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Heas padoTsl — 03HAKOMUTH CHENHAJHCTOB IeMaTOJOTHYECKOr0, TepaneBTHYECKOro Mpopuias ¢ MpuMepoM
Pa3BUTHSA PeIKOro 3a00JieBaHHS CUCTEMHBIM MACTOLHMTO30M. Y NMANMEHTAa B TedeHHE rojJa MPHUCYTCTBOBAIH
€1a00CTh, MOTJIMBOCTH, 0eCIPUYNHHOE MOCTENEeHHOe CHIKeHne Macchl Tej1a. PadoTocnoco0HOCTH He cTpajaala, 3a
MeIUIUHCKOI MOMOIIbLI0 MANMEHT He o0pamaicsa. Bo Bpemsi MPoxo:KaeHus1 TUCHAHCEPU3ANMU B reMorpamme
BIIEpBbIe BbISIBJIEHA aHEMHUSI HOPMOXPOMHOI0 XapaKTepa, JeliKkeMOUHAs peaKklus cO CABUIOM JieiiKouuTapHO#
¢opmyabl BiaeBo, cuHapoM YyckopeHHoii COJ. Tak:ke npucyrcTrBoBaja ciuieHoMmeraaus. HeoaHokpaTHO
NPOBOMJICS OHKOJIOTHYECKHUI MOUCK ¢ OTPULATEILHBIM pe3yjbTaToM. Ha MyabTHCINPAIbHOH KOMNIBIOTEPHO i
ToMorpaguu  BBISIBJISJIACH, leNaTOCHJIEHOMerajuss ¥ JuM@aJeHonaTus, HajJuyue MHOKeCTBEHHBIX
0CTE0eCTPYKTHUBHBIX M3MeHeHHMii B KocCTsIX ckejiera. Ilociie TpenaHOOMONCHH € MMMYHOTHCTOXMMHYECKHUM
HccjieJoBaHHeM OblI JMArHOCTHPOBAH arpecCHMBHBbIN CHCTEeMHBIH MAacTONUTO3. BbLI yCTaHOBJIEH AWATrHO3:
CHCTEMHBI MACTOLIMTO3, ACCOLNMUPOBAHHBIA ¢ MHETOJUCINIACTHYECKHM CHHAPpoMoM. bBbhuia Ha3zHaueHa
XHMHOTEpPanusi MHIOCTAYPUHOM H a3amuTuauHOM. OmnHcaHHe JAHHOTO0 KJIMHHYECKOro cJy4asi NMOKAa3bIBaeT
TPYAHOCTH JHATHOCTHKH CHCTEMHOI0 MACTOIUTO3a, TAK KAK CHMITOMATHKA 3TOr0 3a00/1eBaHUsA HecenupUIHA
U rereporeHHa. MoHoTepanusi HHTHOUTOPOM MPOTENHKMHA3HI MUIOCTAYPHHOM B TeueHHe 6 MecsileB He MpHBeJIa
K ycnexy. K jeuyenunio 0b11 100aBjieH a3allUTUAUH MOAKOKHO. YUYMTBIBAsA HAJM4YHe [JOHOPAa, COBMECTHMOIO IO
HLA renoTuna, nanueHTy MJIAHAPYeTCsl TPAHCIIAHTAIUSA CTBOJIOBBIX KPOBETBOPHBIX KJIETOK.

KiroueBnie cimoBa: CHCTEMHBIN MaCTOIMUTO3, OCTCOIMTUICCKHUEC M3MCHCHUA, HI/IM(I)aI[eHOHaTI/IH, rernaToCIjICHOMEralivs,
XUMUOTEpAIng

AN INTERESTING CLINICAL CASE OF DIAGNOSIS AND TREATMENT
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The purpose of the work — to familiarize specialists of the hematological and therapeutic profile with an example
of the development of a rare disease systemic mastocytosis. Research materials. The patient had weakness,
sweating, and an unreasonable gradual decrease in body weight for a year. Performance did not suffer, the patient
did not seek medical help. During the medical examination, anemia of a normochromic nature, a leukemoid
reaction with a shift of the leukocyte formula to the left, and accelerated ESR syndrome were detected in the
hemogram for the first time. Splenomegaly was also present. An ontological search was repeatedly conducted with
a negative result. Multispiral computed tomography revealed hepatosplenomegaly and lymphadenopathy, the
presence of multiple osteodestructive changes in the bones of the skeleton. After trepanobiopsy with
immunohistochemical examination, aggressive systemic mastocytosis was diagnosed. A diagnosis was made:
systemic mastocytosis associated with myelodysplastic syndrome. Chemotherapy with Midostaurin and
Azacitidine was prescribed. Conclusion. The description of this clinical case shows the difficulty of diagnosing
systemic mastocytosis, since the symptoms of this disease are nonspecific and heterogeneous. Monotherapy with
the protein kinase inhibitor Midostaurin for 6 months did not lead to success. Azacitidine was additionally added
subcutaneously to the treatment. Given the availability of donors compatible with the HLA genotype, the patient
will be considered for bone marrow allotransplantation in the future. The treatment courses have been continued,
and the patient has been monitored. Given the presence of a donor compatible with the HLA genotype, the patient
is scheduled for hematopoietic stem cell transplantation.

