0sen YenoBeKa. BakHO 0OTMETUTD,
uto AnddepeHuManbHan AUarHOCTMKa reMobnacTo3oB bbi-
BaeT 3aTpyaHUTENbHA.

XPOHWUYECKMI MMENOMOHOLMTapHBIM neiiko3 (XMMoJT) —
PasHOBMIHOCTb IEMKO3a, XapaKTepu3YIoLWancA Mopame-
HMEM KNEeTOK nepudepuyeckor KpoBM M KOCTHOTO MO3ra
C HalM4yMeM OTHOCWUTENBHOrO UM abcoNTHOr0 MOHOLMTO3a
nepudepuuecron kpoau (6onee 10% u 6onee 0,5x10%/n co-
OTBETCTBEHHO) NpMW Hanmumm bnactos MeHee 20% B KOCTHOM
Mo3re 1 nepudepuyeckoit kpoam [1]. Mpy XMMoJ1 Habnioga-
€TCA MOBbILLIEHHOE KONIMYECTBO MOHOLMTOB M HE3perblX Kie-
TOK MOHOLIMTapHOr0 U MUeNionaHoro pARoB [2]. Kak npasu-
no, 3abonesaHve Bnepsble BbIABNAT B 70—73 roga u valle
BCEr0 Y MyXumH [3].

Beigenatot gsa Mopdonormyeckux BapmaHta XMMoll:
nponudepaTvBHbIM U aucnnactudeckuid. [na nponude-
patuBHoro BapuaHta XMMoJl xapaKTepeH neiKoumTo3s
> 13x10%/n. YacTo y 60nbHBIX 0B6HApyMMBAIOTCA MyTaLmMu
FEHOB CWUIHAbHOrO NyTW MOCiefoBaTeNbHOCTeN [e30KCK-
PUOOHYKNEMHOBOM KUCNOTbI, aCCOLMMPOBAHHBIX C PeTpo-
BUpycamu (aHrn.: retrovirus associated deoxyribonucleic
acid sequences, RAS) — NRAS, KRAS, CBL w PTPNT].
KnuHuyecku y Takmx naumeHToB HabnwogaetcA cnaboctb,
HOYHaA MOTAIMBOCTb, TAMKECTb B nogpebepbsx, 06ycnoBneH-
HaA renato- W CrjeHoMeranmen, 0ccanrus, notTepa Beca.
Mpn aucnnacTMyYecKoM BapuaHTe KONMMYECTBO NIEMKOLMUTOB
< 13x10%/n, xapaKTepHa umToneHus. MaumeHTbl MOryT Ma-
110BaTbCA Ha NJI0XYI0 NEPEHOCUMOCTb PU3NYECKMX Harpy30K,
KpPOBOTO4MBOCTb, YacTble MHDEKLMOHHbIe 3aboneBaHus. He-
PeQKO TakMe MaLMEeHThI HYXKOAKTCA B MHOTOKPATHbIX Mepe-
nMBaHMAX Kposwm [1, 4].

OcHoBbIBaACk Ha NOKa3aTensAx JeMKorpaMMbl, 41A onpe-
[eNeHnA NPorHo3a Nporpeccum B 0CTPbIN MUENONENKO3 Bbl-
gensioT 2 nogrpynnsl XMMoJ1. XMMoJ1-1 otnnyaetca Hanm-
uMeM [o 5% 6nacto B nepudepuyecKon KpoBw, BKIIOYas
npoMoHouMTLI, 1 MeHee 10% B KocTHOM Mo3re. [1na XMMo/1-2
XapaKTepHo cofiepraHue 5—19% 6nacTHbIX KNETOK B nepude-
puyeckoi Kpoeu, 10—19% B KOCTHOM MO3re W/MAW Nanoykm
Ayapa [5]. Panee Bbigenaembin nogrun XMMoJ1-0 nckntoueH
C MPUHATMEM HOBOW KNnaccupuKaLmMm onyxonen KpoBeTBOp-
HOW, NMMMQOMIHOM U POACTBEHHBIX UM TKaHen [4].

YactoTa TpaHcdopmMaumm XMMoll B ocTpbin Mueno-
WOHBLIM nenko3 coctaenfeT 15-20% v accoummpoBaHa co
3HaumMTeNbHBIM YXyOLUEHWEM NPOrHo3a ANA TakuX BOMbHbIX.
Cumtaetca, 4YTo y NauMeHToB C Tpucommen 8-M XpoMoco-
Mbl, aHOManMAMK 7-1 XPOMOCOMbI, CTIOMHBIM Kapy1oTMMOM,
a Take MyTaumamm reHoB ASXLT, RUNXT, NRAS, SETBPI,
DNMT3A n NPM1 6nactTpaHcdopMaLms BO3HUKAET YaLle [6].
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HOwnarxoctka XMMoJ1 3atpygHuTensHa: Heobxoaumo
WUCKII0YeHNe NEVKEMOUAHON PeakLum, PeaKTUBHBIX MOHO-
LiUTO30B MY UHEKLIMOHHBIX M ayTOMMMYHHbIX 3abonieBaHm-
AX M T.0. [4]. 06A3aTeNbHLIM YCIOBMEM NOCTAaHOBKM AMarHo-
3a XMMo/1 aBnAeTcA Hannume B AMHAMUKE OTHOCUTENBHOIO
MoHouuTo3a 10% u bonee, oTcyTcTBME dUNagensGUIACKoN
XpoOMOCOMbl nnn MyTaumm B reHax PDGFRRA wan PDGFRB.
KonuuecTso 6nactos gonkHo coctasnath < 20% [5].

