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Pesiome

BnactHaa nnasmoumTonagHan AeHAPUTHO-KNETOYHaA Heonnasnsa — peakoe 3abonesaHue,
ncxogsilee 13 NNasMoUNTOMAHbIX AeHAPUTHBIX KNEeTOK. B cTaTbe nprBeaeHbl AaHHbIe, Xa-
pakTepu3yloLme Npouecc ANarHoCTUKN U flIe4eHNA ABYX MaunNeHToB, MOUYTN OQHOBPEMEH-
HO NOCTYNMBLUUX B KNNHWUKY. Ha nepBOM 3Tane neyeHne okasanocb ycnewHbim. CaenaH
aKLEHT HAa HEOOXOAUMOCTY HaKoMIeHNA NHOPMaLUN, YTO JOSMKHO NPUBECTU K GOpMU-
POBaHMIO CTaHAAPTHbIX MOAXOA0B K Tepanuu 3ToN pefKowm remaTonornyeckomn onyxosnu.
KnioueBble cnoBa: 6nacTtHas ninasMoumMTonHas eHapUTHO-KNeToOUHas Heonnasus, ana-
FHOCTUKA, NeveHune
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Abstract

Blast plasmocytoid dendritic cell neoplasia is a rare disease originating from plasmocytoid
dendritic cells. The data characterizing the process of diagnosis and treatment of two
patients admitted to the clinic almost simultaneously are presented. At the first stage,
the treatment was successful. Emphasis is placed on the need to accumulate information,
which should lead to the formation of standard approaches to the treatment of this rare
hematological tumor.
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BbnactHaa nnasmouuTOoMpHaa AeHApUTHO-KneTouHad Heonnasua (BIMAKH) - pepkas
remMaTonornyeckas 3nokayectseHHas onyxosnb. OHa MOXeT XxapaKTepun3oBaTbCA Nopaxe-
HUAMMW KOXMW 1 arpecCBHBIM KIIMHUYECKM TeYEHMEM C ObICTPbIM NMOPaXXeHNEM KOCTHO-
ro mo3sra u numdartunyecknx ysnos. MNaunentos ¢ BIMAKH npuHATO pasgenatb Ha rpynnbl
C KOXHbIMU MOPaKeHUAMU 1N 6e3 HMX, OOHAKO KIIMHUYECKoe 3HayeHMe Takoro pasge-
NeHNA He BMOMHe ACHO: JaHHbIX O TOM, UYTO JleYeHne pa3sHUTCA U NPOrHO3 HeOAMHAKOB,
noka Het [1]. O6biyHo BMNAKH xapaktepusyeTca nnoxvmm NPOrHO30M U HU3KMMU MoKa3a-
TenAMM BbKUBaeMocTu. Onyxosib MCXOAUT U3 NAA3MOLIUTOUAHBIX AeHAPUTHbIX KNETOK,
[eTanbHbI NaToreHes ee HesAceH. OnyxoneBble KNeTKN XapakTepusytotca abeppaHTHOM
akcnpeccnen CD4, CD56, anbda-Lenn peuentopa uHtepnenkuHa 3 (CD123), aHTureHoB
AEHAPUTHBbIX KneTok Kposu 2 (BCDA2/CD303) n 4 (BCDA4), a TakKe TPaHCKPUMLUOHHO-
ro ¢paktopa (TCF4). B 3aBUCMOCTM OT TMNa SKCNpeccun AenaloTca MonbITKM pasgennTb
nayueHTtoB ¢ BIMNAOKH Ha noarpynnbl (¢ akcnpeccuenn CD123, CD303 u T. A4.), HO Ueneco-
06pa3HOCTb 3TOro pa3geneHns HeoueBuaHa. JleueHue bINAKH He pa3paboTaHo, HO 06bIY-
HO OCHOBaHO Ha Mpenaparax, MPYMeHAEeMbIX ANiA Tepanuu JIenko3os 1 numom. PeLu-
AuBbl 3a60N1€BaHNA U PE3UCTEHTHOCTb K MPOBOAMMOMY JIeUEHWNIO BCTPEYAIOTCA YacTo.
TpaHcnnaHTauuA anioreHHbIX FeMOMNO3TUYECKMX CTBOMOBBIX KIIETOK MOXET ObITb BbIMOJSI-
HeHa B MOJIHOWM pemuccum 3aboneBaHuns [2].
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LinToreHeTnyeckne mnccnefoBaHUs BbIABAAIT Pa3HOOOpPasHble M MHOMXeCTBEHHbIE
XPOMOCOMHble abeppaunmn, HEPeAKO B COCTaBE KOMIMIEKCHOMO KapuoTKNa; BO3MOXKHO
pa3BuUTME HECKONbKUX KIIOHOB N0 KNOHOB ¢ cybknoHamu. Beuay penkocTtu 3abonesa-
HUA KINHNYECKOEe 1 MPOrHOCTMYECKOE 3HAUEHME LMTOreHeTUYECKNX HAaXOAOK Heonpeae-
JIEHHO.

