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PE®EPAT

AkTyanbHocTb. MacTounTos — 3aboneBaHne, 06yCnoBEH-
Hoe nponudepaumnelrt n HakonIeHNeM KNOHanbHbIX TYYHbIX
KNeTOK B OAHOM W/ HECKOMbKMX opraHax. Yacto 3ab6o-
NeBaHWe npoTekaeT B accoumaumm C APYrMMn OnyxonsiMu
cucTemMbl KpoBW. [MauUMeEHTbl C arpeccuBHbIMU  hopmMamu
macToumTtosa (ADM) HyxpgatoTca B crnieunduyeckoin tepa-
nuu. NayneHTam ¢ HearpeccuBHbIMU hOpMamMn MacTOLUTO-
3a (HOM) Heo6X0ANMO CUMNTOMATUYECKOE NleYeHune.
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ABSTRACT

Background. Mastocytosis is a disease caused by prolifer-
ation and accumulation of clonal mast cells in one or more
organs. It is often associated with other hematological tu-
mors. Aggressive forms of mastocytosis (AFM) require spe-
cific therapy. In non-aggressive forms of mastocytosis (NFM)
symptomatic treatment is needed.

Aim. To analyze the clinical course and treatment outcomes
in different forms of adult mastocytosis.
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Lenb. AHanuM3 KIMHUYECKOro TeYeHUs n pes3ynbTaTtoB Te-
panuu y B3pOC/bIX MaLUMEHTOB C pa3/iMyHbiMM hopMamu
mMacToumTosa.

Marepumanbl 1 metoabl. [1N5 pPeTpPOCNEKTUBHOrO aHanusa
NCMONb30BaNNCb MeAULMHCKWE [AOKYMEHTbl MnauueHToB,
06PaTUBLLMXCS OYHO U KOHCY/NbTUPOBAHHbIX AUCTAHLUMOHHO
B nepuop 11.2008-11.2020 rr. AHanus xano6 B gebloTe 3a-
6oneBaH1s 1 B AMHaMMKe NPOBOAN/ICA C MOMOLLbIO aHKEeTU-
poBaHua. BonbHble ¢ HOM nonyyanu cMMnToMaTU4ecKyto
Tepanui aHTUrMCTaMUHHBbIMK cpeacTBamu. Bce maumeHTbl
¢ AOM nonyyanu NpoTMBOONYXO/1IEBOE /IEYEHME.
Pesynbratbl. [lpoaHanuavpoBaHbl AaHHble 58 naumMeHToB:
39 (67,2 %) xeHwwmH 1 18 (32,8 %) My>kunH. MegnaHa Bo3pac-
Ta coctaBuna 40 net (gnanas3oH 18—79 neT), MegmnaHa Bo3pac-
Ta Npv NoctaHoBKe AnarHosa — 39 net (ananasoH 1-79 ner).
Y Bcex naumMeHToB OTMeYaninchb KOXHbIe BbiCbinaHus. MegnaHa
BO3pacTa Ha MOMEHT MOSIBNEHUS KOXHbIX MPOSBIEHNIA CoCTa-
Buna 25 net (ananasoH 0,170 neT). Nog HeENOCpPeaCTBEHHbIM
HabnogeHnemM Haxoannoch 34 (58,6 %) nauneHTa, 24 (41,4 %) —
KOHCY/IbTMPOBaHbI ANCTAHLUMOHHO. MeanaHa HabntogeHns co-
ctaBuna 56,5 mec. (amanasoH 3-564 mec.). Y 8 (13,7 %) nauu-
€HTOB MacToOLMTO3 Obl/1 AMarHOCTUPOBaH B AETCKOM BO3pacTe,
mMegmaHa 9 net (auanasoH 015 neT). Mopdonornyecku gmnar-
HO3 6bIn noaTBepXaeH y 46 (79,3 %) naumeHToB. OCHOBHbIMU
xanobamu 6bIIM KOXHbIN 3yAa (67,2 %), OTeK 1 NOKpacHeHue
BbICbIMHbIX 3/1IEMEHTOB B OTBET Ha Pa3NnyHble pasgpaKutenmu
(62 %).Y 45 (77,5 %) 60nbHbIX Habnogancbe HOM. B kavectBe
PErynspHoOn cumnToMaTnyeckon tepanun 78,8 % naumeHToB
¢ HOM nonyyanu TonbkKo aHTUrmctaMmHHble cpeactea (57,9 %),
npu atom 2 (4,4 %) naumMeHTa OTMETUIN HeyaoBNEeTBOPUTE b-
Hbli KOHTPOMb Hag cuMnToMammn 6onesHun. 1 (2,2 %) nauneHt
CKOHYasICA OT aCCOLMMPOBAHHOIO XPOHUYECKOrO MMENTOMO-
HOUMTapHOro nerkosa. TeyeHne macTtoumTosa y Bcex 60/b-
HbIX ¢ HOM He notpeboBano NpoBeaeHUs LMTOPEOYKTUBHOMO
neyennsa. AOM guarHoctmpoBaHbl y 13 (22,4 %) naumeHToB,
n3 HUX y 5 (38,4 %) Men Mecto Ty4HOK/IETOUHBbIV Nernkos. INo-
Ka3aHWeM K Hayarny npoTMBOOMYXO/EBOM Tepanun Obinn un-
ToneHun (n = 3; 23 %), aKTMBHbINA OCTEONIUTUHYECKNA NPOLIECC
(n=7; 53,8 %), 0OTE4YHO-aCLUUTUYECKNIA CUHAPOM C NOPTasIbHOWN
rmnepteHsnen (n = 6; 46,1 %). O6Luas BbKMBAEMOCTb B rpymnmne
c AOM cocrtaBuna 84,6 % (n = 11) npu megnaHe HabnaeHUA
80 mec. (ananaszoH 12-131 mec.).

3aknueHue. NporHos y naumeHtos ¢ HOM 6naronpuar-
HbIN. AHTUIMCTaMUHHbIE cpeacTBa 3 MeKTUBHbI A/ Kynu-
poBaHuNA anob y 60nblIMHCTBA OOMbHbIX. LlMTocTatnye-
ckoe neveHne npn AOM nossonseT 4OCTUYb ASINTENTbHOIO
NMPOTMBOOMYXO/IEBOro OTBETa Y YacTu OOMbHbIX.

KnioueBble cnoBa: MacTouuTo3, TPUMTa3a, Ty4YHble
KNeTKN, WHAONEHTHbI MacTOUMTO3, arpecCUBHbIN
mactoumtos, C-KIT, knagpnbuH, tMaTMHMG.
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Materials & Methods. The retrospective analysis was
based on the records of patients who received in-person
and distance consultation within the period from 11/2008
to 11/2020. The analysis of complaints in disease onset and
over time was carried out using questionnaires. NFM pa-
tients received symptomatic treatment with antihistamines.
To all AFM patients chemotherapy was administered.
Results. The analysis includes the data of 58 patients:
39 (67.2 %) women and 18 (32.8 %) men. The median age
was 40 years (range 18-79 years), the median age on diag-
nosis was 39 years (range 1-79 years). In all patients skin
rashes were reported. The median age of the first skin mani-
festations was 25 years (range 0.1-70 years). In-person mon-
itoring was conducted in 34 (58.6 %) patients, 24 (41.4 %)
patients received distance consultations. Median follow-up
was 56.5 months (range 3-564 months). In 8 (13.7 %) pa-
tients mastocytosis was diagnosed in childhood with the
median of 9 years (range 0-15 years). The diagnosis was
morphologically confirmed in 46 (79.3 %) patients. Main
complaints included pruritus (67.2 %), edema and erythema
response to various irritants (62 %). In 45 (77.5 %) patients
NFMs were reported. The regular symptomatic treatment
of 78.8 % of NFM patients consisted only of antihistamines
(57.9 %), and 2 (4.4 %) patients noted poor disease symptom
control. One (2.2 %) patient died of associated chronic my-
elomonocytic leukemia. None of NFM patients required cy-
toreductive treatment. AFMs were diagnosed in 13 (22.4 %)
patients, 5 (38.4 %) out of them had mast cell leukemia. The
indications for starting chemotherapy were cytopenia (n = 3;
23 %), extensive osteolysis (n = 7; 53.8 %), ascitic syndrome
with portal hypertension (n = 6; 46.1 %). Overall survival of
AFM patients was 84.6 % (n = 11) with median follow-up of 80
months (range 12—131 months).

