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BN PE3IOME

Beepenue. OpHosinuesbie 6nu3sHeLbl NPEACTABASIOT COBOM YHUKANbHYIO MOAENb, C MOMOLLbIO KOTOPOM MOXHO OLEHMTH
KOHKOPAGHTHOCTb PA3/IMYHbIX 3060NEBAHMM, B TOM YMcie ocTporo neikosa. OTMeuaeTcs, 4o ans ocTporo nMMeobnacTHoro
neitkosa (OJ1J1) xapakTepHa BbicOKask KOHKOPAAHTHOCTb IMBO NPU MOHOXOPUANBHON MOHO3UFOTHOM ABOJHE, NMBO Npw
CPULLEHNMM MNALEHT, YTO MOATBEPXAAET MOAENb PA3BUTUS STOrO 30H6ONEBAHMS BO BHYTPUYTPOBHOM nepuoge.

Llenb — npeacrasuts knmnHnyeckoe Habnogerue ycnewHom auarHoctuku u nevenmns OJ1JTy opgHosiuesbix 6nu3HeLoB.
OcHoBHble cBefeHUs. [1peacTaBieH KIMHMYECKUIM ClyHai pa3eBnuTis common-sapuanTa B-nuneitHoro OJ1J1y ogHosiLesbix
6nm3HeuoB ¢ MHTepBanom B 3 mecaua. Y opHoro us 6partbes 3060M€BAHME XAPAKTEPU3OBANOCH PELMANBUPYIOLLMM
TEYEHWEM, HO COBPEMEHHAS PUCK-OAANTMPOBAHHAS TEPANMS NO3BONMAA NONYYHTb 15-neTHIo pemuccuio 6e3 nposeaeHus
TPOHCMAGHTALMK QNINOTEHHBIX FEMOMO3TUYECKMX CTBONOBbIX KNETOK. Y BTOPOro 6nmM3Heua s 4BOMHU NPOAOIKMUTENBHOCTD
XU3HKU nocne pgoctmxenns pemuccun OJ1J1 coctasnser 22 ropa.

Kniouesble cnoea: OCTPbIN nMM¢06n0CTHbM nekos, 6rnsHelsl, AMArHOCTMKA, NeYeHne

KoHpnukT nHtepecos: asTops 3asBa510T 06 OTCYTCTBMM KOHGMMKTA MHTEPECOB.

DUHAHCUPOBAHME: VICCTIENOBAHME HE MMENO CMOHCOPCKOM NOAAEPXKM.
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BN ABSTRACT

Introduction. Identical twins are a unique model that can be used to assess the concordance of various diseases, including
acute leukemia. It should be noted that acute leukemia is characterized with high concordance in cases of monovular twins
or placentas adhesion, which confirms the model of development of this disease in the prenatal period.

Aim — to present a clinical case of successful diagnosis and treatment of acute lymphoblastic leukemia in identical twins.
Main findings. Clinical cases demonstrate the development of common-variant of B-cell precursor acute lymphoblastic leu-
kemia in identical twins with three months interval. The disease course of one of the brothers was characterized by relapses,
but treatment with highly effective protocols usage achieved 15-year remission without allogeneic stem cell transplantation.

In case of second twin, disease-free life expectancy is 22 years.
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BBenenue

ITo panubiM auTepaTypsl, 6ausHensbl cocrasasor 3 %
Ccpeaun BCeX HOBOPOXKAEHHBIX M O0Koso 97 % cpenm muo-
ronsogubix Oepemennocreit. Ilpu ecrectBennom Ha-
cTynsienun GepemenHoctu (B OTCYTCTBHE MPUMEHEHMSsI
BCIIOMOTaTeJbHbIX PENPOAYKTUBHBIX TEXHOJOTMH) MO-
HO3UTOTHBIE, TO €CTh I'€HeTHYEeCKU HAeHTUYHBbIEe OJIM3-
nenpl, Berpeuarorcs B 30 % cay4gaes [1]. Monosurorusie
GsM3HELBI MPEACTaBISIOT COOOM YHUKAJIbHYIO MOJEJb,
C MOMOIIBIO KOTOPOM MO>KHO OLIEHUTb BKJIAJ F€HETHYe-
ckux dpakTopos u GaKTOPOB BHEIIHEH Cpebl B pa3BUTHE
psina saboneBanuii y oboux GnusHenos. B nacrosiee
BpemMsi OOJIbLIIOE KOJIMYECTBO MCCJIEOBAHUN Hampasile-
HO Ha M3y4eHHMe HACJEeJOBAHUS PasIW4HBIX 3aboJseBa-
Huii y 6ansHenoB. B HexoTopeix ciyvasx saboseBaHus
umeror noutu 100 % xoHkopmaHTHOCTB, B IEpPByIO Oue-
peAb, B CydasX HACJAEJLOBAHUS JOMWUHAHTHBIX MyTAaHT-
HBIX TFEHOB C BBICOKOH NeHeTpPaHTHOCThbIO (Hampumep,
xopest 'entunrrona) [2, 3]. Mcropuueckn nccnenosa-