Mbl onucbiBaem 2 cnyyasa BIMAKH y nauneHToB, KOoTopble HabniogaoTca B Hallen
KNNHUKE.

KnuHnyecknn cnyvan 1

MauneHT B. — MyxkunHa 72 neT 6e3 pe3Ko BblparkeHHOW KoMopbuaHocTn (oTMevaeT
NULWb apTepuanbHyto rmnepTeHsno 6e3 opraHHbIX NopakeHun). AHamHe3 3aboneBaHusA:
cumTaeT cebs 60MbHbIM B TeUeHue nocsiegHux 3 Hedenb, Koraa nosiBUANCL M3Xora, oT-
pbiKKa BO3AyXoM, AMcKomdOopT B 0611acTu »K1BoTa. KOHCYnbTMpPOBaH racTpoO3HTEpPONo-
rom. BoinonHeHbl dpubporactpogyoseHockonusa (OrAC), ynstpassykoBoe nccnegoBaHue
opraHoB 6ptowwHon nonoctn (Y3 OBI), BbiABNeHbl Npu3Haku Anddy3HbIX U3MEeHeHW
NnapeHXuMmbl NeYeHn 1 NOMKEeNyLOYHON Xene3bl. B obuwem aHanuse KpoBW BbiAB/EHa
6nactemma. OcmoTpeH rematoniorom. C Nofo3peHnemM Ha OCTPbIN IeNKO3 roCnUTann3npo-
BaH B reMaTONOrMyecKunin CTaloHap.

Mpun noctynneHmmn xanobbl Ha OTPbIXKKY. femorpamma ot 27.10.2021: nekoumTbl —
12,54x10°/n, remornobuH — 12,6 r/an, Tpoméountbl — 64x10°/n, GnacTHble KNETKN CO-
ctaBunn 46%. Mmnenorpamma ot 27.10.2021: KOCTHbIN MO3I rMNepKNeTOYHbIA. bnacTHble
KNeTKN cocTaBnAloT 76%. OHM NpefcTaBneHbl MOHOMOPGHO KNeTKaMu CpefHero pasmepa
C YyMepeHHbIM AePHO-LMTOMNIa3MaTUYeCKNM COOTHOLIEHNEM, Afpa OKPYTIble, LiMTonnas-
Ma ymepeHHo 6a3odunbHas, He COAePXKMUT OTYETNINBbLIX BKNOYeHU. LiuToxummyueckune pe-
aKUMKM Ha nepokcugasy, iunuabl n Hecneunduryeckyio sctepasy oTpuLaTeNibHble; MMKO-
reH — nonumopdHana peakumsa B Anddy3HO-rpaHyNAPHOW, FPaHYNAPHON U KanieBUaHON
dopmax. MimmyHodeHoTun: 6nactHble knetkn CD45low xapakTepumsyotca deHoTMnom
CD56+CD123+CD4+CD43+HLA-DR+CD33+. 3kcnpeccuna NMHeRHO-cneundunuecknx map-
kepoB T-numboungHon nunun (cyCD3), B-numdbongHon (CD19,cyCD79a) n mrenongHom
(MPO) otcyTtcTBYyeT. Ha 0CHOBaHMM NOSTyYEHHbIX AaHHbIX MOXHO NPEeAMNoONIOKNUTb Hannune
y NaumeHTa onyxonu 1n3 6nacTHbIX NAa3MOLUTOUIHbBIX AEHAPUTHBIX KNEeTOK (HETUMUYHBIM
ABNAETCA OTCYTCTBME 3Kcnpeccun aHTureHa CD7). Henb3a ¢ NONHON yBEPEHHOCTbIO NC-
KITIOUNTb OCTPbLIN JIENKO3 HEOQHO3HAYHOWM IMHENHOCTU 1 OCTPbIN Nenko3 n3 NK-kneTok.
LinToreHeTnyeckoe nccnegoBaHne GMACTHLIX KIETOK KOCTHOroO Mo3ra oT 27.10.2021: ka-
puotun 46,XY, del(12)(p12)[71/46,XY,i(7)(q10), del(12)(p12)[71/83-84,XXYY, der(1), del(2)
(p16), -5, t(9;17)(p10;q10)x2, del(12)(p12)x2, -14x2, -17x2,-19x2, + mar or der(5), +1-2
mar[cp51/46,XY[6]. NposeneHo nccnegosaHue metogom FISH c ncnonb3zoBaHmem cnegyto-
wmx OHK-30HpoB: ON ETV6/RUNX1 £(12;21) Fusion (Kreatech); 59-(q31;5933)/TERT(5p15)
Triple-Color (Kreatech); ONTP53(17p13)/SE 17 FISH Probe (Kreatech); 79-(7q22;7936)/SE 7
Triple-Color FISH Probes (Kreatech); ON CDKN2A(9p21)/9921 FISH Probe (Kreatech). B pe-
3ynbTaTe NpPoBeAeHHbIX UCCNefoBaHUN (CTaHAAPTHOrO LMTOreHeTUYeCcKoro U MeTogoM
FISH) BbifABNeHbl KNOH 1 ABa cy6KnoHa. KNnoH ¢ geneuuen KOpoTKOro nieya XpomMmocombl
12 (peneuuen nokyca reHa ETV6/12p13); cybKNOH € n30XpoMOComon 7 (4aCTUYHON Tpu-
CoOMVeN Mo ANUHHOMY MJievy Y YaCTUYHON MOHOCOMIEN MO KOPOTKOMY Mjievy XpoMocCo-
Mbl 7); CyOKIIOH C OKOoNoTeTpanionaHbiM HabopoOM XPOMOCOM C KOMMNIEKCHbIMU N3MeHe-
HUAMMK KapnoTurna: JepuBatamm XpoMocom 1, 2, aeneumein 4ANHHOTO Naedya XpoOMOCOMbl 5
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(pervioHbl 5931;933) B ABYX annensx, TpaHcnokaumeii t(9;17)(q10;q10) c ageneunen nokyca
reHa TP53/17p13 B AByx annensx, geneyunen permnoHos 9921 B ABYX annienax; MOHOCOMU-
AMK No Xpomocomam 14, 17, 19 n mapKepHbIMK XpoMmocoMamu (puc. 1).