Conclusion. NFM prognosis is favorable. Antihistamines are
effective in relieving complaints of most patients. Cytostatic
treatment of AFM in some patients provides long-lasting an-
titumor response.

Keywords: mastocytosis, tryptase, mast cells, indo-
lent mastocytosis, aggressive mastocytosis, C-KIT,
cladribine, imatinib.
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BBEJEHME

MacTouuTo3—3a60JieBaHe, 00yCI0BJIEHHOE KJI0OHAJIbHON
npoJsirdepanreil TYYHbIX KJE€TOK. BnepBble MacTOLUTO3 B
BH/le XPOHMYECKOH KpalMBHHULBI C COXpaHSAIOIENCs MUr-
MeHTauuel 6611 onrcal B 1869 1. E. Nettleship u W. Tay y
JleBoukd 2 jeT [1]. Ha3BaHue «UTrMeHTHast KpanuBHUILA»
6bL10 mpeasoxkeHo B 1878 r. A. Sangster. B 1887 r. 6bL1
BbISIBJIEH U30bITOK TYYHBIX KJIETOK B KOXXHBIX OHMONTATax
nepmatosioroM P.G. Unna [2]. TepMHUH «MacTOLUTO3bI»,
KOTOPbIM B OCHOBHOM U IPUMEHSIETCS B HACTOsIILee BpeMs,
npeuiokua B 1936 1. A. Sezary [1]. YacToTa MacTouuTo3a
nocrturaeT 1 cayvas Ha 10 000 HaceneHus [3]. TedyeHue U
MPOTrHO3 3a60J1eBaHUs Y B3POCJIbIX U JleTel pa3nJyaroTcs.
Y nereill 3aboJieBaHME 4Yallle perpeccupyeT c€aMOCTOsI-
TesIbHO [4]. B HacTos1el cTaTbe paccMaTpUBAETCS TOJIBKO
MacTOLIUTO3 ¥ B3POCJIbIX.

TydHble KJETKH B HOpMe COJiep:KaTcsl B COeJUHU-
TeJIbHOW TKaHU U NpoaudepupyroT nof BausHueM ¢dak-
TOpa pPOCTa CTBOJIOBBIX KJIETOK. AKTUBUPYIOLIUN CUTHAJ
nepesiaeTcsl C MOMOILbI0 PeLeTOPHON THPO3UHKHHA3ZbI
KIT. Comatuyeckasgs MyTtauus B npoTooHkoreHe C-KIT
NPUBOJUT K TMIIEPIPOJYKLIMU aKTHBUPYIOLel MOJIEKY bl
KIT-penenTopa, 4TO Be/ieT K U36bITOYHOMY HAKOIJIEHHUIO
TYYHBIX KJIETOK. Y B3pOC/bIX OOJIbHBIX 4Yallle BCTpeya-
etcs mytauus C-KIT B kogone 816 3k30Ha 17 ¢ 3aMeHOH
acrmaparvHa Ha BajiiH. OHa MOXeT ompeaeasaTbcsa y 94 %
60JIbHBIX C CUCTEMHBIM MaCcTOIIMUTO30M [5].

[Ipy MacTonuTose NepUOJUYECKH WM MOCTOSHHO
MPOUCXOJUT BbIOPOC GOJIBLIOTO KOJHWYECTBA Pa3IMYHbIX
Me/JIJMaTOpOB BOCMaJleHUsl U3 I'PaHyJ TYYHBIX KJIETOK, YTO
onpejiesisieT pasHoo6pa3ue cuMNToMOB. CpeAu 4YacTbIX
’KaJI06 ONMMCHIBAIOT CJ1a6OCTh, TOJIOBHYIO 00JIb, OZBILIKY,
CUHKOIIE, cep/iliebreHNe, HEYCTOMYMBBIN CTYII, ajllepromno-
Jl0OHble MPOSIBJIEHU: 3], HECTOMKYI0 3pUTeMY, KpaluB-
HuULy, cie3oTedeHue [6, 7]. Y 40,4 % 60JIbHBIX C MAaCTOLM-
TO30M CO BpeMeHeM MOXKeT Pa3BUThCsI 0cTeonopos [8].

Tsxesast peakiusl erpaHy/IsLiMU C pa3BUTHEM aHa-
dUMaKTUYECKOro LI0Ka — OJJHO U3 CaMbIX ONACHBIX MIPO-
sBJIEeHUN MacTonuTo3a [9]. MaccHBHBIN BbIGPOC B KPOBb
610JI0TMYeCKU aKTUBHBIX BellleCTB MOXeT MPOUCXOAUTh
B OTBET Ha pasJIMuHble TPUITepPbl (YKYC HACEKOMBIX,
CUJIbHOE BOJIHEHUE U JIp.) [7].

[l GOJIbIIMHCTBA MalMeHTOB THUIHYHBI Chlb U
CUMITOM YHHbI—/lapbe (CUMITOM «BOCIJIaMEHEHHUS»),
IpYU KOTOPOM TpeHHe 06JIacTH NSATHA NPUBOJUT K JIO-
KaJIbHOM TullepeMuu u oTeky [2, 10].

[lonTBepXKJjaeT JAuarHo3 TUCTOJIOTMYEcKoe Hccile-
JlOBaHUE KOXH, XOTSl OTCYTCTBUE WHQPUIbTPALUHU TyY-
HbIMHU KJIeTKaMHU He HCKJ4YaeT Mactonurtosa [11, 12].
JMarHoCTHKa MacTOLMTO3a NMPU OTCYTCTBUM TUIMHUYHBIX
BBICBIIIAHUHN Npe/CTaBJseT 0COOYI0 CJI0XKHOCTb. B aToM
cly4ae KpUTepueM JMarHosa CTAaHOBUTCSl BblsBJIeHUE
nposiudepaToB aTUMUYHBIX TYYHBIX KJIETOK B 6HONTaTax
MopaKeHHbIX opraHoB [13, 14].

B Hacrosiliee BpeMs CTaHJApPTOM 06C/eL0BaHUsA
B3pOCJIbIX GOJIbHBIX SIBJSIETCS TMCTOJIOTUYECKUHM aHa/lIu3
KOCTHOTO MO3ra //Is1 OLleHKH CUCTeMHOCTH 3a60J/ieBaHMUs,
MIOCKOJIbKY TOpa)XeHHe KOCTHOrO Mo3sra Hab6JirofiaeTcs
MpaKTHYeCKH BO BCeX C/IyyasiX CUCTEMHOI0 MacCTOLMTO3a
[15]. B noBcegHEeBHOM NMPAKTUKE Y MHOTUX GOJIbHBIX, TPH
OTCYTCTBUM HHBIX CUMIITOMOB [IOMMMO BBICBbINIAaHUH, 3Ta

KTMHNYECKAA OHKOTEMATO/TON 4

MaHUNYJAALUSA UHOIZA He BbINOJIHAeTCs. /[l onuvcaHus
3a60J1eBaHUsl Yy NALMEHTOB C KOXHBIM MOpaXKeHUEM,
HO 6e3 aHa/M3a KOCTHOTO Mo3ra Obl1 BBeJleH TepMHUH
«MacTouuTo3 B Koxe» (mastocytosis in the skin) [15].
[IpakTHM4eckM TEpPMUH OTpaXkaeT NMOPa)KeHHe KOXU INpHU
MacTOLIUTO3€e Yy HeZl006C/1e/J0BaHHOTO NalieHTa 6e3 IBHbIX
CUCTEMHBIX NPOsIBJIEHUN 3a6oJieBaHuUsA. TakuM o6pasoM,
«MaCTOLIMTO3 B KO)Ke» He MOXeT ObITb HO30JIOTHYECKHUM
JIMarHO30M U OTCYTCTBYeT B KJaccuduKaLuu BceMupHoi
opraHusauuu sapaBooxpaneHus (BO3). [IporHos y Takux
B3pOCJbIX OOJIbHBIX O6JIM30K K INPOrHO3y IpHU HHJO-
JIEHTHOM MacTouuTo3e [16], B cBSA3M C 4eM BBINOJHEHHE
TPenaHo6HOICHH, I0-BUAUMOMY, CYLIleCTBEHHO He BJIUsET
Ha PUHSATHE pellleHNs 0 TepaneBTUYeCKOH TaKTHKE.