TeaU NPUAEPKUBAJIUCH OOLIENPUHSTON TOUKM 3pEHMs,
3aKJIIOYAIOLIEHCS B TOM, YTO KOHKOPAAHTHOCTbh OTpa’ka-
€T yHAaCJEe[OBAHHYI BOCHPUMMYHBOCTb K PAa3JIWYHBIM
sabonesanusm. [lpu ocrpom numdobractHom neiikose
(OJ1JI) xoHKOpAAHTHOCTB AOCTATOYHO BBICOKA, & IPU APY-
rMX 3J0KauyecTBEHHbIX HOBOOOpAa3OBAHMSAX — HU3KAs:
Hanpumep, y OJMSHELOB C PeTHMHOOIACTOMOM JTOT IO-
kasarenp cocraBua Bcero 2 %. Kpome Toro, wacrora
BCTPEYaEMOCTH KOHKOPJAAHTHOrO JeHKo3a y OJM3HenoB
W3 IM3UTOTHON ABOIHU ObLIa OYeHb HU3KOM, YTO MpUBe-
JI0 K TPE/ANOJIOKEHUIO, YTO ObLIas MJaleHTapHas cpeaa
MOHOBMTOTHBIX OJM3HEIOB MOYXET CIOCOOCTBOBATH Pas-
BUTHIO JIEHKO3a y Kaxaoro ua buausuenos [3]. B 1962 r.
[.J. Wolman npeanosnoxusn, uro saboseBanue BO3HUK-
J0 y oaHOro OJM3HeLa BO BHYTPUYTPOOHOM INepuope
U nepefaJsioch APyromy 4epes COBMECTHOe KpPOBOobpa-
wenue [4]. DTo npennososkenne, Kak 0Kaz3ajoch, ObLIO
NpaBUJbHBIM, OJJHAKO OCTAJIOCh HE3aMEeYeHHBIM Cpeau
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uccienosareseil, u AajapHeine paboOThI MO U3y YEHUIO
posu KpoBooOpaleHus OJAU3HELLOB B pa3BUTHUM Jeiiko3a
6b11u nponoskenst auib B 1970-e roaet [6]. Teopus Boa-
HUKHOBEHU Jeiikosa y 6ausHenos Oblia cpopmupoBaHa
Ha OCHOBAHUM AAHHBIX O OOJBIIOM KOJMYECTBE aHACTO-
MO30B B MOHOXOPHMaJbHOH IJalleHTe, coobuiaoiemcs
KPOBOTOKE OJIM3HEIOB M, C yu4eTOM ObILIero KpoBOTOKA,
NonajaHusl €AWHOrO IyJa CTBOJIOBBIX JIEHKEMHYECKUX
KJETOK B KPOBOTOK BTOporo biushena. B To sxe Bpems,
nssi pOpMHUPOBAHUS W POCTa JIEHKEMHUYECKOrO KJIOHA
HeoOXOAMMO pAajbHeHIllee HAKOMJIEHHEe T'eHeTUYeCKUX
myranuii. Takum obpasom, npu OJIJ] Beicokas koHkOp-
JAHTHOCTb XapaKTepHa B CJy4ae MOHOXOPHAJILHOM Of-
HostiueBoit aoitau (60 % cayuyaes), nubo npu cpamennn
ABYX IUIALIEHT C cooliammumes Kposotokom [3].

Onnum us nanbonee wactoix Bapuanros OJIJ] y nereit
B Bospacre 10 18 mecsaues asuasiercs npo-B OJIJI ¢ nepe-
crpoiikoit rena KMT2A (JMLL). KonkoprantHocTh 2TOr0
MO/ BAPUAHTA JIEWKO3a CPEAN OJHOSMIEBBIX MOHOXOPH-
anbubix 0ausnenos pocruraer 100 %. Cpenu nereit-61ms-
HelloB B Bo3dpacTe oT 2 no 15 jer, cpenu koropbix Gosee
pacnpocrpanenst noaBapuantel OJIJI ns B-ksmerounsix
NpEeALIECTBEHHUKOB, KOHKOPAAHTHOCTb  3HAYMTEJIBHO
HUKe U cocTaBsieT okoso 15 % [6]. X. Li u coast. onuca-
au teuenne OJIJ] y nByx nap moHo3uroTHsix 6J1M3HELOB.
Haumenpmui BO3paCT AeTeH, Yy KOTOPbIX OBl AUATHO-
cruposan OJ1JI, cocraBun 7 mec., naubonbmuii — 2 roga
5 mec. ¥ GunmsHenoB Obl1 noarsepykaeH npo-B ummyno-
nopsapuant OJIJI, a npu uccnepoBanuu meropom nosu-
MepasHON LENHOW peakIUuU — XMMEPHbIA TPaHCKPHUIIT
MLL-AF4. Y Gonpubix Obl1a 3aBeplieHa MporpammHasi
Tepanus, IPOAOYKUTEIBHOCTD IMOJHOU PEMUCCUM COCTAB-
asiet 4 rona [7].

[pyryro  pacnpocTpaHeHHYO
cro BbisBaAsiemylo y Onusnenos ¢ OJLJI
NPUBOAAILYIO K
kpunra E7TV6-RUNXI, onucana aHrnuiickass MCCIIen0-
Bareabckas rpynna so rase ¢ A.M. Ford B 2017 r. [8].
OHM noATBEpPAMIN MOHOKJIOHAJIBHOE, MPEHATAJIBHOE MPO-
ucxoxpaenne £11V6-RUNXI-nosurusuoro OJIJ] y monosu-

TOTHBIX 6HH3H€HOB. HPI/I IOpoBeACHUN CEKBEHHUPOBAHUNA

TpaHCIIOKaL[I/IIO, qga-
— t(12;21),

O6P¢':130B3.HI/IIO XHUMEPHOTO TpaHC-

y ABYX OJu3HENOB Oblaa BbISIBJEHA WAEHTUYHAS HYKJIe-
oTumHas mocienoBarenapHocTh B reHax EIV6 u RUNXI,
4TO CBU/ETEbCTBOBAJIO 00 MX NPOUCXOXK/IEHUHU U3 eIMHON
KJIeTKU-npeaecrseHHuIsl. Kpome roro, y apyroit mapst
MOHOBUTOTHBIX OJIM3HELIOB C MOATBEPIKEHHBIM IHATHO-
som OJLJI ¢ rpancaoxauwmeii t(12;21) nccnenosarenu raxoke
OLleHMBaJU 00pasIbl KPOBU, B3ITON B PAHHEM HEOHATAJb-
HOM mepuose B pamkax ckpuHuHra (kaprtset arpn). Beuto
BbisiBaeHo, 4ro tpaHckpunt L1TV-RUNXI onpepensiics
B nepudepruueckoii KpoBU HOBOPOIXK/IEHHOIO, YTO TaK>Ke
HoATBEpANJIO BHY TPy TpobHoe nponcxoxaenune OJLJT [8].