OrbY rBKr um.akag. H.H. Bypaenko MO PO
LieHTp KnuHnYeckoi nabopaTtopHoil ANArHOCTUKN
JlabopaTopusa LUTOreHeTUYECKNX UCCefoBaHuii

NauynenT 1
Mon: MYX.
JaTta noctynneHna matepmuana: 27.10.2021

Hapwonan: 485 del[12jip13| Hearme ST 0108 411121 0R1 )

€8 48 58 8% »e AR T T B 1

. z . ‘ = - J 1 ) F ) 4 5
BE SR RE xX A8 25 84 A OSE 0K Bx X ows ae
AR 48 #n KB ABm AS ad a0 M Ak En A
5 an saas B ETEET IS B
Pe3yJ'IbTaTbl CTaHAQPTHOro yuToreHeTu4YeCcKoro uccnenoBaHunAa: ) )
1. KapunoTun: 46,XY, del(12)(p12) 2. Cy6knoH I: 46,XY, i(7)(q10), del(12)(p12)

del {12)(n12}

der{S]H8;17)

i

3. Cy6knoH ll: 83-84,XXYY, der(1), del(2)(p16), -5, t(9;17)(p10;q10)x2, del(12)(p12)x2, -14x2, -17x2,
-19x2, + mar or der(5), +1-2 mar
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FISH-uccnepgosaHune Ha CyCneH3nN KNeToK KOCTHOro mosra

Pe3ynbtatbl FISH-nccnepoanna ¢ iHK-3ongom ON ETV6 /RUNX1 t(12;21) Fusion (Kreatech):

[Ba KnoHa: 1) peneuna nokyca reHa ETV6 /12p13: oTCyTCTBYeT OAMH KPacHbI CUTHaN OT JIOKyca reHa

ETV6 /12p13, oBa 3eneHbix curHana ot RUNX1/21q22;

2) peneunn nokyca reHa ETV6 /12p13 B Tpex annensax: oTCyTCTBYIOT TPY KPaCHbIX CUrHasa OT JIoKyca reHa ETV6 /
12p13 B TeTpanIonaHOM Afpe, YeTbipe 3eneHbix curHana ot RUNX1/21g22

Pesynbratbl FISH-uccnegosanuna ¢ iHK-3oHaom 59- (5931;5933)/TERT(5p15) Triple-Color (Kreatech):
fAeneuna ANIVMHHOTO njeya XPOMOCOMbI 5 B IBYX annenax B TeTpaniongHoM sape: OTCYyTCTBYIOT Ba 3€NeHbIX
CUrHana oT permoHa 5q31 un aBa KpacHbIX curHana ot permoHa 15q33, yeTblpe rony6bix curHana ot pervioHa 5p15

Pesynbtat FISH-nccneposaHua ¢ JHK-3oHgom ON TP 53(17p13) /SE 17 FISH Probe (Kreatech):
neneuns nokyca reHa TP 53 /17p13 B aByx annensx B TeTpanjiongHoMm agpe: OTCyTCTBYIOT ABa KpacCHbIX CUrHana
OT nokyca reHa TP 53 /17p13, yeTbipe 3eneHbIX CUrHana oT LieHTPOMEPHOro perroHa XPoMocombl 17
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Pe3ynbtat FISH-uccneposanusa ¢ IHK-3oHgom 7q- (7922;7936)/SE 7 Triple-Color FISH Probes (Kreatech):
TPUCOMUA NO AIMHHOMY Mevy XPOMOCOMbI 7: TPY 3eM1eHbIX CUrHana oT pernoHa 7922, Tpy KpacHbIX CUrHana ot
peruoHa 7936, oTCYyTCTBYET ofVH rony6oii curHan D7Z1 oT LeHTPOMEPHOTO perroHa XpoMoCoMbl 7