Mpn rUcTonormyeckoM wuccnefoBaHMn 6MONTaToB
KOCTHOro Mo3ra onpefenseTcaA npeobnagaHue Muenoua-
HOr0 POCTKa C YBEIMYEHWEM MOHOLMTAPHBIX 3/IEMEHTOB,
B YaCTHOCTH, 3a CYET He3penbiX KNeToK. MoryT BbIABNATLCA
OYaKKM UK NapaTtpaberynapHble MHGUALTPaThl M3 CD123-
MONOMMUTESNbHBIX MNa3MOLMTOMIHBIX JEHAPUTHBIX KIETOK,
UAEHTUOULMPYEMBIX MPYU MMMYHOTMCTOXMMUYECKOM UCCe-
[0BaHuK. Bo3MoxkeH Muenodubpos. M'nepnnasva numoa-
Tn4eckwx y3no npu XMMoJl Habniogaetca peako. lpu atom
B NMyHKTaTax npucytcrayeT AuddysHaa MHGUNLTpaLMA MU-
enobnacramu [6].

KpoMe ToOro, BarkHylo ponb B amarHoctuke XMMoll
urpaiT uUMTOXMMUYeckue MeTofdbl. O6HapykMBaeMble
B KOCTHOM Mo3re W nepudepuyeckoi KpoBM LUCnnacTu-
YECKU M3MEHEHHbIe MUenobnacTbl U bonee 3penble KNETKM
rPaHyNOLMTapHOro pAda AT YMEPEHHYI0 U BbIParKeHHYH
peaKLuMIo Npu onpeaesieHMn aKTUBHOCTU MUESIONepoKcHAaa-
3bl, HadTon-AS-D-xnopaueTaracTepasbl U Npu OKpaLLMBa-
HAW IMNUZOB CyAaHOM YepHbIM.

B KneTkax MoHoUMTapHOro pAAa peakumaA Npu BbiABMe-
HWUW aKTMBHOCTW MUENOMNEpPOKCUAA3bl U NPY OKPaLLMBaHUM
nunuaoB cnaban unu otpuuatenbHan. AKTMBHOCTb HadToN-
AS-D-xnopaueTatactepasbl B MOHobnacTax, NpoMoHoLMTaxX
1 MOHOLMTaxX He onpegenAetca. [1nA KNeTok daHHOro paga
MapKepoM ABNAETCA OMPee/ieHne aKTUBHOCTM Hecneumdu-
4ecKomn a-HadTunaleTaTacTepasbl U KUCIOM Hecneunuduye-
CKOW 3CTepa3sbl. AKTMBHOCTb KMCoM dochaTaskl B KeTKax
MOHOLMTapHOro paga cnabas [7].

AnnoreHHan TpaHcnnaHTaUMA reMoNo3TUYECKUX CTBO-
noBbix Knetok (AnnoTICK) ocTaeTca eOUHCTBEHHbIM METO-
[0M JleYeHWsi, NpU KOTOPOM BO3MOXHA CTOWKaA peMUcCus
y nauuentoB ¢ XMMoJ1 [8]. [Inq ycneluHoro npoBeaeHuna An-
noTlCK B KayecTBe NpeATPaHCNNAHTALMOHHOW NOArOTOBKM
MCNoNb3yloT CTaHZAPTHYI0 MHOYKLMOHHYI0 XMMUOTEepanuio
N, B 3aBUCUMOCTM OT COCTOAHMA BONBHOMO, FTMNOMETUNN-
pyloLLYt0 Tepanuio (4To, 0HaKO, acCOLMMPOBAHO C XyALUWUM
nporHo3oM). lpoeenenne AnnoTl CK npu MeHbLeM o6beme
OMYX0NIEBOW TKaHW CMOCOBCTBYET CHUMEHMIO PUCKa peLy-
amBa [9]. Bblbop MCTOUHMKA CTBONOBLIX KMETOK AMA BbiNon-
HeHuA AnnoTl CK paccmaTtpuBaeTca Mexzy Nna3Momn Kposu,
4TO acCoOLMMPOBAHO C YKOPOYEHUEM Nepuoaa NpurKMBae-
MOCTM, W KOCTHbIM MO3rOM, YTO CMOCOBCTBYET CHUMEHMIO
uncna CnyyaeB XPOHWYECKOW peakLUW «mpaHcniaHmam
NpomuB X03AUHA».

MaumeHTaM C cOXpaHeHHbIM COMaTUYECKUM CTaTycoM
00bIYHO NPOBOJAT MMEN0abnaTWBHbLIE PEHUMBI KOHOM-
LMOHMPOBaHMWA, OCHOBY KOTOpLIX COCTaBAsieT bucynbgaH
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unu TotanbHoe obnyyenue Tena [10]. OgHMM U3 cnocobos
CHUKEHWUA TOKCMYHOCTM NpeSTPaHCMNaHTaLMOHHOW nofro-
TOBKW U COXpPaHEHUA MUENOCYNPECCUBHON aKTUBHOCTU pac-
CMaTpMBaEeTCA BKIOYEHVE MMMOMETUMPYIOLLMX NPenapaToB
B COCTaB pesMMa KoHanUmoHmposauua [11].

