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PE®EPAT

MwnenonpgHaa capkoma (M3BeCTHasi Kak X/lopoMa Wan rpaHy-
nouuTapHaa capkoma) npeacraBnsier cobolr pegkoe 3abo-
NeBaHWe WU xapakTepusyetcsa nponudepaumelnt Hespenbix
MUENoOMNAHbIX KNETOK B 3KCTpamMeayNApHbIX ovarax nopaxe-
HUA. XnopoMa 4alle pasBMBaeTCs Y MauMeHTOB C OCTPbIMU
MUEeNoungHbIMU NIeKo3aMu, OPYruMmn mMmenonponmdepaTmns-
HbIMM  HOBOOOPA30BaHUSAMU WM MUENOANCTIIAaCTUHECKUM
CYHOPOMOM, OHaKO TakXXe MOXET MaHU(eCcTMpoBaTh B BUAE
N30/IMPOBAHHOW OMyxonn. XOTa MMenongHas capkoma MOXeT
pa3BMBaTLCS B Pa3NYHbIX OpraHax 1 TKaHsax, BCe Xe Hanbo-
/lee 4acTo BCTpeYaeTcs nopaxeHue numdaTnyeckmx y3nos,
MSAFKUX TKaHel u KocTer. MuenovaHasa capkoMa C nepBuy-
HbIM MOPaXXeHNEM XEHCKMX MOOBbIX OPraHOB OMUCbIBAETCA
KpaliHe pegko. B nutepatype ecTb KMHW4Yeckue Habnwae-
HUA NopaXKeHUs Welikn MaTku. B HacTosLLel cTaTbe CyMMUpO-
BaHbl MMEIOLLMECs fiTepaTypHble AaHHble, 3aTparvBatoLmne
pa3nnyHble acneKkTbl ANArHOCTUKU U IEYEHUS MUENONOHOWN
capkombl. O6cyxgaeTcs pofib XMMMoTepanuu, /y4YeBoi Te-
panuu, XMpypruyeckoro BMeLLaTenbCTBa M TpaHCnIaHTaumm
KOCTHOIO MO3ra B Jle4eHUM AaHHOW 3/T0Ka4YeCTBEHHOW OMyXo-
nwn. MNMpeactaBnseTcs, YTo ONTUManbHbIM BapMaHTOM NeyeHns
MWENONAHON CapKOMbl HE3ABUCMMO OT MEPBUYHON NOKanu-
3auUMM OMyxo/M OCTaeTCs XMMMOoTepanust U TpaHCMHIaHTaums
annoreHHoro KoctHoro Mosra (annoTKM). MepcnekTuBHbIM
HanpaBfeHNeM B Tepanun ABASETCA UCMO/Ib30BaHNE HOBbIX
TapreTHbIX MpenapaTtoB, CMOCOOHbLIX YAYULIUTb Pe3y/bTaTbl
nedeHnsa. Mol NpeactaBngeM  KAMHUYECKOe HabntogeHne
MauMeHTKM C MUeNIONgHOM CapKOMOM LUENKU MaTKU W Co-
MyTCTBYIOLMM BOB/IEYEHMEM KOCTHOrO MO3ra, OMMCbIBAEM
OCOBEHHOCTU KMNHUYECKOrO TEeYEHWUS, ANarHOCTUKK U nede-
HUA. MauneHTka nonydnna XMMuoTepanuio C nocneaytoLlen
annoTKM. MNpoBeaeHHbIn 06beM NpeaTpaHcn/IaHTaUMOHHON
Tepanuu No3BONWA BbINOMHUTL annoTKM npu MakcMManbHO
rnybokoMm oTBeTe. Y naumeHtku gocturHyta M3T- n MOB-
oTpuLaTesNibHas MoMHass PEMUCCUSA MUENOUMAHON CapKOMbI
LeKN MaTKM U KOCTHOIO MO3ra.
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ABSTRACT

Myeloid sarcoma, also known as chloroma or granulocytic
sarcoma, is a rare disease characterized by the proliferation
of immature myeloid cells in extramedullary lesions. Chloro-
ma is more commonly observed in patients with acute my-
eloid leukemias, other myeloproliferative neoplasms, or
myelodysplastic syndrome. However, it can also manifest
itself as solitary tumor. Sarcoma can develop in different or-
gans and tissues, but most frequently it appears in lymph
nodes, soft tissues, and bones. Myeloid sarcoma with prima-
ry gynecological lesion is very rarely mentioned. In literature
cases of cervical lesions are described. The present article
summarizes the literature data concerning different aspects
of myeloid sarcoma diagnosis and treatment. The issue
under discussion is the role of chemotherapy, radiothera-
py, surgery, and bone marrow transplantation in the treat-
ment of this malignant tumor. It appears that whatever the
primary tumor localization, the best treatment options are
chemotherapy and allogeneic bone marrow transplantation
(allo-BMT). A promising trend is the use of novel targeted
drugs improving outcomes of treatment. The article provides
a case report of a female patient with cervical myeloid sar-
coma and concomitant bone marrow involvement, as well
as the description of clinical course, diagnosis, and treat-
ment. The patient received chemotherapy with subsequent
allo-BMT. The pre-transplant therapy enabled allo-BMT with
the deepest response possible. The patient achieved PET-
and MRD-negative complete remission of cervical myeloid
sarcoma and bone marrow.
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BBEJEHME

I[IpumepHO !/, BCex 3/I0Ka4eCTBEHHBIX HOBOO6Pa30BaHUM
y KEHLIUH NPUXOJUTCSA Ha ONYyXOJH >KEHCKUX IOJIOBBIX
opraHoB. HawnbGosiee pacnpocTpaHeHHbIMU SIBJISIOTCS
onyxoau Tesa MaTtku (9 %) u weiiku matku (52 %),
YyTb pexXe BCTPEYaAITCs ONyXoJu SUYHUKOB (4,3 %)
[1-3]. Yaue Bcero npu rucToJIOrM4eckoM MCceJ0BaHUU
MaTepuaJia BbISABJAITCS 3MUTeNMalbHble ONYX0JH: 9H-
JloMeTpUOUHAs aleHOKapLIMHOMa NPU [TopakeHU! TeJsa
MaTk4 (80 %), MIOCKOK/IETOYHBIN pak NpHU MOpaKeHUH
mekiku MaTku (70-80 %), ceposHasa LMCTaZeHOKap-
UHOMA NpU HopaxkeHUU sUYHUKOB (38 %). Ha gosto
3/JI0Ka4eCTBEHHbIX HOBOOOpPA30BaHUM KPOBETBOPHOW U
aumbouHON TKaHel mpuxoautcs He 6osee 0,5-1,0 %
[2-4].

MuenougHas capkoma (MC), u3BecTHas Kak rpaHy-
JIoljMTapHasi capKoMa, IpeJcTaBJ/sieT co60M 3KCcTpaMe-
JYJUIIPHYIO OIyX0Jib M3 He3peJsblX TI'PaHyJOLUTapHBIX
kJseTok [5]. Ilo onpepenenutro BO3, MC — 3To omyxoJib
U3 MUEJN06JacTOB (C UM 6e3 MPU3HAKOB CO3peBaHUs),
Nopakarolllass aHaTOMUYEeCKyl 006J1acTb, OTJIMYHYIO OT
kocTHoro mosra. [lpu MC npoucxoaut ¢popmupoBaHUe
ONyXOJIM, KOTOpasl HapyllaeT T'MCTOAPXUTEKTOHUKY
OKPY’>KalOLIMX ee HOPMaJbHbIX TKaHeHl. JTO OTVIMYaeT
ee OT 3KCTPaMeAy/UIIPHOTO MOpaXX€HHWs IPU OCTPbIX
MUEJIOUIHBbIX Jelko3ax (OMJI), korma HabJwoAaeTcs
MHQUJIBTPALUSA OIYX0JIeBBIMU 06JIaCTHBIMU KJIETKaMU
OpraHoB U TKaHel 6e3 HapylLIeHHUs] UX IMCTOJI0rMYeCKon
CTPYKTYDpHI [6].

Brigenstor nuzonuposanHyto MC, a Takxke CBA3aHHYIO
C APYTMMHU ONYXOJISIMU CUCTEMBI KPOBH, TAKUMU Kak OMJ],
MuesoaucaactTuyeckuit cungpom (M/IC), Muesionposiu-
depaTtuBHble HOBoOoGpa3oBaHusa (MIIH), MC/MIIH. MC,
accouuupoBaHHasg ¢ OMJI, MoXxeT Kak Npe/llecTBOBATb
pPa3BUTHUIO MHEJIOUJHOrO JIeHK03a, TaK U Pa3BHUBATbCH
B ero Je6ioTe Wiad npu peuuause [6-8]. CortacHO uMe-
IOLIMMCSl JINTEePAaTYPHbIM JJaHHBIM, H30/uMpoBaHHass MC
B OTCYTCTBHE JileYeHUs NMOYTH BCerjia NMPUBOAUT K pas-
BUTHI0 OMJI B KOpOTKHE CPOKH — B CpeiHEM B TeUeHUe
7 Mec. (anamason 1-25 mec.) [9].

CorytacHo faHHbIM 6a3bl MEDLINE, 3a nepuof ¢ 1965
o 1995 r. 6b1y10 3aperucTpupoBaHo Bcero 154 cayyas MC

pas/NYHbIX JoKaauzanui [9]. Ilo uMerouuMcsa MaTepu-
asiam NCDB (National Cancer Database), B CIIIA 3a nepuof,
¢ 2004 nmo 2013 r. 3apeructpupoBaHo 746 caydaeB MC,
yTto coctaBisieT 0,8 % Bcex OMJI [10]. 3a6osieBaeMOCTb
n301MpoBaHHOM MC BO BceM MHpe COCTaBJsieT OKOJIO
2 cay4yaeB Ha 1 MJIH HacesieHus [6]. Y manueHTOB C Be-
pudunupoBanubiM OMJI paszBuThe MC HabGJ/t0JaeTcs B
2,5-9,1 % cayyaes [11-13].