AHIE30e ON COEN2AR 1 FEH Frabe|Kreatech]

Pe3ynbtat FISH-nccneposanua c IHK-3ongom ON CDKN2A(9p21)/9g21 FISH Probe (Kreatech): neneuuns
IONVHHOTO Myieya XPOMOCOMbI 9 B IBYX anfensax B TETPAnJonaHOM sfipe: OTCYyTCTBYIOT [Ba 3e/1eHbIX CUrHana
OT pernoHa 9921, yeTbipe KpacHbIX curHana ot nokyca reHa CDKN2A/9p21

3aknioueHme: B pesynbTaTe NPoBeAeHHbIX NCCNefoBaHuii (CTaHAapPTHOrO LUTOreHeTU4eckoro

n metogom FISH) BbifaBneHbl KNoH un ABa cy6knoHa. KnoH c geneuyneii KOpOTKOro nneya XxpoMmocombl
12 (neneumeit nokyca reHa ETV6/12p13); cy6KnoH c n3oxpomocomoii 7 (4acTU4YHOI Tprcomuei

Mo ANVNHHOMY NJieYy N YaCTUYHOI MOHOCOMIEN N0 KOPOTKOMY MJiedy XpOMOCOMbI 7); Cy6KNoH

C OKONOTeTpanIonAHbIM HabOPOM XPOMOCOM C KOMMJIEKCHBIMU U3MEHEHNAMIN KapuoTuna:
AepnBaTtaMmu Xpomocom 1, 2, aeneynein ANNHHOIO NJieYa Xpomocombl 5 (pernoHbl 5431;q33) B ABYX
annensx, TpaHcnokauueit t(9;17)(q10;q10) c geneuneri nokyca reHa TP53/17p13 B AByx annensx,
Aeneuuen pernoHos 9q21 B AByX annenax; MOHOCOMMAM No xpomocomam 14, 17, 19 n mapKepHbIMKN
Xpomocomamu.

Puc. 1. laHHble MayneHTa 1

MaTepman KOCTHOro Mo3ra UCCcinefoBaH B [IByX He3aBUCKMMbIX abopaTtopusx. 3aknto-
yeHue: onyxonb M3 6NACTHBIX NNA3MOLUTOUAHO-AeHAPUTHBIX KneTok. C 29.10.2021 no
30.11.2021 nposepeHa 1-a da3a nHayKumm no nporpamme «OJ1J1-2009» (NpegHU30510H
120 mr/cyTKn BHYTPb 1-28-1 fHM C NOCTENEHHbIM CHUXEHNEM BMJIOTb 4O OTMEHbI, Jay-
Hopy6uLuuH 90 mr B/B 8-, 15-4, 22-1 fHW, BUHKPUCTUH 2,0 Mr B/B 8-i1, 15-4, 22-I1 fHW)
Ha ¢oHe annonypuHona, CTaHgapTHON NHbY3MOHHOW, aHTUIMETUYECKOW 1 reMo3aMecTu-
TenbHOM Tepanun. Ha 10-1 geHb Kypca BbINOHEHA KOHTPOJIbHAA CTepHanbHasA NyHKUMA,
B Mmuenorpamme ot 08.11.2021 6nacTHble Knetkn — 0,8%. Tepanuio nepeHec 6e3 0CnoX-
HeHWI. B nocTyMTOCTaTUUYECKMIA NEPUOL NPOBOAMNACk aHTNOaKTepuanbHasa (0PpNoKCuH),
npoTtusorpubkoBas (bnykoHason), remoctatyeckas (3Tam3mnart, TpaHeKkcaMm), 3amMecTu-
TeNlbHaa reMoTpaHcdy3moHHas (3 n. 4. TPOMOOKOHLEeHTpaTa) Tepanua. B mrenorpamme ot
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Puc. 2. KomnbloTepHas Tomorpadua opraHoB rpyaHoii Knetkn y MayueHTa 1