Ocrpsiit muenonausrii neiikos (OMJI) y monosurorusix
6smsHelOB BeTpeuaercs: ropasno pesxe. Onucano Bcero
HECKOJIBKO Takux Habmwopenuil. Vnrepsansl mexxay ne-
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GroTamu 3aboseBaHUs ObLIM PA3IUYHBI — OT CUHXPOHHO-
o BBISIBJIEHU S 10 HECKOJIBKUX JieT. Y.V. Jimenez-Antolinez
u coasr. [9] onucanu cnyuait mnapenueckoro OMJly nByx
ofHOsHIEBbIX OaM3HeNoB. Y nepBoro GJu3Hena AUarHo3
ObL1 BepUdUIIMPOBAaH MOCJe MOSABAEHUS *Kaytob Ha Osen-
HOCTb KOXKHBIX TOKPOBOB, HOCOBbIe KPOBOTEUEHUsI U 60U
B KOCTsX. ¥ BTOPOro 0G/M3Hena 0TmMedyasoch 6eCCUMIITOM-
HOe TeueHue 3aboOJieBaHMSsl, [UATHO3 OblI TOATBEPKAEH
depe3 / AHEH MOCJIe yCTAHOBJIEHUSI [MArHO3a y MEPBOrO
6ausnena. B reuenne 2,5 n4 nery 6ansHenos coxpansercst
PeMUCCHS TOCJ/e MPOBEJEHHOrO MPOrpaMMHOrO Je4eHust
Y TPAHCMJIAHTALUU FEéMONO3TUYECKUX CTBOJIOBBIX KJIETOK
OT MOJIHOCTHIO COBMECTHMMOIO POACTBEHHOro AoHOpa (ce-
crpoi) [9]. Hanporus, M. Debeljak u coast. [10] onucanu
sBosnuxkHoBenne OMJI y nByx opHosfineBbIx GaM3HELOB
¢ unTepBasom passutusa Gosesnu B 13,5 ser. ebror 3a-
Gosnesanus y nepsoro cubaunra 6ot BoisBieH B 21 mecs,
y Broporo — B 15 net. ¥ kaxnoro us 6;1usHenos Oblia Be-
pudbunmuposana repmunanbias myranus s rene CEBP —
TPAHCKPUILIMOHHOM (paKTOpe, peryanupyolem Mpouecchl
MHesI0n093a, AndpQepeHIMPOBKY IPAHYJIOLUTOB U MOHO-
HUTOB. DTa MyTallMsl OIPeAe/IHIIa TPeIPACIOI0KEHHOCTD
6ausnenos k passutuio OMJI, a nosisnenue Bropoit — co-
MaTUYeCKOH — MyTalluu BO BTOPOM aJljleJie TeHa PUBEeJIo
K passuTuio 3abonesanus. [locse nposesenHoro neuenus
y 060ux GOJIBHBIX COXPAHSETCS KIMHUKO-TEMATOIOTHYE-
ckas pemuccus [10].

Ilens Hacrosiero coobueHns — MpeACTaBUTH KIMHU-
dyeckoe HabJIOJ|eHMe YCIEeMHON AUATHOCTUKM M JIEUeHUsI
OJ1J1 y opHostiineBbIxX GIM3HELOB.

K/lltHLt‘L@CK(]@ H(Zﬁ./l,fﬂael-tlte

Boabnoit A., popusmmiica 31.08.1994, obparuscs c po-
AUTEJNsIMM B TpUeMHbIH nokoi [leTckoil pecnybankanckoit
xkauanyeckoil Goabauubt 12.02.1999 r. B Bospacre 4 ser
5 mecsiueB, ¢ >xajmobamu Ha ciaboCTb, OJIEIHOCTD KOYMKHBIX
[OKPOBOB, OTCYTCTBUE alIeTuTa, peOpuibHyI0 Temrepa-
Typy Tesa. YKasaHHbIE >KaJOObl OECIIOKOMIM B TeYeHHe
1 nepenu. Vs anamuesa uasecTHo, 4TO peGEHOK — OT MHO-
romuIofHoM GepemeHHOCTH, npoTeKasiieil Ha done Hedpo-
HNaTUM y MaTepy; U3 MOHO3UTOTHOM aBoiiHu. Marb pebenka
BO Bpemsi OepeMeHHOCTM paboTasia Ha aBTO3ANpPaBOYHON
cTaHIUM, HO ¢ HedTENnpPOAYKTAMU He KOHTAKTMPOBAJA.
Ponpr npounsoniu Ha cpoke 36 Hezre1b Iy Tem kecapeBa ceve-
Hus. B ocranbhom anamues sxusnu 6611 6€3 ocobeHHOCTEH.
PebGenok ocMOTpeH BpavyoM-reHETHKOM, BPO>K/EHHbIE Ie-
HETUYECKUE CHHPOMBIL, B ToM uucse cunapom Huiimeren,
NpeApacno/arapliye K pasBUTUIO 3JI0KAY€CTBEHHBIX JIMM-
donponudeparupnbix 3a601€BaHNH, GBI UCKTIOUEHBL.

OOBeKTUBHO INpU NOCTYIUIEHMU COCTOssHME pebeHKa
OBLIO TSXKENBIM, OOYCJIOBIEHO BBIPA)KEHHBIM HHTOKCH-
KALMOHHBIM CHHAPOMOM, AHEMUYECKUM CHHIPOMOM.