[Ipy aHa/sM3e JMTEepaTypHBbIX JAHHBIX 3a NepHUoJ C
1965 o 2019 r. MO’XHO 0GHAPYKUTb HECKOJIBKO My06JIH-
KalMi, BKJIIOYAIOIIUX B Ce0S1 CTATUCTUYECKOE 0000IIeHNE
cayyaeB MC c onucaHMeM JIOKa/JM3alMd 04aroB Iopa-
JKeHUs], CpeJjHero BO3pacTa, 1oJia NallUeHTOB U JpYyrux
xapakTepucTuk. CyMMapHas uHpopManus, oTpaxkarouias
YaCTOTy BOBJIEYEHMs Pa3JIMYHbIX aHATOMUYECKUX 06.1a-
creit npu MC, npezacraByieHa B Ta6s. 1. O4eBUIHO, YTO
MC nepBHUYHO MOeT MOpaXkaThb JiloOble aHATOMHYeCKHe
06J1acTH ¥ TKaHH, OJJHAKO HanboJjiee YaCTO BOBJIEKAKOTCSA
MSTKHe TKaHU U JuMbaTuyeckue y3iabl [9]. Hepenko y
MaLMeHTOB BbISIBJASIOTCS OPaXKEHUs CPa3y B HECKOJIbKUX
aHaToMuyeckux ob6sactax (20,8 %) [14]. [MopaxeHue
penpoAyKTUBHOM cucteMbl npu MC peructpupyercs B
5,8-22,7 % Bcex Jiokaausanuil. Mbl 0GHApPYKUJIU OMU-
caHus 57 KJIMHUYeCKUX HabogeHud MC ¢ nopakxeHUEM
’KEHCKUX I10JIOBbIX OpraHoB 3a nepuoz ¢ 2002 no 2019 r.
(Tabs. 2). OnucbiBaeTcsl BOBJIEUEHUE BCEX OT/EJIOB pe-
NpPOJYKTUBHOMN CHCTEMBbI: Hapy>KHbIX MOJIOBBIX OPraHOB
(8,8 %, 5 us 57 cayudaeB), meiku MaTku (44 %, 25 us
57 cnyvae), Tesia MaTkH (5,3 %, 3 u3 57 ciydaeB) U npu-
JlaTkoB MaTkH (17,6 %, 10 u3 57 caydyaeB). Kpome Toro,
HepeJKO BbIABJAITCA MHOXECTBEHHble IIOpaXKeHUs
(21 %, 12 u3 57 ciy4yaeB), CONYTCTBYIOlllee NOPa)KeHUe
kocTHoOro mosra (40,4 %, 23 u3 57 cnydaes). CorsacHo
MMeWIUMCA JIUTePaTypPHbIM [J@HHBIM, CaMbIM YaCTbIM
KJMHUYeCKUM nposBaeHreM MC 11efKu MaTKU sIBJIsIeTCS
MaTo4yHoe KpoBoTeueHue [15, 16]. [Ipu oneHKe o06IIel
BbbkuBaemoctd (OB) HaubGosiee HeGIaronpusTHbIN
nporHo3 npu MC cBsizaH c nopaxeHusmu L[HC, kocTeq,
JMM$aTUYeCKUX Y3JI0B, CPeIOCTEHUS U cepALa (MeuaHa
OB < 15 mec.) [10].

Bepudukanus guardosa MC HepeJiko NpeacTaBJseT
JIOCTaTOYHO CJIOXKHYIO 33/iayy, 0CO6eHHO B TeX C/ydasx,
Kor/la B Zie61oTe 3a60/ieBaHUsl OTCYTCTBYeT cnenudude-
CKOe TopakeHHe KOCTHOTo Mo3ra. OCHOBHbIe HO30JI0THH,
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Ta6bnuua 1. Yactota BOBNeYeHMS pa3/IMYHbIX aHAaTOMUYECKMX obnacTte

JNokanuzaums, n (%)

Moue-
Bblaenu-

Penpopykrtus-

Yucno npo-
aHanusun-

Mecro npo-

Hasl cuctema
(MonouHas

dHpgo-
KpUHHas

Obixa-
TenbHas

Koctu

Xenesa,
ANYKO, MaTKa,

TeNbHadA
cucrema
cucrema

cucrema

HepBHas Inas,
op6uTta

XKT

cucrema

Koxa Numdpa-
Cpepocre-
U MAITKMe  TUYECKue R

POBaHHbIX

BeeHusa
uccnepoBa-

ABTOp

cnyvaes TKaHu y3bl

HUs

ANYHUKM)

2(1,5) 3(2,3)
- 37 (4,9)

4(3,)

12(9,2)
43(5,8)

3(2,3)
49 (6,6)
3(3,25)
5(7,0)
8 (13,0)
29 (19,2)

4(3,)

2(1,5)
46 (6,2)
3(3,25)

10,3)
9,8)
1)

2,3)

3
77
9
8

9(22)  72(55,0)  28(214)
234(313) 73(9.8) 32(4,3)

27(29,3)
26 (36,1)

131
746

92

Anonunsa
CLLA

2003-2015
2004-2013

K. Kawamoto et al. [7]
G. Goyal et al. [10]

1(1,0)
1(1,4)

2(2,2)

1(1,4)

1(1,0)
3(4,1)

1(1,6)

8(8,7)
14 (19,4)

101,0)
5(6.9)
1(1,6)

5(3,3)

2(2,2)
5(6,9)

15 (16,3)

Wtanua

1990-2004
1983-2016

S.A. Pileri et al. [17]

8 (11,1)

18 (25,0)

72

benbruga

H. Claerhout et al. [14]

4(6,5)
26(17,2)

2(1,3) 3(2,0)

1(0,7)

1(2,6)
3(2,0)

7(18,0)

15 (24,5)

19 (31,0)
30 (19,9)

61

CLUA
[epmaHus

1981
2001-2019

R.S. Neiman et al. [43]
H.J. Meyer et al. [44]
H.Q. Wang, J. Li [45]
J.C. Byrd et al. [9]

21(13,9)

151
39

Kutaii
CLLA

2005-2015

34(22,0) 23 (15,0)

154

1965-1995
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Cc KoTopeIMU caenyeT auddepeHurposats MC, BKJIIO-
YalT pas3/iMyHble BapUaHTbl JHUMQPOUAHBIX OIyXoJIeH,
a Tak)Ke HereMaToJIOTHYeCKUe OIyXoJieBble 3a60J1eBaHUs
(MeslaHoMa, HU3KoAUGPEPEHIIUPOBAHHBIN paK, capKoMa
IOuHra, HeMpO3HJOKPUHHBIE OIYX0JIM) U HEONyXoJieBble
npouecchl (HanpuMep, XpoOHUYeCKui nepsunut) [17, 18].
Yactora omu60ok B AuddepeHIMaTbHON AUArHOCTHKE
MC c HereMaToJIOTM4eCKUMM 3JI0KaueCTBEHHbIMU HO-
BOOOpa30BaHUSMU Ha 3Tale NepBUYHON BepuduKanuu
Jvar"osa gocturaet 25 %, a npu guddepeHnaabHoON
JIMaTHOCTUKe C HEeXO/PKKUHCKUMHU JUMQOMaMH MOMKeT
yBesnuuBaThcs U o 50 % B cBA3U co cxoAHOU Mopdo-
Jlornyeckoi kaptuHoit [12, 17, 19, 20]. BrinosHeHue
MMMYHOTMCTOXMMHUYECKOI'0 HCCJeloBaHUA B JebloTe
3a60JieBaHUSA SABJsAETCA 00513aTe/IbHBIM 3TaoM Beprudu-
KalM{ JiMar{osa M nosBoJisieT B 96 % ciy4aeB ycTaHO-
BUTb JJOCTOBEPHBIN auarnos [9, 17]. s MC xapakTepHa
akcnpeccuss CD34, CD43, CD45, CD68, CD56, CD99, nu-
3o1MMa, Muesonepokcuaasnl, CD117, ogHako HauboJsee
yacTo o6HapykuBaeTcs akcnpeccusi CD11c, CD13 u CD33.
Hepenko BcTpedaeTcst abeppaHTHas KO3KCIpeccuss Map-
kepoB T- 1 B-K/1eTO4YHBIX JIMHUH, KOTOPbIe TaK»Ke He0b6Xo-
JMMO BKJ/II0YaThb B IMarHOCTUYECKYIO [IaHeb, B T. Y. U JJI5
WCKJ/II0YeHNUs JUMGQOUHONW HaNpaBJeHHOCTH OIyX0JIH
[12, 13]. B iuTepaType ONUCBHIBAIOTCS CJAy4yau MEPBUYHON
OIIHMO6O0YHON AMArHOCTUKH, UTO, K COXKaJIEHUI0, TPUBOAUT
K Jla/ibHeNIIeMy HelIPaBUJIbHOMY BbIOODY Jie4eOHON TaK-
TukKU. Tak, B ucciaegopanuu S.A. Pileri u coaBT. 3,26 % na-
1reHTOK ¢ MC 1 nopaxkeHHeM >KeHCKHX I10JI0BbIX OPIaHOB
noJiy4aJyd Tepanuio Mo MpoToKoay Aas JuMpoM. Hu B
OJIHOM U3 ONUCAHHBIX CJIy4YaeB UMMYHOTMCTOXMMUYECKOe
rcceloBaHNe B IOJIHOM 06beMe B le610Te 3a60J1eBaHUsA
He GbLJIO BbINOJIHEHO [17].

Kaku npu OMJI, npoBejeHHe LUTOreHETHUYECKOTO
Y MOJIEKYJISIPHO-TeHeTHYeCKoro uccaefoBaHuil npu MC
Heo0X0/JUMO KaK C AMAarHOCTUYEeCKON TOYKU 3PeHHs, TaK
U AJ151 oNpefie/ieHNs Aa/bHeNIINX TepaleBTUYeCKHX BO3-
MOXKHOCTel. TeM He MeHee HMMewIHecs JHUTepaTypHble
JlaHHbIE 110 [UTOTeHeTHUYeCKON U MOJIEKY/IIPHON KapTHHEe
npu MC orpaHudensl. K HacTosiieMy BpeMeHU U3BECTHO,
YTO B 6OJILIIUHCTBe ciay4aeB (73,2 %) y nanueHToB ¢ MC
B KOCTHOM Mo3re (Kak NpHU HaJW4YHUU ero IopakeHHus,
Tak U 6e3 Hero) oGHAPYKUBAIOTCS Te WJU UHbIEe IUTO-
reHeTH4YeCcKHe IOJIOMKH, IPU 3TOM JOCTAaTOYHO 4YacTo
BCTpeydaeTcsl KOMIJIEKCHBIM kapuoTun [7]. Cpeau xpoMo-
COMHBIX aHOMaJIMM, KOTOpble HauboJiee YacTO CBSA3aHbI
¢ MC, BoigensaoT t(8;21)(q22;922.1), inv(16)(p13.1;q22)
nt(9;11)(p21.3;923.3) [5,7,9,17, 21]. [Ipu uccnesoBaHUU
$UKCHPOBaHHBIX B pOpMa/IMHe U 3aUThIX B IapaduH Io-
pakeHHbIX TKaHel y 28 % nanueHTOB 06HAPYKUBAOTCSA
myTanuu NPM1, NRAS u DNMT3A [22]. MyTanus reHa
NPM1 sBnsieTcs MapKepoM 6JIaronpUsTHOTO MPOTrHO3a,
3a UCKJIIOYEHHEM CTydaeB COueTaHUs ¢ MyTaljuei FL T3
[22-25].

