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B PE3IOME

BeepeHue. PekomeHgaumm nocesLLeHb COBPEMEHHOMY COCTOSIHMIO MPOBIEMbI AMATHOCTUKM M NNEYEHNS MACTOLMTOSA.
Lenb — npefocTtaBnTh KOHCONMANPOBAHHOE MHEHUE POCCUICKMX SKCMEPTOB MO SIEYEHUIO B3POCIIbIX BONBbHBIX MOCTOLUTO3OM.
OcHoBHble cBepeHus. PaspaboTaHbl pekOMEHAALMU C YHETOM 3apybexHbiX MyOnMKauMii M OTEYECTBEHHOTO OMbITA,
HO OCHOBE MMPOBBIX KJIMHUYECKMX MCCNEROBAHUM MO JIEYEHMIO CMCTEMHOrO MACTOLMTO30d, KOXHOIO MOCTOLMTO3d,
TYYHOKNETOYHOrO NeNKo3a U apyrux popm mactoumtosa. [lokasaHo 3HaYeHUE MONEKYNSPHO-TEHETUYECKOTO UCCNEROBAHMS
KOCTHOTO Mo3ra u nepudepuyeckort kKposu Ha Hanuune nepectpoek reHa KITD8I16V. lMpueepeHbl cxembl nedeHums
C NPUMEHEHUEM MMAOCTAYPMHA, UMATMHKOA, KNAgpPUBUHA, rMapPOoKcMKapbamuaa, MHTepdepoH anbda, TPAHCMIAHTALMK
reMOMO3TUYECKMUX CTBOMOBLIX KNETOK. [1puMBeaeH NporHo3 npu pasnunuHbix GopMax MacToLuTo3a.
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KNanpubuH, ruapokerkapbamma, uitepdepoH ansdd, TPAHCINAHTALMS FEMONO3TUYECKMX CTBOOBLIX KIIETOK

KoHdnuKT uHTepecos: astops 3a98M510T 06 OTCYTCTBUM KOHPNUKTA MHTEPECOB.
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B ABSTRACT

Introduction. Recommendations cover the current state of diagnosis and treatment of mastocytosis.

Aim — a consolidation of the Russian experts’ opinion on treatment for adult mastocytosis.

Main findings. The recommendations have been developed taking into account foreign literature, national experience and
world clinical evidence on therapy for systemic and cutaneous mastocytoses, mast cell leukaemia and other mastocytosis
forms. The significance of bone marrow and peripheral blood molecular genetic testing for the presence of KITD816V gene
variants is demonstrated. The treatment regimens described are based on midostaurin, imatinib, cladribine, hydroxycarba-
mide, interferon alfa and haematopoietic stem cell transplantation. Prognosis in different forms of mastocytosis is provided.

Keywords: mastocytosis, systemic mastocytosis, cutaneous mastocytosis, mast cell leukaemia, KITD816V, prognosis, midostaurin, imatinib, cladribine, hydroxy-
carbamide, inferferon alpha, haematopoietic stem cell transplantation
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TepmuHbI M onpepenexus

MacTountos — reteporeHHas rpynna 3a6oneBaHmit, KOTOpbie Xa-
ypesmepHoi nponudepaumnen wu
KnoHanbHbix (HeonnacTuueckux) TydHeix knetok (TK) B opHom mnu

pakTepuayioTcs HaKonneHnem
Heckonbkmx opraHax [1].

MYBA-tepanus (PUVA — Psoralen UltraViolet A) — meToa nedenus,
KOTOPbIN BKNKOYAET MCNONb30BAHWE POTOAKTUBHOMO BelecTsa (nco-
paneHsl — KNacc GpypoKyMapHUHOB) COBMECTHO C 0BnydYeHUEM KOXM
ATMHHOBOSHOBLIM YNLTPADUONETOBLIM U3y YEHUEM.

PacnpocTpaHeHHbIM MOCTOLNTO3 0BbeaUHSET ArpecCHBHBbIN CUCTEM-
Hbit mactountos (ACM), CM c accounmnpoBaHHbEIM reMaTonornieckmm
sabonesanmnem (CM-AT3), TyuHokneTounbiit neiikos (TKJ).

Anuaemuonorus

MacTouutos sensetcs pepkum 3abonesanuem. Pacnpoctpane-
HOCTb MacTouuTosa coctasnser 9 cnydaes Ha 100000 Hacenenus,

| 2021; 66(2): 280-311 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONOTUY 1 TPAHCOY3MONOTHS | 281



| KMMHUYECKME PEKOMEHABALMN | CLINICAL RECOMMENDATIONS |

uugonentHoro CM (MCM) — ot 9,2 po 13 cnyuaes va 100000 Ha-
cenenns [2]. Exerogras sabonesaemocTts ans Bcex Gpopm macTouu-
7030, BKAOYAs koxHbIM mactountos (KM), coctasnser 0,89 cnyuas
Ha 100000 HaceneHus, HeNOCPEACTBEHHO KOXHbBIM MACTOLUTO30M —
0,2 Ha 100000 Hacenenus [3]. KM sctpeuaetcs npenmywecTtsenHo
B ETCKOM BO3pacTe u B 75 % cny4yaes BO3HMKAET B BO3pACTE A0 2 fieT,
ae 10% — s Bospacte ot 2 go 15 net [4-7]. B peakux cnyuasx ectpe-
yatotcs BpoxaeHHble dbopmbl KM [7, 8].

Knaccudbukaums

BcemnpHas opranmsaumns sppasooxpanenuns (BO3) &8 2017 r. gbi-
Aennna MAcTOLMTO3 B COMOCTOSTENbHYIO HO3ONOTMYECKYIO rpynny
B PO3AENe MUENOUAHbIX Heonnaswii [9].

KM

v' nathucro-nanynesusii KM (MMKM)/Murmertras kpanmeruua
(MK);

v’ CONMTAPHAS MACTOLMTOMA KOXM;

v’ audbdysHuiin koxHbii MmactounTtos  (IKM)/Teneanruskratimye-
CKWMM TMN MACTOLMTOS3A.

CM

MCM

v tnetowmit CM;

v’ U307MPOBAHHBIN MACTOLMTO3 C NOPAXEHMEM KOCTHOTO MO3IT;

v CM-AT3;

v ACM;

v TKI:

® KIOCCHYECKMI BAPUAHT;

* anemMKeMMYecKMit BAOPUAHT.

Ty4HokneTouHas capkoma

Kogbl 3abonesanms cornacHo knaccudukaumm MKb-10

Q82.2 KpanueHuLa NUrMeHTHAs — A5 KOXHbIX GOpPM MACTOLMTO3A

C96.2 3nokayecTBeHHAs TYYHOKIIETOYHAS OMYXOSb

C96.2 ArpeccuBHbIM CUCTEMHBIN MACTOLMTO3

C96.2 TyuHokneTouHas capkoma

C94.3 Ty4HOKNETOUHBIN NENKO3

D47.0 TuctrountapHbie U TyHHOKIETOUHbIE OMYXONM HEONPEaeneH-
HOrO MM HEM3BECTHOrO XAPAKTEPA

D47.0 CucTeMHbIN MACTOUMTOS (MHAONEHTHBIN, TAIOWMH, C NOpaxe-
HWem kocTHoro moara). CUCTEMHBIM MOCTOLMTO3 C ACCOLMMPOBAHHBIM
reMaTonorniecknm 3a60neBaHMeM HETYYHOKIETOHOM NPUPOALI

D47.0 MactounTomMa,/MacTounTos HeyToUHEHHbIe. BHekoxHas ma-
cTouMTOMA

STMonorusa u natoreHes

Stnonoruns 3abonesanns He yctavosnena. TK (mactouuts) —
KNeTKM CPefHero pasMepd, PacnosdaralolMecs B NepuBacKynsap-
HbIX MPOCTPAHCTBAX MPAKTMHYECKM BO BCEX TKAHSIX, KOTOPbIE JIErKO
pacnosHatoTcs 6narofaps cneumpuyecknm rpaHynam npu okpacke
no MMmse unu TonynanHosbiM ronybsim. Mactouutsl siBnsitoTcs no-
TOMKOMM CTBOJOBbIX KPOBETBOPHbIX KIETOK KOCTHOTO MO3rd M Mo-
ryT MUrPMPOBATbL YEPE3 SHAOTENMI B Nepudepuyeckne TKAHH, rae
MPOXOAAT OKOHYATENbHbIE CTAAMKU AMPPEPEHLMPOBKM M CO3PEBA-
Hus. Cosperanmne TK mopdonornueckn MOXHO pA3AenTL HA YeTbIpE
ctapuu: 1) BnacTHbie kneTku 6e3 rpaHyn, NO3UTMBHbIE NPK OKPACKE
Ha TpunTasy; 2) meTaxpomaTtuueckue bnacTHeie knetku; 3) npoma-
ctounTsl (aTnnuHble MacToumTsl Il TMRQ), copepxawue AByAonb-
YaTble MM MHOTO[OMbYATHIE MOHOLMTOMAHbIE 9apa; 4) 3pensie ma-
cTounTsl. Hespernblie MAM ATMAMYHBIE MACTOLMUTHI B KOCTHOM MO3re
moryT Habmogatses npu ACM mnu TKJ1 [10]. Cneunduueckue rpa-

HYJIbl MOCTOLMTOB COAEPXAT MEANATOPLI BOCMANEHUSI U BA3OAKTUB-
Hble BELWeEeCTBA, BbICBOBOXAAIOWMECS NPU CBA3U MMMYHOrIOBYnuHa
E c anneprenamu man apyrumu cTUMyaupytolwmmu areHtamu [11].
Creundunueckum pepmeHTom, cekpetnpyembim TK, sensietcs Tpunta-
30, KOHLEHTPALMS KOTOPOM B CIBOPOTKE KPOBM B HOPME COCTABASIET
0-15 Hr/Mn 1 KOppPenupyeT C KONMYECTBOM MACTOLMTOB M KIIMHUYE-
ckoi popmon mactouutosa [12].

Hpyroi cneundumyeckoit xapaktepuctnkoint TK aensetcs Hanuume
HO MOBEPXHOCTH 3penbix KneTok creunduyeckoro peuentopa CD117
(c-KIT), nurangom koToporo sBnsietcs GAKTOP CTBOMOBLIX KIETOK.
CD117 siBnsetcs TpaHcMeMBpaHHbIM 6ENKOM C TUPO3UHKMHA3HOM OK-
TUBHOCTbIO, KOTOPBIN B HOpMe 3Kcnpeccupyetcs Ha TK, remonosTuye-
CKMX KNeTKAX-MPEeAWeCcTBEHHNKAX, 30POAbILLEBbIX KIETKAX, MEeIaHO-
LMTOX M MHTEPCTULMANBHBIX KIETKAX B XENYAOYHO-KMLWEYHOM TPAKTE,
HO B npouecce AndPepeHUMPOBKMA Ero MIOTHOCTb HO MOBEPXHOCTH
KNeTok cHuxaetcs, uckmodas TK, Ha KOTOpbIX BbICOKAS SKCMpeccHs
c-KIT coxpaHsetcs u B 3penom coctosnmu [13]. Crpyktypa peuen-
Topa CD117, kotopsiit koanpyeT ren c-KIT, Bkno4aeT BHEKNETOUHBIN,
TPAHCMEMBPAHHBIN, OKONOMEMOPAHHBIA [OMEHBI U CAMT AKTUBALMK
TUPO3UHKMHA3bI.

MaTtoreHes cBS3aH C BOBHUKHOBEHMEM COMATUYECKMUX MYTALMM B re-
Hax, yyacTeylowmx B perynaumm aktmsaumn 1K [14]. Hanbonee ua-
CTO MpK MacTouuTose BeTpeyatotcs MyTaumun B reHe c-KIT. Mytauuu
NPUBOAST K IMFAHL-HE3ABMCUMOMY KOHCTUTYTUBHOMY dochopunmpo-
BAHMIO TMPO3MHKMHA3bI, TPAHCHOPMALMM GAKTOP-3ABMCMMOrO POCTA
kneTok B GaAKTOpP-HE3ABMCUMBIN, BNOKYy anonTosa u/unu aKTMBALMM
nponndepaumn TK, yto npmueoaut k Hakonneruo TK 1 nx gansHeMwen
aktneaumu [15]. ToueuHas myTaums B aksoHe 17-ro rena c-KIT, a umen-
HO 3AMEHA GMWMHOKMCAOTBI BASMH HA ACMAPArMHOBYIO KMCOTY B KO-
nove 816 (D816V), suissnsetca 6onee, yem y 90 % Bapocnbix 6onbHbIX
mactoumtosom u y 40 % peteit [16, 17]. Pexe onpegensiotcs apyrue
myTtaumu c-KIT: V560G, D815K, D816Y, insVI815-816, D816F, D816H,
D820G. Y 6onbHbix CM kpome c-KIT BrisiBnsatoTcs MyTauum apyrux
reHos, a umeHHo TET2 (47 %), SRSF2 (43 %), ASXL] (29 %), RUNXI
(23%), JAK2 (16 %), N/KRAS (14%), CBL (13 %) u EZH2 (10 %), koTo-
pble HecneundUUHbl 41 MOCTOLMTO3a, NOCKONbKY TaKXe Bbin naeH-
TUPULMPOBAHBI NPU APYTUX MUENOUAHBIX Heonnaswii [18].