Keywords: systemic mastocytosis, osteolytic changes, lymphadenopathy, hepatosplenomegaly, chemotherapy
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Cuctemnsiii mactonuto3 (CM) — CI0KHOE TETEepPOTeHHOE MYJILTHCHCTEMHOE 3a00JIeBaHue,
XapaKTepU3yIollleecs NaTOJIOTMYeCKON aKTUBALMEN MM HAaKOIUIEHHEM HEOIUIACTUYECKUX TYYHBIX
kietok (TK) B olHOM WM HECKOJIbKMX OpraHax. JTa kioHajbHas skcrnancus TK vacto cBsizana ¢
COMATHYECKOW MyTanuen ycuneHus (QynHkiuu (B OonpmmHcTBe ciaydaeB D816V) B rene KIT,
koaupyromieMm nopepxHocTHbIM penienitop TK KIT (CD117), penenitop ¢akTopa pocTa CTBOJIOBBIX
KJIeToK. Ha OCHOBaHMM KIMHHUYECKMX M OMOXMMHYECKMX KpUTEpHEeB BcemupHas opraHu3anus
3npaBooxpanenus (BO3) pazgenuna MacToluTo3 Ha  pasziiduHble MOAKIAcChl. TouHas
pacnpoCcTpaHEHHOCTh MacTOLIMTO3a OCTAETCSI HEACHOH, STUM 3a00JI€eBaHHEM CTpaJlaeT MpUMEpHO 1
n3 10000 yen. KiuHuuyeckue MPOSIBICHUS MACTOLMTO3a 3HAYUTEIBHO BapbUPYIOTCS: OT
0ECCUMIITOMHBIX MTallMEHTOB JI0 OMACHOTO JUIS )KU3HHU 3a00JIeBaHMs C MOPAKEHUEM MHOTHX OPTaHoB,
MOTEHIIMAJIPHO  MPHUBOASAIIETO K  LUTONEHHH, ManbaOCOpPOIUHU, TIenaToCIICHOMETAINH,
nuMaZeHONaTHH, aCIUTY WU OCTEOJUTHUYECKOMY MOPAXKEHHIO KOCTEH C MaTOJIOTHYeCKHUMHU
nepenmomamu [1]. TlamMeHTBI ¢ MacTOIMTO30M MOTYT HCIBITHIBATH CHMIITOMBI, CBSI3aHHBIC C
BbICBOOOXKIeHNEM MeauaTopoB TK, Takue kak mpuivBbl KPOBU K JIMILY WJIH TMapes, WK Aaxe Ooiee
Cephe3HBIC CHUMIITOMBI, Takue Kak aHaduiakcus. HemaBHO OB ONMMCaH HOBBIA T€HETHUECKUI
MpHU3HAK — HacjeacTBeHHas anbga-Tpunrtazemus (HaT), koTopas BKIItouaeT M3MEHEHUE YUCIIa KO
B rene TPSABI. Ero ponb kak OTA€IbHOTO MYJIbTUCUCTEMHOIO CHHAPOMA aKTUBHO 00CYXK/1aeTCsl.
[TosBisitoTCS JaHHbBIE, TO3BOJISAIOLIME MTPEIIOJIOKUTD, YTO MOXKET CYIIECTBOBATh CBsI3b Mexay HaT
U yBenudeHueM pacupoctpanennoctd HaT y manuentos co CM [1, 2].

B perpocnekTHBHOM HCClIeOBaHUM, MPOBEIEHHOM B ['epMaHuM, ycTaHoBieHo, uTo 23 %
MAIMEHTOB C CUCTEMHBIM MacTOIIMTO30M M3HAYalbHO OBUIM ITOCTABJIEHBI HEBEPHbIE IMArHo3sl [3].
CuMrnromaTuka CUCTEMHOI'O MAacTOIIMTO3a Hecnenupu4Ha, OATOMY JJIsl IPABUJIbHON MOCTaHOBKU
nuarso3a TpeOyercss MEeXIMCUUIUIMHAPHBIA MOAXO0J C MPOBEACHUEM TOYHBIX M CBOEBPEMEHHBIX
OLICHOK TPHITa3bl B CHIBOPOTKE KPOBH, aHanu3a Ha mytanuio KIT, uzydenus koctHoro mo3ra [4].