C 1esibl0 OLIEHUTh 00beM MopaxkeHUsd U 3PpPeKTUB-
HOCTb NPOBOJMMOM Tepaluy MPU Pa3JUYHbIX OMYXOJAX
CUCTEeMBbl KPOBM HCIHOJIb3YeTCs IO3UTPOHHO-3MHUCCU-
OHHasg ToMorpadus, CoBMelleHHas C KOMIIbIOTepHOH
Tomorpadueir (II3T-KT). OcobeHHO Xopolio H3yyeHa
NporHoctuveckas neHHocTb pe3yabraToB [I9T-KT nepeg,
NpOBeJleHueM TpaHCIJIaHTAaLUU KocTHoro mosra (TKM)
npu  auMdonposrudepaTUBHBIX  HOBOOOPA3OBAHUSX.
[TanueHThl, y KOTOpPBIX AocTUrHyTa [13T-oTpunatenbHas
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Ta6nuua 2. MNopaxeHne XEeHCKNX NOSIOBbIX OPraHOB NPU MUENONAHON capkome: 0630p iMTepaTypHbIX AaHHbIX

Yucno CpepHsas npo-
npoaHanu- BoBneuenue AOMKNTENIBHOCTb
3UPOBaHHbIX KOCTHOro Bapuanr HabnogeHus,
ABTOp, CTpaHa, rop cnyyaeB 06nacTb nopaxeHus Mmo3ra Tepanun n (%) Mmec.
B. Pathak et al., Kanaga, 25 LM — 76 % (n=19) 48 % (n=12) MXT 7(28) 7,7
2005 [15] TM—8%(n=2) nT 2(8) 5
HMNO —4 % (n=1) XB 2(8) 3
MHoxecTBeHHOe nopaxeHue — 4 % MXT + T 6 (24) 13,75
(n=1) MXT + XB 2(8) 20,5
He ykazaHa — 8 % (n = 2) NT + XB 1(4) 1,75
be3 nevenus 4 (16) <1
R.M. Kahn et al., CLLA, 1 TM, MT, neBblii AUHHUK [a [XT + XB 3
2019 [29]
G. Modi et al., UHauns, 1 HMNo Het MoHoTepanus runome- >4
2004 [30] TUAMPYIOLLYMMU areHTamu
(neumntabuH)
J.-A. Hernandez et al., 2 LM, MT, auynnkn/HMO 100 % (n=1) [XT + ayToTKM 10
Wcnanng, 2002 [31] MXT + XB + ayToTKM
M. Ucar, M. Guryildirim, 1 MonouHas xenesa, LM, MT [Oa MXT >2
Typums, 2014 [32]
M.G. Garcia et al., CLUA, " WM —27,3% (n=3) 36,5% (n=4) MXT 7(64) 40
Wcnanns, 2006 [33] Anynnkn — 18,2 % (n = 2) nT 1(9) 5
TM—9%(n=1)
HMNO — 9% (n=1) [XT + annoTKM 1(9) >6
MHoxecTBeHHOe nopaxeHue — 36,5 % XB 8(73) —
(n=4)
9 WM —11% (n=1) 22%(n=2) MXT 3(33) 15
Anrnkn — 89 % (n = 8) MXT +annoTKM  1(11) 10
S.CH.Kim et al., 1 Lm Het MXT + NT 1(100) >72
®paHumsa, 2010 [34]
H. Gill et al., Kutai, 1 LM, manblii Ta3 Het MXT 1(100) 16
2012 [35]
W. Gui et al., Knutan, 2 LLIM/LLIM + Ta30Bble MMMdaTHyeckne 50 % (n=1) [XT + XB 16
2019 [16] y3nbl MXT 26
A.S. Weingertner et al., 1 LLIM, Ta30Bble iuMcaTuyeckmne y3nbl [a MNXT >3
®paHums, 2009 [36]
Y. Yu et al., Kutai, 1 HMO, WM Het MXT 4
2015[20]
H. Bao et al., Kutai, 1 HMo Hert XB + MXT + annoTKM >6
2019 [37]

anno(ayto)TKM — TpaHcnnaHTauns annoreHHoro (ayToaormyHoro) KocTHoro mo3ra; JIT — nyyesas Tepanust; MT — matouHble Tpy6bl; HIO — HapyxHble
nonosble opraxbl; MXT — noauxumuotepanus; TM — Teno matku; XB — xupypruyeckoe Bmelnatenscrso; LM — weika matku.

peMuccusi, UMeT Jy4ylive nokasatead OB u BbDKU-
BaeMocTu 6e3 mporpeccupoBaHusi [26]. [IT-KT Takxke
vcnosb3dyetcsa M npu MC Kak Ha aTane NepBUYHOM JHa-
THOCTHKH, TaK U JJs OLeHKH OTBeTa Ha HNPOBOAUMYIO
Tepanuto [27].

Ha ocHoBe aHanusa PoccuicKUX — KJIMHUYECKHX
peKoMeHJalul, pekoMeHJanui EBpomelickoil ceTu mo
nusydeHuto jerko3os (ELN)-2010 u HanuoHanbHOM Bce-
o61eit onkosorundeckot cetu CHIA (NCCN) oTyeTsiMBO
NpocCJIeXXMBaeTcs eJMHbIA oAX0A K Tepanuu MC, 3akJto-
YalUIMNACA B HCHOJIb30BAHUM CTaHZAPTHBIX NpOrpaMm
sedenus OMJI [23, 24, 28]. ComiacHO JUTEpPATYpPHbIM
JaHHBIM, 00O0OIIEHHBIM B TabJ. 2, HauboJiee 4acTo B
JleyeHUU MC KeHCKUX MO0JIOBBIX OPraHOB NMPUMEHSIOTCS
MMEHHO PEeXUMbl Noauxumuorepanuu (66,7 %, 38 us
57 ciydaeB), Kak B KayeCTBe CAMOCTOSITEJIbHOI'O MeTo/a
(38,6 %, 22 u3 57 cayvaeB), Tak U B KOMOUHALMU C JIy-
yeBoi Tepanueit (12,3 %, 7 u3 57 ciyyaeB), onepaTUBHbIM
BMellaTeabCTBOM (7 %, 4 13 57 cay4yaeB) ¥ TpaHCIJIaHTa-
LjMel alJIoTeHHbIX UM ayTOJOTUYHbBIX FeMOI03TUYeCKHUX
CTBOJIOBBIX KJIETOK KpoBM (8,8 %, 5 u3 57 ciyyaes).

VMeHHO peXHUMbl C HCHO0Jb30BAaHUEM MOJUXHMUOTE-
panyM NOKasblBAIOT HaWJydlllMe pe3y/lbTaThbl U CaMble
AIUTe/bHble Tepuo/ibl HabswaeHusa (go 72 mec.) [15,
16, 20, 29-37]. Y nanueHTOB, NOJYYAOL[UX CUCTEMHYIO
XMMHOTepanuio, OTMevyalTcs Jydilive nokasareaud OB
1 MeHbLIUHN puck nporpeccupoBanuss MC B OMJI (42 %)
[0 CpaBHEHUIO C MallMeHTaMH, MNOJyYarollUMH TOJbKO
JIoKaJibHOe (JlyueBOe WJIM XUpypruyeckoe) JiedeHHe
(88-100 %) [13]. Kax B ciiyyasix usosarMpoBaHHoi MC, Tak
Y NIPU COMYTCTBYIOLEM NOpaXKEHWHU KOCTHOI'O MO3ra HH-
JYKLIMOHHOM Tepanuel BbI6Opa CYMTAIOTCA cofeprKalline
LUTapabuH pexxumsl [12, 13, 23, 24]. Y naiueHTOB, He SB-
JISIIOLIUXCA KaHJWJaTaM{d Ha NMpoBeJieHhe UHTEHCUBHOU
MOJIMXMMUOTEPANUY, BO3MOXHO HCII0JIb30BaHHUE HOBBIX
TapreTHbIX INpenapaToB. BdacTHocTH, coo6uialTCcA
cy4au NpUMeHeHUsl reMTy3yMaba o3oraMHUIMHa (KOH'b-
IOrMPOBaHHOE TyMaHU3UPOBAaHHOE MOHOKJIOHAJbHOE
aHTU-CD33-aHTUTEN0 ¢ KaJUXeaMULIMHOM) V MalUEHTOB
¢ MC ¢ focTuxKeHHeM IOJIHOTO paspelleHUs 3KCTpaMe-
AyJisipHOM omyxoJsiu B 4 U3 5 cayvaeB [13]. Kpome Toro,
ONMCAHO HCII0JIb30BaHHE TMIOMETUIMPYIOIINX areHTOB
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(menutabun 20 mr/m?) npu usosupoBaHHod MC Bisara-
JIMLIA YV MalMeHTKU 68 JieT ¢ JOCTHXKeHHeM YaCTUYHOro
OTBeTa MO JaHHBIM KoHTposabHOU KT mocie 4 kypcoB
[30]. Kak yoB/IeTBOpUTE/IbHBIE PACLIEHUBAIOTCSA Pe3y/lb-
TaTbl NpPHUMEHEeHUs THUIOMEeTHJIMPYIOIUX IpenapaToB
B KOMOWHALMU C BeHeTOKJlakcoM (uHruébutop BCL-2).
BuccnenoBanuu S. Otoukesh u coaBT. mosyyeH oTBeT
(mosiHas peMuccHs/TOJHAsA peMUCCHS C HENIOJHBIM reMa-
TOJIOTMYECKUM BocCTaHoBJeHHeM) B 50 % ciy4yaeB, pH
3TOM JlaHHBIN NoKasaTesb Jocturaia 60 % y maigueHToB
C BIepBble JUarHOCTUPOBAHHbIM 3a60JiIeBaHUEM. Y Nalu-
€HTOB, OTHOCSLIMXCS K HeGIaronprUsaTHON rpynIe pyUcKa,
JIOCTH)KEHHe OTBeTa 3apernCcTpUpoBaHo B 42 % ciayvaes
[38]. Tepamuss BEeHETOKJIAKCOM B MOHOpEXHME TaKXKe
3¢ dexTrBHA. OnucbiBaeTCs KJIMHUYECKOe HabJIo/leHue
naunueHTKu c pedpaktepHoid MC, pasBuBLIeicsS Kak
3KcTpamMenysapHbId penuguB OMJL [losiHas pemuccus
JIOCTUTHYTa Ha pOoHe MOHOTepanuu BeHeTOoKIaKkcoM [39].