Mponudepaumns u Hakonnexne TK B TKAHSAX NEXMT B OCHOBE KJIMHM-
Yeckux nposiBneHnit mactountosa. MNpu mactouutose TK moryT BbiTh
akTeuposaHbl IgE-saBucumeimmu (anneprens) u IgE-HesaBucumbl-
MM MEXAHWM3MAMM, YTO BEAEeT K BbICBOBOXAEHMIO MEAMATOPOB BOC-
nanewus u uuTokmMHoB. B pesynstate BbicBOBOXAEHMS BOMBWOrO KO-
NINYECTBA CEKPETOPHBIX TPAHY, COAEPXALLMX TMCTAMMH, CEPOTOHMH
M ApYyrMe BOCMANMUTENbHbIE MEAMATOPLI, PA3BMBAIOTCS KIMHUYECKME
nposenexus saboneeanus [19].

KnuHuueckue nposBJi€eHnd MacTounTo3sa

Knuuuyeckme nposisnenns mactountosa pasHoobpasubl. OHu Mo-
ryT BAPbUPOBATH OT U3ONMPOBAHHOTO NopaxeHus koxu go TKJ1.

KoxHble nposiBneHus npu MaCTOLMTO3E MOTYT BO3HWMKATL KAK U30JHU-
pOBGHHO, TAK U 9BNATbCA npquneHMeM CUCTEMHOTIO 3060ﬂeBGHM9| [4,
6, 20]. KM cuntaetca pobpokauecteeHHbiM 30601€BAHMEM C BLICOKOM
BEPOSATHOCTbIO CMOHTAHHOrO perpecca. [NonHblit perpecc BbiCbINAHKMI
otmevaetcs B 67 % cnyvaes, ctabunuaauus npouecca Habniopaert-
ca B 27 % cnyyaes [4, 6, 20, 21]. Knunnyeckas kaptuia KM umeert
BO3PACTHbIE OCOBEHHOCTH, O TAKXKE XAPAKTEPUIYeTCs CTAAUNHOCTBIO
npouecca [22]. IMarHocTMyecKMM NPU3HAKOM MOPAXEHUS KOXM SB-
nsetcs peHomeH Japbe — YHHbl. [1pn mexaHMyeckom Bo3pencCTBUM
HQ Oyar, HANPUMEP, UCMONb3Ys YMEPEHHOE AABIEHUE U TPEHWE C No-
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MOLLBIO LINATENS, OTMEYAETCS NOSBIEHUE OTEYHOCTH W MOKPACHEHUS
B 061aCTH BbICBINAHMIA. JMArHOCTUYECKYIO LIEHHOCTb MMEeT onpefe-
fIeHWE YPOBHSI TMCTAMMHA, CEPOTOHMHA M 5-rMAPOKCHMUHAONYKCYCHOM
KMCIOTbI B KPOBM 1 MOYE BOJbHBIX.

[IK sBnaetcs camoit 4actoi KoxHoM Popmon. Beicsinanus npes-
CTABEHbl MHOXECTBEHHBIMM  MENIKMMHK, OKPYTJIbIMM, XenToBa-
TO-KOPMYHEBLIMU MM  KOPUYHEBBIMM MAMYNAMM,
or 1,0 go 2,5 cm B anameTtpe. DnemMeHTbl MOTyT NMPUCYTCTBOBATH
C POXAEHMS UK MOSIBAATLCS B FPYAHOM BO3pacTe. Yale nopaxaeTtcs
TynoBuie, 0BbIYHO HE BOBIEKAETCS LEHTPANbHAS YACTb UL, BONO-
CHUCTAA YACTb rONOBbLI, TAAOHU U NOOOLUBLI. y B3POCHbIX 6OJ'IbeIX Bbl-
CbINAHWA NPEACTABNEHB KPACHOBATO-6YPbIMM NAMYNAMMU U MATHAMM,

anametp kotopbix 0,5 cm 1 menee. MNsTHa He cnueatoTes, wenywe-

pexe MNATHAMM

HMe Ha nosepxHocTu oTcyTcTeyeT. OTMEUAIOTCS TMNEPNUIMEHTALMS
M TeNeaHrnakTasuu. Jlokanusaums Bo B3pOCAOM BO3pACTE — MpPEU-
MYLLLECTBEHHO HA KOXE TYJIOBMLLA U MPOKCUMATbHBIX OTAENOB KOHEY-
HOCTeM, pexe — nuua, nagoHei u nogows. CyGbeKTUBHO OTMEYaeT-
cst ymepeHHbii HenocTosiHHbin 3ya [22, 23]. Mpu MK noutn 8 100 %
CNYy4OEeB OTMEYAEeTCs MONOXUTENbHBIA cMMnToM [apbe — YHHbl. Ons
MK xapaktepHa cTtagniHocTs TeueHns. B nporpeccupytoweit ctaamu
ONPEAENIOTCH MHOXKECTBEHHbIE MONUMOPPHbIE KOXHbIE BbICHIMAHMS
(naTHa, nanynsl, BynnesHbie anemeHTb), NOABASIOWMECS NPUCTYNOO-
6pasHo. Y feTeit NosiBNEHNUE BbICINAHM CONPOBOXAAETCS BbIPAXEH-
HbIM 3KCCYAATUBHBIM KOMMOHEHTOM. YeTKoi cMeHbl THNoB mopdono-
TMYECKMX DNIEMEHTOB HE OTMEYAETCS, My3blPU MOTYT MOSIBAATLCS KAK
HO BMOMMO 3[OPOBOM KOXE, TAK M HO MOBEPXHOCTU MSTEH M nany:n.
Perpecc BbICbINAHMA NPUBOAMT K OBPA3OBAHMIO CTOMKMX MSTEH U-
NEPMUIMEHTALMM, C YETKUMMU TPAHULAMM, He BriefHEOWMX NPU AM-
ackonuu. MNstHa MoryT caunsaTbes, obpasys obwupHseie oyaru. [Mo-
BTOPHOE BO3HMKHOBEHME HOBbIX MSTEH HA GOHe CTAPBIX yCUAMBAET
nx nurmentauuio [5, 24]. OtanuntensHoit ocobeHHOCTbIO nporpec-
CUpYIOLLEH CTAAMM Y B3POCTbIX BOMbHBIX SBNSETCS OTCYTCTBME CTA-
MK 0Bpa30BAHMS BYNNesHbIX 3/IEMEHTOB, XAPAKTEPHO MEPBUYHOE
BO3HUKHOBEHME TMMEPMUIMEHTUPOBAHHbLIX nsTeH u nanyn. Cragus
CTABUIM3ALMM XAPAKTEPUIYETC MPEKPALLEHUEM BO3HWKHOBEHMS
HOBbIX 3/IEMEHTOB, BO3HMKAeT yale B Bo3pacTte 2 netr. K Havany
nybeptatHoro sospacta [1K nepexoant B perpeccupytolyto cra-
OMIO, XOPAKTEPU3YIOLWYIOCS MOMHbLIM OTCYTCTBMEM SKCCYAATMBHbIX
SBMEHWUM, O TaKXe nocTeneHHbIM nobneaHeHnem snemeHTos [25, 26,
27]. Ha HauansHeix atanax knnHuueckas kaptuda MK npeacrasnera
KOXHbIMM BbICHINAHWUSIMU KOK CTOMKMMM, TAK M Npexoasiwmnmu. B or-
AENbHbIX CIYYaAsX KOXHAS CUMNTOMATUKA AOMOMHSETCS CUCTEMHBIMM
NPOSBNIEHMAMM, B TAKOM Ciyyae TpebyeTcs KomnnekcHoe obcneno-
BaHue Ans ncknoyeHns CM.

ConutapHsle MaCTOLMTOMbI KOXM NPEACTABNSIOT COBON OAMHOUHBIE
3MIEMEHThI, PEXe MOryT HABMIOAATLCS HECKONBKO 3/IEMEHTOB, OKPYT-
Jible, MNOTHbIE, 3MIACTUYHbIE OBPA30BAHMS XENTO-KOPUHHEBOTO, KOPHY-
HEBOrO, XENTO-OPUHXEBOro, pexe — KPACHOBATOTO WM PO3OBOrO
LBETq, C LIePOXOBATON MOBEPXHOCTLIO M YETKUMM FPAHULAMKM, AMA-
MeTpom fo 4 cM. MacTtounTomsl BeTpedatotcs npumepro y 10-35%
60MbHBIX MOCTOLMTO30M, MPEMMYLLECTBEHHO B AETCKOM BO3pacTe [28].
3abonesanue uawe aeboTnpyeT B BospacTe fo 6 mecaues xuaHu [29,
30]. OcHoBHOS NOKANM3ALMS MACTOLUTOM — AMCTASIbHbIE OTAENbI KO-
HeuHocTel. XapakTepeH MoONoOXuTeNbHblM cumnTom Japbe — YHHbI,
cybbeKTMBHO OTMeuaeTcs 3yA. [lna CONMUTAPHBIX MACTOLMTOM, KOK
v onsa MK, xapaktepeH cnoHTanHbIl perpecc [26].

JKM MoxeT Bo3HMKaTb KaK y AeTeM, TaK W y Bapocabix 6onbHbix [31].
Ouarn npu IKM kpynHele, HenpasunbHoM GOPMBI UM OKPYTTbIE, Xen-
TOBATO-KOPUUYHEBbIE, C YETKMMM TPAHULAMM, MAOTHOM KOHCUCTEHLMM,
NOKAU3YIOTCS MPENUMYLLLECTBEHHO B MOAMbILIEYHbIX, MAXOBbIX M MEXb-
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AarofMuHoOM cknagkax. Yacto ouarn saxeatsiBatoT Gonbluyio NoBepx-
HOCTb KOXM. [1pu paHHomM BapuanTe KM koxa yToniuieHa u MeeT Bug,
«JIMMOHHOM KOPKM», NPUOBPETAET XeNTOBATO-KOPHUYHEBYIO OKPACKY
[29]. MosepxHOCTL O4AroB HATAHYTAS, YTO CNOCOBCTBYET NOSBASHMIO
TpewwH. [Mpu Tpasme Boicinauuit noseastotcs nyssipu. JKM yawe
apyrMx Gbopm CKNOHEH K nepexody B cucTeMHbii npouecc. IKM co-
crasnsiet 1-3 % cnyvaes koxHoro mactouutosa. [laHHas dopma oco-
6eHHo vyscTeUTenbHA K [TYBA-Tepanuu.

Peakue popmbi KM:

- NepPCUCTUPYIOLLAS SPYNTUBHAS MSTHUCTAS TENEAHTMIKTA3MS — pea-
KOsl MATONOMUs,, BCTPEYAETCS MPENMYLLECTBEHHO BO B3POCIIOM BO3PACTE,
NPOSIBASIETCS B BUAE TENEAHTMIKTATUMECKMX MSITEH C HEMPABMUIbHBIMM FPa-
Huuamu. Cumntom Japbe — YHHbI 1 3yg BoisensioTcs He Beeraa [22];

- Y3N0BATHIA MACTOLMTO3 — YALLE BbISBISETCS Y HOBOPOXAEHHbIX
petei, nubo B Bo3pacTe A0 2 neT, NpeacTasneH cneayowmmu dbop-
MOMM: KCOHTENA3MOMAHbLIN (KCaHTenasmonoaobHs.ii), MHOTOY3JI0BOMH,
yanosato-cnmeHo# [32].

KcantenaamouaHeiit (kcantenasmononobHuii) KM — BoaHukHOBe-
HUE U3ONMPOBAHHBIX MIOCKUX OBASIbHBLIX Y3enkoB Ao 1,5 cMm B auame-
Tpe, NNOTHOM KOHCUCTEHLMM, C IMAAKOM UK, YTO Bonee XapaKTepPHO,
LIEPOXOBATOM NMOBEPXHOCTbIO, OT XENTOBATO-KOPMYHEBOW A0 HACHI-
LLEeHHO KOPUYHEBOM OKPACKM, HAMOMKWHAIOLLEN HEBYC.

Mtoroysnosoit KM — otmeuaiotcs ancceMuHMpOBAHHbIE MONyLLA-
posugHbie Bbicbinanus ot 0,5 o 1 cMm B gnametpe, po3oBon, kpac-
HOWM MJIN XENTOBATOM OKPACKM, C NAAKON MOBEPXHOCTbIO, MIOTHbIE NPU
nanbnaLmm.

Yanoeato-cnmeHon KM — oTMeuaeTcs crimsiiue y3noBbix 31€MEHTOB
C TUMMYHOM NOKANM3ALMEN B CKIAAKAX.

Mpwn onucaHHbix Bhiwe peaknx dopmax dpeHomeH [apbe — YHHbI
BbIpaxeH cnabo. Bo3aMOXHO BO3HMKHOBEHME My3bIPHBIX 3NEMEHTOB,
C AAnbHENWMUM perpeccom, obpasoBaHem 3po3nii U GOpPMUPOBAHK-
eM Kopok Ha nosepxHocTu [33].