13.12.2021 6nacTtHble KNeTkn — 6,2%. BoinonHeHa koMnbloTepHaa Tomorpadua opraHoB
rpyaHOM KNeTKK, No pesynbTaTam KOTopor B S10 npaBoro Nerkoro BblsiBIEHbI YYaCTKU He-
OQHOPOAHOIrO CHUXKEHNA MHEeBMATU3aLUU MO TUMY MHOUABTPaLMK C nepudoKanbHbIMN
nsmeHeHuamu (puc. 2). Nposegera Il paza nHayKkumm no npotokony «OJ1/1-2009» B pe-
LyLMpOBaHHbIX fo3ax (uuknodpocdar 1800 mr /B Kan., umtosap no 100 mr 1 pas B CyTKH,
acnaparvHasa 10 000 EJ /B Kan., MepKanTonypuH 50 mMr BHYTpb) 6e3 ocnoxHeHuii. C 3a-
MeCTUTENbHON Lenbio nepenvTto 2 Ao3bl 3puTpoB3Becn. B mmnenorpamme ot 11.01.2022
6nactHble kneTkn — 1,0%. B pamkax npotokona «OJ1J1-2009» (koHconugauum |) BbINONHEHO
OfQHO BBeJEeHNE XMMMONpPenapaToB B peayLnpoBaHHbIX fo3ax (qokcopybuunH 30 mr B/B
Kar., BUHKpUCTUH 2,0 Mr B/B CTP.) 6€3 0CNOXXHEHW. AMOYNAaTOPHO NPOZOJIXKMA NPUEM Me-
ragekcaHa (20 Mr ¢ TOCTeNEHHbIM CHUXEHMEM A03bl BMJIOTb 10 OTMEHbI). B Muenorpamme
oT 31.01.2022 6nactHble knetkn — 1,8%. B pamkax npoTtokona «OJ1J1-2009» (koHconupaa-
uuu |) BbINONHEHO 2-e BBeAEHNE XMMUNOMPENapaToB B peAyLnpPOBaHHbIX J03axX (JOKCopY-
6ULKUH 50 Mr B/B Kar., BUHKPUCTUH 2,0 Mr B/B CTp.) 6€3 0CIoXKHeHWIA. B Mmnenorpamme ot
16.02.2022 6nacTHble KneTku — 3,2%. B pamkax npotokona «OJ1J1-2009» (koHconugauwmu I1)
BbINOJIHEHO BBEAEHME acrapariHasbl B pegyunpoBaHHoi go3se (10 000 E[l) 6e3 ocnox-
HeHui. B pamkax npotokona «OJ1/1-2009» (koHconngauwmu lll) BbInoNHEHO BBeAEHME LK-
knogpocdaHa B peayunpoBaHHon fose (1000 mr) 6€3 0CNOXKHEHWI, NPOAOKAET NPUEM
MepKanTonypuHa no 50 Mr B CyTKM NOCTOAHHO. Tepanua npogoskeHa. B pamkax npoTo-
kona «OJ1J1-2009» (koHconugaumm |ll) BbINONHEHO BBeAeHMe LuTO3apa B peayLmpoBaH-
Hol fo3e (100 mr 1-4-i gHu), acnaparrHasbl (20 000 E[l) 6e3 ocnoxxHeHWn, NpofdomKaeTt
npuem MepKanTonyprHa no 50 Mr B CyTK/ NOCTOAHHO. MNauneHT B yOBNETBOPUTENIbHOM
COCTOSIHUM BbINMCbIBAETCA Ha ambynaTopHOE fofieunBaHme nof HabnoaeHe remMaTosnora
Mo MecTy XWUTeNbCTBa [0 CleAylolero BBeAEHMA XMMMonpenapaTos.

Ha ocHoBaHWMM MMeWUXCA KIMHWUKO-TeMaTONOrMyecknx AaHHbIX chopmMynmpoBaH
punarHo3. OcHoBHoe 3aboneBaHue: 6nacTHasA NnasMouuUToMaHas AeHOPUTHO-KIETOYHas
Heonnasna. iHaykumoHHaa Tepanua: «OJ1/1-2009». KnuHuko-rematonornyeckasa pemuc-
cuna ot 11.2021. ConyTcTBYIOLWME 3a60N1€BAHUA: XPOHUYECKUI FaCTPOLYOLEHUT, XenyeKa-
MeHHas 60/1e3Hb, xoneuncTakTomus (2010 r.), auBepTUKYNAPHan 60ne3Hb CUrMOBUAHON
KULLKK, rTMnepToHnYeckas 6onesHb 2-i ctagum (1-a cTeneHb apTepuanbHOl rmnepTeH3nu,
PUCK CepAeYHO-COCYAMNCTbIX OCIOXHEHN 3).