Ponp nyyeBoit Tepamuu B JjedyeHun MC pguckyra-
6esbHa. Kak ynoMHUHa/lOCh Bblllle, IPUMEHeHUe Jy4eBor
Tepalnvy B MOHOpeXXHMMe HelleJlecoo6pa3Ho U BJjedeT 3a
c060¥ BbICOKMH PHCK NPOTrpecCUPOBaHUsA C MOPaKeHUEeM
KocTHOro Mo3ra no tuny OMJI. KpoMme Toro, y naijueHTOB,
MOJIy4aBLIMX TOJILKO JIy4eBYI0 Tepanuio, PUCK el IUBOB
3a60JieBaHUs Bblllle B CDAaBHEHWH C TaljJMeHTaMU, KOTOPbIM
NPOBOAUIN KOMOWHUPOBAHHOE XMMHUOJIyYeBOe JeyeHre
[5]. B KpynHBbIX peTpPOCNEKTHUBHBIX MCCIe[JOBAaHUAX He
OblJIO TMPOJEMOHCTPUPOBAHO IpPEUMYLIECTBA B BBDKU-
BaeMOCTH B Tpyllllax NalMeHTOB, MOJy4YaBLIUX TOJbKO
XUMHUOTEPANUI0 UM KOMOMHUPOBAHHYI0 XUMHUOJIYYEBYIO
Tepanuto [12, 13]. TeM He MeHee Jiy4yeBasi Tepamnus
MOXKeT pacCMaTpPUBATBCS ¥ GOJIBHBIX C U30JUPOBAaHHOMN
MC, KoTOpble He JOCTUIVIM NOJHOM perpeccuy OmnyXoJiv
nocJjie MOJMXUMUOTEPANINY, a TaKKe KaK NaJIMaTUBHas
ONIMA /s NALUEeHTOB, He fABJSIIIMXCA KaHAUJAaTaMU
Ha INpoBeJieHWe HMHTEHCUBHOW IMOJUXUMHUOTepanuu |5,
11-13]. Tak, Bo3MO:KHO AocTuxKeHue nosaHou [I9T-otpu-
LaTeJbHOW peMHCCHU NpU H30uMpoBaHHOM MC mocie
Kypca CUCTeMHOM XMMHOTepalnuM U NMOCIeAyIoLiero Jjay-
yeBoro JieyeHus [40]. B 1nuTepaType nuMeeTcst HECKOJIBKO
ONMCaHUM pUMeHeHUs Jy4eBoH Tepanuy, B T. 4. npu MC
JKeHCKUX M0JIOBbIX opraHoB [33, 34]. [IpuBogutcs 1 kiu-
HHUYecKoe HabJl0ZleHHe H301uMpoBaHHOM MC MaTku u
NpaBoOro AM4YHUKA y 17-7eTHel NalueHTKH, IPpU KOTOPOM
NpPOBOAMJIACE JIyYeBas Tepalusi B MOHOPEXHUME U CIyCTs
2 Mec. pasBusicsa OMJI [33].

Bosiee o6GHazexuBawlyde pe3yJabTaTbl IOJy4YeHbl
npu NPUMEHEHUH KOMOWUHUPOBAHHOU XHWMHUOJY4YeBOU
Tepanuu. Onucad caydail 30-1eTHel manueHTKUd C U30-
JupoBaHHOW MC mIeliKM MaTKH, KOTOPOW MPOBOJUIUCH
NOJIMXMMUOTePaNus U Nocjefyollee o61ydeHre MaTKU
B fo3e 30 I'p ¢ AocTUKeHMEM TTOJIHON perpeccry OMyXoJIx
U COXpaHEeHHEeM JOCTUTHYTOro oTBeTa GoJiee 6 JieT [34].
TakuM 06pa3oM, MOXKHO c/ieJIaTh BbIBO/J, YTO JlyuyeBas Te-
panusa npu MC c nopakeHHeM >KeHCKHUX I10JI0BbIX OPraHOB
He JI0JDKHA MCIO0JIb30BaThCsl KaK eJMHCTBEHHBIH MeTO[
NpPOTHUBOONYX0JieBOro Bo3zeicTBUsA. OHa olpaB/aHa
JIMLIb KaK JOTIOJHUTENbHbIA MeTO/ Nnocje 3Tana apdek-
TUBHOM NOJIMXMMHOTEPANHH.

MecTo xupypruyeckoil oniuu B JedyeHun MC go
KOHIla He olpejieseHo. Jlaxke B OTCYTCTBHEe INOpPaKeHUs
KocTHoro Mosra MC mnpejcTaB/sieT CO60M CUCTEMHOe
3ab0JieBaHUeE, IO3TOMY XHMpypruyeckas TaKTHKa C 3BHUC-
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Lepauyeld U paJUKaJbHbIM HCCEYEHHEM MOpaXKEHHBIX
TKaHell He ompaBzaaHa [11, 13]. B iuTepaType omnucaHo
HECKOJIbKO KJIMHWYeCcKUX HabuofeHui MC 3KeHCKHX
MIOJIOBBIX OPTaHOB, B JileYeHUHU KOTOPBIX MCI0JIb30BaJICA
XUPyprudyeckuil mnoaxof. B ofHOM M3 HUX NalUeHTKe C
MC AMYHHUKOB I10CJIe UHAYKIIMOHHOTO Kypca BbINOJHEHA
CaJIbIIMHI00BapU3KTOMHUs. [lajsiee pa3BU/ICA paHHUU pe-
uuauB OMJI c ieTanbHBIM UcxoAoM [29]. UMeeTcs Takxke
onucaHve nepBHYHONH MC mIeHKHM MATKM y >KeHLMHbI
46 JeT, KoTopas JABaXJbl MOJBeprajach XuUpyprude-
CKOMY BMeLIaTesJbCTBY (aJlHEKC3KTOMUU U YpeTepolu-
CTOCTOMMH) NlepeJ, NpoBeJleHUEM CUCTEMHOW XHMHOTe-
panuu ¥ ymepJia yepes 21 Mec. mocjie NOATBepPXKJeHUs
auarHos3a [16]. H. Bao u coaBT. omuchiBaioT 6oJjee
yCIIeLIHbIA OMNBIT JieYeHUsl u3ojupoBaHHOW MC Biara-
JIUIA y MallueHTKU 53 JIeT, KOTOpoi 6blia BBIMOJIHEHA
TOTaJIbHas JlIallapoCKONMYecKas pe3eKlys ONyXoJiy C Mo-
caeaywouied CUCTeMHONW MOJMXUMHUOTepandel U TpaHc-
IJIaHTalMel a/JJIoTeHHOro KocTHoro mosra (a/wioTKM)
C JJIUTEJbHBIM COXpaHEHHEM MOJIHOU pemuccuu [37].
Ha MOMeHT HamMcaHusl CTaTbHW NMallMeHTKa OCTaBajachb
o/, HabJI0leHHeM B MOJIHOU peMuccuu. TakuM 06pasom,
XUpypruyeckasi ONuus OCTaeTCs JIUIIb JONOJHEHUEM K
CUCTEMHOM NpPOTHBOOIYX0JEBOW Tepanuy, a Jwboe pe-
l1eHre 0 He06X0AUMOCTH OIlepaTUBHOT0 BMelllaTe1bCTBa
JI0/KHO MPUHHUMATbCS UHAMBUAYAIbHO.

TKM ocTaeTcsi oueHb BaXKHOM OMI[MeN B TEpaNUU Kak
n301MpoBaHHON MC, Tak U NpU HaJMUUMU CONYTCTBYIO-
11ero nopakeHuss KoctHoro mosra no tuny OMJIL. B He-
CKOJIBKHUX HCC/IeJOBAaHUSAX OTMEeYalTCsl SIBHble NpenMy-
1ecTBa 1o okasaTesaM OB y naiueHTOB, KOTOPBIM Obla
BbInosiHeHa asi1oTKM. Tak, 4-n1etHada OB coctaBusia 76 %
Brpynne casioTKM u 0 % B rpynne 6e3 TpaHCIJIaHTalL MU
[17]. B apyrom ucciaenoBanuu 5-netHsas OB y nanueHToB
¢ usosnpoBaHHoi MC us rpynmsl ¢ au1oTKM coctaBuia
48 % 1o cpaBHeHHUIO ¢ 36 % y nalHeHTOB 6e3 TpaHCIJIaH-
Tauuu [41]. K coxxasneHuo, B iuTepaType ONHUCAHBI JUILIb
e/JMHUYHbIe KJIMHUYeCKHe HabJItoieHus nanueHTok ¢ MC
>KEHCKHX T10JIOBbIX OPTraHOB, KOTOPbIM Obljla BbINOJHEHA
TKM (cM. Tab6.1. 2).

Hwxe ™Mbl NpUBOAMM ONHCAaHUE KJIMHUYECKOIO
HabtogeHuss MC »KeHCKUX IT0JIOBBIX OPTaHOB NPU CO-
MYTCTBYIOLEM BOBJEYEHHH KOCTHOTO MO3ra, a TaKxKe
paccMaTpHUBaeM acneKkThbl NEPBUYHON BepuUKaALUU [U-
arHosa, TaKTHUKH JiledeHUs] U MeTO/0B NPOMEXYTOYHOI0
KOHTPOJIs1 93¢ PEeKTUBHOCTH NPOBOAHUMON Tepanuu.

KNMHUYECKOE HAB/TIOAEHUE

[TanueHnTka, 49 neT, ¢ HapylLleHUSMU MEHCTPyaJIbHOr'O
LMKJa B BHJle 3a/lep)KKM MEHCTpyallMd W 3MU30/l0B
OOMJIBHOM MeTpopparuu B aHaMHese. [loTepu Macchbl
TeJla, 3NM30/10B JIUXOPaJ K1, HOUHBIX IOTOB He OTMevaJla,
comaTuyeckuil cratyc coorBetctBoBas ECOG 0 6assoB.
[Ipu ¢u3uKasIbHOM HCCAEeNOBAaHUU OOpaljajio Ha cebs
BHMMaHMe MOBbIIlIeHHe NToKa3aTeJisl MH/eKca Macchl TeJla
(UMT 27,9 kr/m?).