JleueHue MallMeHTOB 3aBUCUT OT KJIMHUYECKOIO Te-
yeHUs 60Jsie3HU. BbKMBaeMOCTb 60JIbHBIX C HearpeccHuB-
HbIMU GOpMaMHU MacTOLUTO3a (KOXKHBIN, UH/0JIEHTHbIH,
TJIEIOLIMN) COOTBETCTBYET CpeHEeNnony/IsauoHHON [17],
MI03TOMY B OCHOBHOM NPHUMeEHsSeTCs CUMMIITOMaTH4yecKas
Tepanus, HanpaBJeHHas Ha yJIy4llleHHe KayeCTBa XKU3HH.
K 6a30BbIM mpenapaTaM [Jis JieueHUs] MeJMaTOPHBIX
CUMIITOMOB OTHOCSATCSI TUCTAMUHO6JI0KATOPBI, CTAOUIIU-
3aTOpbl MeMOpPaAH TYYHBIX KJIETOK (KPOMOIJIMKAT HATPUA)
U KOPOTKHE KypChbl IJIIDKOKOPTHUKOCTepouzoB [15, 18].
[Ipu TsKenbIX aHaQUIAKTUYECKUX peaklusax TpebyeTcs
HeMe/lJleHHOe BBeJieHHe aJipeHasuHa [9]. [na neyeHus
0CTEeO0NOopo3a HCHOIb3YIOT BeCh CIEKTP JIeKapCTBEHHbIX
CpeJicTB: mpenapaThbl Kaiblusi, 6uchochoHaTh, B TH-
JKeJIbIX CJIydasix — MaJible 03kl UHTepdepoHa [19, 20].

OTmenbHylo rpynmy, okoyo 12 %, cocTaB/AlT
60JIbHbIE C MACTOLIUTO30M, CBSI3aHHBIM C IPyTUMU reMaTo-
JIOTUYeCKUMHU onyxossaMu [16]. Yale Bcero BcTpedaeTcs
coyeTaHHe MaCTOLIMTO3a K XPOHUYECKOTO MUEJIOMOHOIIU-
TapHoro Jieiikoza (XMMJI) [21]. [loka3aHus1 K Jie4€HUIO
MacTOLMTO3a W aCCOLUUPOBAHHBIX 3ab0jeBaHUN He
3aBUCAT ApyT oT Apyra [15]. [IporHo3 y Takux nanyeHToOB
M3-3a COYeTaHHUA [IBYX 3J10KaYeCTBEHHBIX OINyXoJieH CH-
CTeMbl KPOBHU HauboJiee HeGJIaronpusiTHbIN [16].

B HacTrosillee BpeMsl eJUHCTBEHHBIM H3J1€YMBAIOIINM
MeTOJIOM MaCTOLUTO3a NPU3HAIOT TPAHCIJIAHTALUIO aJlI0-
reHHBIX TeMOIO3TUYECKUX CTBOJIOBBIX KiieTokK (amnoTI'CK).
OcTaJibHble BapUaHThI TepallMy HallpaBJleHbl TOJILKO Ha I1-
TopeAyKLMI0. B BbIGOpe JleueHus1 BaKHOe 3HaUeHNe UMeeT
BapuaHT MyTauuu reHa KIT. [lpu myrtauuu C-KITD816V B
KayecTBe OCHOBHBIX NIpenapaToB NIPUMEHSIOT KJIaJAPUOUH U
UHTePPEPOH-0 C MPUMEPHO OAUHAKOBOU 3P PEKTUBHOCTHIO,
coctaBAolell okoso 50 % [17]. Hexoropele ucciezno-
BaTeJHd OTMEYalT, YTO KJIAJAPUOUH IMepeHOCUTCs JIydyllle,
addekT focTUraetcs 6picTpee U JIUTCs Aosblie [22]. [Ipu
arpecCMBHOM MacTOLMTO3€e BbICOKYI0 3PQPEeKTUBHOCTD [ie-
MOHCTPHUPYIOT HOBble HHTUOUTOPBI THPO3UHKHWHA3 aBalpH-
TUHUO U MuZOCTaypuH [23, 24]. o 15 % nauueHToB c cu-
CTEMHBIM MacCTOLMTO30M He UMeloT Mmytauuu C-KITD816V.
Y Takux 60JbHbIX 3P PeKTUBEH UMATUHUO [25, 26].

Ilesip HacTOSAILIEr0 MCC/IEeJOBAHUA — AHAIU3 KJIU-
HUYECKOT0 TeYeHUs U Pe3y/IbTaTOB Tepaluu ¥ B3POCIbIX
MaLMeHTOB € pa3JIMYHbIMU GOPMaMU MaCTOLUTO3A.

MATEPWAJIbI U METO/1bl

[l]lﬂ PEeTpPpOCHEKTHUBHOIO0 aHa/M3a HCIIO0JIb30BaJINChb Me-
AULWHCKHE ANOKYMEHTbI MMAallUEeHTOB, 06paTI/IBLLII/IXCH Ha
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Ta6nuua 1. Kputepum gnarHosa CUCTEMHOroO MacToumMTo3a

[ns Bepuchmkaumm gmardosa Heo6xoanMMo cobntogeHne 60bLWoro
1 1 Manoro KpUTepns UM > 3 Masblx KPUTEPHUEB.

bonbLuoin MynbTudoKanbHble NNOTHbIE UHPUALTPATI,
Kputepun COCTOSILLME M3 TYYHbIX KNETOK (2 15 B Knactepe),
onpeaensieMble Ha cpe3ax KOCTHOro MO3ra u/wam
APYrix opraHos™
Manble > 25 % Ty4HbIX KNETOK C BEPETEHOBUAHOM
Kputepum UAK aTUNNYHON Mophonoruei B Guontatax

KOCTHOrO MO3ra MW ApYyrux opraHoB™ Nn6o
> 25 % He3pesbIX UK aTUMUYHBIX TY4YHbIX KNETOK
B acnmpare KOCTHOro Mo3ra

Ty4HbIE KNETKU B KOCTHOM MO3re, KPOBM WAN APYruX
opraHax* skcnpeccupytor CD25 n CD2 nnu Tonbko
CD25

BbIsiBNIEHME aKTUBALMOHHOW TOYEYHOW MyTaLMK
B KogoHe 816 reHa KIT B KpOBH, KOCTHOM MO3re
WAW APYroMm opraHe™

KoHUeHTpaLms TpunTasbl B CbIBOPOTKE YCTON-
4ynBo > 20 Hr/mn**

* 3@ UCK/TIOYEHNEM KOXM.
** He yunTbIBaETCS, €CAN AOKA3AHO HANNYNe APYroro KAOHANbHOMO
MWUeNOUAHOro HOBOOGPA30BaHMS.