Ha ocHOBaHMU I'MCTOIOTMYECKUX TAHHBIX U TOPAKEHUH OPraHOB, CBSI3aHHBIX € 3a00JI€BaHHUEM,
CM knaccudpunupyroT Ha Bsutotekyiyio hopmy CM (ISM), treromryo dopmy CM (SSM), CM ¢
COIYTCTBYIOIIMM [eMaTOJIOTHIECKUM 3a00eBanueM, He oTHocsumMes K TK-muaun (SM-AHNMD),
arpeccuBnyto CM (ASM) u neiikemuto TK (MCL). Kpome toro, Beigensercss ocobast ¢popma —
TYYHOKJICTOYHAsE CapKoMa, KOTOpas TMpeAcTaBisgeT co0oil pelnkyl arpeccuBHyl ¢Gopmy
MacTOLIUTO3a, KOTOPasi MOXKET KaK IMPOSIBIATHCS HA KOKE, TAK M UMETh BHEKOKHYIO JIOKAJIU3aLUIO
[5]. Kimnnueckast kapTUHA, TEYCHUE W TPOTHO3 Y MAIMEHTOB CHIILHO pa3nuyaroTcs. TeM He MeHee,
He3aBUCHMMO oT Kareropuu CM, HeomjacTUYecKHe KIETKH OOBIYHO OOHApYKHMBAIOT TOUYEUHYIO
mytanuto KIT D816V. Onnako npu pacnpoctpaneHHOM CM 4acTo BBISIBISIFOTCS JJOTIOJHUTEIbHBIE
MOJIEKYJISIpHbIE  J1e(eKThl, KOTOpble, KaK CUHTAETCs, CIOCOOCTBYIOT MPOTPECCHPOBAHUIO

3a00JIeBaHUs M Pa3BUTHUIO JIEKAPCTBEHHOM YCTOMYMBOCTH. DTHU TMOPa)K€HUS BKIIOYAIOT, CPEIu



npoyero, comatuueckue myranuu B TET2, SRSF2, ASXL1, CBL, RUNXI u RAS. Ilpu SM-
AHNMD Ttakue myramuu yacto OOHapyxkuBaioTcsi B «komroHeHte AHNMD» 3aboneBanus.
KnuHnyeckre CHUMIITOMBI MAacTOLKMTO3a OOYCIOBJICHBI BBICBOOOXKICHHEM IPOBOCIAIUTEIBHBIX U
Ba30aKTUBHBIX MenuatopoB u3 TK u moBpexaeHuem opraHoB, Bbi3BaHHBIM CM. Tepanus CM
JI0JKHA OBITh AN TUPOBaHA K MHAMBUYalbHOMY NalMEHTy U kateropuu CM: y nanuentos ¢ ISM
u SSM 1enb COCTOUT B TOM, 4TOOBI KOHTPOJIHPOBATH CEKPEIHIO0 MEAMATOPOB H/HIU 3P (PEKTHI
MEAUATOpOB, JepXkaTb I0J, KOHTPOJEM COIYTCTBYIOLIME aUIEPIMM M IPOTUBOAECHCTBOBATH
OCTEOIIOPO3y, TOT/Ia KaK COBPEMEHHBIC MpoTuBoonyxoiiebie npenapatel CM (ASM, MCL u SM-
AHNMD) nHa3znavaroTcsi nmias mojasieHus pocrta TK w/mnmm st mopjep)kaHus KOHTPOJIS Hal
kietkamu AHNMD. B Hacrosimiee BpeMs € y4acTHEM 3THUX MAlMEHTOB TECTHUPYIOTCS HOBBIE
npernapaTsl, HalpaBieHHbIE NMPOTUB MytupoBaBuiero KIT w/wnmm npyrux MUIIeHed OHKOTEHHON
KMHa3bl. B OBICTPO mHporpeccupyrolivXx M YCTOWYMBBIX K JIEKapcTBaM Cllydasix HEOOXOJMMO
paccMOTPETh BO3MOXHOCTh IPUMEHEHUS BBICOKOAO3HOM MOJIMXWMHUOTEpPANMU U TPAHCIIAHTALAN
CTBOJIOBBIX KPOBETBOPHBIX KJIETOK [6].

Ha nauvano 2021 r. mupoctaypuH — €IMHCTBEHHBIM 3aperucTpUpOBaHHBIA Ipenapar Jyis
JeYeHHsT CHCTEMHOTO MAaCTOLIUTO3a BHE 3aBHCUMOCTH OT MytanuonHoro craryca KIT [7].
Mupoctayput, HHU3KOMOJIEKYJSIPHBI MHTUOUTOP HECKOJbKUX THUPO3MHKHMHA3, IOJABIISIET
poaudepanio ¥ BBKUBAEMOCTh TYYHBIX KJICTOK ITyTeM IiesieHanpaBieHHoro neicteus Ha KIT (kak
JIMKOTO THUIIA, Tak U ¢ MyTauuei D816V), a Taxxke monapiseT BHIOPOC ruCTaMUHA, HHAYIIUPOBAHHBIN
IgE [7, 8]. 1o naHHBIM psia HCCICIOBAHUI TEpAIHs MUIOCTAYPUHOM O3BOJIMIIA JOOUTHCS BBICOKON
4acTOTBl OTBETOB IIPM CHUCTEMHOM MAacCTOLIUTO3€: YMEHBLIECHHE OIyXOJEBOW HAarpy3kH, TO €CTh
CHIDKEHHE 4YHCia TYYHBIX KJIETOK B KOCTHOM MO3I€ W YMEHBbUIEHHE 00beMa CENe3eHKH, a TaKkKe
YMEHbIIIEHNE YPOBHEN TPUNITa3bl B CHIBOPOTKE KPOBU, UTO COIIPOBOXKATIOCH YIIyUILIEHUEM KauecTBa
xwu3nu [9-11].