CucTeMHbIA MACTOLMTO3

Y B3pocnbix 6onbHBIX YalLe BCTPEYAIOTCS ArPecCUMBHbBIE BAPUAH-
Tol 3a6onesanuns — pacnpoctparentsin CM (ACM, CM-AT3, TKN)
[27, 34]. Koxa BoBneyeHa B NATONOTrMYECKMI MPOLECC NPAKTUYECKH
B 100 % cnyyaes mactouutosay netei u okono 85 %y espocneix. Og-
HOKO OTCYTCTBME BbICbINAHMIA He uckiodaeT anarHos CM. OuarnocTu-
ka CM B OTCYTCTBMM KOXHbIX TOPAKEHUI TPEACTABNSETCS TPYAHOM 30~
pauer, ocobenHo y 6onbHbix, ctpagatowmx MCM ¢ Huskom Harpyakoit
TK. BbigenstoT MOCTOLMTO3 KOCTHOMO MO3ra, NPU KOTOPOM HabogaeT-
€Sl U30NIMPOBAHHOE MOPAXEHME KOCTHOTO MO3rA, KOHLEHTPALMS TPHI-
Ta3bl B CHIBOPOTKE KPOBM OCTAETCS HOPMASBHOM MIM HE3HAYMTENBHO
nosbiweHHoM [35]. Ecnn y 6onbHoro HabnlogatoTcs peunanenpyiowme
OHODUNAKTUYECKME PEAKLMM, MPUIMBbLI XAPA, OCTEOMNOPO3, S3BEH-
Hast 6onesHb, AMapest HESICHOM 3TUOMOMMM, AONXKHA BbITh HACTOPOXEH-
HOCTb B OTHOLEHUM MACTOLMUTO3A.

Knunuueckme npossnenns CM obycnosneHsl BbicBoboXaAeHUEM Me-
ouatopoe TK, unpunstpauuein tkarnen TK. Cumntomsl, onocpenosaH-
Hble MEAMATOPAMM, — 3yf, MOKPACHEHME, YHaLueHHOe cepaLebrerme,
ronosHas 6onb, 6oL B XMBOTE, AMAPES, TMNOTOHMUS, AHAPUIAKCHS,
PA3LPAXUTENBHOCTb, Aenpeccus, 0BMOPOUYHOE COCTOSHUE M CKeneT-
HO-MbieyHas 6onb. [MosBneHne CUMNTOMOB MOXeT BbiTh MHAYLMPO-
BAHO MHOTOYMCIIEHHBIMM SK30TE€HHBIMM BAKTOPAMM, TAKMMM KOK Tpe-
HWe, TEMNO, YKYC HOCEKOMbIX, BO3AENCTBME CTpecca, ynotpebneHue
HapkoTHyecknx BewecTs [36]. MHTEHCMBHOCTE CMMNTOMOB BApLUPY-
€T OT YMEPEHHOW A0 TAXENOW MM Aaxe yrpoxaiowen xusuu. Knu-
HUYeCKMe NpOosiBNEHUs 3060neBaHUs HecneundUUHbl: KOXa — 3yq
M MOKPACHEHME, XeNy[OYHO-KWLLEYHbIM TPAKT — [AMCMNENTUYECKME
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PACCTPOMCTBA, LLEHTPANbHAS HEPBHAS CUCTEMA — ronosHas 6onb, ae-
Npeccus, KOTHUTHUBHbBIE PACCTPONCTBA, KOCTHO-MbILLEYHAS CMCTEMA —
ocTteonenus, octeonopos [36, 371].

[ecatb cMMNTOMOB, KOTOpbIE B HOMBONbLLIEN CTENEHU BAKUSIOT HA Ka-
4ecTBO XM3HM (B Nopsake y6bIBaHMS), BKIOYAIOT B cebs ncMxonoruye-
ckoe cocTosHWe (penpeccus), acTenmio (yctanocTs), 3ya, nuwesyio an-
NEepruio, BHE3ANHOE NOKPACHEHME KOXM, BONM B MBILILLAX M CyCTABAX,
NOANAKMYPHIO, NEKAPCTBEHHYIO HenepeHOCUMOCTb, aspodaruio/oT-
PLIXKY M 3aTPyAHEHMe AbixaHus,/cnasm 6porxos [38]. Mcuxocomatnye-
cKue paccTponcTaa BeTpedatotest y 64-72 % 6onbHbIX MOCTOLUTO3ZOM,
1 23 % 60nbHbIX OLLEHUBAIOT UX KAK TSIXENble M KpaiHe Taxensle. [aHHble
CUMATOMBI BKMtOYaIOT B cebs yctanocTs (82 %), TpyaHOCTH ¢ coumanbHbi-
MK B3ammogencteuamm (55 %), aenpeccuio (57 %), cHuxenre namaty
(66 %), ronosHyto 6onb (69 %) [38]. Dnmsoabl aHadunakcum BcTpeyaioT-
cs B 6-9 % Habnogennin mactoumntosa y geteit u 8 20-49 % — y Bapo-
cnbix. BepositHoctb paseutus aHadpunakcuu y 6onbHbix CM sHaumTens-
HO BhILLE, MO cpaBHeHuio ¢ obweit nonynsumeit [39]. MpumepHo & 40 %
cny4aes aTMonornyeckuit GakTop BeISBMTL He yaaeTcs [39].

fenapuH aBnseTcs OfAHUM U3 MeanaTtopos, Boigensembix TK. Y 6onb-
HbIX MOTYT HOBMIOAATLCS HAPYLIEHWUS AAre3nn u arperaumu Tpombo-
LMTOB, KOQrynsUMOHHOro kackaga. [pu macTouuTose ectb pUCK Kak
CAMOMNPOMN3BONbHBIX KPOBOTEYEHMI, TAK M KPOBOTEYEHMIt NOCNE Bbi-
NONHEHMS MHBA3MBHBIX MaHUnynaumi [40, 41].

OuarHocTtuka

JMArHoOCTMKA MACTOLMTO3A PETMAMEHTUPOBAHA KPUTEPUSMM, U310~
xeHHbimm B knaccudukaunmn BO3 2017 r. OuarHoctnyeckue kputepmu

CM[9, 42]:
bonboit kputepmsi

1. MynbtdokanbHble naoTHble MHGUALTPATH, cocTosiwme u3 TK
(knactepsl 2 15 % TK), onpepensemsie npu mopdonoruieckom uccne-
AOBAHMM TPENAHOBMONTATA KOCTHOTO MO3ra W (MAKM) APYrHX OPraHoB.

Mansie kpurepmm

1. B tpenanobuontatax KOCTHOrO MO3ra MM APYrux OpraHoe o6-
HapyxwusaioT > 25 % TK, pacnonoxeHHbix B UHPUIBTPATE, MMEIOLWMX
BEPETEHOBUAHYIO GOPMY MAM ATUMUYHYIO MOPONOTUIO; UK B Mas-
KOX, MOMYYEHHbIX U3 ACNUPATA KOCTHOro Mo3ra, bonee 25 % TK umetor
HE3PENYIO UM ATUMUYHYIO MOPONOTHIO.

2. BuisieneHue akTuBMpYtoLLEit TOUEYHOM MyTaumun kogoHa 816 reHa
c-KIT B kKNETKax KOCTHOrO MO3rd, KPOBM UK APYTMX OPTraHOB.

3. MacToumTsl KOCTHOTrO MO3ra, KPOBM MM APYTUX OPTAHOB, MOMM-
Mo HopmanbHbix MapkepoBs TK, skcnpeccupytor CD25 yacto B cove-
Tanmun ¢ CD2.

4. KoHueHTpauus TpUNTA3bI B CbIBOPOTKE KPOBU MOCTOSHHO MPEBbI-
waet 20 Hr/Mn (3a ckNloYeHMEM ClyYaeB MOCTOLMTO3d, ACCOLMMPO-
BAHHOTO C KJIOHAMbHBIM 30601EBAHUEM APYTUX KIIETOYHBIX FEMOMNO3THU-
YEeCKMX NIMHUIA, MPU KOTOPLIX AAHHBIA NMAPAMETP HE Y4YMTHIBAETCS).

[MarHo3 npaBoMoYeH Npu HANUYMK OAHOro BONBLLOTO M OAHOTO MA-
JIOTO UK TPEX MAbIX KPUTEPHEB.

B-npusHaku

1. Mpu nccnegosanmn buontara koctHoro mosra > 30% knetok
B MHPunbTpaTe sensiotcs TK (GokanbHeie NoTHbIE KNacTepsl), a KOH-
LeHTPaLMs TPMNTA3bI B CbiBOPOTKE KpoBu coctasnseT > 200 Hr/mn.

2. MNpusHakM Ancnnasum unm nponnpepaLm remMonosTUHECKMX
KNEeTOK, OT/IMYHBIX OT MACTOLMTOB, MPM OTCYTCTBUM LAHHbBIX A5 NOA-
TBepXAeHus auarHoza CM-AT3.

3. lenatomeranus 6e3 HapyLweHUs GYHKLUKM NEYEHH, CMIEHOME-
ranus 6e3 runepcnaeHnsma u/unm numbaneHonaT1s, BhisSBASEMble
MPM NANLAAUUMA UM C MOMOLLBIO MHCTPYMEHTASIbHBIX METOA0B AMAT-
HOCTMKM.

C-npusHaku

1. Mndumnbtpaums koctHoro mosra Heonnactuyecknummn TK 1 umto-
nexus (abconotHoe uncno Heittpodunos (A4H) < 1,0 x 10°/n u/mnu
koHueHTpaums remornobuna < 100 r/n u/unu konnuectso Tpombouu-
ToB kpoeu < 100 x 10°/n).

2. Tenatomeranus c HapylweHWem GYHKLMM NEYEHM, ACLUTOM W/ unu
NOpPTANbHOM TMNEPTEH3UEN.

3. MaTonornueckne M3MeHEHM KOCTEH C KPYMHBIMMA OCTEONUTH-
YECKMMM OYAramM, HOAMYMEM MM OTCYTCTBMEM MATONOTMYECKMX Me-
penomoB (natonoruMueckue nepenombl, CBA3AHHbBIE C OCTEONOPO3OM,
He cunTatotcst C-npU3HAKOM).

4. CnneHomeranus, onpeaensemas npy nanbnaumm, U rtMnepcrieH1sm.

5. CuHapom manbabcopbumm ¢ yMeHbLIEHMEM MACCH TeNa BCrea-
crene nudunerpaumm XKT TK.

Kpmepnm ANArHOCTUKM OTAEJIbHbIX BAPUAHTOB MACTOLMTO3A

MCM. Cootsetctene kputepuam CM. Ortcytctene C-npusHakos.
OrcyTcTBME ACCOLMMPOBAHHOMO FEMATONONMYECKOro 3a601EeBAHMS.

M3onmuposaHHbifi MacToumutos kocTHoro mosra. CooTBeTCTBYET KpH-
Tepusam MCM. BosrnedyeHne koCTHOro Mo3ra, oTCyTCTBME KOXHbBIX MO-
PAXEHUI U MOPAXEHUS APYTMX OPraHOB.

Tneowmit CM. Cootsetctayet kputepusm MCM, Ho conposoxaaert-
cst AByMs unu 6onee B-npusHakamu. C-npusHaku oTCyTCTBYIOT.

CM-AT3. Coortsetcteue kputepmsam CM u kputepuam Al3 kak or-
pensHoro aabonesaHus no knaccudukaumn BO3 2017 r.

ACM. CoortsetcTeue kputepuam CM. Hanuune ogHoro unu 6onee
C-npusHakos. Otcytcteme npustakos TKJ1.

TyuHoknetounsiii nesikos. Cootsetctane kputepusim CM. Pesynbratbl
BMONCHM KOCTHOrO MO3rA CBUAETENLCTBYIOT O iriPy3HOM, KAK MPABKIO,
NAOTHOM MHGMABTPALMM ATUNUYHBIMM He3penbimu TK. B muenorpamme =
20 % TK. Tunmunbin apuant TKJT — TK coctasnsiior = 10 % neikoumntos
nepudepmyeckoit kposu. Anerikemuueckuni sapuant TKJT — 8 nepude-
puyeckoit kposu onpegensietcs < 10 % unpkynmpytowmx TK.

Capkoma n3 TyqHbix knetok. Otcytcteue npusHakos CM. Jlokanu-
30BAHHBINA MHBA3MBHBIM POCT. HskoanppepeHUMpOBAHHAS OMyXOnb.

CM c s03uHopunmer. Y 20-40 % 6onbrbix CM oTmeuaeTtcst 503uHO-
dunus, ocoberHo npu arpeccusHbix dopmax CM [43-45]. MyTtauus
F1P1LI-PDGFRA BbisiBnsietcs 8 50 % cnyvaes npu CM ¢ s03uHodpunmnen
[46, 471].

O6cnepgoBanme 60nbHbIX

3anopo3puts KM B 6onblunHcTBe cnydaes nomoraet cumntom Ha-
pbe — YHHbl. [Ins ycTaHOBREHWS anarHosa 60nbHOMY BLINOMHAIOT Na-
6OpPATOPHYIO M MHCTPYMEHTANBHYIO AMArHOCTUKY (rMcTonornyeckoe
nccnenoBaHme 6MONTATA KOXM, OBLMI QHANUS KPOBM, MCCE[OBAHME
TpUNTa3bl CbIBOPOTKM kpoBw u ap.). Mpu nogospernn Ha CM 6onbHo-
My TpebyeTcs kKomnnekcHoe obcnenoBanmne, KOTopoe BKouaeT B cebs
KOHCYMNBTALMM BPAYeit APYrMX CNELMAnbHOCTeN, NPOBEAEHHUE YNbTpa-
sBykosoro uccnepoeanus (Y3M) sHyTpeHHMX opraHos, peHTreHorpa-
bun, komnsiotepHoit Tomorpaduu (KT), mariuTHo-pesoHaHcHOM To-
morpaduu u ap. (puc. 1) [48].