HIeI‘/JIHI)Ie, HAAKJJIIOYMMYHBbIE MW IINOAKJIIOYMYHBLIE, IIOAMBbI-
INe4YHbIC, IIaXOBbIC JII/IMCI)&TI/I“IQCKI/Ie y3Jabl Ipru OCMOTpPE

U naJblanuvmn 6bIJII/I HE yBEJIMYE€HDbI. Tleuensn naJjabIInpo-
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Baslach Ha 2 cm Huke Kpast pebepnoit ayru. Cenesenka
IpM NaJbNALWU U IEPKYCCUU OblIa He yBeIMYeHa.

B ksmunueckom ananmse xposm or 12.02.1999 netixo-
uurel cocrasasau 4,1 x 10%/x, spurpouursl — 2,3 x 10'%/n,
remornio6un — 55 r/n, rpomGonuter — 66 x 101, COD —
80 mm/uac. B neiikonuraproii dopmyse: 6aactable Kiet-
ku — 49 %, nmanouxosinepunie neiitpobuasr — 4 %,
cermenTtosnepubie — 17 %, sosunodunsr — 1 %, mo-
Houutel — 2 %, muasmaruueckue xiaetku — 1 %, aum-
douuter — 26 %. Buoxumnueckmne nokasarenau KpoBH,
BKJIIOYasi AKTUBHOCTD JIAKTATAECIMAPOreHasbl CBIBOPOTKY,
ocraBasuch B ipefenax pedepercHbix snauenuit. [lo nan-
Hbim muesorpammsl ot 15.02.1999 B kocTHOM MO3re onpe-
JeJISIJICSI TOTAaNbHBIN OnacTos. Lluronornyeckn GaacTabie
KJ1eTkM OblLIM npencrasienbl aumdobaactamu tTuna L2.
IIpy nuTOXMMMYECKOM MCCIIEJOBAHUN MUEJIONEPOKCH A~
sa 6bu1a orpunareasnoit B 100 % knerox, PAS-peakuus
B Buge rpanyn — 100 %. 156.02.1999 nposeneno nmmy-
HodeHOTUNTMPOBaHUe GJIACTHBIX KJIETOK KOCTHOrO MO3ra
MeToJ0M NpOTOYHOU wnurTodayopumerpun: nmmyHode-
HOTUN OJIACTHBIX KJIETOK COOTBETCTBOBAJ COMMON-BApPU-
anty B-nmuueiinoro OJIJI. Ilpu uccnepoBanum nuxsopa
18.02.1999 uuros cocrasua 3/3 (ueitrpoduasr — 40 %,
aumdonurer — 60 %), 6enoxk — 0,25 r/n. Ha ocnosanun
KJIMHUKO-1ab60paTOPHBIX IAHHBIX YCTAHOBJIEH KJIMHUYE-
ckuii puarnos: «Octpoiit numdobnacTubiii neiikos, L2-
BapuanTt, common (BII)-ummynononsapunant, [IIHC- ne-
raTUBHBINA CTATYC, CTAHAAPTHBIA PUCK»>.

BonsHomy mnposenena tepanus no nporokory «ALL-
BFM-1995» [11]. Ha 8-it nenp Tepanuu B 0bmwem anaau-
3e KpOBU OJacTHble KJeTKU coctaBuiu menee 1 x 10%/x,
Ha 15-i1 feHb B KOCTHOM MO3re OJIaCTHBIE KJIETKH COCTAaB-
asnu 1 %, na 33-it nens Tepanuu 6iacTHBIE KJIETKU B KOCT-
Hom mosre — 0,5 %. [Toauerit 06bem Tepanuu, npegycmo-
TPEHHOI MPOTOKOJIOM JiedeHHsl, OblI 3aBepIIeH B aBryCTe
2001 r.

Yepes 1,6 roga mocsie OKOHYAHMS NOAAEPIKUBAIOLIEN
trepanuy, B pespase 2003 r. B Bozpacte 8 et 6 mecsues,
y GosbHOrO A. MOSABMIMCH >Kas100bI Ha HOJIM B HOTAX, >KU-
BOTE, TTOSICHUYHOM OOJIACTH C TEHAEHIIMEH K HapacCTaHUIO
VWHTEHCUBHOCTH, & TAK>Ke Ha MO bEMBI TEMIIEPATY PbI TeJIa
no cy6debpuabubix nudp. 05.03.2003 pebenok noctynua
B OTeseHMe oHKoremarosoruu «/lerckoii pecny6nukan-
CKOM KJMHWYECKOU OOJIbHUIBI MI/IHI/ICTepCTBa 3apaBo-
oxpanenusi Pecnybauku Tarapcran» B TsKenOM CcOCTO-
SHUM, C BBIPA’KEHHBIM 0OJIEBBIM CcHHApOMOM. Bupmmsre
CMBUCTBIE ObUIM BJA>KHBIE, YUCTBIE, NepudeprUecKue
aumdarryecKye yaabl P OCMOTPE U MaJblalluy He yBe-
audenbl. Co CTOPOHBI CEPAEYHO-COCYAMCTONM CHUCTEMBI
U OBIXaTeIbHON CHUCTEMBI — 0e3 MATOJOIMYeCKUX H3Me-
HeHunil. Pasmepsl meueHu um cesesdeHKM mpu majgbnanuu
Y MIEPKYCCHU OBLIN He yBeJUYEHBbI.