Llenb — npoaeMoHCTPUpOBaTh PEAKMIA U CIIOMKHBIN
ONA QUArHOCTMKUN KIIMHWUYECKMIA ClyYalt NepBUYHO-MHOMeE-
CTBEHHOM OMyXOMMW: COYETaHWE paKa MpoCTaTbl C MOYEYHO-
KNETOYHbIM PaKOM U XPOHUYECKUM MMENOMOHOLMTAPHBIM
NeiKo30M.

KnuHuyeckoe HabniogeHue

MauwneHt I1., 76 net, B aHaMHe3e MUENOMOHOLMTAPHBIN
NeViKo3, TpaHcypeTpanbHasA pe3eKuyA npocTaTbl o NoBogy
paKa npefcTaTeNbHOM wenesbl, nposefeHHan 10 net Hasag,
Ha [aHHbIA MOMEHT YCTaHOBMEHa 3nMumcTocToMa. B anpene
2021 ropa npoBoAMIOCh YpECKOXKHOE KOpPOHApHOe BMeLla-
TeNbCTBO: CTEHTUPOBaHWE orubatoLLelt BETBM NIEBOI KOpo-
HapHOM apTepum.

B Mapte 2022 roga 6bin OMarHoCTMpOBaH MMENOMO-
HOLMTapHbIN NENKo3, UCXOAA W3 NoKa3aTenen y nauueHTa
B AMHaMuKe: MapKepbl JAK2-bcr-abl-Ph —oTpuuatensHble,
BbIPaKEHHbBIA NEMKOLMTO3, MOHOLMTO3 U Hanuume Hespe-
TIbIX KNETOK B NepUpepuyecKomn KpoBu.

B nelikogpopmyne Ha Havano Hoabpa 2022 ropa cne-
Aylowme nokasatenu: 6asodunsl — 1,0%, MuenoumnTel —
48,0%, metammenoumtel — 17,0%, HeMTpodUMLI ManoyKo-
AnepHble — 23,0%, HeWTpodwmnbl cerMeHToAfepHble —
4,0%, numdpoumtsl — 5,0%, MoHoumTel — 1,0%, bnacTl —
1,0%. B obLeM aHanu3e Kposu: neikoumTos — 77,3x10%/n,
aHemua (3puTpounTtel— 1,9x10'%/n, remornobuH— 61,0 r/n),
TpoMbouuTonenna — 18,0x10%/n.

lpoBeneHa cmepHanbLHAA NYHKYUA ¢ ucciedoBaHu-
eM Ma3Ka KocmHo20 Mo32a: bnactel — 2,0%, npomue-
nountol — 4,4%, Muenoumtbl HenTpodmnbHele — 30,4%,
MeTaMMUenoumTbl HerTpodunbHble — 15,2%, HenTpodUAbI
nanoukoagepHole — 10,0%, HenTpodunbl cermeHToAnep-
Hble — 28,2%, Bce KneTku HenTpodumnbHoro paga — 88,2%,
MUENoLmMThl 303MHOGUNbHBIE — 0,2%, MeTaM1enoLmThl 30-
3uHounbHele — 0,2%, 6azodmnsl — 0,4%, nuMdoumTel —
2,0%, moHoumtel — 0,4%, nposputpobnactel — 0,4%,
BCE KJIETKU 3pUTPOMIHOM0 pocTKa — 9,6%.

MauueHT 6bIN HanpaBneH ANA KOHCYNbTaLMK U Neve-
HuA no npodunio 3aboneBaHuA B OTAENEHUE OHKOreMarto-
7IOrUM, 0OHaKo 3a MeJULIMHCKOM NoMoLLbio He obpaluanca
BMNOTb A0 KOHUA HosbpAa 2022 roaa, Korpa 6bbin rocnuta-
JIN3UPOBAH B XUPYPrUYECKOE OTAENEHME B SKCTPEHHOM MO-
PALKE C XKanobamMu Ha BbiparKeHHYlo cnabocTb, FONOBOKPY-
¥EeHWe, 0bILLKY NMPU MUHUMANBHOW GU3NYECKOW Harpy3Ke,
CTYN YepHOro LiBeTa B TeYEHWe Hegenn.

MpoBeneHo @usukansHoe obcnedosaHue: B NErkux
[blXaHWe Be3WKyNApHoe, 0cnabneHHoe Mo BCEM MOAAM,
TOHbI CEpALA ACHbIE, PUTMUYHBIE, MPUTTYLLEHbI. ApTepuanb-
Hoe pnaBneHne 90/40 MM pT. cT. A3bIK BRAKHbIA, YMCTbIN,
YKMBOT He YBEJIMYEH, He B3AYT, y4acTBYeT B aKTe [bIXaHuA.
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MepuctanbTuka BbicaywmBaeTca. Mpu nanbnauum *HUBOT
MArKWUIA, 60Ne3HeHHbIM B anuracTpum. lNeyeHb He BbICTY-
naeT u3-nofg Kpaa pebepHoit gyru. CumntoM OpTHepa oOT-
puuatenbHbid, cumnToM LeTkMHa—bnioMbepra oTpuua-
TenbHbIN. CTyn B BUAE MeNeHbl, NanbLeBoe UCCef0BaHWe
per rectum — MeneHa.

[aHHble nabopamopHbix Memodog uccnedoBaHus:
KpeaTuHMH — 175,8 MKMofb/N, TMIOKO3a NiasMbl —
11,1 MMonb/n, MoyeBrHa — 23,0 MMonb/N, NaKkTaTAernapo-
reHasa — 564 En/n, bunmpybut npamoi — 5,2 MKMonb/n,
no.blLleHune C-peakTmBHoro benka go 152,2 mr/n. B obiuem
aHanu3e KpoBu: NenKountos — 46,3x10°/n, aHemus (3pu-
TpoumTel — 2,5x10'2/n, remornobux — 78,0 r/n), Tpom6o-
uutoneHua — 36,0x107/n.