[Ipy TMHEKOJIOTUYEeCKOM OCMOTpe Ilelika MaTKHU
npejcTaBjeHa 3K30QUTHON ONyXO0JbI0 C BbIpaXKEHHOMU
KOHTAaKTHOW KPOBOTOYMBOCTbIO, T€JI0 MaTKH yBeJIHYEHO
U COOTBETCTBOBaJo 6 HeJ. GepemeHHocTd. [lpu Y3U
OpraHOB MaJIOTO Tas3a BbISIBJEHO 0O6pa3oBaHUe B Ilelike
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Puc. 1. M3T-KT nauneHTkun B AebtoTe 3a6oneBaHns. Busyanmsmpyercsa metabonnyeckn akTuBHoOe o6pa3oBaHne B LUENKe MaTKN (CTPE/IKM)
pasmepom 71 x 48 mm ¢ SUVIbm max 5,5

Fig. 1. PET-CT of a female patient at disease onset. Metabolically active cervical lesion (arrows), 71 x 48 mm with SUVIbm max 5.5

[ =

Puc. 2. M3T-KT naumeHTkn B AebioTe 3aboneBaHus. Busyanmsnpylotcs MeTabonmyeckn akTuBHble NuMdatTn4eckne ysnbl (CTpesiku)
no xoAdy o6Lwux NoAB3AO0LHbIX cocyaoB Ao 8 MM ¢ SUVIbm max 2,16 cnpasa 1 go 7 mm ¢ SUVIbm max 2,2 cnesa; nNo xoay HapyXHbIX
noAB3A0LWHbIX cocyaoB Ao 15 x 11 mm ¢ SUVIbm max 2,6 cnpasa 1 19 x 14 mm ¢ SUVIbm max 2,9 cnesa

Fig. 2. PET-CT of a female patient at disease onset. Metabolically active lymph nodes (arrows) along common iliac vessels up to 8 mm with
SUVIbm max 2.16 on the right and up to 7 mm with SUVIbm max 2.2 on the left, along external iliac vessels up to 15 x 11 mm with SUVIbm
max 2.6 on the right and 19 x 14 mm with SUVIbm max 2.9 on the left

Puc. 3. M3T-KT nauneHTkn B gebioTe 3aboneBaHusa. Busyannsumpytotca Metabonnmyeckn akTuBHble nnMmdatuyeckne y3nbl (CTPesKM)
no XoA4y BHYTPEHHUX NOAB3AO0LUHbIX COCyAoB cnpaea ¢ SUVIbm max 2,3

Fig. 3. PET-CT of a female patient at disease onset. Metabolically active lymph nodes (arrows) along internal iliac vessels on the right with
SUVIbm max 2.3
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Puc. 4. BuonTtat onyxonu wenku matkn. OKpacka reMaToKCUInHOM 1 303mHoM, X100 (A); x200 (b); x400 (B); x600 (I

Fig. 4. Cervical tumor biopsy. H&E stain, x100 (A); x200 (5); x400 (B); x600 ()

MaTKU. B KIMHUYeCKOM aHa/iM3e KPOBU OTKJIOHEHUS OT
HOPMBbI OTCYTCTBOBAJIH.

[lo pesynbraTam MPT-ucciefoBaHuss € BHYTpH-
BEHHBbIM KOHTPAaCTHPOBAaHUEM 00I1i1e pa3Mepbl OMyX0JIH
B LIefiKe MaTKH COCTaBUJIU 43 x 75 x 76 MM, Ha IOCTKOH-
TPACTHbIX M300paKEHUSAX OTMevyasloCb HEeMHTEHCHUBHOe
HaKOIJIEHWe TNapaMarHeTHKa OIIyX0JIeBOM TKaHbIO.
Kpome Toro, o6Hapy»eHa WHBa3us B TeJO MaTKH (< '/,
ee JIJIMHBI), 60OKOBOM napaMeTpUH, Ta30BYI OpPIOLIMHY
(6e3 nHBasMM B MO4YEBOH Ny3blpb, MOYETOYHHUKU U
NpsSIMyI0 KUIIKY). BbIsiBleHO nopakeHHe JjauMdaTuye-
CKMX Y3JI0B: BJ0JIb OOLMX M HAapPY>KHBIX MO/ B3/0LIHBIX,
3anMpaTesbHbIX, NPaBbIX BHYTPEHHUX I10/B3/I0IHBIX
COCYZI0B CTPYKTYPHO M3MeHeHHble TUMdaTHYeCKUE y3JIbl
pasMepoM oT 6 x 7 1o 27 x 14 mMm (N1, ypoBHu 1 u 2). [1a-
paaopTasbHO B Kpae CKAaHUPOBAHMUA cJleBa OGHAPYKEHbI
MHO)XeCTBEHHble OBOHW/IHble JUMaTHYeCKHe Y3Jbl [0
5-6 MM B nonepevyHuKe, CHUXKeHHON AN depeHMPOBKHU
(Nsusp., ypoBeHb 3).

[Ipu M3T-KT Bcero Tesa ¢ ¥F-GToOpAe30KCUTIIOKO30H
BbISIBJIEHbl MeTabo/JMYecK aKTHUBHOe o6pa3oBaHUe B
melke MaTku (puc. 1) 1 NpU3HaKU NOPaXKeHUs1 BHYTPU-
Ta30BbIX IMMPATHYECKUX Y3JI0B (puC. 2 U 3).

[laneHTKe BBINOJIHEHA KOJIBIIOCKONHUS C 3a60poM
6uoNCcUIiHOrO MaTepuaJja. [Ipu rucTosoruueckom Mccie-
JI0BaHUU BbIsABJIeH AUPY3HbIH UHQUIBTPAT C IOJHU-

MOPOHBIMU KJIETKaMHU CpeJiHEro pazMepa U OKPYIJIbIMU
TUIEPXPOMHBIMH  si[paMH  CO CKJIAA4aToOd silepHOH
MeM6bpaHo# (puc. 4).

[Ipy UMMYHOTHCTOXUMHYECKOM HCCIELOBAHUU OIY-
XOJIM KJIETKH He 3KCIIPeCcCUpPOBaIU MYJbTULIMTOKEPATUH
(MCK), uutokepatun-7 (CK7), kuHa3y aHanjacTU4ecKon
aumdomel (ALK), CD10, CD20, CD3, CD30, CD34, xpomo-
rpaHuH A, cuHantodusuH, gecmus, Fli-1, S-100, PAX-4,
CD56, CD7. B 6osb1IMHCTBE KJIETOK C pasjMYHON CTe-
MeHbI0 BbIPaXKEHHOCTHU Obljla OJIOXKUTEebHasA MUeJIoTe-
pOKCH/ia3a; B YaCcTH KJIETOK BbIsiBJeHa 3Kcnpeccus: CD45
u CD15, cnabas skcnpeccusi CD99, CD4 u CD117 (puc. 5).
[IponudepaTBHAass aKTUBHOCTb OIYXOJIEBBIX KJIETOK
Ki-67 cocraBusia okosio 40 % (puc. 6).

B remorpamMMe OTKJIOHEHUH OT HOPMBI, 32 UCKJ/IOYe-
HUEM YMepeHHOH aHeMHUH, He BbISIBJIEHO: TeMOIJIOGUH —
109 r/x, yuciao sputrpouutos — 4,13 x 10'%/x, Tpom-
6onutoB — 177 x 10°/x, nevikouutoB — 3,5 x 10°%/1,
abCcoJIloTHOE 4YHCI0 HelTpoduwsioB — 2,2 x 10°/nm;
B JleMKoLMTapHO! popMyJie cerMeHTOs/lepHble HEUTpo-
dunbl — 51 %, s03uHodubl — 3 %, MOHOLUTBI — 5 %,
auMoonutsl — 41 %.

JJ11 MCKJII0YeHHUs] TIopaKeHUs1 KOCTHOI'0 Mo3ra Halu-
€HTKe OblJIa BbIITOJIHEHA CTepHa/IbHAs MyHKL s, [Ipu Mop-
¢dosioruyeckoM  MCCJIe[0OBaHWM  acnupaTa KOCTHBIH
MO3T YMepeHHO KJIETOYHbIHM, BbIsIBJE€HA paclIMpeHHast
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Puc. 5. IMMyHOrMCTOXMMUYECKOE NCCnegoBaHne 6ronTtata onyxo/n WeRkKn MaTku:
A — akcnpeccnsa CD4; b — akcnpeccus CD15; B — akcnpeccus CD45; [T — akcnpeccua CD99; ] — akcnpeccua CD117; E — akcnpeccuns mue-

nonepokcnaasbl

Fig. 5. Immunohistochemical analysis of cervical tumor biopsy specimens:
A — CD4 expression; 56 — CD15 expression; B — CD45 expression; ' — CD99 expression; /] — CD117 expression; E — myeloperoxidase expression

Puc. 6. dKcnpeccuss Mapkepa NponncepaTMBHON akTUBHOCTM ONy-
xonesbix knetok (Ki-67) okono 40 %

Fig. 6. Expression of tumor cell proliferative activity marker (Ki-67) is
approximately 40 %

6s1acTHas nonyasauusa (16,2 %), npejcTaBieHHas OKpY-
IJIbIMU HeubdepeHIIMPOBaHHBIMU KJIeTKaMH C BbICOKUM
A/1epHO-IIUTOI/Ia3MaTUYECKUM COOTHOLIEHUEM U CKYJJHON
a3ypoPUIbHON 3epHUCTOCTbI0 B E€AWHUYHBIX CJy4dasx
(puc. 7). llpy UIUTOXMMHUYECKOM HCC/IE0BaHUM peaKIUs
Ha MHeJIONEePOKCHia3y Oblia MoJokuTeabHOH B 50 %
6/1aCTHBIX KJIeTOK. [Ipy npoTo4yHON LUTOGII00PUMETPUHN
BbIsIBJIeHa abeppaHTHas akcnpeccuss CD117, CD13, CD33,
CD64, CD4 u Muesionepokcu/ja3a Ha 6J1aCTHBIX KJIeTKaX.
CTranzapTHOe KapUOTHUNMPOBaHHE He BbIIBUJIO
reHeTU4ecKUx aHoManui (46,XX B 20 mpoaHa/ausupo-

BaHHBbIX MeTadaszax), 0fHaKo Nnpu (GJIOpeCcleHTHON T'u-
6puausanuu in situ (FISH) 6bl1a o6HapyeHa UHBepCUs
xpoMocoMbl 3 (B 76 u3 200 npoaHaIU3UPOBAHHbBIX UHTEP-
¢dasHBIX A7ep BbIsABJIEHO pa3/eseHue fusion-curuana ot
pervona 3q26, 4TO COOTBETCTBYeT UHBEPCUHU B AJUHHOM
mieye xpoMocoMbl 3). [lo AaHHBIM MOJIEKYJISPHO-
reHeTHYEeCKOIo UCCJIe/J0BaHusl, BbIIIOJIHEHHOTO METO/0M
KOJINYeCTBEHHOU nosinMepa3Hol nenHo peakuuu (I1LIP)
B peaJlbHOM BpeMeHH, BblsiBjeHa MyTauus NPM1B (Hop-
MaJIN30BaHHOE KOJIMYeCTBO Konuit — 737,8 %).