B ksnunnnueckom ananuse xposu ot 05.03.2003 neiixo-
nutel coctasiasiau 2,1 x 10%/n, spurpouurer — 2,6 x 10'%/x,
remornobun — 84 r/n, rpombonuter — 203 x 10%/1, neiir-

podunasr — 43 %, numdouursr — 41 %, monouuTe —
2 %, 6aactusie kiaetku — 2 %, COD — 54 mm/uac.
B muenorpamme GnactHble kietku cocrasiasiiu 88 %,
1o MOpOLHUTOXMMUIECKUM IIPUSHAKAM OBLIN OTHECEHBI
k aumdobnacram tuna L2. mmynodenorunuposanue
6J1aCTHBIX KJIETOK KOCTHOTO MO3ra ONPEAeIN/I0 COMMOn-
Bapuant B-nmuneitnoro OJIJI. Ilpu nccnenosanunu nuxso-
pa 06.03.2003: uuros — 1/3, 6enox — 0,1 r/n. Ilo nanubim
KOMIIBIOTEPHOI TOMOrpaduu OpraHoB TPYyAHON KJIET-
KU, YJIbTPa3ByKOBOI'O MCCJEAOBAHUSI BHYTPEHHUX Opra-
HOB, STUYeK ITaTOJIOTMYeCKUe M3MeHeHUsI He BbISIBJIEHBI.
[To panHBIM KJIMHHMKO-TabOpaTOpHOro obCJaETOBAHMS
KOHCTaTUPOBAaH II€PBbIM MO3JHUIN KOCTHOMO3I'OBOM pelu-
aue common (BII)-ummynonoasapunanra OJIJI.

11.03.2003 mnawara tepanusi mo mnporokoxy <«ALL-
REZ BFM 02», rpynna SI [12]. Ha 8-it nens Tepanun
B 00lIeM aHa/JM3e KPOBM OJaCTHBIE KJIETKU COCTABUJIN
menee 1 x 10%/1, va 15-i1 neHb B KOCTHOM MO3re OJIACTHBIE
kaetku cocraBuau 1 %, va 33-i1 neHp GaacTHBIE KIETKU
B koctHom mosre — 0,56 %. B anpene 2003 r. xoncraru-
pOBaHa IMOJHAS KJIMHUKO-T€MATOJOTMYECKAS] PEMMCCHSIL.
[Tonneprxusaromas repanus sasepiena s 2005 r. Pebenox
NPOAOJIKAJ JUHAMUYECKOe HADIIoleH e y e uaTpa.

B asrycre 2006 r., B Bogpacre 12 ser, uepes 9 mecsaues
ocJie OKOHYAHU S MO AEPI>K MBAIOLLEH TePATTMU TPOTUBO-
PEeLUINBHOrO IPOTOKOJIA, PeOEHOK 3aMETHII y BETMIeHHE
pasmMepoB NMpaBOro sMYKa, HapacTaBllee B AMHAMUKE.
30.11.2006 GonpHOM mOCTynUJI B OT/AEJEHHE OHKOTEMa-
tonoruu. Ilpu nocrynnenun obumee cocrosiHue ObLIO
CcpeaHed CTENEeHW TS>KECTH, WHTOKCHUKALMS HE BbIpa-
YKeHa, KOYa U CJIU3UCTble — (PUMOTIOrMYHON OKPACKH,
nepucdepuyeckue numdarnyeckue ysibl, MedeHb U ce-
nesenka He yBeanueHbol. Obpamano Ha cebs BHUMaHMe
yBesnmueHue pasmepos npasoro suuka a0 4,0 x 3,0 cm,
OHO ObIIO MI0THOE, Oe300JIeBHEHHOEe, KOXKAa HajJ HUM
He uameHeHa. JleBoe simuko — 6e3 ocobenHocreit. B kiau-
Huvyeckom ananuse kposu ot 01.12.2006 nefikouurst
cocrasasnu 12,5 x 10°/n, spurpounter — 4,7 x 10"/x,
remornobun — 139 r/a, Tpombouuter — 227 x 10%/x,
naJsiouxosiepuble HeTpoduasr — 4 %, cermenrosgep-
uete — 72 %, numdouutsr — 18 %, monouurer — 5 %,
sosunodunst — 1 %. B muenorpamme or 30.11.2006:
6nacrtuble kiaetku — 2 %, 1efiKO-9pUTPOUAHOE COOTHO-
mwenue — 3,0:1. [Ipu xomneroTeproii Tomorpadun opra-
HOB IPYAHON KJIETKH, yJIbTPa3BYKOBOM HCCJELOBAHUU
OpraHoB 6p101_UH01>’1 MMOJIOCTH, MAarHUTHO-PE30HAaHCHOM
ToMOrpaduu roJJOBHOI0 MO3ra NaTOJOrMYECKUX U3MeHe-
HU He BBISIBJIEHO.

30.11.2006 BeimosHEHA MYHKIIMOHHAS OUOTNICHUSI TPABOTO
auuka. [lpu nuronornueckom ucciepoBanuu OOHapYKe-
ubl tumdobnacter. 05.12.2006 nposenena ckpororomus,
NpPaBOCTOPOHHSISI OPXJKTOMHUS; OHOICHSI JIEBOTO SIMY-
ka. Ilo pesynpraram rucTONIOrMYECKOro MCCJIEAOBaHUS
Y/IaJIEeHHOTO MPaBOro SIMYKAa BBISIBJIEHO 3aMeLleHUE HOP-
MaJabHOH TKaHu sinuka aumdobaacTamu, 4TO XapakTep-
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Ho nus crnenuduueckoro nopaskenus npu OJIJ1. B nesom
AMYKe OIyx0JeBoro pocra He 6bu10. [lonyuennsle kanuu-
KO-1a60paTOpHble JaHHbIE MO3BOJIMJIM YCTAHOBUTH BTO-
POl NO3AHMH OSKCTPAMELYJUISPHBIA (TE€CTUKYJISIPHBI)
peunaus OJLJI.