[nA noaTBEpPHKOEHWA UM ONPOBEPHKEHMNA HENYL0UYHO-
KMLLIEYHOrO KPOBOTEYEHWS BhINONHEHA @ubpo2acmpodyo-
deHockonusA. 3ax/oYeHue: NOBEPXHOCTHBIA racTpuT 1 ay-
0[IEHMT, [aHHbIX 33 NPOJOMKAlOLLEeCA KPOBOTEYEHNE HET.

lpoBoamnack KoHcepBamuBHas mepanus: UHPY3NOH-
Haf, FeMoCTaTMYeCKan; Ha3HaueHbl UHMMBUTOPBI MPOTOHHON
MoMIbl, aHTUBMOTMKM; BbINONHANOCH NEpeNMBaHNe 3pUTPO-
LMTapHOW B3BECU U TpOMOOKOHLEeHTpaTa. Ha ¢oHe npoBo-
LVIMOV Tepanuu 6bino 0TMEYEHO 3HAUMTESNIBHOE YNYULLEHNE,
60/1bHOM BbINMCaH Ha aMbynaTopHOE NieYeHme.

B Hauane pnekabpa 2022 roga nnaHoBo 6bin rocnura-
NM3MPOBaH B OHKONIOTMYECKUI QMUCNaHCep, 0TMeYan *arno-
6bl Ha HapyLueHue cTyna, 60nu B ¥u1BOTE, 60NM HaJ NOHOM,
MepMOAMYECKM OTCYTCTBME MOYM MO LMCTOCTOME, 06LLyi0
cnabocTb. CocTofHME NaLMeHTa OLEHMBANOCh Kak cpesHen
cTeneHn TaxecTn. OusnKanbHble MeToabl 0b6cnefoBaHKsA
MoKasanu cnefylolee: AbixaHWe BE3UKYNAPHOe, ocnabneH-
HOE, MIMM(ATUYECKUE Y3/bl HE YBENMYEHbI, }KMBOT NPaBUb-
HOM KOHUIypaLMK, OKPYrIoM GopMbl, CUMMETPUYHBIN. [le-
UeHb U CeneseHKa He yBenuyeHbl. CUMNTOMbI pasgparkeHns
GpIOLWMHBI OTpULATENBHbIE.

BrinonHeHo ynempa3ssykosoe uccnedosaHue opaa-
Hog bprowHoli nonocmu. 3akoyeHue: nuMdageHonaTma
3a6pIOLUMHHBIX TMM(OY3N0B, HE3HAYMTENbHBIA Mogneye-
HOYHbIN BbINOT, AMDGY3HbIE U3MEHEHWUS NEYEHN U MOLMKE-
NYBOMHON Kenesbl, CriIEHOMEranuA, ABYCTOPOHHAA Kaju-
KOMMWEeN03KTasns, NapeHXMMaTo3Has KUCTa JIeBOM MOYKM,
He3HauMTeNbHbIN NieBpanbHbIN BbINOT CeBa.

Yepes HecKonbKo [Hew bbino npoBefeHo IHAOCKoNnu-
YecKoe ucciedoGaHue mMoJicmoao KUWeYHUKd. BbiABneHbl
MPU3HaKK, XapaKTepHble AN1A ASBEHHOr0 KONIUTA C NopaKe-
HWEM CNEnoii KWLLKK 1 NpeobiafaHMeM 3p03UBHbIX U3Me-
HEeHUW, (a3a BbIPA*KEHHOM AKTUBHOCTW BOCMANUTENIbHOMO
npouecca. B cMrMoBMOHOM KWLLKE BM3yanusupoBanochb
anuTenuansHoe obpasosaHue (nonwn).

Ha cnepytowmii feHb 3HOOCKONUYECKM NPOBENN LLMM-
KOBYI0 HVOMCHI0 TKaHEW TONCTOr0 KULLIEYHUKA. 3aK/TioYeHue:
nanunno-TybynapHaA afeHoMa CUrMOBUAHOM KULLKU C BOC-
nanuTeNnbHoW UHOUNBTPaLMEN; GparMeHTbl THOMHO-HEKPO-
TUYECKOM TKaHW U CIIM3UCTOM TONICTOM KWLLKK C BOCMANu-
TeNbHON MHGUNbTPaLMeENn.




KIMAHVYECKIAA CITYYAV

HasHauyeHa KoHcepBaTMBHaA Tepanua: cBeun Hatanb-
cup® B TeyeHue 14 cyT, 330Menpa3osn, NeBOGIOKCALMH
B TeueHue 7 cyT. Ha goHe npuema neKapCTBEHHbIX npe-
MapaToB MaUMeHT 0TMeYan ynydlleHue obLLero cocTofHus,
BbINMCaH Ha ambynaTopHoe neyeHne. PekoMeH0BaHO: Npu-
€M rmipoKcuKapbammza 1 sTamaunata, KoHTposb obuiero
aHanusa KpoBu 1 pa3 B MecsLl, NpW HapacTaHUM remoppa-
rMYECKOr0 CMHAPOMA — FOCMMTaNU3aLmMA B NEHYPHbIN Te-
paneBTMYECKMIA CTaLMOHap A NpOBeAeHNs 3aMecTUTeNb-
HOWM Tepanuu KOMMOHEHTaMu KpOBU.