Ienp nccneroBaHus — 03HAKOMUTD CIIEUAIMCTOB T€MATOJIOTHYECKOT0, TEPANIEBTUUECKOTO
npoduss ¢ MpuMEPOM pa3BUTHS PEIKOT0 3a00JI€BAHUS CUCTEMHBIM MACTOL[UTO30M.

Marepuanbl M1 MeTOABI HCCJIETOBAHUS

VY manumenta U., 1983 r.p., npucyTcTBOBaia B T€UE€HHE OJHOTO roja ciaabocTh, MOTINBOCTb,
OecripUYMHHOE MMOCTENIEHHOE CHMKEeHUE Macchl Tena Ha 10 kr 3a 6 mecsueB. PaboTocnocoGHOCTh He
CTpajaja, M 3a MEIMIMHCKONW MOMOIIbI0 MAalMeHT He oOpamaincs. Bo Bpems mpoxoxneHus
nucnaHcepuszanuu B mapre 2022 r. B reMOrpaMMme BIEPBBIE BBISIBJIEHA aHEMHUS HOPMOXPOMHOTO
XapakTepa, JeHiKeMOuaHas peakuus CO CABUTOM JIEHKOIMTApHOW (OpMyIbl BIEBO, CHHAPOM
YCKOpEHHO# cKopocTH ocenanus >putporutos (COD): sputponuTs! 3,93x10*1%/n, remorno6un 107
r/n, TpomMOoUTE 197 x10%%/11, neiikormter 22,8 x10*%/m, s03uHOGuUIEl 15 %, muenouutsr 1 %,

MeTamuenonuTsl 1 %, nanoukosiniepHsie HeWTpoduibl 2 %, cermenTosiepHble HEWTpodub 22 %,



MoHOIUTEl 5 %, mumdonuter 53 %, 6azodwmner 1 %, HOpmonuter 35/100, COD 49 mwm/yac.
AHM3011UTO3 ++, MOUKWIONUTO3 +, TUIOXPOMUS +, mojmxpoMasus ++). Cene3eHka MabIUPYeTCs
Ha 4 cMm u3-moj Kpas peOpa. [lammenTt mpu cOope aHamMHE3a OTPULIAN, YTO paHEe OTMEYAIUCH
U3MEHEHUS B TeMOrpaMMax, HaJMYUe XPOHUUYECKUX 3a00JIeBaHUN, TPYIOBBIE OOSI3aHHOCTH,
CBSI3aHHBIE C MTPO(hecCHOHANBHOM BPEHOCTHIO.

AMOYNIaTOPHO MPOBENIEH OHKOMOUCK ((hHUOPOTracTpOayOCHOCKONHS, (PHUOPOKOTIOHOCKOIIHS,
MPPUTOCKOIHS, YIbTpa3ByKoBoe uccienoBanue (Y3H1) opranoB OprOIIHOM MOJIOCTH U MAJIOTO Ta3a).
[Tatonmoruum y maruenTta He BbIsiBIIeHO. Mapkepsl renatutoB B, C, BUY He BbIsSBIICHBI.

[TarueHT  KOHCYJIBTHpPOBAaH TIE€MAaTOJIOrOM, OBLJIO  JIMarHOCTUPOBAHO  XPOHUYECKOE
MuenonpoiaudepaTuBHOE  3a00J€BaHME M PEKOMEHIOBAHO JIOTOJHUTENILHOE OO0CIeI0BaHHE.
[lepBuuHnas rocnuranuzaius B rematojiornueckoe otaenenue ¢ 13.04.22 o 25.04.22 ¢ nuarso3om:
MuenoauciacTU4ecKuii  CUHAPOM, HeKJIacCU(PUIMpyeMblii ¢ JUHEHHOW Jauciiazuedl u
MAHIUTONIEHUEH, HE UCKITI0YAeTCsS BTOPUYHBINA T'eHE3.

[Tpu nccnenoBanuy TpenaHoOuoNnTaTa ObUIH MOTYYEHBI CICAYIOUIHE Pe3yabTaThl: 0sacTsl 0,2
%, TyHKTaT pe3KO CHIKCHHON KIETOYHOCTH. THUI KPOBETBOPEHUS — HOPMOOJIACTUYECCKHIA.
I'panynouutono’s cyxeH — 22,7 %. YBenuueHo KonuuecTBO JumMdouutoB — 32,2 %. orMevaercs
TUIEpIUIa3us 3pUTPOUIHOTO POCTKA, CyMMa KIIETOK »sputpornossza — 37,0 %. MerakapuouuTtsl He
Haiinensl. [IpoOer KymOca (mipsimasi, HeTIpsiMasi) — OTpHIIaTEIbHEIE.