BcBsA3M ¢ TeM, UYTO y NalMeHTKU OTCYTCTBOBAJHU
Takue JIONOJIHUTeJIbHble XPOMOCOMHbIe abeppaluy,
kak t(15;17)(q22;q12), t(8;21)(q22;q22.1), inv(16) nau
t(16;16)(p13.1;q22), a KOJUYECTBO OJIACTHBIX KJIETOK B
MHUesorpaMMe cocTaBu/I0 MeHee 20 %, mopaxeHue KOCT-
HOT'0 MO3ra paclieHeHO Kak BTopu4Hoe npu MC.

TakuM 06pa3oM, Ha OCHOBAaHUHU NPOBeJEHHOro 06-
cef,0BaHMsA GbLI OoCcTaBJeH AuarHo3 MC c nopaxxeHueM
1Ief KU U TeJla MaTKH, TapaMeTpHUs, Ta30BbIX IUMbaTHde-
CKHX y3JI0B U KOCTHOT'O MO3ra.

BuoxuMuyeckoe ucciefoBaHHe KPOBU OTKJIOHEHUH
OT HOPMBI He BBISIBUJIO.

YuuTbIBas MOJIOAON BO3PACT MallUEHTKH, OTCYTCTBUE
3HAYMMOM CONMYyTCTBYIOLIEN aTOJIOTHH, a TAKKe POCCUH-
CKHe W MeX/AyHapoJAHble KJWHUYecKHe peKOMeHJaluu
[23, 24, 28], pelieHO NpPOBECTH XMMHOTEPANHIO 10 MPO-
rpaMMe, pazpabotaHHo# A OMJI.

WHAYKIMOHHBIA 3Tal BKJOYaJa Kypc «7+3» (yuTa-
pabuH 200 Mr/mM? B CyTKH B BU/le HENIPEPLIBHONW HHPY3UU
B TeyeHHUe 1 HeJ., ayHOpPY6ULMH 60 Mr/M? B/B B IEpBbIe
3 nHA). UHAYKIMOHHBIA 3Tall OCJI0XKHUJICA pa3BUTHEM
bebpuibHON HelTponmeHUW Ha 13-U JeHb OT Haudajla
Tepalnrvy U BepOSITHOTO MHBA3MBHOTO MHKO3a MO TUIY
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Puc. 7. Acnmnpat KOCTHOrO MO3ra naumeHTkn B aebioTe 3aboneBaHus

Fig. 7. Bone marrow aspirate of a female patient at disease onset

renaToJiveHaJbHOro KaHAu03a Ha 19-1 JileHb OT HavyaJa
Tepanuu. Ha poHe aMnupuyeckoll aHTUMHUKOTHYECKON U
aHTH6aKTepuaJbHOM Tepanuu (MMUIIEHEM + [JUJIaCTaTUH
3 r/cyT, BAHKOMUIIMH 2 I'/CyT, aMUKaLUH 1 I'/CyT, BOPUKO-
Hazos 400 mr/cyT, MmukapyHrun 100 mr/cyT) nHdekuu-
OHHBbI€ 0CJIO)KHEHUS YAa/0Ch KYyIIUPOBaTh.
BoccTaHoB/IeHHEe YPOBHS TPOMOGOLMTOB OBLIO 3ape-
rUCTpUpoBaHo Ha 20-i JjeHb, a HeUTpoPuJI0B — Ha 22-U
JleHb OT HayaJ/la IPOTUBOOIYX0JEeBOT0 JIeueHUs «7+3».
Ha27-i1 pgeHp OT Hayasa HWHAYKIUOHHOTO Kypca
OLleHHWBAJM HeNoCpeJCTBeHHble Pe3y/bTaThbl JieYeHUs
cornacHo kputepusM ELN-2017 [23]: B reMorpamme
yucao HelTpodusaoB coctaBuio 1,36 x 10°/n, Tpom-
6ouutoB — 373 x 10°/n1; B MuesorpaMme KOJIUMYECTBO
6J1aCTHBIX KJIeTOK cocTaBu/o 1 % (mpu ymepeHHOU Kile-
TOYHOCTH KOCTHOI'0 MO3ra). Y naliueHTKH OTCYyTCTBOBasa

3aBUCUMOCTb OT TpaHCPy3ul 3pUTPOLUTAPHON B3BecH
(koHULEHTpanus reMoriobuHa — 83,1 /1, YU CJI0 APUTPO-
nutoB — 3,09 x 10'2/1). [lo JaHHBIM MOJIEKYJISIPHO-TEHe-
THUYEeCKOT'0 MCCJIe/JOBaHHs], BBIIIOJHEHHOIO C MOMOIbIO
kosindectBeHHOM [1LP, penykunsa NPM1B cocraBuia 3 log
(HopManu3oBaHHOe KoJsindecTBo konuit 0,77 %). FISH-
vccaeloBaHNe Ha UHBEPCHUIO XPOMOCOMBI 3 He ObIJIO BbI-
MIOJTHEHO B CBSI3U C MaJIbIM KOJINYeCTBOM MHTepa3HbIX
sa/iep B 6M0JIOTMYeCKOM MaTepuaile.

[To panubIM MPT opraHoB Masoro Ttasa ¢ BHYTpH-
BEHHbIM KOHTPAaCTUPOBAHHUEM, BBINOJHEHHOW Ha 16-H
JleHb OT HavaJla MHAYKLHWOHHOW TepaluM, 0TMevyasoch
yMeHbllleHHe pa3MepoB OIYyX0JeBOro 06pa3oBaHUs B
melike MaTKu 210 3,3 x 4,3 x 3,5 c¢M, YTO COOTBETCTBOBAJIO
penykuuu Ha 67,8 %, 1 MeHee UHTEHCUBHOE HaKOILJIeHHEe
KOHTpacTHOro BellecTBa. KpoMe ToOro, yMeHbLIMJIKCH
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Puc. 8. M3T-KT nocne nHAYKUMOHHOrO Kypca «7+3». Busyanusupyerca metabonmyeckn akTMBHOe o6pa3oBaHune LWEeNKN MaTKu (CTpesiku)
pa3mepom 28 x 24 mm ¢ SUVIbm max 3,2. Pegykums pasmepoB no cpaBHeHuto ¢ NIT-KT B gebioTe 3a6oneBaHus Ha 80,3 %

Fig. 8. PET-CT after “7+3” induction therapy. Metabolically active cervical lesion (arrows), 28 x 24 mm with SUVIbm max 3.2. Compared to

PET-CT at disease onset, 80.3 % lesion reduction

Puc. 9. M3T-KT nocne MHAYKLMOHHOIO Kypca «7+3». OTMeyaeTCsa yMeHbLUEHWe pa3MepoB U MeTaboNNYeCcKon akTMBHOCTM paHee Bu3ya-
NM3NPYyeMbIX NTMMaTUHECKIMX Y3/10B MO XOAY Hapy>XHbIX MOAB3A0LLHbLIX COCYAOB C/1eBa Ao 6 x 8 MM, cnpaBa A0 4 X 8 MM

Fig. 9. PET-CT after “7+3” induction therapy. Size and metabolic activity reduction of previously visible lymph nodes along external iliac

vessels up to 6 x 8 mm on the left and up to 4 x 8 mm on the right

pa3Mepbl MOpakKeHHbIX JUMQPATUYECKUX Y3JI0B: BJOJIb
0611MX, BHYTPEHHUX, HAPY>KHbIX T0/|B3/I0IIHBIX, 3a1pa-
TeJIbHBIX cOCyZi0B [0 8-9 MM B guaMeTpe. CoxpaHUIach
OCTaTOYHasi MHBA3Us OMYyX0JM B OOKOBOM MapaMeTpuH.
B To ke BpeMs paHee BM3ya/u3upyeMas HHBa3us 00-
pa3oBaHUs B TeJO MaTKU U TAa30BYI0 OPIOLIMHY yXe He
onpeessiiach.

[lo panubiM [I3T-KT Bcero Tesia, BBIIOJHEHHOU II0
3aBepIleHUH UHAYKLMOHHOTO0 Kypca, OblJ 3apUKCUPOBaH
YaCTUYHbIM MeTabo/JMYecKUM OTBET: YMeHblleHHe pas-
MepoB 06pa30BaHuUs Lelku MaTKu Ha 80,3 % u cHUXKeHUe
ero MeTabosiMuecKod akTUBHOCTH (puc. 8), a Takxe

yMeHbllleHHe pa3MepoB U MeTab0JIMueCKON aKTUBHOCTH
MOopa*KeHHbIX TUMbaTHUYEeCKUX y3J0B (puc. 9).

TakuM 06pasoM, y NaliueHTKU JOCTUTHYTa YaCTUYHAas
peMuccuss MC Ha poHe HOpMasIM3al MK COCTaBa KOCTHOTO
MO3Ta U ONpe/ie/iieMOro ypoBHs MUHHMaJIbHOM OCTa-
To4HOU 60J1e3HU (MOB).