B cepeauHe pekabps 2022 roga nauuveHT B TAMe-
JIOM COCTOAHWM MOCTYNWUA B TepaneBTUYECKOe OTHEeNeHne
C *Kanobamu Ha BbipaxKeHHYK CNabocTb, rONIOBOKPYHEHNE,
0AbILIKY NMPXU MUHMMANbHOW PU3NYECKON Harpy3Ke.

B obwem aHanuze Kposu: aHeMuA (3pUTPOLUTLEI —
1,7x10"%/n, reMorno6un — 54,2 r/n), TpoM6oLMUTONEHNA —
32,7x10°/n, neitkoumtos — 73,3x10%/n, ckopocTb oceaHus
apuTpoumnToB — 50 MM/u.

lpoBeneHa anekmpokxapduozpadus: HenynoyKoBble
W Ha[*KenyJ0oUKOBbIE IKCTPACcUCTONbI, bI0Kafa NeBon HOXK-
Ku nyyKa mca.

Ynempasaykosoe uccnedosaHue op2aHosd bprowHoli
nosiocmu NoKasano NpusHaku aud¢y3HbIX U3MEHEHUN Ne-
UeHU, NOYEK, NOLKENYL0UYHOW HeNe3bl, XPOHUYECKOrO XO-
NeumMCTUTa, XPOHUMYECKOro nuenoHedpuTa, MoYeKaMeHHOM
6onesHu, HedponTo3, T’MAPOTOPAKC, acLUUT.

lpoBepeHa axoxapduozpagus: BbIABNEHA rMNEPTPO-
duA neBoro Kenmygouka, guacTonuyeckas OUMCHYHKLMA
NIeBOr0 Xenyfouka | cTeneHn, npu3Haku aTepockniepo3a
aopTbl, AereHepaTMBHbIE U3MEHEHWA MUTPanbHOro U aop-
TaNbHOr0 KNanaHoB, NepyKapamanbHbIA BbIMOT.

lpoBoaMnock KOHcepBamMUBHoe sieveHue C UCNoSb30-
BaHWeM TpaHcPy3ni TPOMOOKOHLEHTPaTa, 3pUTPOLUTApHOM
B3BECY W CBEXKE3aMOPOXKEHHOW Nna3mbl. OfHaKo, HeCMOTpA
Ha NpOBOAMMOE Jle4YeHMe, COCTOAHME MaLMeHTa 0CTaBaoCh
TAMENbIM, HapacTanu ABNEHWA CepaeyHO-COCYAUCTON He-
L0CTaTOMHOCTM U FTeMUYECKOW TUMOKCUN.

B obwem aHanuse Kposu coxpaHanacb aHemus (3pu-
Tpountel — 2,2x10'?/n, remornobux — 71,9 r/n), pombo-
uutonenma — 25,2x10%/n n nemkoumtos — 110,8x10%/n.

MauueHT nepeBefeH B OTAENEHME peaHUMaLMUK
W MHTEHCMBHOW Tepanuu, rae Ha 10-e cyT rocnutanmsa-
UMM [MarHoCcTUpoBaHa OCTAHOBKA [AbIXaHWA U CepAeyHoM
LEATENbHOCTM, peaHWMaLMOHHbIE MeponpuATUA Head-
(eKTUBHBI, KOHCTaTUpoBaHa buonoruyeckana cmepTb. Ha-
KaHyHe B 00LLEM aHanu3e KpoBM Criefylolume Mnokasarte-
m: nenkoumtel — 53,0x10%/n, MoHouuTel — 1,3x10%/n,
numboumntel — 19,5x10%/n, HeirTpodunbl — 30,8x10%/n,
303uHodunbl — 0,1x10%/n, aputpountel — 2,4x10'%/n, re-
mornobun — 77,7 r/n, Tpomboumntel — 53,4x10%/n.

3aknoyumensHelli  (nocMepmHbId) KAUHUYECKUT
duaaHo3:

OcHoaHoe 3a601e8aHuUe: XPOHNYECKUI MUENOMOHOLM-
TapHbIA N1eMKo3. XpOHMYECKasa aHEMUA TAMKENON CTeneHw.
TpombouuToneHus.
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CoyemaHHsle 3abonesaHus: MweMunyeckan 6onesHb
cepaua. CTeHo3MpyIoLLMiA aTepOCKIep03 KOPOHapHbIX apTe-
puin. CocToAHME Mocnie YPeCcKOHOM0 KOPOHAPHOI0 BMeLUa-
TenbcTBa (CTEHTMpOBaHMe ornbaloLlen BEeTBM JIEBOW KOpO-
HapHoW aptepuu, 2021 rop).

OcroxcHeHus: XpoHUYeCKan cepfieyHas HeloCTaTouYHOCTb
IIb ctagumn. OyHKUMOHANBHBIA Knacc 2, coxpaHeHHaa dpak-
LA Bblbpoca neBoro enyaoyKa. Otek nerkux. OTeK Mosra.

Conymcmayroujue 3a6onesaHus: 'vnepToHMYecKan 60-
nesHb |l ctagmm, puck cepaeyHo-CoCyaMCTLIX OCTIOMHEHWI
0YeHb BbICOKMMW. Pak mpeacTatenbHOM ¥enesbl, peMUCCHA
TINOMO (nocne TpaHCypeTpanbHOM pe3eKuMu NpocTaThl,
2012 rop). InuumctoctomMmaA (2012 rog). XpoHUYECKUIM NK-
enoHedput. XpoHudeckan 6onesHb moyek C4, Al cragum.
[BycTOpoHHAA NHeBMOHWMSA. LlepebpanbHblin aTepocknepos.
Hecneunduyecknin A3BEHHBIN KONUT.

lMamonozoaHamomuyeckoe uccnedosaHue:

AcuwmT (o 1500 mn) n rugpoTopakc (go 1000 Mn cnesa,
no 700 mn cnpasa).