[Tpu MoNeKyIIpHO-TEHETHYECKOM HCCIIEIOBAaHUHM KPOBU T'€HBI MHENONpoiIndepann, Takue
kak BCR/ABL (Bapuantsi p210 u p230), Jak2, MPL, CALR, He Obu 00HApYKEHBI.

Taxoke ObUIH MTOJTyUEHBI CIIEYIOLIHE TaHHbIe: TUMdonponndepaTuBHOE 3a00eBaHNE HE ObUIO
NOJTBEPXk/IeHO (TIpH (peHOTUTTMPOBAHHUU TIepU(epruIecKoil KpoBH 62 % — rpaHyIOIUTHI, 38 %
— mumormtsl, ux HUX T-mumdoruros — 82 %, NK-kierok — 15 %, B-mumdbonurtos — 3 % (CD19+,
CD103-, CDl11c-, CD25-, CD23-, CDFMC7-). Ho 66111 BeIsiBIeHBI OacThl 1,3 % (CD34+, CD33+).

JuddepeHumanbHplii MOMCK Takux 3abosieBaHMM, kak Oone3Hb [omre, a Taxke OoJe3HU
HakoruieHus: 6one3ns Kpadoe, I[lommne, ®adpu, Humanna — [luka, myxomnonucaxapumo3 | Tuma,
Jall OTPHUIATENbHBIM pe3ylbTaT (aKTUBHOCTh HM3MEPSEMBIX JIM30COMHBIX (EpMEHTOB Obla B
npenenax pegepeHcHbIX 3HadeHuit). KiloH mapokcn3ManbHON HOYHOM reMOriioOMHypHUM Takke He
oOHapy>KeH.

MoekysipHO-TeHETHUECKOE HCCliefioBaHue KpoBM Ha Myrtanuio BRAF V 600E -
oTpuUIIaTeNbHOE (MyTanus He oOHapyxkeHa). Takxke He ObUTH OOHAPYKEHBI M IPYTUe T€HETUYECKHE
tpanciokaiun: BCR/ABL —t (9;22)(934;q11), BapuanTt p 210, CBFB/MYH11 —inv (16)(p13;922),
RUNX1-RUNX1T1- (8 ;21) (922;q 22), MLL/AF4 —t(4;11)(921;923), SIL/TAL1-t(4;11)(921;923),
ETV6\RUNX1 —-1(12;21)(p13;922), PML/RARa — t(15;17)(q24;921), MLL/AF9 —1(9;11)(q22;q23),
MLL/AF10-t(10;11)(p12;923), MLL/ENL — t(11;19)(g23;p13.3), E2A/PBX1 -t (1;19)(g23;p13),



MLL/AF6 - 1(6;11)(q27:923), MLL/ELL - 1(11;19)(g23;p13.1), PICALM/MLLT10 -
t(10;11)(p12914) — He OOHAPYKEHBI.

[To manaeiM Y3U opranoB OpromIHON MOJIOCTH Obla BBISIBIIEHA T€MaTOCIUICHOMETAHSI.
Pasmepsr meuenu: KBP 183 mm Tommuna neBoit gomau 116 mm, KKP 110 MM, cene3enka 163*76
MM, S = 8761 Mm%, UTo TIOATBEPMIOCH TOTYdeHHBIMH JAHHBIMH C TTOMOMIBIO MYIbTHCITHPATBHOI
kommnbioTepHoit Tomorpaduu (MCKT) opraHoB OproUIHOM MOJIOCTH M OPTaHOB I'PYTHOU KIIETKH,
BbISIBIICHA MEIUACTHHANbHAS W MOJAMBINIEYHass nuMmdoazeHonatus 10 9 MM B JHaMeTpe,
MOAMBIIIeYHbIE TUMGOY3IbI 10 14 MM, a Tak)Ke renaroCIUICHOMEraius: IMe4YeHb IUIOTHOCThIO 62—
64 HU (N 60-70 HU), nepenne3aanuii pasmMep JIEBOM J0JH Ha aKCHAIBHOM cpe3e 75 MM (HopMa 10
50 mm), kpaHuokaynanbHbIi pazmep 200 mm (HopMa 10 135 MM); cene3eHKa pacmoyiokeHa 0OBIYHO,
KOHTYPBI YETKHE, BHYTPEHHsISI CTPYKTYpa ofHOpoaHast, mioTtHocTh 40—45 HU (Hopma 40-50 HU),
KpaHuokaynanbHbeiii pazmep 140 mm (Hopma 110-115 mm), Tonmmaa 60 mm (HOopMa 40-60 Mm),
mupuHa 106 mm (Hopma 70—100 mm).

