B I€TEPO3UTOTHOM COCTOSHHH C IPUOAUZUTCABHBIMU
rparumamu chrX:108400000-108700000 u pasmepom
300000 1r.11., 3arparuBaroruyro yaactku reaos COLA4A5-
COILA4A6, MOATBEpPAUBIIIYIO AHATHO3 X-CIICIIACHHBIH
cHAPOM AABIIOPTA ¢ AUP@PY3HBIM ACHOMIOMATO30M.
Pebenky nasmauen snaranpua (10 mr/m2/cyr); pexo-
MEHAOBAHA KOHCEPBATHBHAA TEPAIHA ACHOMHOMATO32
(AmeTa, KOpPEKIINA 3aII0POB).

3akarouenne. Ha mpumepe mamrero mamumenta
MBI XOTEAH IIOKA3aTh, YTO COUETAHHE X-CIIEITACHHOTO
cuaApoMa Aapmopra ¢ AEMQY3HBIM AefioMHOMA-
TO30M — CAOKHAA KAHHHYECKAA IIPOOAEMA, TPEOyIO-
11 MYABTHAMCIUIIAMHAPHOIO IIOAXOAQ K BEACHHIO
LIAIUEHTOB, KOTOpas BkarogaeT B ceOa: (1) peryasprsmit
MOHHTOPHHT (PYHKIIHH ITOYEK, OCTPOTH CAYXa H Od-
TaABMOAOIHYECKOE 0DcAeAOBaHHE; (2) IPOPUAAKTHKY
IIPOrPECCHPOBAHIA 3a00ACBAHMA [TOYCK B BUAE HA3HA-
geHus He(DPOIPOTEKTUBHOMN Tepanuy, (3) mpoduAak-
THKY CHIDKECHHSA CAYXa B BUAC HCKAFOYEHHS IITYMOBBIX
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BO3ACIHCTBUII Ha OPraHbl CAYXa; (4) KOHTPOAD 32 IIOTEH-
IIUAABHBIMU OCAOKHEHUAMHI ACHOMHOMATO32 M CBOEB-
peMeHHasA UX XUpyprudeckas koppekmud; (5) a Taxixe
00f3aTEABHOE CEMEHHOE TEHETHYIECKOE KOHCYABTHPO-
BaHIE C yYETOM PHCKA Pa3BUTHA 3a00AEBAHUA Y IIOTOM-
crBa ¢ 50% BepoaTHOCTBIO. C IIEABIO IF€HETHIECKOTO
ITOATBEPKACHHUSA AMATHO3a TAITMEHTAM ITOKA3aHO IIPO-
BCACHHC ITOAHO9K30MHOIO U IIOAHOICHOMHOIO CCKBC-
HUPOBAHHA, TAK KAK HA IIPUMEPE HAIIEIO CAYYAfd MBI
BHAHM, 9TO HCCAEAOBAHME ITAHEAN T€HOB CHHAPOMA
AABIIOpPTA HE IIO3BOAAECT AHATHOCTHPOBATH 9TO 3200-
Aepanme. B HacrosdIee BpeMsa OTCYTCTBYIOT PEKOMEH-
AAITHH, PErAAMEHTHPYIOLIHE KPATHOCTD U 00BEM 00-
CACAOBAHHS IIAIIIEHTOB C YCTAHOBACHHBIM AU Y3HEIM
AEHOMHOMATO30M, ITO KOHEYHO 3aTPYAHAECT BEACHIUE
9THX IANUEHTOB. AAABHEHIIIIIE HCCACAOBAHISA, KOTOPHIC
IIO3BOAAT YTOUYHHTH MEXaHU3M Pa3BHTHA 3200 ACBAHIA,
TAKAE AAAYT BO3MOKHOCTD Pa3pabOTaTh HOBBIE METOABI
ACYCHHI.