Mpn “ccnegoBaHWMKM TONOBHOMO MO3ra: MArkasa Mos-
roan obonoyka oteyHa, 6opo3mbl yraybneHbl, U3BUAUHLI
crnareHbl. Cocyabl OCHOBaHMA MO3ra M3BWTbIE, C aTepo-
CKNEPOTMYECKUMU ONALLKAMU Ha MHTUME, CTEHO3MPOBaHI
fo 50%. Menynooukm Mosra HesHauMTENbHO PACLUMPEHI.
TKaHb Mo3ra Ha pa3pe3se [fpsbnas, BnaxHas, bnectawas.

B nonoctv nepukapga go 90 Mn npospayHon Hua-
KocTu. TonwmHa MuoKapda neBoro enygouka 1,4 cwm,
npaBsoro *enyaouka — 0,3 cM. Muokapa Ha pa3pese Kpac-
HOBAaTO-KOPUYHEBOrO LBETa C MeNKMMKU benecoBaTbiMu
npocioikamu. MHTMMa aopTbl C HaNMYMEM 3HauYUTENbHO-
o KONIMYeCcTBa aTepoOMaTO3HbIX BNALLEK C U3BA3BEHUAMM
W KpOBOM3NUAHMAMM, B 06nactv 6udypkaumm n obLymx
MOAB3A0LLUHbLIX apTepUi C KanbLuHO30M. KopoHapHble ap-
TEpPUM C HannuMeM HebOoNbLIOrO KonnyecTBa bnALLek, cTe-
Ho3upyloLmx npocseT Ao 40%; orvbatoLuan BeTBb N1€BOM KO-
POHapHOW apTepuu CTEHTMpOBaHa, NpoxoamMa. B nonocrax
CcepAua 1 KpyrHbIX COCyax CMeLLaHHble CryCTKU KpoBM.

TkaHb NerkMx NosHOKPOBHas, oTeyHasn. C noBepXHOCTM
pa3pe3a CTEKaeT KPoBb M 06MNbHaA 0TeYHaA HUAKoCTb. Cn-
3UCTasA rOpTaHu, Tpaxeu W KpynHbIX BPOHXOB KpacHOBaTo-
LiaHoTMYHas. B npocseTe Tpaxeu 1 rnaBHbIX 6POHXOB C/N3b.

B obnactu BepxHei TpeTu nuLieBoda CAvBaioLmecs
apo3uu. B enygke 3acToiHoe codeprKuMoe, CM3UCTanA
obonoyka cknagyarad. ToncTas KULWKa, NPeUMyLLECTBEHHO
CMIMOBU[HASA, C HaNMYMEM MHOMECTBA MEJNIKMX BbICTyMa-
l0LLMX B NMPOCBET BNIALIEK 3€/IeHOBATOrO LiBETA U MESIKUX
A3BEHHbIX AedeKTOB. B npoKcMManbHoM YacTu cUrMoBuMa-
HOM KULUKWM — MONIM Ha TOHKOW HOMKe OMaMEeTPoM 2 CM.
MeyeHb NONHOKPOBHaA, NNOTHaA. HenyHble NyT1 cBobogHO
MPOXOAMMbI, B POCBETE TEMHO-3e1eHan enub. [logweny-
[0YHaA XKenesa gonbyaTan, Cepo-po30Boro LseTa.

Kancyna nouek benecoBarad, MnoTHadA, CHUMaeTCH
C TPYAOM, MOBEPXHOCTb UX ByrpucTas ¢ HanMuMeM MHoro-
unMCneHHbIX 3anafatowmx pybuos. B obnactu BopoT neBom
MOYKM MoJ Kancynom oKpyrnoe obpa3oBaHue AMAMETPOM
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3 cM, benecoBatoro LUBeTa Ha paspese. TKaHb MOYEK OPA-  KIETYaTKa BHYTPM MOYKW BbIFMALMUT NPOMMTAHHON KPOBbIO,
6nas, nectpas, C Ha/lMuMeM LMaHOTUYHbIX U benecoBa-  nmnoTHas. CAusmucTble 060M104KM rnagKme, cepoBatble. Move-
TbIX Y4aCTKOB, rpaHMLa Mexay cnoaMu ctepTa. HKupoBas  BOW My3bipb CMABLUMIACA, CTEHKA €ro 3/1acTUYHas.

Puc. 1. MuKponpenapar neyeHy naumeHTa ¢ XpOHUHYECKM MUENOMOHOLMTAPHBIM NIEMKO30M. MHOULTPaLMA U3 NIEMKO3HBIX KIIETOK M0 NepunopTanbHbIM
MPOCTPAHCTBaM, CMHYCOMAM U1 BOKPYT LIEHTPasIbHOI BeHbl (OKpacka reMaToKCUIMHOM U1 303WHOM, yBenuyeHue x100).

Fig. 1. Microscopic specimen of the liver of the patient with chronic myelomonocytic leukemia. Infiltration of leukemic cells in the periportal spaces,
sinusoids, and around the central vein (stained with hematoxylin and eosin, magnification x100).