Taxke Obuia BeimomHeHa MCKT kocteil ckenera, Ha KOTOPOM OTMEYAJIIOCh HAIMYUE
MHO>KECTBEHHBIX OCTE€0/IECTPYKTUBHBIX U3MEHEHUN B KOCTSX CKeJleTa:

— MHOTOUYHCJICHHBIE YYaCTKH OCTEONUTHYECKUX H3MEHEHHUH B TpyAHHE, TPYIWHHBIX KOHIAX

KJIFOYULL, TEJIaX U OTPOCTKAX MO3BOHKOB I'PYIHOTO OT/I€JIa T03BOHOYHUKA, IEPETHUX OTpe3Kax pedep

pasmepamu 1o 1,7x1,4x1,0 cm;

— MHOT'OYHUCJIEHHBIE YYaCTKU OCTEOJIMTUYECKUX M3MEHEHUU B Tellax U OTPOCTKAX MO3BOHKOB

IIEHOT0 OT/IeNa MO3BOHOYHUKA, HanbOobmuM pazmepom 1o 0,4x0,5 cm;

— B KOCTSIX CBOJIa U OCHOBAHUS Yepera MHOIOYUCIIEHHbIE YYAaCTKU OCTEOIECTPYKIIMU OKPYTIION

U HempaBuIbHOU hopmbl, 10 0,7 cM B AHMaMETpE;

- MHOTOYHUCJICHHBIE YYaCTKHU JECTPYKTUBHBIX M3MEHEHHI B KOCTSIX Ta3a, KPEcCTia, MIeiKax

OepeHHBIX KOCTEH, TeTlaX U OTPOCTKAX MOSICHUYHO-KPECTIIOBOTO OT/ENIa TO3BOHOYHUKA;

- tena L1, L3, L4, LS nedopmupoBansbl, BeicoTa CHIKeHa Ha 1/3—-1/2 B cpeaHux oTaenax.
[TaruenTy ObLTa MpOBEIEHA TPETAHOOUOIICHSI C UMMYHOTUCTOXMMHUYECKUM UCCIIEI0BAaHUEM

(UI'X), xoropoe OBLIO TmMOKa3aHO ¢ Ienblo JaudPepeHIHaTbHON TUATHOCTUKHU MUEJIO-,

nuMdonpommdepatuBHeIXx omyxosield. PesympraTom wmccnenoBanus ¢ yderom WIX  sBuiace

Mop(onoruueckas KapTHHA, COOTBETCTBYIOIIAs CYOCTpaTy MOpa)XXEHHS KOCTHOTO MO3Ta TIpu

Mmacronurose. [1o 3TUM ke moka3aHusAM MPOBOJMIACH Ouoricusi nepudepuueckoro auMdoysna c

UI'X B ycnoBusx KpacHOSPCKOTO KpaeBOro OHKOJIOTMYECKOrO AMCHAaHCEPA. DBpUIO BBISBIEHO

3HAYUMOE YBEJIIMYEHHUE YUCIIA TYYHBIX KJIETOK, MHOUIBTPUPYIOLUINX TKaHb TUMQOY3Ja.

Wrtak, npuHHMas BO BHUMaHHUE paHEE NPOBEJACHHOE HCCIEAOBaHUE KOCTHOTO MoO3ra y
nanueHTa, oOHapy)KeHHbIE U3MEHEHUS B JTUMQATHUECKOM Y3JI€ PACICHMBAIOTCS KaK BTOPUYHOE

HopakxeHue TMMQOoy3iia Ipyu CHCTEMHOM MaCTOLUTO3E.



Kpome Toro, mamueHnTty BBINOTHUICS MOJEKYIspHbIA aHanu3 Ha myTtanuio C-KIT meronom
[TIIP. O6HapyxeHa MyTamnusi B 00JacTH akTHBUpYIOIeH metiau (A-loop) muTOmIa3MaTudecKoro
dochorpanchepaznoro gomeHa B 816-m komone 17-ro sk3oHa. OTMeTHM, 4YTO 3aMeEHa
acraparuHOBOM KHMCJIOTHI BAJIMHOM B KojoHe D816V nenaer peuentop HE3aBUCUMbBIM OT JIMTaH/Ia
ISl aKTUBAIIMK | TIepeiauu curuanos [12].

Takum 00pazoMm, y4WUTBIBas HaJIMYUE OOJBLIOTO KPUTEPUS TUArHOCTHKU MO pe3yiabTaTaM
TpernaHoOuoIcHy 1 oroncuu TuMdoysna (3HAYMMOE YBEIMUYCHHE YHCIIa TYYHBIX KIETOK), HAINYHE
MajJbIX KpuTepueB (BbIsiBIcHHAs myranus komoHa 816 rena C-KIT, Tpunraza 117 mkr/m),
YCTaHOBJICH IMarHO3 — CHCTEMHBIH MacToruTo3 (CM).