Ta6nuua 2. Knaccudmkauymsa mactoumtosa (BO3, 2017)

KoxHblin MacToLntos

® [IMrMeHTHas KpanueHULA

® [lnhchy3HbIA KOXHbI MacToLmMTo3
® Macrountoma KOXu

CucteMHblin MmacTouuTo3 (CM)

® VHgoneHTHbld CM

® Tnetowmin CM

® CM c accoummpoBaHHbIM reMaToNorMyeckum HoBoobpasoBaHnem
® ArpeccuBHbliii CM

® TyYHOKNETOYHbI N1eK03

Ty'-IHOKJ'IeTO‘-IHaFl Capkoma

Ta6nuua 3. B- n C-npusHakn arpeccMBHOCTM MacToumnTo3a

B-npusHaku (Be careful, Borderline, Benign)

® VIHunbTPaLMsS KOCTHOrO MO3ra Ty4YHbIMU KNeTkamu B
o6beme > 30 % KNeToYHOCTH (NNOTHbIe CKOMMEHNS) U TpUNTa3a B
cbiBOpoTKe > 200 Hr/Mn

® [lucnnasus uam npusHaky npoavdepaLnn MUENOUAHBIX KNETOK
HETYYHOKNETOUHOW NMNHUU (M), HEAOCTATOUHbIE ANS YCTaHOBNEHMS
APYroro reMaton0rnyeckoro 3a6oneBaHns Npyu HOPMaTbHON U
HE3HaUMTENbHO M3MEHEHHOI remorpamme

® [enatomeranus 6e3 NpU3HaKOB HapyLUEHMs (yHKLMM NEYeHu,
yBennyeHHas ceneseHka npu nanbnauuy 6e3 runepcnnesnsma u/
Unu BUCLepanbHas nuMdageHonaT1s (ManbnaTopHo UK KOHCTaTH-
pOBaHHasi C MOMOLLbIO MHCTPYMEHTaNIbHbIX METOA0B BU3yann3aLum)

C-npu3sHaku (Consider, Chemotherapy, Cytoreduction)

® [lnchyHKLNS KOCTHOTO MO3ra, 06yCNoBAEHHan MHDUNbTPaLnei
OMyX0NEBbIMU TYYHbIMU KNETKAMM W NPOSBASIOLLANACS Kak
MUHUMYM OLHOPOCTKOBOW LMTONEHNei (aB6COMOTHOE YNCIo
HeitpodhunoB < 1x 10%n, remorno6uH < 100 r/n u/unu TpomM60-
unTbl <100 x 10%n)

® YBenuyeHHas neyeHb Npu NanbnaLmuy ¢ HapyLeHeM (yHKLMY
NeYeHn, acLLUTOM U/UAN NOPTaNbLHOMN rUNepTeH3ued

® BoBneyeHne KoCTell C KPYMHbIMU OCTEONINTUHECKUMM OYarammn n/wam
naToNornyecKMMM nepenomMamn’™

® YBennyeHHas ceneseHka npu nanbnawun ¢ runepcrieHn3Mom

® Manbabcopbums ¢ noTepen Macchl Tena, CBA3aHHas ¢ MHUNbTpa-
e TYYHbIMK KNeTkamu CnsmncTbix o6onouex XKT

* [aTonoruyeckue nepesioMbl, CBS3aHHble C 0CTEONOPO30M, HE CYUTAOTCS
C-npu3Hakom.
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OYHBIM NIpHeM, a TaKKe KOHCYJIbTUPOBAHHbIX AUCTAHIIU-
OHHO B nepuoj c Hosa6ps1 2008 r. mo Hos16pb 2020 1. Bee
NalnMeHTbl NOMUMO 06cC/ae0BaHUSl NPOLIIM aHKeTHpPO-
BaHUe U JlaJI1 coIvlacue Ha y6JINKalUIo pe3yIbTaToB.

B nsian o6cienoBaHus BXOAWAW PU3UKAIbHBIA OC-
MOTp, ONPOC, TUCTOJIOIMYECKOe U UMMYHOTHCTOXUMUYe-
CKOe HCC/elOBaHUs KOXH, KOCTHOTO MO3Tr'a, KIMHUYeCKUH
aHanu3 KpoBH, Y3U OpoLIHON NOJIOCTH, ONpejeseHue
KOHIleHTpalluy TPUINTa3bl B cbIBOpoTKe. HekoTopkle na-
LIMeHTHI OblIN 06CIe/J0BaHbl YaCTUYHO. O6'beM aHAJIM30B
onpeziesisiics BpauoM IO MeCTy HabJII0ZleHUsl U 3aBUCel
OT TSKeCTH TeuyeHHUsl MaCTOLMTO3a U NOTPeOGHOCTU B
Tepanuu. /JluarHo3 M BapHUaHT MaCTOLMTO3a, Ompeje-
JleHUe arpecCUBHOCTH yCTaHABJIUBAJIUCh N0 KPUTEPUAM
kjaaccupukanuu BO3 2017 1. (Taba. 1-3) [27]. Ecnu kiau-
HUYecKasi KapTHUHA OrpaHUYMBaJach NopaXkeHHeM KOXHU
6e3 NPU3HAKOB BOBJIEYEHHUS JPYTMX OPraHOB U CHUCTEM,
a aHaJIM3 KOCTHOIO Mo3ra He ObLI NPOBEJeH, TO TaKue
CJly4au pacCMaTPUBAJIMCh KaK «MaCTOLMTO3 B Koxe» [15].

B HacToseM uccief0BaHUM NalLMeHThl pa3/e/ieHbl
Ha JiBe TPYIIbl 10 CTelNeHU arpecCMBHOCTU MacTOLU-
To3a. B rpynny c HearpeccuBHbiMU ¢dopMamu (HOM)
BKJIIOUEHBI NAlMeHThI C KOXKHBIM, CHCTEMHBIM TJIEIOLMM
Y CUCTEMHBIM WH/O0JEHTHbIM MacTOLMTO30M. B 3Ty xe
rpyNy BKJIOYEHbI NAIUEHTHI C «MACTOI[UTO30M B KOXE.
['pynny c AOM cocTaBuJIM NALlUEHTHI C CHCTEMHBIM arpec-
CUBHBIM MAaCTOLIUTO30M.

[laToreHeTHyeckas Tepanusi NpPoBoJUJIach BCeM Ia-
yueHtaMm ¢ AOM. [Ipu oTcytcTBuu MyTanuu C-KITD816V
B KaueCcTBe IepBOM JIMHUU Tepalnuu Ha3Hadascsl HUMa-
TUHUO. OTBeT Ha JieyeHHe arpecCHBHOrO MacTOLMTO3a
OILleHMBAJICSl HA OCHOBAaHUU KPUTepHEB, MPUHATHIX Mex-
JlyHapoJHOU pabouelt rpynnoil EBponelickoro o6uiecTsa
HU3y4eHUs1 MacToluTo3a [28].

AHKeTHpOBaHMe NALMEHTOB NPOBOJUJIOCH NIPU Tep-
BUYHOM U NOBTOPHOM o6paleHusx. CTpyKTypa aHKeTbl
BKJIIOYaJIa KJIMHUYECKY0 U TaclOPTHY!O 4acTh (yKa3aHue
1oJ1a, BO3pacTa, AaThl POXKAEHHUS, CTPaHbl U ropoja Mpo-
’)KMBaHMs, KOHTAKTHBIX JaHHbIX). KiMHMYeckas yacTb
coZiep>kajia BO3pacT B Jle6roTe 60s1e3HU U BeprudUKaLuu
JIMarHo3a, MPOBOAMMYI0 Tepalllio, ypOBeHb TPUITA3bl B
CbIBOPOTKe, GaKThbl BbIIIOJHEHUS OUOICUM KOXH, KOCT-
HOT'O MO3ra, HaJluiue U CTeleHb BbIPAXKEHHOCTHU CUMII-
TOMOB (3yZ, KOXKHble BbIChIIAHUS, IPUJIMBBI, 60Jb B XKU-
BOTe, Aiapes], TOLUIHOTA WM PBOTA, aHapUIAKTUYECKUN
OK U Ap.). [Ipy NOBTOPHOM aHKeTHPOBAHUM INpejJara-
JIOCb yKa3aTh, KaK M3MeHUJIOCb CAaMOYYyBCTBHE, OLlEHUB
VHTEHCHBHOCTb OKpaCKHU BbICHIIAHUH, NMOTPeGHOCTH B
JIeKapCTBEHHOM Tepanuy, UHTEHCHUBHOCTb MeJJUaTOPHBIX
CUMIITOMOB, I€PEHOCUMOCTb W3BECTHBIX TPHUITEPOB.
Eciu no BceM yeThbIpeM MOKasaTesassM OTCYTCTBOBAJIO
yXyALIeHHe, TO JUarHOCTUpOBalach cTabuausanus. Eciu
OTMeyvaJiCsl TOJIOKUTEe/NbHbIA pe3yabTaT N0 OJAHOMY U
60Jiee NapaMeTpPOB, TO JUAarHOCTUPOBAJIOCH YyYIlleHHe.