Puc. 2. MMKponpenapaT JIerkoro nayueHTa ¢ XxpoHM4eCKMM M1UeNnoMOoHoOLMTapHbIM NENKO30M. MH¢VIJ1praL|,MH 13 NIeMKO3HbIX KNETOK Mo aJlbBe0/IAPHbIM
neperopofkaM, cras NeVIKO3HBIX KNETOK B npoceeTe cocynoB (0Kpacua FeéMaToOKCUIMHOM U 303UHOM, yBENT4eHne x100).

Fig. 2. Microscopic specimen of the lung of the patient with chronic myelomonocytic leukemia. Infiltration of leukemic cells in the alveolar septa, stasis
of leukemic cells in the lumen of the vessels (stained with hematoxylin and eosin, magnification x100).
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Puc. 3. Mukponpenapar ceneseHKM nalmeHTa ¢ XpOHUYECKUM MUENOMOHOLMTAPHBIM NIEMK030M. [ MannHO3 LeHTPanbHOM BeHbl. PUCYHOK NMMAOMIHBIX
(onnuKkynoB He onpefenAeTcs, Nynbna NpeAcTaBneHa Nelko3HbIMU KneTkaMu (OKpacka reMaToKCUAMHOM U 303UHOM, yBenudeHune x200).

Fig. 3. Microscopic specimen of the spleen of the patient with chronic myelomonocytic leukemia. Hyalinosis of the central vein. The pattern of lymphoid
follicles not determined, the pulp is represented by leukemic cells (stained with hematoxylin and eosin, magnification x200).
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Puc. 4. Mukponpenapar rofioBHOro Mo3ra MauMeHTa C XPOHUYECKUM MUENOMOHOLMTAPHBIM IEKO30M. YMepeHHbI nepuBackynspHbIA U cnabo
BbIParKeHHbIM NepuULenNioNApHbI oTeK. B MpocBeTe cocyfia CTas U3 NEKO3HbIX KNETOK (OKpacKa reMaToKCUIIMHOM W 303UHOM, yBenudeHune x200).

Fig. 4. Microscopic specimen of the brain of the patient with chronic myelomonocytic leukemia. Moderate perivascular and mild pericellular edema. In
the lumen of the vessel, there is stasis of leukemic cells (stained with hematoxylin and eosin, magnification x200).

Mpy rucTonorMyeckoM uccnefoBaHuM ceppua
B MPOCBETE COCYL0B U B MHTEPCTULMANBHBIX MPOCTPAHCTBAX
60/IbLLIOE KOSIMYECTBO NIEMKO3HBIX KNETOK, boMbluas YacTb
¢ Moph0osIorMen MUENOLMTOB, OTAENbHBIE KNETKM, HAanoMu-
HaloLLMe MOHOLMTBI U MOHO6MACTbI. AHANOrUYHbIE MHPUIb-
TpaThl 06HapYMKeHbI B NETKMX, MEYEHU, MOYKaX, Cene3eHkKe,
3abpIOLLIMHHOM KNeTyYaTKe U MOMKeNyn04HOM Henese (puc.
1-3). B npocBeTe COCYA0B rOfI0BHOMO MoO3ra B 60/bLIOM
KOJIMYEeCTBE OMPeREensioTcA JIEMKO3Hble KNeTKu (puc. 4).
Okpyrnoe obpasoBaHWe MOYKM TUCTONOTMYECKU BepUM-
LIMPOBAaHO KaK CBET/IOK/ETOMHBINM MOYEYHO-KNETOUHbIN pakK.
Cnusuctan 060104Ka TONCTON KULLKM C HanuumeM obLump-
HbIX A3BEHHbIX [e(EKTOB A0 MOACAN3NUCTON M MbILLEYHOM
06004eK. B cTeHKe KULWKM B OTHENbHbIX MOAAX 3PEHUA
UHOUNBTPALMA U3 NEVKO3HBIX KIETOK.

lamonoz2oaHamomuyecKuii duazHo3:

OcHosHoe 3abonesaHue: [TepBUYHO-MHOMKECTBEHHAA
3/10Ka4eCTBEHHAA OMyX0Sib. XPOHUYECKUN MMENOMOHOLM-
TapHbIN Nenko3 (JAKZ2-bcr-abl-Ph — oTpuuartenbHble) ¢ no-
PaKEHMEM NEFKUX, MEYEHM, MOYEK, CENEe3eHKM, MOAKeny-
[0YHOM ¥Kene3bl, 3a6pIOLLUMHHON KNETYaTKM, TONCTOM KULLKM.

CBETNIOKNETOYHbIA MOYEYHO-KNETOYHbIA PaK NeBoW
noukmu TINOMO. PaKk npedcTatenbHOM enesbl, peMUCCUA
(TTINOMO nocne TpaHcypeTpanbHoi pesekumn, 2012 rog,
Mo AaHHbIM UCTOpUK BonesHK). 3nuumMcTocToMa.

OcnoxycHeHus ocHoBHo20 3abosiesaHusA: annacTuye-
cKan aHemma (sputpoumtbl — 2,4x10'%/n, remornobun —
77,7 r/n), TpoMboumTonenna — 53,4x10'%/n. Obuiee BeHO3-
HOe MOJTHOKPOBUE: 0TEK FO/IOBHOMO MO3ra; OTEK NETKMX; ac-
umt (go 1500 mn); oBycTopoHHMIA rrapoTopakc (go 1000 mn
cnesa, fo 700 mn cnpaga); rugponepukapg (oo 90 mn).
f13BeHHO-HEKPOTMYECKUI KONUT.