[Tposenena tepanus «<ALL-REZ BFM Pilot 02», rpyn-
na S2 [12]. C 18.12.2006 no 22.05.2007 spinosnena wH-
TeHcuBHas yactb nporpammel, ¢ 06.06.2007 no 20.06.2007
NpOBefieHa JIydeBasl Tepanus Ha O0JACTb JEBOTO SMYKa
B cymmapnou ouarosoit goze (CO/) 12 I'p; ¢ 20.06.2007
no 04.07.2007 — nyueBas Tepanus Ha 0b6JaCTb FOJOBHO-
ro moara + Cl 8 CO/l 12 I'p; na obnacts npasoro suuka
B CO/ 156 I'p. IlopneprxuBaromas rtepanus nposegeHa
B nepuog 20.07.2007 — 01.08.2008. Tepanusa sasepuiena
B Bogpacre 15 ser.

Takum obpasom, obwmii cpok JedeHUs: GOIBHOrO CO-
crapun 10 sner 6 mecsiueB, QIUTENBHOCTH Tepanmuu —
2670 nueir (7 ner 3 mecsina 10 nueitr). [locse okonuanus
tepanuu npouwio 15 ner, 60abHOH ) UB, TpU3HAKOB 3260-
neBaHus y Hero Het (puc. 1).

Bropoit 6ausneny, — maapuuk M. poauBmmiics
31.08.1994. C despans 1999 r. pebenox nabmropasncs ne-
AMATPOM M remarosiorom B cBssu c¢ zabosnesanuem OJ1JI
bpara-6n1usnena. ['emaronornyeckue nokasarenu 3a Bpe-
ms HabmoseHus GObiu B npesenax pedepeHCHBIX 3Ha-
yenuit. B xonue masa 1999 r. ormeuenst napacramowmas
6J1eAHOCTh KOXKHBIX MOKPOBOB, caaboctb. 31.05.1999, . e.
gyepes 3 mecsina nocuie ycranosku guarunosa OJ1J1 y 6para-

Tepanus no npotokony ALL-BFM-1995
Therapy according to the ALL-BFM-1995 protocol
[ebtoT 3abonesanus.
YcraHoBneH AnarHos:

Tepanus no npotokony ALL-REZ BFM 2002, rpynna S2
Therapy according to the ALL-REZ BFM 2002, S2 group
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6amusHena, B Bozpacre 4 et 9 mecsiues 601bHON OCTY MU
B OT/I€JIEHNE OHKOTE€MATOJIOTUH C MTOA03PEHUEM HA OCTPBIN
neiikos. [Ipu ocmorpe ero cocrosinue GbLiI0 TSKENOE, OOY-
CJIOBJIEHHO€ WHTOKCHKAIMeH, aHEMHUYECKUM U reMoppa-
ruyeckum cunapomom. OTmeuanach MUKPONOIMAAECHUS
e HOM rpynnbl TMMEpATUIECKUX Y3J10B; NaIbITUPOBAJICS
Kpai IeueHu, cesie3eHKa He MajbIupoBaack. B kianHu-
YEeCKOM aHaJIM3€e KPOBU IPH MOCTYIIJIEHUM: JEHKOLUTBI —
1,8 x 10°n, spurporuter — 1,75 x 10'?/n, remorno6un —
56 r/n, rpombouuter — 55 x 10%1, CO3 — 25 mm/yac.
B JIEIKOLM TapPHOM1 (bopMyJIe JII/IMCbOLII/ITbI COCTABJISIIIN
90 %. Buoxumuueckue nokasareau Kposu Oblu 6e3 0co-
GenHoCTEH.

IIpu uccaepoBanun muenorpammer or 01.06.1999 Boi-
ABJIeH ToTaJbHbli Osactos. Ilpu nuroxumwmueckom wc-
CJIeIOBAHUM KOCTHOIO MO3ra MMEJIONEePOKCHAasa Oblia
orpuunarenstoi B 100 % xnerok, PAS-peakuus B Bune
rpanya — 100 %. Mopdouuroxumuveckue npusHaku
coorBercrBoBanu L2-sapuanty OJIJI. 03.06.1999 npo-
BE/IeHO HMMYyHO(MEHOTUNMPOBaHUE OJACTHBIX KJETOK
KOCTHOTO MO3Ta METOAOM IPOTOYHON LMUTO(IyOopUMeE-
TpUM: UMMYHOQEHOTUI GJIACTHBIX KJETOK COOTBETCTBO-
Ban common-Bapuanty B-nmuneiinoro OJIJI, ananormu-
HOMY TOMY BapHMaHTy, KOTOPBI ObLI AMATHOCTMPOBAH
y 6para-6ausnena. Jluksop or 09.06.1999: nuros — 1/3
(netirpounbr — 34 %, numdonursr — 66 %), Genoxk —
0,16 r/n. Ha ocHoBanMM KIMHNKO-1a60paTOPHBIX JAHHBIX
ycranosaeHn auaruos: «Ocrtpoiit mumdobaacTHbIN K03,

Tepanus no npotokony ALL-REZ BFM Pilot 02, rpynna S1
Therapy according to the ALL-REZ BFM Pilot 02, S1 group

OcTpblt NTMMGOBNACTHBIN NERKo3, 2- NO3AHWIN
L2-BapuaHT, common (BII) KCTpaMeaynnsipHbIN
MMMyHonoasapuaHT, LIHC- (TECTUKYNSAPHBIN)
HeraTuBHbIN cTaTyc. CTaHAapTHbI  3aBeplueHa 1- no3pHwiA 3aBeplueHa peunamns ONJI 3aBeplueHa
puCK. noaaepxueatoLas KOCTHOMO3rOBO  MoAAepXuBaioLLas 2nd late nopaepxusatoLlas
The debut of the disease. Tepanus peumnams OJN Tepanus extramedullary Tepanus
The diagnosis was established: Maintenance thera, Ist late medullar Maintenance therg, (testicular) Maintenance thera
Mn A ¢ ‘ py Dy py
auneHT Acute /ynz;h]zblasnc leu;cemza, L2, has been completed ALL relapse has been completed relapse of ALL has been completed
. common immunophenotype,
Patient 4 CNS negative. Standard risk group. ABryCT 2001 MapT 2003 H0ﬂ6pb 2005 ABryCT 2006 ABFyCT 2008
12.02.1999 August 2001 March 2003 November 2005 — August 2006  August 2008
31.08.1994
02.06.1999 Hekabpb 2001
[ebtoT 3aboneBaHus. December 2001
n M YCcTaHOBMNEH AnarHos:
auneHT OcTpblI NMMEOBIACTHBIV NENKO3, 3aBeplueHa
Patient M L2-BapuaHT, common (BII) noaaepxusaioLLan
MMmyHonoasapuaHT, LIHC- Trpanus

HeraTuBHbIN cTaTyc. CTaHaapTHbIN Maintenance therapy
PUCK. has been completed
The debut of the disease.