PE3YNIbTATbI

B uccienoBanue BkJoYeHOo 58 nmanueHToB: 39 (67,2 %)
>keHIMH U 19 (32,8 %) MyxuuH. [lo o4HBIM HabJOze-
HUeM Haxojusock 34 (58,6 %) mauueHTa, 24 (41,4 %)
KOHCY/JIbTUPOBaHbl AUCTAaHIIMOHHO. MeJuaHa Bo3pacTa
coctaBuia 40 net (gquanasoH 18-79 ner).
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KIIMHWYECKAS OHKOTEMATOTON A

Puc. 1. TUNnyHble BbiCbINaHNS Yy 60NbHOIrO C MACTOLMTO30M [0 Tpe-
HWA, 3a4HAA NOBEPXHOCTb njie4a

Puc. 2. Tot e 60onbHON. MNosBNeHNe ypTUKapHoOn peakumm nocne
TPeHna (cumnTom YHHblI—/[apbe)

Fig. 1. Typical rashes in a mastocytosis patient before rubbing, back
of the shoulder

Ta6nuua 4. O6bem o6cnegoBaHNs NaLMEeHTOB C MacTOLMTO30M

MaumeHTbl
WUccneposanue a6c. %
[vcTonornyeckoe nccnepgoBaxne
Koxun 20 34,4
Koxw 1 kocTHOro mosra 19 32,7
KoctHoro mo3ra 5 8,6
JlnmchbaTtnyeckoro y3na 1 1,7
Koxwu, KOCTHOr0 MO3ra 1 IMMdaTNYeckoro ysna 1 1,7
l'wcTonornyeckas Bepudmkauns He npoBoAMNaChH il 18,9
MonekynsapHbiid aHanus mytauun C-KITD816V 15 258
B acnupate KoCTHOro Mo3ra

KoHLEeHTpauuns TpunTassl B CbIBOPOTKE 40 68,9
KnuHuyeckuii aHanus KpoBu 58 100
¥Y3W opraHoB GptoLIHOI NOA0CTH 58 100

Y 8 (13,7 %) manueHTOB MacCTOLUTO3 ObLJI AUArHO-
CTHPOBaH B IETCKOM BO3pacTe, MeiMaHa 9 JieT (guanasoH
0-15 s1eT). MeauraHa Bo3pacTa NOsIBJI€HUs KOXKHBIX IPO-
sBJIGHUU B 06lIel rpymne coctaBuja 25 et (AuamnasoH
0,1-70 neT), nocTaHOBKHU AuarHo3a — 39 JieT (guana3oH
1-79 neT).

Jluarsos MacTtounuTtosa BepUUIIMPOBAH Ha OCHO-
BaHUU BBISIBJEHUS TYYHBIX KJETOK B GUONCHUHHOM Ma-
TepuaJie KOXH, KOCTHOTO M0o3ra U/ujau JuMdaTHYeCKOoro
y3nay 47 (81 %) nauuenTtos. Y 11 (18,9 %) nauueHTOB,
KOHCYJIbTUPOBAHHBIX y/JlaJIeHHO, JUarHO3 MO TBepX/eH
Ha OCHOBAHUM TUIIMYHOMN KJIMHUYECKOHN KapTHHBI U 110JI0-
JKHUTeJIbHOU peakiuu YHHbI—/lapbe (puc. 1 u 2).

06beM epBUYHOI0 06C/Ie/JOBAaHUS TPHUBEZIEH B Ta0I. 4.

AHanus KoCcTHOTro Mo3ra BbinoJiHeH y 21 (36,2 %)
nanuenTa. KapTuHa kocTHOTro Mo3ra y 6osibHOro ¢ XMMJI
Y MaCTOLIMTO30M IIpHBe/ieHa Ha puc. 3 U 4.

Fig. 2. The same patient. The first urticarial reaction after rubbing
(Darier sign)

Puc. 3. TpenmaHobuonTaT KOCTHOro Mo3ra naumeHta ¢ XMMJI
n mactoumtosoM. Okpacka asypom Il u sosnHom, x400. Ctpenkamm
Bbl€/1EHO CKOM/IEHNE aTUMNYHBIX TYYHbIX KNEeTOK

Fig. 3. Bone marrow core biopsy sample of a patient with CMML
and mastocytosis. Azure ll-eosin stain, x400. The arrows mark the
accumulation of atypical mast cells

BoJIbIIMHCTBO NAleHTOB 6eCOKOUJ KOXHbIN 3y U
JIOKaJIbHBIH OTEK B 30HE BBICBLIIHLIX 3JIEMEHTOB B OTBET
Ha pasJIMuHble pa3ZpaxkuTesnu. YacToTa v BbIpaXKeHHOCTh
OCHOBHBIX CUMIITOMOB B ONHUCAHHOMW TpyIIle MpPUBE/EHbI
B TabJI. 5.

XapaKrepucTuka nauueHToB C HearpecCMBHbIMMU

dopmammu mactouuTosa

B rpynne HO®M, cocTtaBuBIlIel OCHOBHYIO 4aCThb Ha-
6srofaBIIMXcs nanueHToB (n = 45; 77,5 %), sadpukcupo-
BaHbI cieAyoiue GopMbl: UHAONEHTHBIN (n = 2; 4,4 %),
Taeowui (n = 5; 11,1 %), KoxXHBIA MacToUUTO3 (N = 4;
8,8 %), Tineromui, cBsa3aHHbI ¢ XMMJI (n = 1; 2,2 %),
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Puc. 4. TpenaHobuontaT KOCTHOrO Mo3ra nauueHta ¢ XMMJI
1N MacTounTo30M. IMMYHOIrMCTOXMMUYECKAA peakuns C aHTuTena-
mun kK CD117, x400

Fig. 4. Bone marrow core biopsy sample of a patient with CMML and
mastocytosis. CD117 antibody immunohistochemical assay, x400
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Puc. 5. [IMHaMnKa M3MEHEHUS MPUCTYNOB Y GO/bHbIX C Hearpeccms-
HbIMM hopmMammn MacToumTosa (n = 34)

Fig. 5. Dynamics of episode changes in patients with non-aggres-
sive forms of mastocytosis (n = 34)

25 541%
m 20 [ ‘
o
T 35,1%

2 15
=
2
8 10
g s | 10,8 %
’ L

0 —

be3 nameHeHui YMeHblUueHue YBennyexune

06beM NnopaXKeHUsi KOXu

Puc. 6. lnHamnka namMeHeHns o6beMa NopaxeHnsa Koxu y 60/b-
HbIX C HearpeccuBHbIMK hopmamu mactoumTosa (n = 37)

Fig. 6. Dynamics of changes in the volume of skin lesions in patients
with non-aggressive forms of mastocytosis (n = 37)
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Ta6nuuya 5. OCHOBHble Xanobbl ¥ CUMMNTOMbI Y NaLUMEHTOB
C MacTounTo30M

MauuenTnbl

CumnTom abe. %
KoXHbI# 3yn 39 67,2
[punyxaHne, NOKpacHeHUe BbICbIMHbIX 3IEMEHTOB 36 62,0