[ns ycTaHOBNEHUS AMATHO30 «MACTOLMTO3», ONpefeneHns NPOrHo-
3a, BbIBOpa neyebHOM TAKTUKM HEOBXOAMMO NonHoueHHoe obcneno-
BAHMeE.
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BonbHble ¢ CMMNTOMAMM QKTUBALIMM Ty4HbIX KNETOK (rMnepepruyeckme annepruyeckme peakumm)
Patients with mast cell activation symptoms (hyperergic allergic reactions)

v

TwarensHbI c60p AHAOMHE3A C ONUCAHWEM PEAKUMI HA MULLY, MEAUKAMEHTbI, PEHTTEHOKOHTPACTHbIE
BELLECTBA, YKYCbl HACEKOMBIX, IATEKC, Nepenaabl TeMneparyp, crpecc, busmyeckme Harpy sk
OCcMOTp KOXHbIX MOKPOBOB
Anamnesis of reactions
(food, drugs, X-ray contrasts, insect bites, latex, temperature changes, stress, physical exercise)

Skin examinations

v

OnpepeneHune KOHUEHTPALMK 0bLLEi TPMNTASbI CLIBOPOTKM
po (basanbHeii) M nocne BBepeHns annepreHa
Triptase concentration (basal and after allergen administration)

v

v

BasanbHas koHueHTpauus obuweit Tpuntassl = 20,0 Hr/mn
1/ UNM KOHLEHTPALMS TPUNTA3bI NOCNE CTUMYALMM
nosbiwaetcs Ha 20 % u/vnun 2 ur/mn
Basal friptase concentration = 20 ng,/ml and/or
elevation as > 20 % and/or 2 ng/ml

BasanbHas koHueHTpaums obwei TpMNTA3LI B HOPMe
unm HemHoro nossiweH (11-20,0 1r/mn) u/ unu KoHUEHTPALMS TPUATASSI
nocne ctumynaumm nosbiwaetcs < 20 % m/ munu 2 vr/ mn
Basal triptase concentration normal or slightly elevated (11-20 ng/ml)
and,/or elevation as < 20 % and,/or 2 ng/ml

v v

Mameputb 06wumit u annepren-cneumduyeckmit IgE ecnu y naumenta B anamHese: Hanmume koxHeIX nopaxeHmi
aHadpMNAKCHs HA YKy Cbl MEPENOHYATOKPbLIbIX np1 06bEKTUBHOM MCCNE[0BAHMM
QHAPUNAKCHS C TUMOTEH3MEN M/ MU QHIMOHEBPOTMHYECKUM OTEKOM MM KPAMMBHULIEHN Skin changes in examination
Check total and allergen specific IgE levels in case of insect anaphylaxis

with hypotension and/or angioneurotic edema or urticaria

\ 4 \ 4
N O6cneposanue Ha Hanuuue mytaumm KITD8 16V BbinonnmTb G1oncuio Koxm
" Test for KITD8 16V mutation Skin biopsy
. .
Mpoeectn obcnenoBaHUe KOCTHOTO MO3rd (CTepHANbHAS MyHKLMS, KoxHbIi MacToumTo3 noateepxaeH
TpenaHobuoncus, obcneposanue Ha Hanmure Mytaurn KITD816V) Mpoeectn obcnegosaHue KOCTHOrO MO3ra
Bone marrow investigation (aspiration, trephine byopsy) y B3pocnbix (y AeTeit B M3BpaHHbIX cnyyasx
Cutaneous mastocytosis
Bone marrow investigation in adults

v

l (children in selected cases)

CucTeMHBIM MOCTOLMTO3 NOATBEPXAEH
Systemic mastocytosis is verified

CHcTeMHbIM MACTOLMTO3 HE MOATBEPXAEH
Systemic mastocytosis not confirmed

v

v

Onpepenutb KnMHNYecKyto popmy
CMCTEMHOrO MACTOLMTO3a
Clinical form of systemic mastocytosis

MpoeecTn onpepenexue B CyToUHOIM MoYe:
KOHLEHTPALMM METUATMCTAMMHA
KOHLLeHTpauum npocrarnaHamta D2
koHuenTpauuu 11-B-npocrarnanguna F2a
24h urine festing:
methylhistamine concentration
prostaglandin D2 concentration
11-B- prostaglandin F2a concentration

v

MpM MX NOBLILIEHUHM — AUATHO3 AKTUBALMS TY4HBIX KNETOK
In case of elevation — diagnosis of MCAS (mast cell activation syndrome]

PucyHok 1. Anroputm grarioctiku mactounTosos [48]
Figure 1. Diagnostic algorithm in mastocytosis [48]
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Uccneposanus, HeobxoamuMble A1sl yCTAHOBAEHMUS
AMArHO3a M BAPMAHTA 3a6051eBaHUS

MepeuuHbIit Npuem Bpava-rematonora, c6op xanob, aHamHesa
(aHadunakTMyeckme peakumn Ha NULLY, MEAUKAMEHTbI, PEHTIEH-KOH-
TPACTHbIE BELLECTBA, YKYCbl HOCEKOMbIX, Mepenagsl TEMNepaTypsl,
cTpece, dusnueckmne Harpysku), GUanKanbHbIin 0CMOTP (0CMOTP KOX-
HbIX MOKPOBOB, OLEHKA PA3MEPOB MEYEHM, CeneseHKM, nMmdaTnye-
ckunx y3snos). O6wmit (knMHUYECKMI) aHaNM3 KPOBM C UCCNE[OBAHMEM
maska (nouck u oueHka mopdonorun TK). Onpenenenme KoHUeHT-
PALMM TPUNTA3bI B CbIBOPOTKE KpoBM. MonekynsipHo-reHeTUdeckoe
MCCRefoBAHWE ACMMPATA KOCTHOMO Mo3ra/mepudepryeckoil KpoBsu
Ha Hanuune nepectpoek rena KITD816V. Liutonormyeckoe mccnepo-
BAHME ACMMPATA KOCTHOrO Mo3ra. [McTonornyeckoe uccneposaHue
TPenaHobMoNTaTa KOCTHOTO MO3ra C OLEHKOM KNETOYHOCTH U Ppubpo-
30 KOCTHOrO Mo3ra. MIMMyHOMMCTOXMMMUYECKOE WUCCNefOBAHME KOCT-
HOro mosra c okpackoit Ha tpuntasy, CD117, CD2, CD25, CD30. bu-
oncus Koxu, 0BpasoBaHMM APYTMX NOKANM3ALMI C TUCTONOTUHECKUM
1 UMMYHOTUCTOXMMMUYECKUM UCCNIE[OBAHNSIMM.

Uccnenosanms, Heobxogmmeie Ans OLeHKH
B-npuaHakos n C-npnaHakos

Buoxmummdeckuit ananus kpoeu (obwmit 6enok, ansbymmt, rnoby-
JIMH, ACNAPTATAMMHOTPAHCPEPA3a, ANAHUHOMUHOTPAHCHEPA3A, Lie-
noyHas ¢ocdatasa, ramma-ryTaMMNTPaHchepasa, MoYeBas Kuc-
NOTA, MOYEBMHA, KPEATUHMH, EKTPOANTHI (Kanui, HATPHI, KanbLMH,
dbocdop). [eHcutomerpus (onpeaenerne MUHEPANLHON MAOTHOCTH
KOCTeM — ynbTpasBykosoe wnu ¢ ncnonbsosannem KT). Mapkepsi
ocTteonoposa (octeokanbumH, ButamnH D, kanbuutoHuH, napatrop-
MOH, OB M MOHU3MPOBAHHBINA KanbLMiA, bochop CbIBOPOTKM KpO-
BM, CyTOUYHQS 3KCKpeuus kanbuma u ocdopa ¢ mouoi). Y3U opraros
6pIoLHOM NonocTH (pasmep M NAOTHOCTL, CTPYKTYPa NeYeHu u cene-
3€HKM, AMAMETP BOPOTHOM BeHbl). D30¢aroracTpoayoaeHockonus,
dubpokononockonus, IKI, sxokapanorpadus. PeHtreHorpadus mnm
KT opranos rpyaHoi knetku. Koncynstaunm cneunannctos (MMmyHo-
NOr-anneprosor, KApPAUOOr, MylbMOHOJMON, FACTPOSHTEPOSON, SHAO-
KPWUHOMOT, HEBPOOT, NCMXMATP, OPTANLMONOT).

MccnenoBanms, BoinosHsIeMble B UCCIEA0BATENbCKMX
LeHTpax

Lintorenetnueckoe uMccrnefoBaHme nyHKTATa KOCTHOrO mo3sra. Mm-
MYHO(pEHOTUMUPOBAHME ACMMPATA KOCTHOTO MO3rd METOAOM MpO-
Tounol umutometpun (CD117, CD2, CD25, CD30). MonekynspHo-
reHeTUYecKoe WMCCrefloBaHME Nepnpeprnyeckort KPOBM HA HANMuMe
MyTauLMit (RONONHKUTENbHbIE MONEKYNAPHbIE COBLITUS HE BAMUSIOT HA Bbi-
60op TAKTUKM BefeHUs BONbHbIX, B HACTOAWEE Bpems He paspaboTa-
Hbl PUCK-OAANTUPOBAHHbBIE pekoMeHaaumu): B crysasx CM ¢ sosnHo-
¢unmeri — PDGFRA, PDGFRB, FGFR1, PCMI1-JAK2; npu nopospeHmm
Ha Al3 — JAK2; pna onpegenenus nporHosa: ASXL1, RUNXI, SRSF2,
NRAS [47, 49, 50, 51].

OnddepeHunansHas AMArHOCTUKA AOMXHA MPOBOAMUTLCS C Bonb-
WM KonnuecTsom sabonesannin [48, 49].

3abonesaHus cepaeyHO-COCYAUCTON CMCTEMbI: TMNEPYYBCTBUTENb-
HOCTb KOPOHApPHbIX cocyaos (cuHppom KyHuca), cuHapom noctypass-
HOWM OPTOCTATMYECKOM TAXMKAPAMUMU.

3abonesaHus SHAOKPHHHOM crucTeMbl: GUBPOMMANTUs, ONyXONu na-
PALLMTOBUAHBIX Xene3, PeOXPOMOLUTOMA, KAPLMHOMA,.

3abonesaHms XenyaoYHO-KUIEYHOrO TPAKTA: 303MHODUALHBINA 330-
$arnT, 503MHOPUIBbHLIN FACTPOSHTEPMT, racTpossodareansHas ped-

MOKCHAas 6onesHb, MIOTEHOBAs 3HTEPONATHs (Lenuakus), CHHAPOM
PA3APAXEHHOTO KULWEYHUKA, OMYXONM KMLIEYHWUKA C CEKPELMen Ba30-
GKTUBHOTO MHTECTMHAMBHOTO NENTUAQ.

ViMMyHonoryeckme COCTOSHMS: AHAUIOKCHS C Onpeaensemon
NPUYMHOM, MAMONATMYECKAS AHAPUNAKCHS, 3060NEBAHNS CO CTUMYS-
uueit Bocnanenns (AeduLUT QHTArOHMCTOB PELENTOPOB MHTEPNENKM-
Ha-1 W Ap.), cMCTeMHBIM cHHAPOM runepummyHornobynuHemmun E, Ba-
CKYNUTBI, CUCTEMHAS CKNEPOAEPMMS.

Hesposnoruyeckne M ncuxmatpuyeckme coCTOsHMS: TPEBOXHO-Ae-
NPECCUBHBIE PACCTPONCTBA, CUHAPOM XPOHMYECKOM YCTANOCTH, CHUH-
APOM CMELIAHHOTO OPFaHMYECKOrO MOPAXEHMUS FONOBHOTO MO3ra, CB-
TOHOMHGSI AUCPYHKLMS, PACCESAHHBIN CKNEPO3.

3abonesaHus KOxXM: MpMoONATUHEcKas runepemus, HerMpodubpo-
matos («nsTHa kodbe ¢ monokom»), cuHapom Onbpaita, nocteocna-
NUTENbHAS TMNEPMMIMEHTALMS, BTOPUYHBIN CMBUIUC, XPOHMYECKast
KPANMBHMLA, ATOMMUYECKUIt fepMaTuT, BonesHb ALAMCOHA, NEHTUrO,
XpoHuyeckas BynnesHas GonesHb fgeteid, nuHenHbiit IgA nepmaros,
cTadpuNoKokKoBas MHbEKLMS, TOKCHMAEPMMS, BynnesHbiit nempuromna,
BynnesHoe UMNETMIO MIGAEHYECKOrO BO3PACTA, BPOXAEHHbIM HEBYC,
IOBEHMIIbHAS KCAOHTOTPAHYNEMA, NEAKEMULb!, TMMEPOMA C BOBEYEHH-
eM KOXM, Heitpobnactoma.

D,OHO.HHMTeanCISI MH¢OPMCILI,M9|, BAngarowana
HQ Te4yeHne n ucxopa 3abonesanus

lporHo3

CrpatMdukauma pUcka HANPABNEHA HA OMNpeAeneHune OXuade-
mo#t obwen seknsaemoctn (OB). MpogonxutensHOCTb XM3HM Gonb-
Heix CM kopove, YeM B obLuen nonynsaumm NoAen, COOTBETCTBYIOWMX
Mo Nony 1 BO3PACTY, NPUYEM MUK CMEPTHOCTH NPUXOAUTCS HA NepBbe
3-5 net nocne puarnoctuku saboneeanns [47]. Heobxoanmo ycra-
HOBNIEHWE AMATHO3A B COOTBETCTBMM C knaccumkauuein BO3 2017 r.
Meanana OB y 6onbHbix MICM coctasnsiet 198 mec., npu 3ToM He Bbi-
ABNEHO CTATUCTUYECKM 3HAYMMOrO PA3MMYMUS C KOHTPONBHOM rpynno
(nioan cootseTcTByOWME NO BO3paAcTy u nony). Meanana OB y 6onb-
Hoix CM-AT3 cocrasnser 24 mec. Meguana OB y 6onbHeix TKJT —
2 mec. [30].