C mnammuuem B-mpusHakoB: mnepudepudeckas auMmpaneHonatus — (IMOTXYETIOCTHbIC
muMdoy3itel pazmepom 110 0,5 cM, moameimieynsie — 1-1,5 cM equHUYHBIE, IOTHBIE, TOIBHYKHBIE, C
KOXel He cmasHbl, 0e300Je3HeHHbIE), YpPOBEHb TpHUMTa3bl coctaBun 117 mxr/n. W namuume C-
MPU3HAKOB: MHPMIBTPAIMS KOCTHOTO MO3Ta TYYHBIMHU KJIETKaMH, IUTONeHus: reMoraooun < 100
r/n, Tpom6onuTe! < 100 *10°, rematocrnenomeranus (nanasie MPT, Y3U, nansnatopHo Ha 4 cM us3-
oz pedpa), CHHAPOM MasibabcopOLmu (CHI>KEHHE Macchl Testa Ha 10 KT pu cCOXpaHEHHOM amTeTUTe,
SIU30/IbI IUAPEH ), TATOJIOTHUYECKHE U3MEHEHUS KOCTEH ¢ KPYIMHBIMU OCTEOIMTUYECKIMH OYaramMu.

YuuThiBas COOTBETCTBUE JHMArHOCTUYECKHM KputepusiMm CM, OTCyTCTBHE KpPUTEpUEB 3a
acCOIIMMPOBAHHOE  TeMaToJlorHyeckoe 3abosieBaHue, Hamuume Oonee onHoro C-mpu3Haka,
OTCYTCTBHE IPU3HAKOB TYYHOKJIETOUHOTI'O JIEHK03a, OTCYTCTBUE MOPAKEHUS KOKHBIX IIOKPOBOB ObLI
MOCTABJICH JMAarHO3: ATPeCCHBHBIN CUCTeMHBIH MacTonuTo3 (D816V)+ BrepBble BHISIBICHHBINH OT
04.2022 r. IIpoasunytsiit CM 3 puck no IPSM (3 Gamna). Ilpomexyrounsiii-2 puck no Meiio (4
Oaina).

Ocnoxuenust: ['unepneiikonuros. Anemust |-ll craguu, TpomGormronenus -1V cragumy,
6e3 remopparndeckoro cuaapoma. Jleiiko3Has HHTOKCUKaLUs. MHOECTBEHHbIE OCTEOTUTHUECKHUE
U3MEHEHHs B KOCTAX CBOJIa M OCHOBaHUS dYepena, TelaX M OTPOCTKAax IIEWHOro, TPyAHOrO U
MOSICHUYHOTO OT/IeJ1a TO3BOHOYHMKA, KIIIOUMIIAX, TPyInHE, peOpax, KOCTAX Ta3a, 0eApEeHHBIX KOCTSX.

C oxTsa0ps 2022 r. nanueHTy ObUIO Ha3HAYEHO JieueHue mupoctaypuHoMm 200 Mr B CyTKH,
KOTOpO€ MPOBOJWIOCH B TEUEHUE O MECSIIEB.

C mas 2023 r. HauaTO MPOBEEHUE KypCOB XUMuoTepanuu Mugocraypud 200 Mr B cyTku +
azaiutuaruH 100 Mr B CYTKM TOJKOXHO €XKEIHEBHO HA MPOTSHKEHUU 7 JHEW € MOCIEIYIOIIUM
nepepeiBoM B TeueHue 21 maHs (28-aHEBHBIN TepaneBTHUeCKUW 1uki). JledeHne nmpoBoauiocs Ha
¢doHe amnonypuHOia, HH(QY3HOHHOW MOJACPKKH, CHMIOTOMATHYECKOH, TI'€MOKOMIIOHEHTHOH
Tepanuu. bbuio nMpoBeneHo 5 KypcoB Tepaluyu MUIOCTAYPUHOM M a3allUTUAMHOM. B nanpHeiiem
pu amMOyJIaTOPHOM BU3HTE K Bpauy MallMEHTy ObLIO MPEAI0KEHO MPOAIUTh IPUEM MHIOCTaypHUHA

200 Mr B 1eHb.



[Tocne perynsapHoit Tepanuu B TedeHue 11 MecsieB manueHTy ObUT MOCTaBIEH IUArHO3:
ArpeccuBHbIN cucteMHbIN MacTounuTo3 (D816V)+, WT+, ¢ nopakeHueM K0KH, aCCOLUNPOBAHHBIN
C MUEJIOJUCIUIACTUYECKUM CUHAPOMOM, BIiepBble BbIsiBIEHHBIN 0T 04.2022 r. [Ipoasunyteiii CM 3
puck o IPSM (3 6amna). [IpomexyTtounsiii-2 puck mo Meiio (4 6amia). Tepanust MUAOCTaAYPHHOM C
27.10.22 r. B Teuenne 6 mec. CocTosiHUE TIOCIIE 5-TO Kypca «a3alMTHINH+MUIOCTAYPHH Y.