196 "Hematology. Transfusiology. Eastern Europe”, 2022, volume 8, N2 2



BpauebHas npakTmka

Practice “

KnuHnyecknin cnyyanm 2

MauneHT I — Mmy>kunHa 66 net 6e3 Bbipa)keHHON KomopbuaHocTh. AHaMmHe3 3abonesa-
HUA: cuMTaeT ceba 60NbHbIM ¢ AHBapA 2022 r., Koraa BnepBble OTMETW NOSABNIEHNE OAbILL-
KK, o6Len cnabocTn, NeproanYecKkmx HOCOBbIX KpoBoTeueHuin. 26.01.2022 obpatuncs K
TepanesTy MO MeCTY »KUTeNnbCTBa, Ha3HayeHa NpoTnBoBMpycHaa Tepanua. C 04.02.2022
OTMETWN YBeNYeHue WelHbIX NnMdaTYecKnx y3N1oB, K Tepanun JobaBneHbl aHTnbaKTe-
puanbHble npenapartbl. [0 JaHHbIM KOMMbIOTEPHOW TOMOTrpadun opraHOB rpyAHON KneT-
kn (KT OI'K) paHHbIX 3a nopakeHne NIerovyHon TKaHW He BbiiBNeHO. [ocnuTanusnposaH
B CTalMoHap ana obcnefosBaHuWA. BoinonHeHa ctepHanbHasa NyHKUMA. [uarHocTupoBsaH
OCTpbIN Neliko3 (Mmenorpamma ot 16.02.2022: 6nacTHble Knetkn — 95%). [inA ganbHenwe-
ro 06cnefjoBaHMA 1 NeYeHnsA nepeBeeH B reMaTosIorMyecknii CTaumoHap.

Mpw noctynneHnn xanobbl Ha obLLyto cnabocTb, yyalleHHoe cepauebrieHne, ronoBo-
KpY>KeHue, OfbILIKY B MOKOE 1 NpW He3HauMTeNbHOWN GDU3NYeCKon Harpyske, NoBblleHne
TemnepaTtypbl Tenla Ao cyodebpunbHbix Undp, Neprognyeckme HoCoBble KPOBOTEUYEHUS,
yBenunyeHue nepudepuryecknx numdoysnos. lfemorpamma ot 18.02.2022: nenkouutbl —
192,48%10°/n, remornobuviH — 6,9 r/pn, TpomoéounTbl — 38x10%/1, GnacTHble KNeTkn — 91%.
Mwuenorpamma ot 18.02.2022: KOCTHbI/ MO3TI FTMNEPKIETOUYHbIA. bnacTHble KNeTKu cocTas-
naT 93,2%. OHM npeacTaBneHbl MOHOMOPGHO KneTKamm HebonblLoro pasmepa C yme-
pPeHHbIM AAEPHO-LUTONIa3MaTUYECKUM COOTHOLLEHMEM, AAPa OKPYIble, BUAHbI 1-2 HyK-
neonsbl, UMTONNasMa ymepeHHo 6azodunbHasn, He cogepknT BKoUYeHW. Lintoxmmnue-
CKMe peakuum Ha nepoKcuaasy, nunuapl n Hecneundruueckylo sctepasy oTpuLaTtesibHble,
rIVKOreH B YacTun KNeTok B cnaboandodysHom n andodysHo-rpaHynapHon dopmax. Mmmy-
HodeHoTMN: 6nacTHble Knetkn CD45low skcnpeccnpytoT aHTureHsl CD123, CD56, CD7,
CD33, CD117low; akcnpeccua cyCD3 cnabee, uem Ha numdoumTtax CD45++, UTo He no-
3BonsAet gnarHoctuposatb T-OJ1/1. MonyyeHHble gaHHble 6051lee COOTBETCTBYIOT OnacTo-
WAHOW NNasMOLUTOMAHON AEHAPUTHO-KIETOUYHOW onyxonun. PekomeHayoTca AONONHU-
TesibHble NCCefoBaHnA (LMToreHeTUYeCKoe uccnenoBaHnue, UMX TpenaHobuonTata). Lin-
TOreHeTn4Yyeckoe nccnefoBaHne KNeTok KOCTHoro mo3sra ot 18.02.2022: kapuotun 45,XY,
add(1)(p36), del(3)(p25), der(8), der(9), del(12)(p13), add(12)(p11) or t(3;12)(p25;p11),-13,
der(17)[cp10]. MpoBeaeHo uccneposaHue metogom FISH co cneayowmmn AHK-30Haamm:
BCR/ABL(ABL1) Plus Translocation, Dual Fusion Probe (Cytocell); ON ETV6/RUNX1 t(12;21)
Fusion (Kreatech); ONTP53(17p13)/SE 17 FISH Probe (Kreatech); ON DLEU1(13q14)/13qter
FISH Probe (Kreatech). B pe3ynbrate npoBefeHHbIX MccnegoBaHuUin (CTaHAapTHOIO LuTore-
HeTunyeckoro 1 metogom FISH) BbisiBneHbl KNOH 1 CyOKOH. KNoH ¢ fieneLmelt nokyca reHa
ETV6/12p13 n peneunein pervoHa 13q14; cybKNoH C KOMNIEKCHbIMU U3MEHEHNAMUN Kapu-
oTuna: gepuBatamu xpomocom 1, 8, 9, 12, 17, peneumnen KOPOTKOro nyieya XpoMocomsl 3,
6uannenbHol fenevmeli nokyca reHa ETV6/12p13, peneuueit nokyca reHa ABL/9g34; mo-
Hocomuen no xpomocome 13 (puc. 3).