HebnaronpusitHeiMM nporHoctuieckmn paktopamm npu CM aensa-
IOTCSl NOXMNOM BO3PACT, KAXEKCHS, AHEMMS, TPOMBOLMTONEHMS, TUNO-
anbbyMuHemms, BnacTHble KNETKM B MyHKTATE KOCTHOTO Mo3ra > 5%,
303MHODUANSA, CMIEHOMEranus, MOBBILEHWE OKTUBHOCTU LLENOYHOM
docdarassl B ciBopoTKE, HEBAArONPUATHBIM KAPHUOTHN (MOHOCOMMS 7,
KOMMEKCHBIM KapuoTwn), BeiseneHne mytaumit SRSF2, ASXLT, RUNXI,
EZH2, CBL[52].

PaspabotaHbl nporHoctuueckue wkansl ans 6onbHeix CM, koTopsle
npeacTaensior coboi MHTerpanbHbie cucTeMbl oueHku. Llenbio atux
cUCTEM siBRsieTCs 0BLWLAs OLEeHKA COCTOSIHMS BONBHOrO MO COBOKYMHO-
CTU KIIMHUYECKMX M NABOPATOPHBIX NAPAMETPOB 6e3 AKLEHTUPOBAHMS
BHUMOHMS HO KAXAOM NAPAMETPE B OTAENBHOCTH, B AOHHOM Cryyae
onpepenseTcs TAKeCTb COCTOSHUS U OXMAAEMAS MPOJONKUTENBHOCTb
xmanun. [porHoctuueckne cuctemsl IPSM  (International prognostic
scoring system for mastocytosis) ocHoBbIBQIOTCS TONBKO HA KAMHMYE-
cknx nepemerHbix [53].
MporHocTuyeckas cuctema kamkukn Meito  (Mayo Alliance
Prognostic System, MAPS) ekniouaet He Tonbko knnHWko-nabopaTop-
HblE MAPAMETPbI, HO U HEGNArONPUATHLIE MyTALMM B KOYECTBE HE3ABM-
cumoro bakTopa pucka [54].

MporHocTuyeckas cUMCTEMA ANs PACNPOCTPAHEHHOTO MACTOLMTO-
3a MARS (Mutation adjusted risk score for advanced mastocytosis)
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BKIIOYAET KIMHUYEeCKHe, NaBopaTopHbie NApAMeTpsl U onpeaeneHne
HeBNAronpUATHBIX NPOTrHOCTHYECKMX MyTaumit [55].

OueHka KayecTBa XMU3HU 6ONIbHBIX MAOCTOLMTO30M

Pag napameTpos KauecTBa XM3HM GONbHLIX FEMATONOTMYECKMMM 30
6onesaHusIMM NpuobpeTaloT onpepensiolee 3HAYEHUE, MX MOXHO
MAEHTUOULMPOBATL U M3MEPUTb. Ha OCHOBAHMM CYyOBEKTUBHOM OLLeH-
KM KQYeCTBA XM3HU, NPOBEAEHHON CAOMUM BONbHBIM, MOXHO MOMY4YNTL
MHTErpanbHO-UMPPOBYIO XAPAKTEPUCTUKY COCTOSIHUS 3a0poBbs. Mc-
CNelOBAHME KAYECTBA XMU3HU UIPAET UCKITIOYUTENBHO BAXHYIO POb,
KOK B KJIMHUYECKMX UCCNEROBAHMUSX, TOK U B KIIMHMYECKOW NMPAKTHUKE.
M3meHeHMe COCTABNSIOWMX KAYECTBA XM3HW BO MHOTOM omnpegens-
eTCsi 3TANOM PA3BMTUS OMyXOneBoro npouecca. JuHamuueckoe uc-
CNeflOBAHME KAYECTBA XMU3HU B MPOLLECCE M NOCHE 3ABEPLIEHMS eve-
HWS NO3BONSIET OCYLLECTBASTb MOHUTOPUHT 3PEKTUBHOCTU TEPANMM,
OTCNEXMBATb PAHHME M MO3AHME OCNOXHEHMs 3a6ONEBaHMs, a TOK-
xe nobouHble 3pPeKThl neveHuns. AHQNM3 KAYeCTBA XMU3HU Npu nna-
HMpOBGHMM nporpCIMMbl nevyeHus I'Ipeﬂ,CTGBJ'IﬂeTCﬂ BAXHbIM HE TOJIbKO
C NO3UUMK HEOBXOAMMOCTH YHETA MHAMBMAYANbHBIX YepT BOMbHOrO,
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HO B CBA3M C JAHHBIMM O BbICOKOM KOPPENSLMM YPOBHS KAYECTBA XU3HU
C MOKA3ATENSIMU BbIKMBAEMOCTH MPH Psifie 30KAYECTBEHHBIX OMyXO-
ner. ONpPOCHUK AN OLLEHKM KAYECTBA XM3HKU BONbHBIX MACTOLUTOZOM
MC-Qol (Mastocytosis Quality of Life Questionnaire), npeactasnser
cob0 KpPATKMH, BANMAU3MPOBAHHBIA M HAOAEXHBIA MeTog onpegaene-
HUS HOPYLIEHMS KAYECTBA XM3HM Y TAKMX 60bHbIX. ONpOoCHUK COCTOUT
n3 27 Bonpocos u 4 fomeHoB (cumnTombl, GyHKLMOHUpPOBAHME,/COLM-
QnbHas XW3Hb, amoumn, koxa). Obwas cymma 6annoe — 100. bons-
HbIM CllelyeT BHUMATENbHO MPOYECTb KAX/AbIA BOMPOC M OTMETUTb OfMH
Hanbonee NOAXOASLUMI U3 NATH BAPUAHTOB OTBeTA. BosmoxHa oueHka
cyMmbl 6anN0B KAXAOro W3 YeTbipex fomeHos (tabn. 5), a Takxe o6-
wen cymmsl [56].

Kaxpabiit Bonpoc, Ha koTopbi oTBevaeT GOMbHOM, OLEHWBAETCS
ot 0 go 4 6annos B 3aBUCHMOCTH OT BLIGPAHHOTO BAPMAHTA OTBETA.
| BapuanT oteeta nonyyaet O 6annos, || Bapuant — 1 6ann, Ill Bapu-
aHT — 2 6anna, IV — 3 6anna u V eapuaHt — 4 6anna. MunumansHas
u Hanbonblwas cymma 6annos coctasnsiiotr O u 100; yem Bbiwe noka-
3aTenb, TeM Huxe kayectso xuann. Cymma 6annos, kak obwas, Tak
M KGXAOro AOMEHQO, BLIYUCASIOTCS Mo cnepytowei popmyne: (cymma
BCEX 3AMOJIHEHHBIX BOMPOCOB/MAKCMMANLHAS CYMMA 3CMOMHEHHBIX

Tabnuua 1. MporHoctnueckas cuctema IPSM (International prognostic scoring system for mastocytosis) ang HAOAEHTHOrO CUCTEMHOTO MOCTOUMTO3G
Table 1. International prognostic scoring system for mastocytosis (IPSM) in indolent systemic mastocytosis

Kpurepwii/Criterion Banne/Points

Bospacr 2 60 ner
Age = 60 years

1

LWenounas ¢pocparasza 2 100 Ex./n
Alkaline phosphatase > 100 U/L

Fpynnbi pucka/Risk groups

Huzkun puck/Low risk 0
MpomexyTounein puck 1/Intermediate risk 1 1
MpomexyTouHblin puck 2/Intermediate risk 2 2

Tabnuua 2. MNporrHoctuueckas cuctema IPSM (International prognostic scoring system for mastocytosis) ans pacnpoctpanenHoro CM

Table 2. IPSM prognostic criteria in advanced systemic mastocytosis

Kpurepwii/ Criterion Bannsi/Points

Bospacr 2 60 ner
Age 2 60 years

1

Tpuntasa 2 125 Hr/mn
Tryptase > 125 ng,/ml

Jlenkountbl 2 16 x 10%/n
White blood cells > 16 x 10°/1

Femorno6un < 110 1/n
Hemoglobin< 110 g/

Tpom6ouutel < 100 x 10°/n
Platelets < 100 x 10°/1

BoeneueHune Koxwu
Involvement of the skin

Fpynnel pucka/Risk groups

PacnpoctpaHeHHbii CM 1
Advanced systemic mastocytosis 1

PacnpoctpaHeHHsin CM 2
Advanced systemic mastocytosis 2

PacnpocrpaneHHsbii CM 3
Advanced systemic mastocytosis 3

PacnpoctpaneHnHbin CM 4
Advanced systemic mastocytosis 4
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sonpocos) X 100 = MC-Qol cymma. Ouerka cymmsl 6annos gomeHa
He [OMXHA PACCYUTHIBATLCS, ECNK B STOM AOMeHe Bonee ofHOro BO-
npoca ocranuce 6e3 orsera. Ouerka obuwein cymmbl 6annos He pac-
CUMTBIBAETCS MpM OTCYTCTBMM OTBETOB Gonee, yem Ha & Bonpocos
(25 % ot obwero konuyecTsa BONpPOCOB).

JleyeHue

JleyebHble MeponpusTHs NPU MACTOLMTO3€ BAPLMPYIOT OT Habnoae-
HUSI, CUMINTOMATUYECKOM, FEMO3AMECTUTENBHOM TEPAnUM, A0 LMTOCTATH-
4eCKOWM TEPANUM 1 TPAHCMAAHTALMS QINOFEHHbIX FEMOMO3TUYECKMX CTBO-
nosbix knetok (anno-TMCK) B 30BMCMMOCTH OT BOPUAHTA MOCTOUMTOSA.

JleyeHne koxHbix popm MacTouuTo3a

JleyeHne KoxHbIX POPM MACTOLUTO3A SBASETCSH CUMNTOMATUYECKMUM.
Ocoboe BHMUMAHME yaenseTcs WaasLemy pexmnmy ans 6onbHbix. Bax-
HbIM BRsieTcs MHGopMUpoBaHKMe BonbHOro o cumnTomax 3abonesa-

Tabnauua 3. MNportoctuyeckas cuctema knmnukmn Meito
Table 3. Mayo prognostic criteria

HUS, NPEAOTBPALLEHME BO3LENCTBUS TPUITEPHBIX GAKTOPOB. bonbHbIM
He cnepyeT NMPMHAMATL BELLECTBA, BbidbiBaOWwMe Aerpanynsumio TK
(ankoronb, aHTUXOnNMHEpPrMYeckue NPenapaThl, HECTEPOMAHLIE MPO-
tuBoBocnanutensHbie cpepctaa (HIMBC), HapkoTuyeckue sewectsa),
He peKkoMeHAyeTcs ucnonb3oBaHue avectetukos. Cnepyer naberats
MeXAHUYeCKOro TPEHMS.

Metopbl nekapcTBeHHOM TepaANMM, HANPABIEHHOM HA CHUXEHME Tsi-
XeCTU CUMNTOMOB Y B3pocbix 6onbHbix KM.

1-2 nuHuna

HapyxHas tepanus:

e Cmsryatolme CpefcTBa — SMONMEHTHI;

* BonbHbIM C KOXHBIMM NposBneHnsmu macTountoza/KM npu Bbi-
POXEHHOM 3yfie peKoMeHayeTcs npumeHsTb 6nokatopsl H1-ructamu-
HOBbIX peLenTopos — AMMETMHAEH refib Ang HapPy>XHoro npuMeHeHns
0,1 % c npotuBo3yaHOI Lenbio 2-4 pasa B AeHb.

CuctemHas Tepanusi:

* 6nokatopbl H1-ructammHoBbix peuentopos.

Kpurepwii/Criterion Banne/Points

Bospacr > 60 ner 1
Age = 60 years
PacnpoctpaneHnHbiii CM no cpasHeHuio c UCM/TCM 5
Advanced vs. indolent/smouldering systemic mastocytosis
Tpombouuntb < 150 x 10%/n :
Platelets < 150 x 10°/1
LLlenouHas ¢pocdarasa Bbilue HOPMANLHOTO AMANA3OHA :
Alkaline phosphatase above reference
MyTtauuun ASXL1, RUNX, NRAS 1
ASXL1, RUNX, NRAS mutations
Fpynnbi pucka/Risk groups
Huskui puck (megnana OB — 198 mec.) <9
Low risk (median for overall survival (OS] — 198 months)
MpomexyTouHsiin puck 1 (meanana OB — 85 mec.) 3
Intermediate risk 1 (median for OS — 85 months)
MpomexyTouHbin puck 2 (meanara OB — 36 mec.) 4
Intermediate risk 2 (median for OS — 36 months)
Buicokuin puck (meanana OB — 12 mec.) -
High risk (median for OS — 12 months) -

TGGHMU,G 4. KJ'II/IHI/IKO-MOﬂeK\/J'IﬂpHOﬂ MPOrHOCTNHECKAA CUCTEMO AN PACNPOCTPAHEHHOIO MACTOLMTO3dA

Table 4. Clinical and genetic prognostic criteria in advanced mastocytosis

Kpurepwit/ Criterion Bannel/Points

Bospacrt > 60 ner
Age > 60 years

1

Femorno6un < 100 r/n
Haemoglobin < 100 g/

Tpom6ouuts < 100 x 10%/n
Platelets < 100 x 10°/1

OgpHa us mytauumin SRSF2, ASXL1, RUNX1
Any of SRSF2, ASXL1, RUNXT mutations

2 2 mytauuin SRSF2, ASXL1, RUNX1

mutations SRSF2, ASXL1, RUNXT 2
Fpynnbi pucka/Risk groups
Huskuin puck/Low risk 0-1
MpomexyTtounsin puck/Intermediate risk 2
Bbicokum puck/High risk 3-5
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Tabnuua 5. OnpocHik Ans oueHku KayecTsa xumsHm GonsHoro mactountozom (MC-Qol)

Table 5. Mastocytosis quality of life questionnaire (MC-Qol)

CoBeplueHHo

HeT
None
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He3HauuTtensbHo

Somewhat

B cpenHe#
Mepe

CunbHo

Very

OueHb
CHMAbHO

Hackonbko cunbHO Bbl CTPAAANM OT YKA3GHHBIX HUXE
CUMMTOMOB B TEYEHME NOCNEAHUX ABYX Heaenb?