Conymcmayowjue 3a60/1e8aHUA: XPOHUYECKUI NaH-
KpeaTut, BHe obocTpeHus. TybynsapHas afeHoMa TONCTOM

DOl https://doi.org/10.17816/PAVLOVI625773

KMLLKM. XpOHWUYeCKui nuenoHedpuT. XpoHuyecKas bonesHb
noyek C4 ctagum (KpeaTuHuH — 150,0 MKMonb/n).

3AK/TIOYEHUE

MpeAcTaBneHHbIA KIIMHUYECKWI Cy4al MoKasbiBaeT
BO3MOMHOCTb Pa3BUTUA NEPBUYHO-MHOMKECTBEHHBIX Me-
TaXpOHHbIX ONYX0Jier Y NALMEHTOB C PasfIMYHbIMU FeHeTu-
YECKMMU MyTaLMAMM.

CouyeTaHme NoYeYHO-KNETOYHOr0 paKka C pakoM npo-
CTaTbl 0BOSIbHO OOLUMPHO MPEACTaBMIEHO B KAMHWUYECKOM
MPaKTUKEe WM Hay4yHOW NIUTepaType, OJHAKO pa3BUTME XpO-
HMYECKOro NeMKo3a B [JaHHOM Cllyyae BpAL M Hemocpes-
CTBEHHO CBA3aHO C OMyX0/1AMM MOYEBLIBOAALLENA CUCTEMbI.

OnucaHMe [aHHOMO KAMHUYECKOro Clyyas XpoHMYe-
CKOr0 MMENOMOHOLMTAPHOr0 fieriKo3a AeMOHCTPUPYET Mo-
JIMCUCTEMHOCTb AiaHHOMO 3aboneBaHuA, HecneLnpryecKyio
CMMNTOMATWMKY, a TaKKe CNOXKHOCTb B HAa3HA4YEHNM afieKBaT-
HOrO NeYeHNs U3-3a Pa3BUTUA COCTOAHWI, OCNOMKHAKLLMX
OCHOBHOM AMarHos.

AO0NOJIHUTENIbHAA UHOOPMALUA

Brknag aeTopos. C.C. fllumH — KoHUenuua UccnefoBaHuns, peakTupoBa-
Hue; A.Q. Knupeeea — cbop 1 0bpaboTKa MaTepuana, HanmcaHue TeKcTa.
Bce aBTOpbl 0[06pMAM pyKonuch (Bepcuio ANA Nyb6aMKaumm), a Takke
COrMacunCh HECTV OTBETCTBEHHOCTb 3a BCE acmeKThl paboTkl, rapaHTupys
Ha[flexalllee PacCMOTPEHVE W peLLeHre BOMPOCOB, CBA3AHHBIX C TOYHO-
CTbio 11 A06POCOBECTHOCTHLIO NGO ee YacTu.

3Tnyeckan akcnepTusa. HenpumeHumo.

Cornacue Ha ny6nuKaumio. ABTOpbI MOMYYMIN MUCBMEHHOE MHAOPMK-
poBaHHoe A06POBOSILHOE COrylacke POACTBEHHMKOB MalMeHTa Ha nybnu-
KaUMIo KIMHWUYECKMX A@HHbIX WU Pe3ynbTaToB MaToforoaHaToOMUYECKOro
BCKPbITWA B HAY4HOM KypHane, BK/IOYaA ero 3/IeKTpOHHYl0 Bepcuio (nata
noanucanua 24.01.2023).

WcTouHnkmn dpuHaHcupoBaHma. OTcyTCTBYIOT.

283



284

CASE REPORT

PackpbiTne MHTepecoB. ABTOpbI 3aABAAIOT 06 OTCYTCTBMM OTHOLLIEHWIA,
[IeATeNbHOCTM 1 MHTEPECoB 3a nocnefHue 3 rofa, CBA3aHHbIX C TPETbUMM
mLaMu (KOMMEPYECKUMY 1 HEKOMMEDPYECKMMM), MHTEPECH! KOTOPbIX MOTYT
ObiTb 3aTPOHYTHI COAEPHKAHMEM CTaTbU.

OpuruHanbHocTb. [py co3aHMM HacToALLE paboTsl aBTOpbI He UCMosb-
30Bany paHee onybnMKoBaHHbIe CBEAEHMA (TEKCT, UNIOCTPaLMK, AaHHbIe).
[ocTyn K faHHbIM. PefjakLUMOHHaA NONUTMKA B OTHOLLIEHWM COBMECTHOMO
MCMONb30BaHMA JaHHbIX K HACTOALLE paboTe He NpYMeHUMa, HOBble [aH-
Hble He cobypanu 1 He co3aaBany.

[eHepaTUBHbLIN UCKYCCTBEHHBIA MHTENNEKT. [1p1 co3aaHWM HacToALen
CTaTbW TEXHOMOMMM FEeHEPaTVBHOMO WCKYCCTBEHHOO MHTENNEKTA He WC-
nonb3oBany.

PaccMmotpeHue 1 peueHsupoBaHme. HactosAllan paboTa nofaHa B Hyp-
Han B MHWLMATUBHOM MOPALKe W PaccMOTPeHa No 0bbIYHOM MpoLeaype.
B pevieH3MpoBaHmK y4acTBOBaNM [ABa BHELLHWX PELIEH3EHTa, YneH pefaK-
LIMOHHOW KOMMErMn U HayYHbIA peaakTop U3AaHUA.
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