The diagnosis was established:

Acute lymphoblastic leukemia,

L2, common (BII) immunophenotype, CNS

negative. Standard risk group.

Tepanus no npotokony ALL-BFM-1995
Therapy according to the ALL-BFM-1995 protocol

PucyHok. Cxema uctopum 6onestu 6amaHenos A. v M.
Figure. Diagram of the medical history of twins A. and M.

| 2023; 68(2): 281-287 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONOTMS 1 TPAHCOY3UONOTHS | 285



| KMMHUYECKME HABIOOEHNS | CASE REPORTS |

L2-papuant, common (BIl)-ummynononsapuant, LIHC-
HEeraTUBHBIM CTATyC, CTAHAAPTHbINA PUCK»>.

Tepanuio nposoguau no nporokony «ALL-BFM-1995>
[11] ¢ 02.06.1999. Ha 8-i1 nenb Trepanuu B 0bmem anaause
KPOBM bJ1acTHBIE KJIETKU He ONpeesinchk, Ha 15-if nenp
B KOCTHOM Moare bOuiactubie xjerku cocrasasau 0,5 %,
Ha 33-i JeHb COXpaHsAIACh KJIMHUKO-TeMaTOJOrNYeCKast
pemuccus. [lonubiit 06bem Tepanuu 3aBepiueH B fekabpe
2001 r. {nurensuocTts Habaonenus nocsie pemuccuu 1 —
22 ropa. Cxema nucropuu 6osesnn o6oux GOTBHBIX Npes-
craByieHa Ha pucyHke 1.

OGcyxpenne

IlepBoe coobuienne o ciaydae OCTpOro Jelkosa y 6ans-
HELOB NOosIBMJIOCH B juteparype B 1882 r., u ¢ rex nop
OBbLJIO OIMMCAHO OOJIBIIOE KOJHYECTBO ITOAOOHBIX KJIMHU-
yeckux Habmonenuii. [loxreepyxnenne Teopun o BHyTpU-
yTpobrom dopmupoBaHMM 06LIEro npeseidKkeMHYECKOro
kyoHa (MyJa CTBOJIOBBIX JIEHKEMMUYECKUX KJETOK) ObLIO
AOCTUTHYTO ILyTEM WCIHOJb30BAHUSI METOAOB MOJIEKY-
JISIPHO-TeHeTUYeCKol auarHoctTuku. B napax 6ausHenos
ObLIM BBISIBJIEHBI AHAJOTMYHBIE MyTALlUM B T€HAX, KOMU-
PYIOIIMX TSOKEIYI0 LeNb WMMYHOINIOOYJIMHA, a TaKsKe
aHaJOrnuHble mepecTpoiiku T-kiaeTouHoro peuenropa.
Konxoppantnocrs OJIJI cpenu nHoBOposkaeHHbIX 6sM3-
HELIOB C MOHOXOPMAJbHOU MJIALIEHTOU MOXKET JOCTUIaTh
100 % [3]. Tem He meHee CyLIECTBYIOT JAHHBIE O CILyYasixX
AMCKOPAAHTHOCTHU IO OCTPOMY JIEMKO3Y C NepecTpPOUKOM
rena KMT2A B nape MOHOBUTOTHBIX 6smusnHenoB. B omHoOM
M3 ONMCAHHBIX HAOJIOAEHUI MIalleHTa Oblia AUXOPHUATb-
HOI, YTO, BEPOSITHO, NPUBEJIO K Pa3[eJeHUI0 KPOBOTOKA
Y [PensTCTBOBAJIO MONAJAHUIO CTBOJIOBBIX JIEHKEMH-
4eCKUX KJIETOK B KPOBOTOK BTOporo Osmsuena. B npy-
roil mape OJMBHELOB MJaneHTa ObLIa MOHOXOPHAJBHOMH,
ofHako 3aboJieBaHUE OBLJIO BBISIBJEHO TOJIBKO Yy OJHOTO
6ausnena. BoasmorkHo, uto B naHHOM ciyuae 3abosieBa-
HUe HOCHWJIO MOCTHATaJbHbINA XxapakTep. Takum obpasom,
IPEANOAaraeTcs, YTO PeAKMEe CIydYan AUCKOPAAHTHOIO
neiikosa ¢ myrauueit B rene KMT2A y 6nusnenos BosHu-
KaoT aubo B CiIydYasx AUXOPUAJbHON IUIaLEeHTHI, J1bO
B pe3yJsibTaTe BO3HUKHOBEHUsI MYyTalUMUN B MOCTHATAJIb-
Hom nepuope [3]. Ilossaenne myraumum BHyTpnyTpOo6HO
He BCerja MPUBOAMUT K pasBuTHio jeiikosza. Heobxomumsr
[AONOJHUTEbHbIE FeHeTUYeCKHe COObITUS [JIs mepexona
13 COCTOSIHUS MpesiefikeMuu A0 1ebTa oCcTporo eidkosa.
B aTom orHomennu myranuu B rene KMT2A nonxuer pac-
CMaTpUBATHCS B KAYECTBE UCKJIIOYEHU I, IIOCKOJIbKY, C y4Ue-
TOM OY€Hb KOPOTKOI'O JIATEHTHOI'O MEPUOAA OT POIXKIAEHMUS
pebenka 10 nebTa OCTPOro JIeHKo3a, MOYKHO MPEI0oJI0-
JKUTb, 4TO ofgHOU myraumuu B rene KMT2A pocrarouno
AJsi pazBuTuUsi 3abosieBaHUsl, TMOO 7151 €ro BO3HUKHOBe-
HU S HeOOXOAMMA BTOPast My TalM s, KOTOPas MHULUUPYET-