B OTBET Ha Pa3/InyHble pa3apaxuTenu

bonb B XxuBoTe 17 29,3
Mpunuesbl 16 27,0
[vapes 13 22,4
TowHoTa/pBoTa 14 24
AHachmnakTn4ecknii anmson 10 17,2
Ledanrusa 3 51
Bonb B KOCTAX 4 6,8
[MaHnyeckas ataka 1 1,7

Ta6nuua 6. MNpoBoagumasn Tepanus y NauMeHTOB C HearpeccuBHbIMU
thopmammn mactoumTosa

MaumnenTbl
Mpenapartbl abe. %
AHTUrMCTaMUHHbIE
ExenHeBHO " 245
[Tpn 060CTpEHnsaX 12 26,7
ExxenneBHo + [1YBA npu o60cTpeHnn 3 6,7
[peaHn3010H CMCTEMHO
ExeaHeBHO 1 2,2
[pn 060ocTpeHmm 5 11
Kpomornunkar Hatpus
PerynsipHo 1 2,2
bes perynapHoi Tepanuu 10 22,2
HeT naHHbIX 2 44
Bcero 45 100

MYBA — ynbTpadmonert + ncopaneH.

«MacTouuTo3 B Koxke» (n = 33; 62,2 %) y 607bHBIX 6e3
aHa/IM3a KOCTHOTO MO3ra.

MezayaHa CbIBOPOTOYHOM KOHIIEHTPALWU TPUINTA3bl
y 6osbHbIx ¢ H®M cocrtaBusa 18 Hr/ma (guanasoH
1-220 ur/ma) (n = 30).

MenuaHa BpeMeHM HabJwoAeHUs1 60bHbIX ¢ HOM
coctaBusia 56,5 Mmec. (AuamazoH 3-564 mec.). B aToi
rpynne 1 manueHT ¢ aCCOLLMMPOBAHHBIM HMH/0JIEHTHBIM
MacTOLIMTO30M yMep OT nporpeccupoBaHus XMMJI.

BosbmmHcTBO mnauueHToB ¢ HOM mnonayyanu mo-
CTOSIHHYI0O CUMIITOMAaTHYeCKyl Tepanul aHTUTHUCTa-
MUHHBIMU IIpenapaTaMu. JledyeHue OblJIO Has3HauYeHO
HabJI0JA0UMMH  ClIeliMaJuCTaMu [0 KOHCYJbTalluu
remaroJioroM. Tepanus npvBejeHa B Tab.1. 6.

Y GoJiblel YacTy MallMeHTOB 3a epUo/i HAbJII0JeHUs
XapaKTep >ajob He MEHSJICS, UHTEHCHUBHOCTb UX He
HapacTaJja. MckiodeHre coCcTaBUJ 06beM BBICBIIAHUM:
y GOJIBIIMHCTBA 60JIbHBIX IIJIOIA/lb KOKHOI'0 TOPaXKeH s
yBeJIMUUIach. JJUHAMHUKA Kajo0 U KOKHBIX NPOsIBJIEHUH
60sibHBIX ¢ HOM npuBesieHa Ha puc. 5 u 6.

W3 Bcex ompouleHHbIX nanueHToB ¢ HOPM ToOsNBKO
2 (44 %) coobwuau, 4YTO JeKapCTBeHHas Tepanus
3¢ dexTrBHA YacTU4yHO. OcTa/bHbIe 6OJIbHbIE OTMeYaln
JlOCTaTOYHbIN 3P eKT CUMITOMATUYECKOUN TEpaNUU.
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XapaKrepuCTUKa NaLMEHTOB C arpecCMBHbIMU

cthopmamu MmacToumMTo3sa

Y 13 (22,4 %) 6GoJbHBIX AUMArHOCTHPOBAH arpec-
CUBHBIM MacTouuTo3, B T. 4. ¥ 5 (38,4 %) — Ty4yHOKJIe-
TouHbIH Jieriko3 (TKJI). AcconuupoBaHHble GOPMBbI
npucytcrBoBaau y 2 (15,3 %) manueHTOB: Yy OJHOTO —
MHeJIOW/IHOe HOBOOGpa3oBaHMe C 303UHOQUINEN U
peapamxupoBkoit PDGFRA, y apyroro — XMMJI.

MesivaHa KOHIlEHTpalMM TPUIITA3bl [0 Hadaja Te-
panuu coctaBuia 249 ur/mi (auanasod 37,8-1680 Hr/mi)
(n=10).

Bcem nmanuenTtam ¢ AOM npoBejieHa nmaToreHeTUYe-
CKasl JleKapCcTBeHHas Tepamnus. [lokasaHUAMHU K Hayaly
JleyeHUs] TIOCAYXKUJIW OTeYHO-aCLUTUYEeCKUM CUHJPOM C
nopTasbHOM runepreHsueit (n = 6; 46,1 %), qUTONEHUHU
(n =3; 23 %) ¥ cuMOTOMAaTUYECKUHA OCTEOJUTHUYECKUIN
npouecc (n =7; 53,8 %).

JleTabHOCTb B TpeJICTABJIEHHON Trpyle CoCTaBUJa
15,4 % (n = 2). 1 6osbHOM ¢ TKJI 6€3 myTauuu C-KITD816V,
HeCMOTpsA Ha JOCTH)KeHHe OTBeTa OT JiedeHUsl MMaTH-
HHUGOM U KJIaJpUOMHOM, CKOHYAJICS OT IPOTPeCCUPOBaHUsA
HOBOOOpa3oBaHUsl € peapaHxupoBkoit PDGFRA wyepes
7 Mec. OT HayaJjla Tepanuu. BropoMy maunueHTy c arpec-
CUBHBIM MacTOLMTO30M, CBA3aHHBIM ¢ XMMJI, npoBeseHna
Tepamnus JeuuTabuHoMm 6e3 3dpdekTa. JleTaabHbIN UCXO[
HaCTyNuJI yepe3 2 Mec. Nocjie BeprudpUKalui MaCTOLUTO3a.

Y 3 (23 %) 6oabHbIX 6e3 myTauuu C-KITD816V
MpoBeJieHa Tepanusi UMaTUHUO0M C 3ddeKToM B BUe
obJsieryeHUs] CHUMIITOMOB, paspellleHUsI aclyTa, CTa-
O6UIM3al MM OCTEeOJUTHYECKOr0 Ipoliecca, perpeccuu
KOCTHO-060JIEBOTO CHH/IPOMA, YMEHblIeHHUS TY4YHOKJIe-
TOYHOH HMHQUJIbTPALMM KOCTHOTO MO3ra M CHUKEeHUS
KOHIleHTPalluM TPUNTAa3bl B CbIBOPOTKe. [lepeHOCMMOCTh
y[IOBJIETBOpUTEJIbHAS, NepuoJ HaOJI0JeHUs COCTaBUJI
137 (n=1) u 17 mec. (h = 2) COOTBETCTBEHHO.

Opna maypueHTtka ¢ TKJl u mytauuein C-KITD816V
noJsiy4aja Tepanuio IMKJOCIOPMHOM A, MMaTHHUOOM
U TUJpPOKCUMOYeBUHOU 6e3 3ddekra. Ilocse Hauana
MOCTOSIHHOT'0 IPUeMa MepKalTOIlypHHa U IpeHU30JI0Ha
JIOCTUTHYTO CTOHKOe YyJydyllleHHe COCTOSIHUSI B BHJe
paspellleHHs aCL{UTa, OTCYTCTBUS TPaHCHY3MOHHOH 3aBU-
CUMOCTH. [lepeHOCMMOCTD YZI0BJIETBOPUTEIbHAS, IEPUOJ
HabJII0IeHUs cocTaBuJ 19 Mec.