How severely were you affected by following symptoms in the last
2 weeks?

Moderately

Very much

1. 3ya/liching

2. NokpacHeHne unu otek KOXu
Skin redness/swelling

O

O

O

3. BHezanHbIi HAPACTAOLWMIA XAP U MOKPACHEHUE NULA
(t.H. npunues)
Sudden feeling of warmth and face reddening (flush episodes)

|

O

|

O

O

4. Anapes/Diarthoea

5. Yromnaemocts nnu Banocts
Fatigue /exhaustion

6. Tonoenbie 6onun/Headache

7. bonun B MbILLILLAX MAK CycTABAX
Muscle or joint pain

8. HapylueHune KOHLEHTpaUMM BHUMAHUS
Difficulty concentrating

O o ofo|O

I I A I I O O

I A O Y 0 I R O

0 I A I I O R

o oo oo

YKaxuTte, HACKONbKO 4OCTO MACTOLUTO3 CO3AABAN

ANS BAC OFPAHUYEHMNS B NEPEUMCIEHHbIX HUXe obnactax
NOBCEAHEBHOM XN3HU HO NPOTAXEHUN NOCNEAHUX ABYX
Hepaenb.

Indicate how often you have been limited in daily life in the areas
listed below during the past 2 weeks because of mastocytosis.

9. Wkona, yueb6a unu pabora
School, study or work

10. CrnopT nnu pusmyeckas aKTMBHOCTb
Sports/physical activity

11. Con/Sleep

12. Nonoeas xwusHb/Sex life

13. OpraHusaums gocyra
Leisure time

O oo ol O

O ool o|d

O oo o) o0

O ool o|d

O ool o|d

14. MexnnyHOCTHbIE OTHOLWIEHUS (C APY3bIMU, YNEeHAMU
cemMbu, NapTHEPOM)
Relationships (friends, family, partner)

|

O

|

O

O

MpuBepaeHHbIE HMXE BONPOCHI HALENEHbI HA Y TOYHEHUE
TpyAHOCTEN 1 Npobnem, KOTopble MOTYT 6bITb CBA3AHbI

¢ MmactouuTosom. B oteeTax oueHusaimTe cocrosHus,
KOTOpbI€ Bbl NIEPEXMBANN HA NPOTSXKEHUN NOCIEAHUX ABY X
Hepens.

The questions below aim to clarify difficulties and problems that may
be associated with mastocytosis. Please answer according fo your
experience over the past 2 weeks.

15. Owywanm num Bbl HQ NPOTSXEHMM NOCNEAHNUX ABY X
HepAenb yCTAnocTb B TEYEHME JHS M3-30 HEBO3MOXHOCTU
Haanexawmm o6pasom BLICAATBCS HOUbIO?

In the past 2 weeks, were you fired during the day because you did
not sleep well at night?

16. NMpuxoaunock 1 BaM HA NPOTSXKEHUUN NOCEAHUX ABY X
Hepenb orpaHuunBaTh cebs B BoiGope eabl M HANUTKOB
BCNeacTBMe mactoumtosa?

In the past 2 weeks, did you have to change your choices of foods
and drinks due fo mastocytosis?

| 2021; 66(2): 280-311 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA| | TEMATONIOTMS U TPAHCOY3NONOTHY |

289



| KMUHUYECKME PEKOMEHBALMN | CLINICAL RECOMMENDATIONS |

CosepluieHHo

[Npogomnxerne tabn. 5
Table 5 (continued)

OvueHb

CHUIbHO

B cpenHei
Mepe

CunbHo
Very

HesHauuTtensHo

e
HET Somewhat

17. NoHnxanacs nu Bawa paborocnocobHocTb

HO NPOTSXEHUWN NOCNEAHNX ABY X HEAENb BCNEACTBUE
MacrouuTosa?

Have you felt less capable in the past 2 weeks due fo mastocytosis?

None

Moderately Very much

18. O6pemeHs NN M BAC HA NPOTSXKEHUN NOCAEAHNX ABY X
Hepenb CMMATOMbI MACTOLUTO3A?

Have you been burdened by the symptoms of mastocytosis

in the past 2 weeks?

19. Mpuxoannock N1 BaM HA NPOTAXKEHUU NOCAEAHUX ABY X
Hepenb orpaHnumneath cebs B Boibope opexabl BcnepcrTene
Mmactouutosa?

Has your choice of what to wear been restricted in the past 2 weeks
due to mastocytosis@

20. UcnbiTbiBanm nm Bbl HO NPOTAXKEHUM NOCAEAHUX

ABYX Hepenb CTPAX NePEXMUTb AHAPUNAKTUHYECKMIA LIOK
BCnepcTeMe macroumtosa?

In the past 2 weeks, were you ever afraid you might suffer an allergic
reaction due to mastocytosis?

21. UcnbiTeiBanu Ny Bbl BCNEACTBME MACTOLMTO3A

HQ NPOTSXEHUUN NOCNeAHNX ABY X HEAENDb CTPAX
noABeprHyTLCA HEMPABUIBHOMY JIEYEHMIO B ClTy4Yae notepu
CO3HAHUSA MU NPU HECYACTHOM ciiydae?

In the past 2 weeks, were you ever afraid that you might receive
wrong treatment if you became unconscious or suffered an accident
due fo mastocyiosise

22. YyscteoBanu nu Bbl cebs HAO NPOTAKEHNN NOCAESAHNX
ABYX HepeNlb HEKOMPOPTHO B OBLLECTBEHHBIX MECTAX
BCNefcTBME MacToumrosa?

Have you felt uncomfortable in public during the past 2 weeks due
to mastocytosis@

23. UcnbiTbiBanu niv Bbl HA NPOTSXKEHMM NOCNEAHNUX

ABYX HefeNb CTPAX NepeA AAIbHENLLIUM TEYEHUEM
mactoumtosa?

In the past 2 weeks, have you ever been afraid of further worsening
of your mastocytosis?

Hab6niopanu nu bl 3a co60it Ha NPOTSAXEHUN NOCEAHNX
ABYX Heenb NpUBEAEHHbIE HNXE COCTOAHNSA?
In the past 2 weeks, did you feel:

24. Anatnunocts/Apathy

25.YyBCcTBO NOKMHYTOCTU HOEAVHE CO CBOUM
3aboneBaHnem
Feeling alone with your illness

26. becnokowmcteo/Concern

27. Tpyctb/Sadness

2-9 nuHus

HapyxHas Tepanus:

* BonbHbIM C KOXHbIMK NposBneHnammn macTountosa,/KM pekomeH-
AyeTcsi HapYXHAs Tepanus rMoKOKOPTUKOCTEPOUAHBIMM FOPMOHAMM
(TKC), npMMeHsieMbIMM B A€PMATONOMMM B KQYECTBE TEPANMM NEepPBOA
NIMHUK C TPOTMBO3YAHOM LIENbIO.

Cuny TKC ans MecTHOro npuMMeHeHUs BLIGUPAIOT B 3ABUCHMOCTH
OT BO3pACTA BOMBHOIO, CTENEHU TAXECTH NATONOTMYECKOro npoLec-
ca, mopdonornn 1 nokanuaaumu seicsinanui (tabn. 6). TKC npume-
HSIOT NAPANNENbHO C ONTUMANbHLIMK SMonneHTamu. [pu anutensHom

ncnonszosanuu [KC (8 cpoku, npesbiaiowe ykasaHHbIE B MHCTPYK-
UMM MO MEAMLMHCKOMY NMPUMEHEHMIO) MOTyT pasBMBaTLCS aTpodus
KOXM, TENIEAHTMODKTA3NM, CTEPOULHBIE MPUIMBLI, TUIEPTPUXO3 U NPU-
coefnHenne BTopuuHoit MHpekumnn. Mpu otmene TKC pns mectHoro
NPUMEHEHUS M HA3HAYEHMM Tepanuu TOMUYECKMMU MHIUBUTOPAMM
kanbunnespura (TUK) ykasaHHbie HexenatenbHbie SBAEHUS MOTYT pe-
nyunposatbes. Obwme pekomenaaumm no npumenernio [KC ans mect-
HOrO NMPUMEHEHUS: MPU HOZHAYEHWUM HEOBXOAMMO YUUTHIBATL CTENEHD
OKTMBHOCTM M NIeKapCTBEHHYIO GOPMY; He peKOMeHAyeTCs CMeLIMBAThL
TKC pns MecTHOro NpuMMeHeHMs C APYrMMK NPenapaTammu HApPYKHOM
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Tabnuua 6. Knaccudukauma Tonnyeckmx [KC
Table 6. Classification of topical glucocorticoids (GCs)

MexpayHapopHoe Hassanue [KC ans MectHoro npumeHeHus

International topical GC nomenclature

Knacc 1 (cnabon aktuenoctu)/Class 1 (low-potency)

| KMTUHUYECKME PEKOMEHAALMN | CLINICAL RECOMMENDATIONS |

KoHueHTpauus
Concentration

'mapokopTtusoH

Hydrocortisone butyrate

Hydrocortisone 0,5%, 1%
M'mppokopTusoHa auertar o 1o
Hydrocortisone acetate 0,5%, 1%
Knacc 2 (ymepennon aktusHoctu)/Class 2 (medium-potency)
AnknometasoH o
Alclometasone 0,05%
MNMpepHnsonoH 9
Prednisolone 0,5%
®nyouunHonoH o
Fluocinolone 0,025%
TpuamumHonoH o
Triamcinolone 0,025%
Knacc 3 (cunbHon aktnernoctn)/Class 3 (strong activity)
mppokopTtusoHa 6ytnpar 01%

’

BerameTtasoH
Betamethasone

0,05%, 0,1 %

METVIIIﬂpeJJ,HVBOJ'IOH

Methylprednisolone 0,1%
MomeTtazoH o
Mometasone 0,1%
TpuamumHonoH o
Triamcinolone 01%
CDny'ruKQ.%OH 0005% 005°%
Fluticasone

Knacc 4 (ouens aktusHbie)/Class 3 (high-potency)
Knob6etason 5
Clobetasol 0,05%

Mpumeuanue. IKC — rniokokopTukocTeponpsl.
Note. GCs — glucocorticoids.

Tepanuu. [pu nokanm1saLmm o4aros HA KOXe NULA, LWEW, MHTEPTPUTH-
HO3HbIX 30H pekomeHayeTcs ucnonbaosaHue [KC ans mectHoro npu-
MeHenus 1-ro knacca; He cnepyet npumests [KC ans mectHoro npu-
MeHeHus 4-ro knacca, a Takxe GTopCcoAepXKaLLMe NPenapaThl y AETEN
no 14 net [6, 60].

Mpu HeadpekTnBHOCTM Tepanuu TKC pns mMecTHOro npumeHeHus,
a Takxe B cy4ae cTeponpopobun pekoMeHAyeTCs MpUMeHeHMe npo-
TUBOBOCMASMUTENbHBIX CPEACTB ANs MecTHoro npumeHenns — TUK
C NPOTMBO3YAHOM, MPOTUBOBOCMANMUTENLHON LENbIO, MUMEKPOIUMYC
kpem 1 %-Hbii, 2 pasa B CyTKM HAPYXXHO TOHKMM CJIOEM HO MOPAXEH-
Hbl€ YYOCTKM AO MOJSIHOFO PErpecca BbiChINAHWM, TAKPOIUMYC MA3b
0,1 %-+as 2 pasa B cyTku [57, 58].