3aknoueHve: onyxonb U3  6MacTHbIX  MNa3MOLUTOUAHO-AEHAPUTHBIX  KIETOK.
C 18.02.2022 HauvaTa 1-a dasza mHaykumun no nporpamme «OJ1J1-2009» (npegHU300H
60 Mr/cyTkun BHYTPb 1-19-1 AHW, fayHOPYO6ULMH 60 Mr B/B 8-11 fieHb, BUHKPWUCTUH 2,0 Mr
B/B 8- feHb) Ha GoHe annonypunHona, CTaHaapTHON UHQY3MOHHON, aHTUIMETUYECKON 1
remo3samectutenbHom Tepanun. Ha 10- geHb Kypca BbINONIHEHA KOHTPOJIbHAA CTepHasb-
HasA NyHKUWA, B Mrenorpamme ot 28.02.2022 6nacTHble knetku — 11,8%. Tepanuio nepeHec
6e3 ocnoxHeHuin. MpoBoannacb aHTMbakTepuanbHaa (uedenum), npotTmsorpmnbkosas
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BnacTHas nnasmounTonaHas 4eHAPUTHO-KIIETOYHAN HeoMa3ns:
[MArHOCTUKa U pe3ynbTaTbl NePBOro Tana nedyeHus (KNMHnYeckre HabniopeHus)

OrbY BKr um. akaa. H.H. BypaeHko MO P®
LieHTp KNnuHN4Yeckoi nabopaTopHoOi ANArHOCTUKN
MauneHT 2
Mon: myx.
[MaTta noctynneHua matepuana: 18.02.2022

MpenapaT KOCTHOro Mo3ra: meTannasus 61acTHbIMU KNleTKaMmu
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Pe3ynbraT cTaHAAPTHOTO LIUTOrEeHETNYECKOTO NCCIEA0BAHNA:
Kapwotun: 45,XY, add(1)(p36), del(3)(p25), der(8), der(9), del(12)(p13), add(12)(p11) or t(3;12)(p25;p11), -13, der(17)

FISH-uccnepoBaHune Ha cycneH3umM KNeToK KOCTHOro Mo3ra

Pesynbtat FISH-nccnegosanus c JHK-3oHaom BCR/ABL(ABL1) Plus Translocation, Dual Fusion Probe (Cytocell):
feneunn nokyca reda ABL/9g34: oTcyTCTBYeT OANH KpacHbI curHan ot lokyca reHa ABL/9g34, aBa 3eneHbix
curHana ot fiokyca reHa BCR/22q11
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BpauebHas npakTmka

Practice “

Pesynbtat FISH-nccnegosanus ¢ IHK-3oHgom ON ETV6 /RUNX1 t(12;21) Fusion (Kreatech)

[Ba knoHa: 1) geneuua nokyca reHa ETV6 /12p13: oTCyTCTBYET OAMH KPACHbI CUTHAM OT JIOKyca reHa
ETV6/12p13, aBa 3eneHbix curHana ot flokyca reHa RUNX1/21q22;

2) brannenbHasa geneuua nokyca reHa ETV6 /12p13: oTCyTCTBYIOT iBa KpacHbIX CUrHana oT JIOKyca reHa
ETV6/12p13, aBa 3eneHbix curHana ot fiokyca reHa RUNX1/21g22

Pesynbrat FISH-nccneposanus ¢ AHK-30Hgom ON TP 53(17p13)/SE 17 FISH Probe (Kreatech): HopmanbHoe
pacnpepgeneHvie CUrHanoB: fiBa 3eNIeHbIX CUrHana oT LLEHTPOMEPHOIO permoHa XPomMocombl 17, ABa KPacHbIX
curHana ot fiokyca reHa TP53/17p13

Pesynbrat FISH-nccneposanusa ¢ AIHK-3oHgom DLEU1(13q14) /13qter FISH Probe (Kreatech)

[Ba knoHa: 1) geneuus pernoHa 13q14: oTCyTCTBYeT OAUH KpacHbI cMrHan ot pernoHa 13 q14, ABa 3eneHbIx
oT pervoHa 13q34;

2) MOHOCOMMA XPOMOCOMbI 13: OTCYTCTBYeT OfIMH KPaCHbI CMrHan oT pervoHa 13 q14, otcyTcTByeT oAnH
3efleHbln cMrHan ot pervoHa 13934

3aknioueHune:

B pe3ynbraTe NpoBeAeHHbIX UCCef0BaHU (MeToaoM cTaHAapTHOro uutoreHeTnyeckoro u FISH),
BbIAABNEHbI KNOH 1 cy6KknoH. KnoH c geneuneit nokyca reHa ETV6/12p13 u geneuveir pernoxa 13q14;
CYGKINOH C KOMIMJIEKCHBIMU U3MEHEHUAMM KapuoTuna: gepuBatamm xpomocom 1, 8, 9, 12, 17, geneuvei
KOpPOTKOrO nneya XxpoMmocombl 3, 6uannenbHon geneuyneri nokyca reia ETV6/12p13, geneuyueii nokyca
reHa ABL/9q34; moHocomumeli no xpomocome 13.