Y 2 nanuenTtoB ¢ AOM npoBeJieHO 6 KYpCOB XMMHUO-
Tepanuu KJaJpU6HHOM. [JoOCTUTHYTa MOJIHAsl perpeccus
CUMIITOMOB, HOpMaJM3alusl KOHLlEHTpPALMU TPUITa3bl
B CbIBOpPOTKe. [lepeHOCMMOCTb JiedeHUs YAO0BJETBOPU-
TesibHas. [lepuos HabogeHUs cocTaBua 42 u 87 mec.
COOTBETCTBEHHO.

OpHa manueHTKa, 37 jeT, ¢ AOM nosyyasna JiedeHue
KJIAIPUOUHOM C JJINTeIbHOCTbIO 3ddekTa 60 Mec. B Te-
yeHHe 5 Mec. MPOBOJMJACh Tepanus aBalpPUTHUHUOOM.
JIOCTUTHYTO yMeHblIeHHe >al06 U NOTPeGHOCTH B
CUMIITOMaTH4YeCKOW TepanuH, CHUKeHUe CbIBOPOTOYHOMN
Tpuntassl ¢ 285 g0 30 Hr/mu. U3 HexesaTe/NbHbIX SIB-
JIeHUU oTMevasach FUNnepouJInpyouHEMUS, YTO NOTPe6o-
BaJIO CHW>KeHHUsI [103bl Ipemnapara.

Y 2 nayMeHTOB IPOBe/ieHa Tepanus MUJ0CTaypUHOM.
[lepBass 60sbHasA, 41 rof, ¢ pacnpoCTpaHEHHbIM OCTEO-
JINTUYECKUM MNpPOILeccoM, MeJAUaTOPHbBIMU CHUMITOMaMHU
noJsiy4aja B KayeCcTBe IMepBOM JIMHUHW MUJOCTAypUH B
TedyeHUe 36 Mec. JJOCTUTHYTO yMeHblIeHUe KOHLEeH-
TpalUu TPUNITA3bl B CbIBOpOTKe (¢ 55 g0 25 Hr/mui), no-
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Puc. 7. O6Lwas BbKMBaEMOCTb NaUMEHTOB C arpeccuBHbiMK (ADM)
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Fig. 7. Overall survival of patients with aggressive (A®M) and non-
aggressive forms of mastocytosis (HOM)

6JieflHEHNE CBIIH, OJJHAKO 60JIb B KOCTSX, 3/, IPUJIUBBI,
NOTPeOGHOCTh B €KelHEBHOM NpHeMe aHTUI'MCTaMUHHBIX
NpenapaToB U aHAJbleTUKOB OCTABaJIUCh Ha IMpeXHeM
ypoBHe. M3 HexesaTeJIbHBIX fBJEHUN OTMeyasach ap-
TepuaJibHasl TMIIepTeH3Us C TOTPeOHOCTbIO B CHUXKEHUHU
J03bl MUAocTaypuHa. Bropasg nauueHTka, 32 roga, c
TKJI panee nmoJsiyuusa 6 KypcoB Tepanuu KJaaJpUOUHOM
C TOJOXUTeNbHBIM 3ddeKkToM, oJHaKO yepe3 35 mec.
OTMeYeHO NporpeccipoBaHue. B TeyeHre nociefyOmUx
24 Mec. IpMHUMAJAa MHUJOCTAYPUH C MOJIOXKHUTEJTbHbIM
3¢ dexTOM B BU/le pas3pellleHUs] CHMIITOMOB U CHWXXKEHUs
NOTPe6GHOCTH B CHMIITOMAaTUYeCKOU Tepanuu. M3 Hexena-
TeJIbHBIX SIBJIEHUH OTMeydasiach BblpaXk€HHasl TOIIHOTA C
NOTPeOGHOCTHIO B €XKeJJHEBHOM IpHeMe NPOTUBOPBOTHBIX
npenapaTos.

Y 2 nauuenTos ¢ TKJ/I nposegena annoTI'CK. [TepBasa
nauueHTka, 44 roja, B TeyeHUe 24 Mec. moJydasa
nocse/0BaTeJbHO Tepaluio NpeJHU30J10HOM, UHTepde-
pOHOM «-2a, Ja3aTUHUO0M, KJIaZpuOHHOM, 3TONO3U/0M,
LUTapabUHOM C JAayHOPYOULUHOM («7+3»); 3HAaUUMOTI0
addekTa He JOCTUTHYTO HU OT OJJHOTO U3 NpenapaTos.
B cBsi3u c 3kcnpeccueil TydHbIMU KJeTkamMu CD38-aH-
TUreHa Obl]1 BBeJeH 3JIOTy3yMab C JOCTHXXKeHUeM
3HAaYUMOM LUTOpeJyKIMU. B fanbHellleM NpoBejeHa
koHcoaupupywwasa amioTI'CK. Jlocturnyrta mnoJiHag
pemuccusi; mnepuoj, Hab6uwaeHus mnociae annoTICK
coctaBusn 23 Mec. Bosiee moapo6GHO mepuoj TpaHC-
IJIaHTallMu omnucaH B HaGuwogeHud A.H. Elmagaacli u
c0aBT. [29]. BTopoit 60/1bHOM B TeueHUe 2 MeC. IToJIydasl
JledeHUe UMaTUHUOOM U JieHanujoMujoM 6e3 apdekra.
B nocneayomuye 5 Mec. TpoBOAUIACH Tepanusl aBanpu-
TUHUOOM, YTO TNPUBEJO K perpeccud MeJUaTOPHBIX
CUMIITOMOB, @ TaK)Xe TYYHOKJIETOYHON MHQUIbTpPALUU
kKocTtHoro mo3ra ¢ 80 go 30 %. BeinosHeHa annoTICK,
KOHLeHTpaLusl TpUITa3bl B CbIBOPOTKe 0 asiaoTI'CK
6b1a 310 Hr/mMi. B TedeHue 9 Mec. mocje TpaHCILJIaH-
TallUM NPOTHUBOOIYX0JieBass Tepanusl He NPOBOJHUTCH,
Me/IMaTOPHBIX CUMITOMOB U IOTPEOGHOCTH B IpUEMe aH-
TUTMCTAaMUHHBIX CPeJICTB HET, KOHIIeHTpaLus TPUIITAa3bl
B CbIBOpPOTKe yepe3 8 mec. — 150 Hr/m1.
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O6uiasi BBDKMBAEMOCTh MALMEHTOB TPYIIbI Ha6JIIO-
neHus (c AOM u HOM) npuBegeHna Ha puc. 7.

OBCYXAEHUE

MacTouMTO3 OTHOCUTCS K KJIOHAJbHBIM HOBOOOpasoBa-
HUSIM KPOBETBOPHOM TKaHM. [IporHo3 MoxeT BapbHpoO-
BaTb OT CIHOHTAHHOM perpeccuy [0 AJUTEJbHOIO Xpo-
HUYEeCKOro TeuyeHUs. Tak, B HacTOsIeM HCCIe[,0BaHUU Y
YaCTH NalMeHTOB MacTOLUTO3 Ae6THPOBaJ B IeTCTBE,
XOTsl CUYUTAETCS, UTO ¥ GOJIBLIMHCTBA JleTell MacTOLMTO3
perpeccupyeT camocTosTesbHO. Kak nokasasa paboTa
C. Meni 4 coaBT, BkJIouYaBiuasg 621 naunueHta, y 27 %
JleTell 3a6o/ieBaHMe NEePCUCTUPOBAJIO NPU MeJUaHe Ha-
6ntoneHus 6 et (quanasoH 1,5-55 set) [30].

Y B3pOC/IBIX MAcCTOLMTO3, KaK NPaBUJIO, MeJJIEeHHO
nporpeccupyeT [31]. B wucciemoBaHHOW rpymne oOT-
MeyaJlacb YacTUYHasi perpeccusl CbIIM U CHUCTEMHBIX
cumntoMoB y 10,8 % 6osabHBIX. CXOAHbIE JAaHHble —
yMeHbllleHWe BBbICBIIAHUN W TSXKECTH MeJHaTOPHBIX
peakyuit y 11,3 % u3 106 nanueHTOB — NPUBOAATCA B
ucciaenoBanuu K. Brockow u coasr. [32].