Ha BTOpoM sTane nanuenTke nposegeH Kypc HiDAC
(uurapabun 3 r/m? B cyTtku B 1, 3 u 5-ii guu). Cpeau
HeXkeJlaTeJIbHbIX  SIBJ€HWHW  OTMevaJocb pa3BUTHE
LIUTOJIMTUYECKOI'0 CHHJApPOMAa B paMKaX LUTapabUH-HH-
AyuydpoBaHHOro rematuta | creneHu (Ha 10-i1 JeHb
OT HayaJla Tepanuu), NPOSBJSIOIIETOCs MOBBIIIEHUEM
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Puc. 10. TM3T-KT nocne kypca HIDAC. Busyanusunpyetcss MeTabOo/Myeckn aKTMBHOE OOpa3oBaHWe LWelkn MaTku pasMepom
16 x 14 mm ¢ SUVIbm max 3,3. Pegykumns pasmepoB no cpaBHeHuto ¢ N3T-KT B gebtoTe 3a6oneBaHns Ha 93 %

Fig. 10. PET-CT after HiDAC therapy. Metabolically active cervical lesion, 16 x 14 mm with SUVIbm max 3.3. Compared to PET-CT at disease

onset, 93 % lesion reduction

YPOBHS aMHHOTpaHcdepas (alaHWHAMUHOTpPaHCpepasbl
o 188 E/l/x1, acnapraTaMmuHoTpaHcdepassl go 96 E/JI/1).
Kpome Toro, y manueHTKU uMesia MecTo GebGpu/IbHas
HelTponeHHUs Ha 21-H JleHb OT HavyaJla TepallH, YCIelIHo
KylHpOBaHHAasA C MOMOLIbI0 3MIHUPUYECKON aHTHOAKTe-
pUabHOM Tepanuu nepBou TUHUH (1LiedonepasoH + CyJib-
6akTaM 8 r/cyT). BocctaHOBJ/IeHUE YPOBHS TPOMOOIIUTOB
3aperucTpUpoOBaHO Ha 26-U AeHb, HEUTPOoPUIOB — Ha
24-11 nenb. [lo 3aBeplieHUU Kypca Y MALUEHTKHU NpPOBe-
JleHa MOBTOpPHAsl OlleHKa CTelleHW pacnpoCTPaHEHHOCTH
3a00JieBaHUs: KOJIMYECTBO HEUTPOPUIOB B reMorpaMme
coctaBuio 1,3 x 10%/s, Tpom6onutoB — 140 x 10°/x,
6J1IaCTHBIX KJIETOK B MuesorpaMmme — 1,8 % (mpu BbI-
COKOM KJIETOYHOCTHM KOCTHOTO MO3ra), OTCyTCTBOBaJa
NOTPeGHOCTh B IpPOBEJEHUU 3aMeCTUTEJIbHbIX TeMo-
TpaHcPy3uill 3pUTPOLUTAPHON B3BecH (KOHLEHTpaUs
reMorjiobnuHa — 86 r//, KOJW4YeCTBO 3PUTPOLUTOB —
3,13 x 10'?/n). CHmxenue ypoBHsi NPM1B cocraBusio
3,3 log (HopMasnu3oBaHHOe KoJsindecTBo Komuil 0,4 %).
ITo panubiM  FISH-uccnepoBaHuss uMHBeEpCcHUM  XpOMO-
COMBI 3 He BbISIBJIEHO.

[To nanHbIM kKoHTpoJsibHOU [I3T-KT Bcero Tena c
18F-dTOp/€30KCUIVIIOKO30H OblJla JOCTUTHYTA PeAyKLUS
ONnyxoJ1 B 06'beMe Ha 93 % 1o cpaBHEHHUIO C KapTUHOH B
Jle6roTe 3a60J1eBaHUs ¢ coxpaHeHueM [19T-Mo3UTUBHOCTH
(puc. 10). JlumdaTuieckue y3Jbl Taza — 6€3 HAKOIJIEHUS
pagrodapMnpenapaTa, HOpMaJbHbIX pa3MepPOB.

[TanueHTKe NJIAHUPOBAJIOCH BhINOJMHeHUe aJI0TKM.
OfHaKo B CBfI3U C HEJOCTHKeHHEM IOJIHOM peMHCCUHU
3a60JiIeBaHUsI U OTCYTCTBHEM 3HAYUMOTO YIJyOJeHUs
MOJIEKYJIIPHOI'O OTBeTa pelleHO NMPOBEeCTH ellle OJUH
Kypccnenuduyeckoit Tepanuu. C y4eToM INTepaTypPHbIX
JlaHHBIX 00 3¢ PeKTUBHOCTHU UHTUOUTOPOB BCL-2 B KOM-
OGUHALMKU C THUINOMETU/IMPYMOIIUMU NpenapaTamMu Npu
OMJI, B T. 4. C 9KCTpaMeAYJJIIPHBIMU NIOPaXKeHUsIMHU [38,
39, 42], Ha3HayeHO JieueHU e BEHETOKIAKCOM U a3alluTH-
IuHoM. BeHeToksakc ono6pen FDA u 3apeructpupoBaH
B Poccuiickoit ®epepanuu [JJs Tepalnuud BIlepBble
BblsBJeHHOro OMJI. Pexum BBejeHUs IpenapaToB:

azaluTUAUH 75 Mr/m? B nepBble 7 JHeN, BEHETOKJIAKC
C MocTeneHHbIM HapauuBaHueMm A03bl (100 Mr/cyT B
1-i1 fennb, 200 Mr/cyT Bo 2-i1 geHb, 400 mr/cyT B 3, 4 u
5-1 1y, nanee — no 100 mr/cyT). /lo3a BeHeTOKJIaKca
CHUXKeHa B CBSA3U C HEOOXOAUMOCTbIO IPOBEJieHUsI Npo-
dUMaKTUYECKON aHTUMHUKOTUYECKON TepaluHu BOPHUKO-
Ha30J10M (MOILHBIA UHTUO6UTOD nuToxpoMa CYP3A4).

W3 HexxesnaTeNbHBIX SBJIEHUN OTMevaJoCh pa3BUTHeE
HelTponieHnu [V cTeneHu, UHPEKIMOHHBIX OCJI0XKHEHUN
He Ha6Jswoganock. [locae Kypca Tepanuu 3aperucTpupo-
BaHO [IOCTHXKEHHe [JyOOKOro MOJIEKY/ISIPHOTO OTBeTa
(MmyTaunus NPM1B He ob6HapyuBasach), a M0 JaHHbIM
koHTpoJsibHOU [I3T-KT oTcyTcTBOBasu NMpU3HAKU HAKO-
IJleHus pajuodapMmipenapaTta B MaTKe U JuMdaTuye-
ckux y3aax (puc. 11 u 12). Takum 06pa3oM, KOHCTATUPO-
BaHa [I9T-orpunarenbHas pemuccusa MC.

[TaunenTtke BbimosHeHa awoTKM. Bribpan mwuesno-
abJIaATUBHBIA PEXHUM KOHJAULMOHUPOBaHUsA (uynapabuH
150 mr/m? B/B, G6ycysnbdaH 12 Mr/Kr BHyTpb) € npodu-
JIAKTUKOM peakLUHU «TPaHCIUIAaHTAT MPOTHUB XO3SMHa»
(PTIX) BbICOKO03HBIM IUKJI0POCchamMugom 50 Mr/Kr/cyT
B IHU +3 U +4, LIUKJIOCIOPUHOM A 3 MTI'/KI'/CyT CO AHSA +5,
MukodeHosata ModeTusoM 45 Mr/kr/cyT co AHsA +5 1O
JeHb +30. [loHop — cecTpa, MOJHOCTBI COBMeCTHUMas
no HLA, ABO- u Rh-coBMecTuMas. B kauecTBe HUCTOYHUKA
TpaHCIJIaHTaTa INPHUMEHSINCh KPHOKOHCEPBUPOBAHHbIE
reMOINO3THYecKUe CcTBoJIOBble kjeTku CD34+CD45+ B Ko-
JsndectBe 6,71 x 10° Ha 1 KT Macchl TeJsia pelUIueHTa.

OTMeyasocb BOCCTaHOBJIEHME TeMoOIlo33a: JiehKo-
uuThl 6osiee 1 x 10°/1 v HeltTpodubl 6osee 0,5 x 10%/n
B JleHb +17, TpoM6o1uThl GoJsiee 20 x 10°/s1 B neHb +27 u
6oJiee 50 x 10°/51 B senb +31.

PaHHUI MOCTTpPaHCI/IAaHTALLMOHHBIN NEepPUoJ, 0CI0XK-
HUWJICSL celcucoM, cBsi3aHHbIM c Klebsiella pneumoniae,
peakTUBalMeld CUCTEMHOr0 MHKO3a C IOpaKeHHeM Iie-
YeHH, CeJle3eHKH U JIETKUX, Pa3BUTHEM OCTPOT0 MOJKOX-
HOTO NapalpoKTUTa C JaJbHeHIIMM (GOpMHUpPOBaHUEM
aHOpeKTa/lbHOro abcluecca Ha ¢GoHe BOCCTAHOBJIEHUS
rpaHyJjionuTomnossa. [Ipu obciesoBanun Ha 4-i Hefesne
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Puc. 11. NM3T-KT nocne kypca BeHeToKNakca + azaumTuanH. B cpaBHeHUM ¢ npeaplayLLMM CCNeA0BaHNEM LLEKa MaTKW MEHbLLMX pa3me-
pOB, B €e MPoeKL MK 04aroB HakonneHns pagnodapmnpenapara 4OCTOBEPHO He onpegensetcd. J/lumdaTtmyeckune ys bl Tasa He yBenu-
YeHbl 1 MeTabONYECKN HEeaKTUBHbI (CTPEsIKM)

Fig. 11. PET-CT after venetoclax + azacitidine therapy. Compared to previous scan, smaller cervix, its view shows no significant uptake of

radiopharmaceuticals. Pelvic nodes are neither enlarged nor metabolically active (arrows)

Puc. 12. Pesynbtatel M9T-KT B AnHamuke:
A — B pgebiote 3aboneBaHns; b — nocne Kypca MHAYKUMOHHOW Tepanuu; B — nocne Kypca KOHCOMMAaupytollein Tepanun; - — nocne Kypca
BeHeTokakca + asauntnamH. OTmMeyaeTcs BUAMMOE YMeHbLUeHNe MeTaboNMYeCcKon akTMBHOCTM 06pa3oBaHus B LLelike MaTKu BN1OTb [0 A0-
cTmxeHns MIT-HeraTMBHOCTM, @ TaKXe YMEHbLLEHNEe ero pa3smepos

Fig. 12. Dynamics of PET-CT results:

A — at disease onset; 5 — after induction therapy; B — after consolidation therapy; " — after venetoclax + azacitidine therapy. Visible reduction
of metabolic activity of cervical lesion to the point of PET negativity as well as reduction of its size

y NallUeHTKHU NMOATBeP/AeHa KOCTHOMO3TOBasi pEMUCCUS
€ 95%-M 061UM JOHOPCKHUM XUMEPU3MOM, Ha 6-1 HeJlesie
3apUKCUPOBAH MOJIHBIA JOHOPCKUU xumepusm. Ilposs-
senuit PTIIX He 6bL10.

CorstacHo MPT paHHBIX 32 NATOJIOTUYECKUN TPOIECC
B MaJIOM Ta3y He oOHapykeHo. Ko BpeMeHU odopMiieHUs
CTaTbU NPEeANPUHUMAIOCh paClIUPEHUE ABUTATEIbHOTO
pexxuma NnaueHTKHU.