PusnorepanesTmyeckoe neyeHne

YneTpaduonetoras boToTEpANMUS NPOBOAMTCS NPH OTCYTCTBUM NPO-
TUBOMOKA3AHWMI NOCNE NPOBEAEHUSI KOHCYNbTALMM Bpaya-dpuamoTe-
panesta. MNpu nosisneHnun nobouHbIX 3PPeKToB OT NPOBOAUMON Te-
PAnuMK B BMAE 3yAA MU CYXOCTM KOXHBIX MOKPOBOB GONMbHLIM BO BPEMs
Kypca neveHus HeobXoAMMO MCMONb30BATL TOMUYECKUE YBIIAXHSIO-
wue cpepctea. [pu nposeneHun pototepanmu Heobxoanmo cobrio-
AATh CneayloliMe Mepbl NPefoCTOPOXHOCTU: B TE€YeHMe BCEro Kypca

neyenuns GonbHble LOMXHbI 36eratb NPebbIBAHMS HA COMHLE M 3aLLM-
LLLATb KOXY OTKPbITbIX Y4OCTKOB T€NQ OT BO3AENCTBUS CONHEYHbIX TyYen
€ NoMoLWbIO POTO3ALWMTHOTO KPEMA; BO BPEMs CEAHCa $poToTepanmm
HEOBXOAMMO 3aLWMLLATL r1A3d GOTO3AWMUTHBIMA OYKAMM C HOKOBOM
30LMTOM, NPUMEHEHWE KOTOPBIX MO3BOMWT M3BEXATb PA3BUTMS Ke-
PATUTA, KOHBIOHKTUBMTA M KATAPAKTHI; ClEeAyeT UCKIIOUYUTL NMPUMEHE-
HUE APYTMX POTOCEHCMBUNUINPYIOLLMX NPENAPATOB U KOCMETUYECKMX
cpeacTs (TeTpaumkauHa, cynbdbaHMAaMMaOB, rpuaeodynbBrUHa, THA-
3MA0BLIX ANYPETUKOB, HANMAMKCOBOM KMCIIOThI, QHTUKOATYNSIHTOB Ky~
MOPHUHOBOTO PSAJ, METUIIEHOBOTO CUHETO, TONYMAMHOBOTO rony6oro,
KOMEHHOYTONbHOTO AErTs, APOMATUYECKMX MACEN U Ap.).
Pekomengyetcs Bapocnbim Gonbrbim MYBA-Tepanus (botoxmumuote-
panus) — KoMBUHMpPOBAHHOE NpumeHeHue dboToceHcbunnaaTopos
rPynMbl NCOPANEHOB M YALTPAPHUONETOBOrO U3NYyYEHUS BIMHHOBONHO-
goro guanasona (YDA, agnuna sontsl — 320-400 Hm), ¢ nepopans-
HbIM NPUMEHEHUEM POTOCEHCMBUNM3ATOPOB AN AOCTUXEHUS perpec-
ca seiceinanunit [59, 60, 61]. @oTtoceHcubunmanpyiowmit npenapat
npuHumaioT nepopansHo & gose 0,8 mr/kr maccel Tena 3a oauH npu-
eM, 30 2 yaca o obnyyenus. [nutensHocTb Kypca npoueayp 3aBUCHT
OT TSXeCTU TeyeHus 3abonesanus. [pouenypbl NPOBOASTCS C PEXM-
MoMm 3 pasa 8 Hegenio. [TYBA-Tepanus npotueonokasaHa B getckom
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n nogpoctkosom Bospacte fo 18 nert. [Nepen HasnaveHnem [MYBA-Te-
PANUK C LENbIO UCKIIOYEHMUS MPOTUBOMNOKA3AHMI PEKOMEHAYETCS K-
HuKo-nabopaTtopHoe obcnefosaHne 6oabHOrO, BKIIOHAIOLLEES KITMHM-
YECKMIt aHANM3 KPOBH, BUOXMMMUYECKMIA OHANK3 KPOBHK (onpeaeneHue
QKTMBHOCTM QCMNAPTATAMMHOTPAHCHEPA3bI, ANAHUHAMUHOTPAHCPE-
pa3bl, TAMMA-TIIOTAMUATPAHCPEPAsbl, LWenoyHon docdatassl, 6u-
MPY6UH 0B, BUIMPYOUH NPSMON, MOYEBUHA, KPEATHHMH, OBLLMIt
6enok, xonectepuH, TpUrMLepHasl, riokosa, C-peakTnsHbii 6enok),
KIMHUYECKMIA OHANM3 MOYM, KOHCYNTALMS BPAYA-TEPANEBTA M BPAYA-
odransmonora. Mo nokasaxusM pekomeHaytoT obcneaoBaHue y apy-
rMx cneunanuctos. [pu cobNoAeHnM NPABUA 3AWMTEI A3 BO BPEMS
nposefenus NMYBA-Tepanmu puck paseutus KATAPAKTbl OTCYTCTBYET;
A5 NPERoTBPALLEHUS GOTOCTAPEHMS KOXM PEKOMEHAYETCS UCMNOMNbL30-
BaHME POTO3AWMTHBIX CPEACTB HA 3A0POBYIO KOXY [62].

Xupypruyeckoe neyexme

BosmoxHo xupypruueckoe ypaneHue mactouutomsl [63].
Jleuenne CM

Jleyenne B3apocnbix GonbHbix CM nopbupaetcst MHAMBMAYANBHO.
CumnToMaTHyeckoe nevyeHue AOMKHO NPUMEHATLCS Y BCEX BONbHBIX
CM ¥ HaNPOBREHO HA YMEHbLIEHWE TAXECTH CUMMNTOMOB, CBA3AHHBIX
c perpanynaumeit TK (Hanpumep, 3yaa, KpANMBHMLL, QHIMOHEBPOTU-
4eCKOro OTeKd, MPUIMBOB, YyBCTBA XAPQ, TOLWHOTHI, PBOTHI, 6O B XM-
BOTe, AMAPEM, 3MM3080B HAMHUACAKCHM), O TAKXKE KOXKHbBIX MPOABIEHMI
MacTouMTO3a (HaNpUMEp, MUIMEHTHOM KPANMBHHULE) M/Mnu ocTeone-
Hum/ocTeonoposa/natonoruyeckux nepenomos (tabn. 7) [32].

McnonbsosaHne natoreHeTnyeckm 06OCHOBAHHBIX M TAPTeTHbIX fne-
KOPCTBEHHbIX MOAXOAOB MO3BOMMAO 3HAYMTENBHO YNYUYWMTb PE3Yb-
Tatel Tepanmu 6onbHbix CM. OgHako eguHoe MHeHne o nocneposa-
TENbHOCTU NMPUMEHEHWS PA3NMYHBIX METOLOB TEPANUM OTCYTCTBYET.
MpsiMble CPABHUTENbHbLIE MCCNELOBAHMS NPENnApATOB, MCMONb3yeMbIX
B neveHnn CM, He npoBoAMIKCH, O 3HAYUMOCTb PE3YNLTATOB AHAMM-
30 OrpaHMyeHa B CBA3K ¢ HebonblMM 0bbemom BeiGopku. Hu B ogHOM
M3 UCCNEeOoBAHUM He MPOBOAMNACH OLEHKA ONTUMANBHOW NOCIEA0BA-
TENLHOCTU NPUMEHEHMUS PA3AMYHBIX METOAOB NledeHus Mnu cnocobos
KOPPEKTUPYIOLWEN TepAnuu. TeM He MeHee, OCHOBBLIBASICH HA AAHHbIX
AUTepaTypbl U COBCTBEHHOM OMbiTe BeaeHUs GonbHbIX, pa3paboTaH
anroputm nederns CM (rabn. 8).

XGpOKTepMCTMKO OTAEJIbHbIX NPEenapaToB N METOLOB JIEHYEHNS

Mugocraypmh sapernctpuposat 8 PP ans nedenus Bapocnbix 6onb-
Hbix ¢ pacnpoctpanerHsiv CM (ACM, CM-AT3, TKJ1). Mugoctaypuh
MOXET MPUMEHATbCS KK MEPBASs IMHMS TEPAMUM, TOK U Pe3epBHAs Te-
panus y 6orbHbIX C Mporpeccueit 3a60N1EBAHMS NOCTE NEYEHUS UHTEP-
beporom ansda (MHPA), knagprbuHom man apyrMmK uMTOCTATHYE-
CKMMM npenapartamu, nopgepxusaiowas Tepanus nocne anno-TTCK
MK BNS YMEHbLUEHWS TSXEeCTU CUMNTOMOB aerpanynsumm TK y 6onbHbix
NCM /tnetowmm CM npu HesddeKTUBHOCTU TPABMLMOHHBIX QHTATOHM-
ctos meanaTopos TK [64]. B uccneposanusx in vitro MMBOCTaypUH aKTH-
BEH B OTHOLIEHWUM MyTauMi knHasHoro gomera c-KIT (D816Y u D816V
[65]. B knunmueckom nccneposanmm || pasel CPKC412D2201 npunmuma-
am yuactre 116 6onbHbix pacnpoctpareHHbiv CM. BonbHble nonyuanm
PKC412 (mupoctaypun) 8 pose 100 mr 2 pasa/cyT. [66]. YacTota 06-
wero oteeta (HOO) coctasmnna 60 %, npuuemy 45 % 6onbHbix oTMedan-
st nonHbii oteeT, 'y 15% — yactuunbiit oteer. HOO y 6onbHbix ¢ ACM
pasHsnack 75 %, y 6onbHbix ¢ CM-AT3 — 58 % n'y 6onbHbix TKIT— 50 %.
Mpu meanaHe anutensHocTH Habnioaenns 26 mec. (12-54 mec.) meau-
QHA AANTENBHOCTH OTBETA He Gbina gocTurHyTa y 6onbHbix ACM m TKJ
n coctasuna 12,7 mec. y 6onbHbix CM-AI3. Otset Ha Tepanuio He 3a-

Bucen ot Hanuuus mytaumumn KITD816V. O perpecce natonornyeckmx ms-
MEHEHMI BHYTPEHHWUX OPraHOB (MOMHbIA UMK YACTUYHBIA OTBET) CBMAe-
TENbCTBOBANM HOPMAM3ALUMSA KOHLEHTPAUMM anbBYMMHO ChIBOPOTKM
kpoBu (58 %), BocTuxeHMe HE3ABUCUMOCTH OT TPAHChY3MIt SPUTPOLUT-
coaepXalumx komnoHeHTos kposu (40 %) unu He3aBUCMMOCTH OT TPAHC-
dyauit koHueHTpaToe TpomboumTos (100%), ynyuwenne pesynstatos
dbyHKUMOHANbHBIX Npob nevenn (44-58%) u/unu ysenuuenme maccel
tena (25%). bonbHbie OTMETUNN YMEHbLIEHWE TAXECTM CUMMTOMOB, CBSI-
3aHHbIX ¢ 306onesaHmem. Meauarna OB 8 noarpynne 6onbHbix ACM
He 6bina foCTUrHyTa, a B nogrpynnax 6onbHeix ¢ CM-Al3 1 TKJ1 cocta-
suna 20,7 mec. u 9,4 mec. cootseTcTBeHHO. Brixusaemocts 6e3 npo-
rPECCUPOBAHMS B TPEX YKA3AHHBIX MOArpynnax pasHsnace 28,7 mec.,
11 mec. u 11,3 mec. cooteetcTBeHHo. PakTopamu, cBa3aHHbIMK ¢ bonee
anutensHoit OB, Bbinu: oTeeT Ha Tepanuio (MO CPABHEHMIO C OTCYTCTBM-
em otBeTq; oTHoweHue pucka — 0,44; p=0,03), ymeHblenne Harpya-
k1 TK B kocTHOM Mosre Ha 50 % u Gonee (no cpaeHeHMIO CO CHUXeHM-
eM Harpyaku meHee yem Ha 50 %; oTtHowenwme pucka — 0,33; p = 0,01)
un nogtmn CM, otnnunbiit ot TKJT (otHowenune pucka — 0,37; p = 0,04).
MNpeawecTsyiowe Kypchl TEPANMM B aHAMHe3e Bbinu cBs3aHbl ¢ bonee
Huakoi OB (otHoweHue pucka — 2,33; p=0,02). M3 72 GonbHeix, koTo-
pbIM NPOBOAMAACH OLEHKA oTBeTa Ha Tepanuio, y 41 (57 %) otmeuanocs
CHMXeHME MHPUNBTPAumK kocTHoro mosra TK va 50 % u bonee.

M3 116 GonbHbix 72% pocpodyHo npekpatuau nevenune (M3 HMxX
33 u 22% — BcneacTsue nporpeccun 3060NEBAHUS WM PA3BUTHSA
HexenatenbHbix seneHmnit (HY) cooteetcteenHo). Hambonee uyactei-
Mmn HY (Bce cTenenm Tsxectn/3—4-5 cTeneHu TaxecTH) GbINM TOWHO-
10 (79 %/6 %), peota (66 %/6 %), amapes (54 %/3 %) u yromnaemocts
(28 %/9 %). Mepebiit snu3on nubo yTaxeneHue no 3-i unu 4-i cte-
neHu Tsixectn takmx HE, kak HeiTponeHus, aHemus u TpombouuTo-
newus, Habnoganuck y 24 %, 41 % un 29 % 6onbHbLIX COOTBETCTBEHHO;
Y MHOTMX M3 3TUX 6ONbHBIX LUTOMEHUMU BbINM AUATHOCTUPOBAHLI A0 HA-
yana nevenus. [Joza MupoctaypuHa 6bina ymeHbweHa y 65 6onbHbIX
(56 %), Bcnepcteue pasentna HA — y 48 GonbHeix. [osTopHoe yBenu-
YeHue [O3bl O HAYATBHOTO YPOBHS b0 BbinonHeHo B 21 13 65 Ha-
6niopennit (32 %).