B HacTosem HabawoaeHnn yacrora AOM cocraBuiia
22,4 %, 4TO mnpeBbILIAET OTHOCHUTEJbHOE KOJUYEeCTBO
A®M B KpyIHBIX PETUCTPOBBIX UCCae[0BaHUsAX [16]. Be-
posiTHee BCEro, 3T0 00YC/J0BJIEHO HEOOJIBIINM 06'beMOM
YccleJOBAHHOW TpyNNbl MAllMEHTOB U Cleljdaansanuen
(xuMHOTepanusi OMyxoJel CHUCTEMbl KPOBU) GOJIbIIMH-
CTBa aBTOPOB PabOTHI.

Y 4dacTu GOJIBHBIX HCCIeAyeMON TpyNNbl AUArHO3
NOCTaBJIeH TOJIbKO Ha OCHOBAaHUM TUNWYHOHN ChINU U
MOJIOXKUTENbHON peakuu YHHbl—/lapbe. AHa/IOTHYHbIEe
JlaHHble NpuBeJieHbl B uccaefoBaHuu K. Wollf u coaBr, B
koTopoMy 22 (32,8 %) 13 67 naiueHTOB Mardo3 6ol o-
cTaBJieH kjanHUYeckd [33]. [lo-BuAMMOMY, CTaGUIBHOCTD
TedyeHUs] 3a60JieBaHUSA U He3HAUUTesbHOe YXyJlleHHe
KauecTBa KM3HU NallMeHTOB Ollpe/ieJININ 0TKa3 OT UHBa-
3UBHBIX JIUarHOCTUYECKHX IPOLeAYD.

TpenaHo6HOICHUA KOCTHOTO MO3ra BXOAWUT B CTaH-
JApTHBI IJIaH 06C/e/0BaHUs MallMeHTOB C MacTo-
yuTo3oM [27]. OpHAKO Heo6XOAWMOCTb WHBA3UBHOTO
vcciaenoBaHus y 60sbHbIX ¢ HOM TpebyeT yTouHeHHS,
T. K. BbIsIBJIeHHEe TY4YHBbIX KJETOK B OMONTAaTe KOCTHOIO
MO3Ta He OKa3blBaeT CyIleCTBEHHOTO BJIUSIHUS Ha Jie-
4yebHYI0 TaKTUKy [16]. B mpoaHasu3vpoBaHHOU rpymmne
HO®M Takxxe TpeGoBajach TOJbKO CUMITOMaTH4ecKas
Tepanus. CkJia/ibIBaeTcsl BleyaTIeHue, YTO BSJIOTEKYIlee
TedyeHUe, OTCYTCTBHe NOTPEOGHOCTH B JIeKapCTBEHHOM
NPOTHUBOOMYX0/IEBOM JIedUeHUH NIPUBOAAT K TOMY, YTO BO
MHOT'MX LJeHTPaXx 4acThb NalMeHTOB TaKxKe 06cie/lyeTcs He
B NoJIHOM o6beMe. [lo fanHbIM EBpomnelickoro perucrpa
60JIbHBIX € MacTouuTo3oM, y 473 (15,8 %) u3 2985 nanu-
€HTOB GMOIICUS KOCTHOTO MO3Ta He BBINOJIHAJIACH U OblJ
MOATBEPK/IeH JIUIIb «MAacCTOLIUTO3 B Koxe» [33-35].

[IporHos TeyeHHs 3a60sieBaHUsl ¥ 6OJBHBIX C MaCTO-
LIUTO30M 3aBUCUT KaK OT arpecCUBHOCTH caMoro 3aboJie-
BaHUs, TaK U OT HAJMYMs CBSA3U C JPYTHUMU reMaToJIOTU-
YeCKUMH OIyxoJisMU. AHanu3 EBpomnelickoro peructpa
60JIbHBIX C MacTOLIMTO30M IIOKa3aJs, 4YTO OOJIbHble C
acCoLMMPOBAHHBIMU GpOpMaMU XapaKTePU3YIOTCS CaMbIM
HeO6/JIaroNpUSTHBIM NMPOTrHO30M [16]. 3TU JAaHHbBIE MOJA-
TBEPX/JAI0TCA U pe3y/bTaTaMU Halllero Uccjie 0BaHHUs.
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B onucaHHO! KoropTe aHTUMeJuaTOpHas Tepanus
AHTUTMCTAaMUHHBIMM IIpenapaTaMy, 6/10KaTopaMu MeM-
O6paH TY4YHBIX KJIETOK, MaJIbIMU []03aMH IVIIOKOKOPTHUKO-
CTepou/I0B Y 60JIbIIMHCTBA NaneHToB ¢ HPM nosBosinia
KOHTPOJIMPOBaTb CHMIITOMBI 3a60JieBaHUsI B TedeHHUe
MHOTHX JIET. JTH pe3y/JbTaThl MOJHOCTBIO COIVIACYHOTCS
C laHHBIMU 3apy6exHbIX paboyux rpynn [14, 15, 36, 37].

Bri60op Tepanuu AOM 3aBUCUT OT MyTALMOHHOTO CTa-
Tyca reHa C-KIT [25]. B npe/icTaBJIeHHOM HCCJIeIOBaHUHU
y BcexX 6oJsibHbIX 6e3 myTauuu C-KITD816V uMaTUHUO
nokasas 3¢ PpeKTUBHOCTD, CPAaBHUMYIO C JAHHBIMU A. Par-
danani u coaBT. [38]: yny4umeHue oTMevasoch y 100 %
60JIbHBIX, KOTOpbIe ero noJy4vanu [39].

Tepanus K/aaApuOGMHOM B MCCIAe[0BaHHOM Trpynne
6b11a 3¢dexTBHA ¥ 80 % GOJIbHBIX, YTO COOTBETCTBYET
pe3y/nbTaTaM ApyrUx HcclefoBaHUi. Tak, 1Mo JaHHBIM
H.C. Kluin-Nelemans u coaBT, 3pPeKTUBHOCTb KJaJpHu-
O6MHA NpPU CUCTEMHOM MAaCTOLUTO3e MOXeT JOCTUraThb
100 % [40]. [Ipu aHaIM3e 0fHOU U3 caMbIX 6OJIBbIINX TPYIIT
60JIbHBIX (N = 68) c CUCTEMHBIM MacTOLUTO30M 3ddek-
TUBHOCTb Tepanuu KJIaJpUOHUHOM cocTaBuaa 72 % mpu
YA0BJIETBOPUTEbHON IEPEeHOCMMOCTH Npenapara [22].

3AK/TIOMEHUE

[IpoBe/ileHHBbIN aHa/IM3 NPOAEMOHCTPUPOBa/ GJaronpu-
SITHBIN MPOrHOo3 y nanueHToB ¢ HOM. HeobxoauMocTh aHa-
JIM3a KocTHoro Mo3ra npu H®M Hyx/iaeTcsl B a/ibHel1IeM
06Cy>K/leHUH. AHTUTUCTaMUHHbIe Cpe/cTBa 3Q(eKTHBHbI
JUI1 KYNMPOBaHUsA Kajob y OGOJIbLIMHCTBA MalleHTOB.
utocraTuyeckoe JyiedeHue npu APM NpPUBOAUT K [JIU-
TeJIbHOM perpeccuy OIMyX0JIeBOM MacChl ¥ YaCTH GOJIbHBIX.
KineTto4yHass Tepamnusi, HOBble TapreTHble IpenapaTsl IO-
3BOJIAT B OyZlyllleM yIy4IIUTb IPOTHO3 Y NaLMeHToB ¢ AOM,

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3asBJIAIOT 06 OTCYTCTBUY KOHPJIUKTOB HUHTEPECOB.
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