[NopaxeHwne noyek npu BUKNOHALHOM FAMMIATHUM:
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Beeaenme. bukaoHaAbHBIE TAMMAIIATHH — PEAKAA
matoAorus, cocraBasroras 1-5% Bcex caydaes kAo-
HAABHBIX ITA@3MOKAETOYHBIX 3a00AEBAHUIT, CBEACHUA
O TIOPAKEHUH ITOYEK Y ITUX IAINEHTOB CKYAHBL. Mbr
IIPEACTABASEM TPU KAMHHUYECKUX HAOAFOACHNA OUKAO-
HAABHOH IaMMaITaTHH C MOPQOAOTHUYECKH BepHUITH-
POBAHHBIM ITOPAKEHUEM ITOUEK.

Omnucanue cepun caydaes. V13 229 manuenros,
HAOAFOAABIITIXCA HAMH IT0 TIOBOAY ITAPAIIPOTENH-aCCO-
IUMIPOBAHHBIX HedpporaTuii, Aumb v Tpéx (1,3%) Opiaa
BBIIBACHA OMKAOHAABHAS CEKPEITHA.

Cayuai 1. Myxdanna 65 AeT, 0OCACAOBAH B CBA3H
¢ nporennypueit (I1V), mukporemarypueit n Hapyre-
HHEM (DYHKIIIH ITOYEK, IIPOIPECCHPOBABIIIIMY B TEUe-
uue 3 aer. [Tpu obcaeaosanmu [TV 3,4 v/ cyrxu, kpearu-
uus coiBopotku (CKp) 218 mrmoas/A. Buorcns mo4ku
(BIT): mpoAmdepaTHBHEIT TAOMEPYAOHEPPHUT C ACTTO3U-
TAMI MOHOKAOHAABHOTO NMMyHOrAOOyAnHA G lambda

(II'HMUA IgGh). Mimmynoxummdgeckoe HCCACAOBA-
nue (MXJ) ceBoporku kposu u Moun: cexperus [oGa
5,1 r/a + ummynoraobyaun G kappa (IgGx) 2,0 r/a
0e3 BBIXOAA IAPALIPOTEHHOB B MO4y. Mueaorpamma:
maasmatnaeckre kaetkn (I1K) 1,5%. Amarnocruposan
[N'HMUA, B Teuenne 22 MeCAIEB IPOBOAUAACH TEPa-
us MeAaAAHOM U ACKCAMETA30HOM, IIO3BOAUBIIIAA
AOOHTBCA XOPOIIIETO TEMAaTOAOIUIECKOTO U ITOAHOTO
OPraHHOIO OTBeTa: ucuesHoperue cexperuu IgGA (ce-
kperust IgGu 2,9 r/A), camxenne ITV a0 0,06 r/cyrkn
u CKp A0 122 MKMOAB/ A. AAUTEABHOCTD HAOAFOACHHS
cocraBuAa 38 MecAIEeB, HA MOMEHT ITOCAEAHETO OOCAE-
AOBAHHA AOCTHTHYTHII 5(hDeEKT COXpaHAACH.

Coayyaii 2. ZKenmuma 61 roaa, 00cA€AOBAHA B CBASH
C IIEPCHCTHPYIOIIUM B TEUCHHUE ITOAYTOAL HeDpOTHHUE-
ckum cuapapomom (HC), CKp 146 mxmoas/A. BIT: AL
aMHIAOHAO3 ¢ aKcrpeccueil Aerkux rereil (ALL) kappa.
WX chIBOpOTKH KPOBH M MOYH: CAEAOBAA CEKPEITUA
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IgGu + IgGA, caeaoBast sKCKperHs Oeaka berc-Asxonca
(BBA) #. Mueaorpamma: ITK 6%. Mmmyrodenormu-
posanue (MOPT) xaerok koctaoro mosra: 11K ¢ abep-
PAHTHBIM UMMYHHO(MEeHOTHIIOM cocTaBAAroT 81,2%
Bcex [1K. Hurorenernueckoe nccaeaoanume CD138+
kAaerok: Tpancaokarms t(11;14)(q13;q32) B 28,5% saep.
AnarHoCTHpOBaHA TACIOIIAS MHEAOMA, B TEICHHE O Me-
CALICB IIPOBOAMAACH TEPAIHS IIO CXEME DOPTE30MUD-
ACKCAMETA30H C AOCTHKEHHMEM IeMATOAOTUYECKOTO,
HO HE OPTaHHOIO OTBETA: ITATOAOTHYECKAA CEKPEITHA
e onpeaeasercs, CKp 189 mxmonn/a, ITY 5,0 r/cyrrm.
Eme yepes 4 mecsinia CKp 404 MKMOAB/ A, pEKOMEHAO-
BaHA ITOATOTOBKA K 3AMECTUTEABHOH ITOYEUHON TEPAITHI
(3ITT).