Pe3yabTaThl HCCIEI0BAHUS U UX 00CY KIeHHE

Ornucanue JaHHOTO KIIMHUYECKOTO CIIydast MOKa3bIBAET TPYJHOCTh JUATHOCTUKH CHCTEMHOTO
MacTOLIUTO3a, TaK KaK CHMIITOMAaTHKa 3TOro 3aboieBaHusl HecnenupuyHa U TIeTepOoreHHa.
3a0osieBaHHEe MOXKET OrPAaHUYMBATHCS KOXXKHOM (QOpMON MacTOLMTO3a, KOTOPOE 4Yalle BCEro
HaOMo1aeTCsl B JIETCTBE M OOBIYHO NPOTEKaeT B JoOpokadecTBeHHOU (opme [5]. V B3pocibix
MAIMEHTOB 4Yalle BCEro HAOMIOZAaeTCsi CHCTEMHOE 3a00JIeBaHUE C TOpPaKEHHUEM KOXH Wid 0e3
yKa3aHHOTO TMOpakeHus. B aTy rpynmy BXOAST BsUIOTEKyIIMe (OPMBI, TaKHe KaK BSUIOTEKYIIUI
CUCTEMHBI MAacTOIIMTO3 M €ro IMOABapuUaHTHAs KOCTHOMO3ToBas ¢Gopma, TICIOUINI CHUCTEMHBIN
MacCTOIIMTO3, & TAaKXE arpecCUBHbIC (OPMBI, BKIIIOYAs arpeCCHBHBIM CHCTEMHBI MAaCTOIMTO3,
CHCTEMHBIi MAacCTOIMTO3 C AaCCOUMUPOBAHHBIM MHEIOMIHBIM HOBOOOpa3oBaHHMEM (paHee
HA3bIBABUIMIICS  CHCTEMHBIM  MAacTOIMTO30M C  ACCOLMHMPOBAHHBIM  T'eMaTOJOTHYECKUM
HOBOOOpa30BaHHEM) U TYUYHOKJIETOYHBIHN JIEUKO3.

B mpoBeneHHOM aBTOpaMH CTaThbU WCCIEAOBAHWU Yy TAIMEHTA OTMEYAJCS JUTHUTEIbHBIN
©KETHEBHBI CyO(heOpHIUTET, CHW)KCHHE MacChl Tejla, TelMaTOCTUICHOMETAIHs], ITUTOICHUS,
nepudepryeckas ¥ BHYTpUTpyaHas TuMdaaeHonaTrs, NOBBIIIEHHAs MJIOTHOCTh KOCTEH CKenera ¢
HATMYUEM MHOXKECTBEHHBIX OCTEOIECTPYKTUBHBIX U3MEHEHUH.

MoHnoTepanusi ”HTHOUTOPOM TPOTECHHKHWHA3bI MUJOCTAYPUHOM B TEUEHHE 6 MeCsIeB He
npuBeja K JUIMTENBHOW pemuccuu. B remorpamme HaOmromanach aHeMusi, TPOMOOIHMTOIICHUS,
JIEHKOLUTO3 ¢ mosgBieHneM 0xactoB 0 2 %. C mas 2023 r. k jedeHuro no0aBiIeH a3allUTHIUH
MOJIKOYKHO B CYTOYHOM /103€ MO 7 JHEH eXEeMECsI4HO, Takke ObUIO MPOBEJIEHO 5 KypCOB Tepamuu
«MHJIOCTAYPHH t a3allUTUINHY.

3akio4eHue

Ha ¢one mnpoBeneHHoil Tepamuu pemMuccuu 3a00JIeBaHHUS JOCTUYh HE YAAIOCh, HO
perucTpupyercs HeKoTopas ctabunuzanus nporecca. KauecTBo )U3HU MallMEHTa YIYYIIHIOCH: Ha
MPOTSHKEHUM JIBYX JIET HE HAOIIOAAeTCS WHTOKCHKAITMOHHBIM CHHIPOM, KYITUPOBAaHA JHMCIICTICHS,
ManueHT Habpay Bec, paboTocnocodeH. OqHako 1a00paTOPHO COXPAHSIOTCS TaHHBIE 32 IUTONIEHUTO !
anemus |-II cragum, Tpombonuronienus -1V cragun 6e3 reMmopparuyeckoro cuaapoma. Kypcbl
JIeYEHUS U HaOJIO/ICHUE 32 MallMEHTOM MPOJIOJDKEHBI. YUUTHIBAS HAIUYUE JOHOPOB, COBMECTUMBIX
o HLA renotuny (anasie ®I'60Y BO [ICII6I'MY um. WLI1. I1aBnoBa), B JanbHEWIIEM MalUEHTY

6y21€T MNPpEAJIOKECHA AJUIOTPAHCINNIAHTAIMA CTBOJIOBBIX KPOBETBOPHBIX KJICTOK.
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