Csl IEPBUYHBIM FeHeTUYECKUM COOBITHEM C yUaCTHEM reHa
KMT2A. B to >xe Bpemsi, onuchbIBas ApaiiBepHbIE My TALIUN
c obpasosanunem xumepHbix Tpanckpunros £71V6-RUNXI,
TCF5-PBXI] w BCR-ABLI, cnepyer ormeTuTh, 94TO B 9TUX
caydasx HeoOXOAMMO BTOPOE TIeHeTUYecKoe CobbITHe
OJIs1 TpaHCCl)OpMaLU/II/I npeJjieiKeMU B OCTPBIM JIEHKO3.
Mexanuam pasBuTus J1eiiKosa B AAHHOM CJlydae Ipef-
CTaBJIeH ABYXOTAITHOHM MOMEe/bl0, aHAJOTMYHOM I'UIIOTe3e
«aBoWHOro ypapa» Kayncona: nua BosankHoBeHus 3a60-
JeBaHUsI TPeOyeTCs BOSHUKHOBEHUE ABYX ITOCJIE0BATEb-
HBIX MyTauuil (B repMHUHAIbHBIX KJIETKAX U B COMaTHYe-
ckux kaetkax) [13].

[IpencraBnennble KaMHUYECKMe HAOJIOAEHUS [EMOH-
CTPUPYIOT PasBUTHE OJHOIO M TOrO K€ MMMYHOJOIHYe-
ckoro mnoxasapuanta OJIJI y opnosiiueBbix GiansHenoB
c unrepsajsiom B 3 mec. Y oxHoro us bparbes 3abosieBa-
HUE XapaKTEePU30BAJIOCh PELUAVBUPYIOIIUM TEUYEeHUEM,
HO COBpEMEHHAasl PUCK-aJalTHPOBAHHAS TEPAIUS [1O3BO-
Auaa noay4uth 15-neTHIo pemuccuio Ge3 nposeneHMs
TPAHCIUIAHTALIMY AJJIOTEHHBIX T€MOMOITHUYECKUX CTBO-
JIOBBIX KJIETOK. Y BTOporo O/u3Hela M3 ABOWHU MPO-
JOJDKUTEIBHOCTD KM3HU TOCJE AOCTHIKEHUS PEMUCCHU
OJIJI cocraBasier 22 ropa. TepaneBrnueckuii npoToxos
«ALL-BFM-1995» ne npeanonaran paccmarpuBaTrh Ha-
anune nepecrpoek B rene KM7T2A kax xpurepuit BbICO-
KO rpynnbl pucka/HebsaronpusaTHOrO MPOrHO3a, JULIb
CILyCTSl AeCATHJIETUsSI OBIJIO MOKAa3aHO HebJaronpusiTHOe
nporuocrudeckoe Biausiune KM T2A na nporunos npu OJ1J1
y nereii [14]. B nacrosiuee Bpemsi, 6narogaps 0606uenmio
U aHaJIu3y JaHHbIX, oOHapyskeHue TpaHciaokanuit t(9;22),
t(4;11), nepecrpoex KMT2A, onpenenenue runogurio-
MAHOrO Habopa XPOMOCOM B OJACTHBIX KJIETKAX HAPSLY
C KJAMHUYEeCKUMU rnpusHakamu (BospacT GOJBHOrO, OT-
BeT Ha jeuveHue Ha 8-i1, 156-i1 u 33-i1 nHU MHAYKUMOHHOK
Tepanuu) nossoJser crparuduumnposars coapubix OJ1J]
B IPYIIILY BBICOKOTO PHUCKA C BBIIIOJHEHUEM TPAHCIIJIAHTA-
UM QJIJIOFeHHBIX IeéMONOdTUYECKMX CTBOJIOBBIX KJIETOK
B nepsoii nosnoi pemuccun OJIJL. [{na obbacnenns pas-
Horo kanHuyeckoro tedenust OJ1J1 y 6nusnenos (8 ogHom
clydae — peuUAUBUpYyIOLIee TeYeHHe, & B Pyrom — Obl-
CTPBIM U MOJIHBINA MHOTOJIETHUII OTBET Ha Tepamzno), Be-
POSITHO, IPOBEAEHNE CEKBEHUPOBAHUSI CJIE/LY IOLLErO TIOKO-
nenus (next generation sequencing) mossosuio 0wl Gosee
MOJTHO OLEHUTb IeHeTUYeCKUil MpoduIb U BBISBUTH OCO-
6ennoctu OJ1J], orBeTcTBeHHBIE 32 TeyeHMe 3a00IEBAHMS.

Takum ob6paszom, mpejacTaBjieHHble KJIMHUYECKUE Ha-
GJII0/IeHUST TTOATBEPIKJAIOT BBICOKYI0 KOHKOPAAHTHOCTD
OJIJI y monosurorubix 6ausnenos. [lerckum onxorema-
TOJIOTaM, OHKOJIOTaM, a TaKyke NeJuaTpam HeobOXOaMMO
NPOBOAUTH TLIATEJbHOE HAOJI0EHUE 3a BTOPbIM OJM3HE-
LIOM /17151 CBO€BPEMEHHOH JMarHOCTUKU 3ab0seBaHus U Ha-
4JaJja CrenUaJJbLHOTO JedeHUs.
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