Cayyaii 3. Kenmuma 51 roaa, 00CACAOBAHA B CBASH
¢ suepsere BeusiBAcaEbEM HC, CKp 114 MkMOAB/A.
BIT: AL ammaonpao03 ¢ axcrpeccueit ALL A. XM cor-
BOpOTKU KpoBu u Moum: cekpenust IgGA 11 r/a +
6erok Bernc-Amonca A (BBAL) 502 mr/a, axckperns
BBAMX 0,81 r/cyrkn. UDT kAeTOK KOCTHOrO MO3Ta:
1K ¢ abeppaHTHBIM EMMYHOMEHOTHIIOM COCTABAAIOT
99,5% Bcex T1K. [luTtoremeTnaeckoe MCCACAOBAHIE
CD138+ xaerok: Terpacomus 15, tpucomus 5,9 B 54%
AAEP; ITO OAHOMY AOITOAHHTEABHOMY CHTHAAY OT AOKYCa

rera 17p13TP53 u nenrpomepst 17 B 54% siaep (rpuco-

230 Hedponorua n guanms - T. 27, N2 2 2025

mus 17); ammauduxarnus 1g21 B 54% saep (1 curmaa).
['mcToAormyeckoe NCCAGAOBAHHE TPEIAHOOHOITATA:
cyOCTpaT ITAA3MOKAETOUHON HeolAa3uu. AMarHoCTu-
POBaHA MHOKECTBEHHAA MHEAOMA, TEPAITHA ITO CXEMAM
HoprezoMnd-KA0GOCHAMIA-AEKCAMETA30H H AAPATY-
Mymab-AeHaAnAOMUA Oe3 adderra, CAR-T-kaetounas
TepanmA — C HEYCTOMIHBHIM TEMATOAOTHICCKIM OTBE-
tom. Yepes 13 mecsanes CKp 918 mxmoas/A, HavaTa
3IIT. B paspHeiimem B TedeHre 2 MECAIEB IIOAYIAAL
ITOMAAHAOMHA, AOCTUTHYT T€MATOAOTHYECKHH OTBET
(ncUe3HOBEHHE CEKPEITHH BBAL, caeproBas cexpernus
IgG)) Ges BoccranoBACHNSA (DYHKIINH ITOYEK.
3akaroueHne. bukronaAbHAA raMMAIATHA MOKET
BBUIBASTBCS KAK IIPH MHOKECTBEHHOI / TACIOIICH MH-
€AOME, TAK M B CAYYAAX, HE YAOBACTBOPAIOIINX KPHTE-
PHAM 3A0KAYECTBEHHOTO ANMQOIPOAUDEPATHBHOTO
3aboAeBanmd. B mHareil cepun HaOAIOACHUIT TOABKO
OAMH 13 ABYX CEKPETHPYEMBIX HAPAIIPOTEHHOB ABHACH
CyOCTPATOM IIOPAKEHNSA ITOYEK, B OAHOM CAYYaE 3TO OBIA
[I'HMUA, u B AByx Apyrux AL aMIAOHAO3, OCAOKHIB-
MU TeYeHHe MHOKECTBEHHOM / TACIOIIEH MIEAOMEL
AocTiKeHre XOPOIIEro reMaTOAOTHYECKOTO OTYETA
00ECIIEUNBACT OPTAHHYIO PEMHCCHIO, IIPU OTCYTCTBHH
reMaTOAOTHYECKOTO OTBETA MAH IIPH HEIIOAHOM OTBETE
HOpaKEHNE ITOYEK HEYKAOHHO IIPOTPECCUPYET.