Puc. 3. laHHble MaumeHTa 2
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BnacTHas nnasmounTonaHas 4eHAPUTHO-KIIETOYHAN HeoMa3ns:
[MarHoCTUKa 1 pe3ynbTaTbl NEPBOro dTana ieyeHns (KNnHnYeckme HabnogeHns)

(dnykoHazon), remocTaTyeckas (3TaM3nnart, TpaHeKcaMm), 3aMmecTuTesibHasa remoTpaHcoy-
31OHHaA (19 n. a. TPOMOOKOHLEeHTpaTa, 10 03 3pUTP. Macchl) Tepanus. JleueHne npoaon-
XeHo. B pamkax npotokona «OJ1J1-2009» (I da3a nHAyKLUK) BbINONHEHbI BBEAEHNA XUMUO-
npenapatos (BUHKPUCTUH 2,0 Mr B/B CTp. 15-11, 21-1 gHK, gayHopy6uumH 90 Mr B/B Kan.
15-i1, 21-A gHK) Ha PoHe annonypuHona, CTaHAAPTHOW MHPY3MOHHOW, aHTUIMETUYECKON
n remosamectutenbHom (5 gos C3M, 1 n. A. TPOMBOKOHLEeHTpaTa) Tepanun. MNaumeHT B
YAOBNETBOPUTENBHOM COCTOAHUN BbINCaH Ha ambynaTopHoe foneunBaHme nog Habno-
[eHve remaTtosiora No MecTy XUTenbCcTea A0 CNeaylolwero BBeeHNA XMMmonpenapaTos.
B nanbHenwem neueHrie No NPOTOKONY NPOAOIKeHO. Yepes 2 mecALa OT Havana neyeHums
KOHCTaTUpOBaHa NosiHas peMnccus 3aboneBaHus.

Ha ocHoBaHWK nmetowmxca gaHHbix cdopmynmpoBaH anarHo3. OcHoBHoe 3abonesa-
Hue: 6nacTHaA NiasMouMTongHaA AEHAPUTHO-KNeToYHaA Heonnasus ot 02.2022. MonHaA
KNMHMKO-remaTonornyeckaa pemmccna ot 06.04.2022. ConyTcTBylowme 3abonesaHua:
rmnepToHnyeckaa 6onesHb 2-in ctagum (1-a cTeneHb apTepuanbHOM rMMNepPTEH3UN, PUCK
cepAeyvyHO-COCYANCTbIX OCIIOMKHEHM 3).

B 3AK/TKOYEHNE

B KauecTBe pe3iomMe MOXHO KOHCTaTMPOBaTb, YTO Mbl Habnogaem AByX NaLMEHTOB C
611aCcTHOM MNa3MOLUUTOUAHON AEeHAPWUTHO-KNETOUYHOW Heonasnen. IT0 peakoe 3abo-
neBaHMe NMeeT KINHUKO-FeMaToNormyeckyo KapTuHy, MAEHTUYHYIO OCTPOW NIeNKeMUN.
OcobeHHoCTAMU, OOLUMIN ANA STUX NALMEHTOB, MOXXHO CUYUTaTb LUTOreHeTuYecKre aHo-
Masnin: KNOHbl M CYOKNOHbI C KOMMNEKCHbIMU M3MEHEHUAMI KapuoTuna, BKIYatLme
CTPYKTYpPHbIe 1 KONMYeCTBEHHbIe NepecTponku. KapTMHOM OCTPON nerkemuu, B YacT-
HocTK, 6bin 0bycnoBneH 1 BbIGOP NpPorpaMMbl neYeHus, NPYMeHAIoLLENCcA Npu OCTPOM
numdobnacTHoM nerkose. MoXHO KOHCTaTUPOBaTb YCrex NepBoro stana neyeHuns y o6o-
MX NaLMeHTOB 1 OBbICTPOE JOCTMXKEHME MOSTHOM KINMHUKO-TeMaTONIOrMYecKo pemmnccumn.
JanbHelwee HabnogeHNe NoKaXeT 3BONOLUMNI0 3aboneBaHNA U BO3MOXHOCTb COXpaHe-
HMA oTBeTa Ha neyeHuwe. HakonneHne nHdopmauum ob 3To peaKon HO30N0MMUYECKON
dopme moxeT npuecTr K GOPMUPOBAHUNIO CTaHAAPTHBIX TepaneBTUYeCKUX MOAXOA0B 1 K
YNyULLEHWIO pe3ynbTaToB NeYeHns NaLeHToB.
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