OBCYXAEHUE

MC >KeHCKUX I[OJIOBbIX OpPraHOB BCTpedyaeTcs KpahHe
peZiko u TpebyeT 0co60ro BHUMaHUA. B onvcaHHOM HaMu
KJIMHUYeCKOM HaOJII0[leHUU Y MalUeHTKU 49 seT npoBe-
JleHO TOJIHOE UMMYHOTHCTOXMMHYECKOE HCCJeloBaHue
ONYXOJIU LIeMKU MaTKHU. [Ipu 06¢c/iejoBaHUU 0GHAPYKEHO
cnenudUUecKoe MopakeHWe KOCTHOTO MO3ra C YHCJIO0M
MUEJIOUIHBIX 6JIACTHBIX KJIETOK B MUesiorpamMmme 16,2 %.
OtcyrctBue skcnpeccun MCK, CK7, ALK, CD10, CD20,
CD3, xpomorpaHuHa A, cuHanTodusuHa, gecMuHa, Fli-1,
S-100, PAX-4, CD56, CD7 n03B0JINIO UCKIIOYUTD OMYX0JIH
JPyTUX THUCTOJOTUYECKUX THUIOB (3MUTENHANbHBIX U

aumbonaHbix). O6GHapyKeHUe 3KCIPEecCud Muesiole-
poKcHasbl, 061leselKoUTapHOTO0 aHTureHa, CD99 wu
CD117 pano BO3MOXKHOCTb YCTAHOBUTbH [JOCTOBEPHBIN
JUarHo3 MUeJOUZHOW (rpaHy/OLUTApPHON) CAPKOMBI.
BaxkHy10 poJib B OlleHKe 06'beMa opakeHus U 3¢ PeKTUB-
HOCTH NPOBOJYMOM Tepanuu UTPpaloT BU3yaIu3UpyoLe
MeTo/bl UccienoBaHus, Takue Kak [13T-KT [27], koTopyto
Mbl MCIOJIb30BaJM B JebloTe 3ab0/ieBaHUS U Ha BCex
3Tamnax JieyeHUsl. B GOJBIIMHCTBE Cily4yaeB INPHU OMyXO-
JIeBOM NOPa)KeHUH >KEHCKHUX I0JIOBbIX OpraHoOB 3aboJie-
BaHMe MaHUecTUpYyeT C BarMHaJbHOI'O KPOBOTEYEHMUs
(81-83 %), uTO MMeJsIO MECTO U B IIpe/iCTaBJ€HHOM HaMH
KJIMHAYeCcKOM HabJitofeHuu [15].

Ha coBpeMeHHOM 3Tane MCNOJIb30BaHHE [OTNOJHU-
TeJIbHbIX METO/O0B MCCJeJ0BaHUsl (ILIUTOreHeTHYeCKUX
Y MOJIeKY/ISIpHO-TeHeTUYeCKHX) I03BOJISIET He TOJIbKO
YTOUYHUTDb AMArHo3, HO U PacClIMPUTb BO3MOXHOCTH NpH-
MeHeHHUs HOBbIX 3 EeKTUBHBIX METO/0B JiedyeHUs. JIULIb
HECKOJIbKO XPOMOCOMHBIX aHOMaJM{ JeMOHCTPUpPYeT
NpoyHyto cBsIzb MC U aKCTpaMeAy/JIIPHOTO NOPaXKeHUs
¢ OMJI [7, 9, 17, 21]. AHanu3 uUMeLUXCS JATepa-
TYPHBIX JJaHHBIX CBU/IETEJbCTBYET O KpaliHel peJKOCTH
HHBepcuHu XpomocoMbl 3 y napueHToB ¢ MC. OzpHako
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3TOT MapKep OblL1 BbIsSIBJIEH B INpe/ACTaBJeHHOM HaMU
KJMHUYECKOM HabJI0leHUH. YUUTbIBasA JaHHble MeXAy-
HapOAHBIX KJIMHHUYECKUX peKOMeHJalui, o6HapyxeHue
VHBEpPCUH XpOMOCOMBI 3 NI03BOJIsIeT OTHECTH MaljMeHTa K
NPOTHOCTUYECKH HeOGJaronpUsTHOW Tpymnine U 06yc/0B-
JIMBaeT Heo6XOAMMOCTb IJIaHUPOBAHUS U BbINOJHEHUS
auoTKM B mepBoit moJsiHOM pemuccuu [23]. OgHako
NPOTHOCTUYECKOe 3HaUeHHe HHBEPCHUU XPOMOCOMBI 3 ITpHU
nsosupoBaHHoM MC moka HesiCHO.

B Bepymux umeHTpax npu MC npuUMeHSOTCA CTaH-
JlapTHble cojepKalljie LUTapabUH PEXUMBI («7+3»,
HiDAC, FLAG) B kayecTBe Tepanuu MepPBOM JUHUU [5,
11-13, 23, 24, 28]. B HaumeM HabJIIOJJeHUU MaljdeHTKa
nosiyyusa 1 cTaHZapTHBINA UHAYKIMOHHBIA PEXUM «7+3»
¢ adpdekToM: JOCTUTHYTa KOCTHOMO3rOBasi peMMUCCUS C
perpeccueit sakcTpaMeAy/uUIsspHoi omnyxosu Ha 80,3 % B
o6beMe. TeM He MeHee N0CJIe KOHCOJIMUPYIOILETO Kypca
nuTapabuHa B Beicokux no3ax (HiDAC) nam He yaasioch
CylIeCTBEHHO YI/IyOUTb MOJIEKY/ISIPHBIA OTBET U JOCTUYb
MaKCUMaJbHOM pelyKIIUH OIyX0JIM. YYHUTBIBAsA ONHChIBaA-
eMble B JIuTepaType caydar 3¢pHeKTUBHOTO IPUMeHEeHUs
y nanueHToB ¢ MC 1 OMJI unruéurtopos BCL-2 u runome-
TUJIMPYIOLMX areHTOB IPY MUHUMaJbHOM TOKCUYHOCTH
[30, 38, 39, 42], pelueHO NPOBECTH JieueHHE BEHETO-
KJIJaKCOM B KOMOMHALMM C a3alUTUANHOM. Takol nojgxon
M03BOJIMJI MAKCUMaJIbHO YIJIyOUTb OTBET C J,OCTH>KEHUEM
He TOJIbKO noJiHoH [19T-oTpulaTesibHOM pEMUCCUH, HO U
MOB-oTpuLIaTENIBHOTO CTATYCa, J0Ka3aHHOTO C TOMOLIbI0
KosinyectBeHHou IT1IP.

Kak u 6osbminHCcTBO aBTOpOB [5, 11-13, 17, 41], MbI
npujiepKuBaeMcsl TAKTUKU BbllTOJIHeHUs a/noTKM npu
[IOCTAaHOBKe y ManueHTOB AuarHosa MC. B onucanHoM
KJMHUYECKOM HabJII0JleHUM JONOJIHUTEeJNbHBIM 3Ha-
YHUMBIM apTyMEHTOM B [10J1b3Y IPUHSATHUS pelleHus o po-
BesleHUU a0 TKM cTasio BeIsIBJIeHHe y AllUeHTKU B Jie-
610Te 3a60/1eBaHUsl NIPOTHOCTUYECKU HebJaronpusTHON
XpPOMOCOMHOM abeppauuu (MHBepcUsT XPOMOCOMBI 3).
[IpoBeieHHbIN 06beM NpeATPaHCIJIAHTALMOHHON
Tepanuy MO3BOJIMJ BbINOJHUTHL a/loTKM ko BpeMeHU
MaKCUMaJIbHO IVTy6G0KOT0 NPOTHBOOIYX0/IEBOT0 OTBETA C
MOB-oTpuLaTebHBIM CTATYCOM.

3AK/TIIOYEHUE

B cBsI3U ¢ pefKOCTbIO, a TaKXe OrpaHWYEHHBbIM YUCJIOM
OTNMCAHHBbIX KJWHUYECKHX HabJI0JleHUuH B JIUTepaType
MC fo HacTosllero BpeMeHU OCTaeTcsl NpejMeTOM 006-
CYXZIleHUH U AUCKYCCUH, 3aTparuBaroliuX Kak JJUarHOCTU-
YyecKHe, TaK U JieyeOHble aclleKThl JJAHHOW MHUeJIOUAHOU
3/I0Ka4eCTBEHHOM ONyXOJIH.

Jleuenne MC [poBOZUTCA C HCIOJb30BaHUEM
cofepKalllUX LUTapabUH pPEXUMOB XUMHOTepanuy,
aHAJIOTUYHBIX TaKoBbIM mnpu OMJL. JlaHHBIH NOAXO[,
JleMOHCTPUPYeT Haujydllre MokasaTean OB u cHmkaeT
pUCK MporpeccupoBaHusi u3osvpoBaHHoi MC B OMJL
YroBieTBOpUTEJIbHbIE  pe3yJbTaThbl  JAEMOHCTPUPYET
npuMeHeHHe Npu MC HOBBIX TapreTHBIX IpenapaToB
(uaru6utopoB BCL-2) ¥ runoMeTHU/JUPYIOIUX areHTOB.
YTo ke KacaeTcsi MeTOJ0B JIOKaJbHOI'0 MPOTHBOOIYXO-
JIEBOTO BO3JelcTBUsA (06JiyueHUe, OolepaTUBHOe BMe-
11aTe/JbCTBO), TO OHU COOTBETCTBYIOT OGLIENPUHSATHIM B
OHKOJIOTUM: JIyyeBasl Tepalusi Ha OCTAaTOYHYIO OIYXOJib
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nocse 3PPeKTUBHOrO CHUCTEMHOTO NPOTHBOOIYXOJe-
BOr'0 JIeYeHMs], a XUPYypruiyeckoe BMeLIATeJbCTBO IpHU
pasBUTUM aTaJbHBIX OCJH0XKHEHHUNW CaMOU OIyXOJx
(kpoBOTeueHHE, OCTpas KUILeYyHash HEMPOXOAUMOCTb U
T. 1.). Ba2XKHOEe MecTo B IpOoTUBOOMNYyX0JeBOM jiedeHnH MC
3a”HuMaetT a/noTKM, feMoHcTpUpyloLas npeMMylIecTsa
B OB He TOJIBKO Y MaljJMeHTOB C COMYTCTBYIOLIUM MOpaXe-
HHeM KOCTHOTO MO3ra, HO ¥ IPU U3011MpoBaHHON MC.

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3aBJIAIOT 06 OTCYTCTBUM KOH(QJIHUKTOB HHTeE-
pecoB.
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