Knanpnbuu sbdektusen npu scex nogtunax CM. B cnyuasx, kor-
AC MOKA3QHO BbLICTPOE YMEHbLIEHWE OMYXONEBOW MACCH, BO3MOX-
HO WMCMONb3OBAHME KINAAPUOMHA B KOYECTBE NEPBOM JIMHWKM TEPAMUM.
Y GonbHbix ¢ nporpeccueit sabonesanus nocne npumerenmns MH®-aq,
MMAOCTAYPHUHA UK JPYTUX LUTOCTATMYECKUX NPENapaToB KNaaprbuH
npuMensieTcs kak pesepeHas Tepanus [67]. B uccnepoeanmu, npo-
BEAEHHOM B KNunHMKe Meio, knaapubun Bbin HasHaueH 26 BonbHbIM
(8 6onbHBIX MONYyYanu Nnpenapat B KAYECTBE NEPBOM NMHUM Tepanmm);
nosa coctasnsna 5 mr/m2 B cytkn unun 0,13-0,17 mr/kr B cyTku B Te-
yeHue 5 AHel; npenapat BBOAMAM NOCPEACTBOM ABYXYACOBOWM BHY-
TpuBeHHOM (B/B) MHPY3UM, O MEAMAHA KOMMYECTBA LMKIOB NeyeHUs
pasnanace 3 (puanason: 1-9) [68]. OueHka oTeeTa Ha Tepanmio Bbi-
nonnenay 22 6onbHeix; HOO coctasuna 55 % (HOO npu MICM, ACM
n CM-AT3 pasnsnacs 56 %, 50% n 55 % cootesetcteenHo). MeanaHna
AUTensHOCTH oTBeTa coctasuna 41 mec. (ananason: 3-74 mecsua).
Hannume Hespenbix MuenonaHbix Knetok B nepudepuyeckon Kposu
QCCOUMMPOBAHO C HEYAOBIETBOPHUTESbHBIM OTBETOM HA TEPANMIO K-
apu6urom (0% no cpasrenmio ¢ 75 %). OcHosHbie HY Bkntoyanu mue-
NIOCYNPECCUIO U UHPEKLMOHHBIE OCTIOXHEHMS.

WMHteppepor-a obnapaet TepaneBTUHECKUM dPPEKTOM Mpu ne-
yeHun Bcex noatunos CM. Jleuenne MHDO nossonser kynuposarts
CHMMTOMbI, OMOCPENOBAHHbIE BbICBOBOXAEHMEM rMCTAMMHA. Tepa-
nus MH®P O cnocobcTyeT CHUXEHMIO TSXECTHU HOPYLIEHMIA CO CTOPO-
Hbl KOCTHOM TKAHM, 0BYCNOBNEHHBIX MACTOUMTO30M. [TpUMeHeHKe Bbi-
coknx fo3 MH®Pa y HekoTopbix GonbHbIX ymeHbluaeT konuuectso TK
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Tabnuua 7. Metoas nekapCTBEHHOM TEPANMM, HANPABIEHHOM HA YMEHbBLIEHME TAXECTU CUMITOMOB Y B3POCTbIX 6ombHbX CM
Table 7. Drug therapy to improve symptoms in adult systemic mastocytosis

CumnTtoM

Symptom

Mocnepnosartens-
HOCTb TEpPANMK

Knacc npenaparos
Drug class

JlexapcTeeHHble npenapartsl, 403kl
Drugs, doses

3ya/npunuesi/uye-
cTBO Xapa

liching/flushes/

warmih feeling

Treatment sequence

1-9 nuHunsa
line 1

Bnokarop H1
H1 blocker

Lletmpusun 10-20 mr/cyr.

Cetirizine 10-20 mg,/day

®dekcadpeHaamn 120-180 mr/cyT.

Fexafenadine 120-180 mg/day

lmapokcusuH, HavyanbHas posa — 1 Tabnetka (25 mr) nepep
CHOM, Npn He06XOAUMOCTH [03a MOXET BbITh yBENUYEHA
no 1 rabnetku (25 mr) 3—-4 pasa B aeHb

Mpu npumeHeHUn y noxunsix niopei aosa noabupaercs
MHAMBUAYQNILHO € YYETOM CONYTCTBYIOWMX 3abonesanmin
B AMONA30HE PEKOMEHAYEMBIX 03

Hydroxyzine 1 pill (25 mg) at bedtime initially, can be increased

if necessary to 1 pill (25 mg) 3-4 times/day.

In elderly, dosage is individual within recommended range, depen-
ding on comorbidity.

Mowntenykact 10 mr/cyT.

2-9 nnHMs AHTaroHuct neiikotpueHos | Montelukast 10 mg,/day
Line 2 Leukotriene antagonist 3adupnykacrt 20 mr 2 pasa/cyT.
Zafirlukast 20 mg b. d.
HMBC
3-9 nuHusa Non-steroidal anfi-inflammatory Auetuncanuumnosas kucnota 50-100 mr/cyr.
line 3 drugs Acetylsalicylic acid 50-100 mg,/day
McopaneH u ynetpaduone-
Aes TS TOBOE U3NyUYEHME CNeKTpa
line 4 A (MYBA-tepanus)
Psoralen and UVA (PUVA-
therapy)
Bonb B Xusore,
cnasmel, auapes, Panutugun 150 mr 2 pasa/cyr.
M3XOra, TOLWHOTA, Ranifidine 150 mg twice a day
peoTta 1-2 nuHuna Bnokarop H2 ®amotugmu 10 mr 2 pasa/cyr.
Abdominal pain, Line 1 H2 blocker Famotidine 10 mg b.d.
cramps, diarrhoea, Lumernamnn 400 mr 2 pasa/cyr.
heartburn, nausea, Cimetidine 400 mg b.d.
vomiting
Omenpason 20 mr/cyT.
2 MUHrmbutop npotoHHOrO Omeprazole 20 mg,/day
- INHUA Nautonpaszon 40 mr/cyT.
line 2 ;acoca hibi Pantoprazole 40 mg,/day
rofon pump inhibitor Pa6enpason 20 mr/cyT.
Rabeprazole 20 mg/day
Harpus kpomornukar 100-200 mr 4 pasa/cyT. 3a 30 MUHYT
3-9 nuHuns Hartpus kpomornukar A0 eAbl M OTXOAA KO CHY
Line 3 Sodium cromoglycate Sodium cromoglycate 100-200 mg 4 times,/day 30 minutes before
meals and going fo bed
MpepHusonoH B HauansHom gose 0,5-1 mr/kr/cyt.;
4 CHUXKEHUE [103bl MO MEPE BO3MOXHOCTU B 30BUCUMOCTU
- ANHUS MmiokokopTukocTepouabl
line 4 Glucocorticoids OT oTEETa/NePEHOCHMOCTH

Prednisolone at an initial dose of 0.5-1 mg,/kg,/day; dose reduction
as much as possible depending on response /folerance
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CumntoM

Mocneposartens-
HOCTb TEpanuu

Knacc npenaparoe

[Npogomxerue 1absn. /

Table 7 (continued)

JlekapcTBeHHble Mpenaparsl, 403bI

Symptom

lonosHas 6onb,
KOTHUTUBHOE
CHUXeHue,
aenpeccus
Headache, cognitive
decline, depression

Treatment sequence

1-9 nuHua
line 1

Drug class

Bbnokatop H1
H1 blocker

Drugs, doses

Lletmpusun 10-20 mr/cyr.

Cetirizine 10-20 mg,/day

®dekcadpeHagnn 120-180 mr/cyT.

Fexafenadine 120-180 mg/day

MmapokcusnH HauansHas posa 1 Tabnetka (25 mr) nepep
CHOM, NpU Heo6XOANMOCTH A,03a MOXET BbITh yBENUUYEHA
no 1 rabnetkn (25 mr) 3—4 paza B geHb

Mpu npumeHeHnM y noxunsix nioaen aosa noabupaercs
MHAMBUAYQNILHO € YYETOM CONyTCTBYIOWMX 3abonesanmin
B AMONA30HE PEKOMEHAYEMBIX 03

Hydroxyzine 1 pill (25 mg) at bedfime initially, can be increased
if necessary to 1 pill (25 mg) 3-4 times/day.

In elderly, dosage is individual within recommended range, depen-
ding on comorbidity

Bnokarop H2
H2 blocker

Pauutngun 150 mr 2 pasa/cyr.
Ranitidine 150 mg b.d.
®amotugumn 10 mr 2 pasa/cyr.
Famotidine 10 mg b. d.
Linmetnann 400 mr 2 pasa/cyr.
Cimetidine 400 mg b.d.

2-9 nUHNSA
line 2

Hartpus kpomornukar
Sodium cromoglycate

Hartpus kpomoraukar 100-200 mr 4 pasa/cyT. 3a 30 MUHYT
0,0 e/ibl M OTXOAd KO CHY

Sodium cromoglycate 100-200 mg 4 times,/day 30 minutes before
meals and going fo bed

Peunpueupyiowas
apTepuanbHas
rmnoTeHsus
Recurrent arterial
hypotension

1-9 nuHunsa
line 1

AppeHomumeTuku
Adrenomimetics

Snunedput 0,25-0,75 Mr noakoxHo, npu HeobxoaMMOCTH
ao 5 mr/cyr.

Epinephrine 0.25-0.75 mg subcutaneously, if necessary up fo

5 mg,/day

2-9 nUHNSA
Lline 2

Bnokarop H1
H1 blocker

Letnpusun 10-20 mr/cyr.

Cetirizine 10-20 mg/day

®ekcadpeHaamn 120-180 mr/cyT.

Fexafenadine 120-180 mg/day

MppokcnanH HavansHas posa 1 Tabnetka (25 mr) nepep
CHOM, NpY He06XOANMOCTM A03a MOXeET BbITb yBENMYEHA
ao 1 rabnetku (25 mr) 3—4 pasa B geHb

Mpu npumeHeHnmn y noxunsix nioaen aosa noabupaercs
MHAUBMAYQILHO C YYETOM CONYTCTBYIOWMX 3abonesannin
B AMONA30HE PEKOMEHYEMBIX 103

Hydroxyzine 1 pill (25 mg) at bedtime initially, can be increased
if necessary to 1 pill (25 mg) 34 times/day.

In elderly, dosage is individual within recommended range, depen-
ding on comorbidity.

Bnokarop H2
H2 blocker

Panutnaun 150 mr 2 pasa/cyr.
Ranitidine 150 mg b.d.
®amotnaun 10 mr 2 paza/cyT.
Famotidine 10 mg b.d.
Liumernamn 400 mr 2 pasa/cyT.
Cimetidine 400 mg b.d.

3-9 nnHna
Line 3

ImiokokopTHMKocTEpOUABI
Glucocorticoids

MpepHusonoH B HauansHou gose 0,5-1 mr/kr/cyr.;
CHMXXEHME [03bl MO MEPE BO3MOXHOCTM B 3ABMCUMOCTH
oT oTBeTa/nepeHocMmMocTn

Prednisolone at an initial dose of 0.5-1 mg,/kg,/day; dosage re-
duced as feasible depending on response,/tolerance

4-9 nuHunsa
line 4

LUutocrarnueckas repanus
(MHTepdepoH-a nm
knaapubuH)

Cytostatic therapy (interferon-a
or cladribine)
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[Npononxenue tabn. /
Table 7 (continued)

C Mocneposatens-
MMNTOM Knacc npenaparos JlekapcTtBeHHble npenaparbl, O3kl
Symptom I HOCTb TEpanum Drug class Drugs, doses
reatment sequence
AnenppoHosas kucnora 70 mr 1 p/Hep.
Alendronic acid 70 mg weekly
PuseppoHosas kucnota 35 mr 1 pas/Hega.
Ocreonopos 1-9 nuHus Bucdochonar Risedronic acid 35 mg weekly
Osteoporosis Line 1 Bisphosphonate Mamupporosas kucnota 90 mre/s 1 pas/4 Hep.
Pamidronic acid 90 mg IV once a week
3oneppoHosas kucnota 4 mre/e 1 pas/4 Hega.
Zoledronic acid 4 mg IV 1 time /4 weeks
HauanebHas posa untepdpepona-a: 1-3 ME n/k
2-9 nuHns UntepdepoHs 3 paza/Hen.; ueneeas posa: 3—5 ME n/k 3-5 paz/Hea.
Line 2 Interferons Initial interferon-a: 1-3 U SC 3 times/week; target: 3-5 U SC
3-5 times/week
3-9 nuHua Ananor nypuHosoro Knaapubun 5 mr/m2 8/B x 5 pHein kaxpsie 4—-8 Hegenb
Line 3 hykneosuna Cladribine 5 mg/m? IV X 5 days every 4-8 weeks
Purine nucleoside analog

B KOCTHOM MO3r€, CTeMeHb BHIPAXEHHOCTM acuuTa/cnneHomeranmu,
uutonenuit. lleuenne naumnaiot 8 gose 1-3 man ME nopkoxHo 3 pasa
B HEZENo, M 30TEM MOCTENEHHO YBeNnuuMBaloT Aoy go 3—-5 mnH ME
3-5 pas B Hegento (Mpyu ycnoBuM yaoBReTBOPUTENbHOM NEPEHOCUMO-
ctu). Neuenne MHP o o06biuHO npogonxaeTcs, noka HabaoaaeTcs oT-
BeT Ha Tepanuio (npu ycnoeuu otcyTcTems Henpuemnemsix HY) [69, 70,
71]. OntumansHas BO3a M anuTensHocTs Kypca nevenns MH®Da npu
CM ocratotcs HeacHbimn [70]. OautensHocTs Tepanuu ao AoCTHXe-
HMS MOKCMMOSTBHOTO OTBETA MOXET COCTABNATL Fof 1 Bonee; onucaHbl
cnyyan otcpoyeHHoro oteeta Ha Tepanuio [70, 71]. Jleyenne MHDa
no 50 % cnyyaes ocnoxusetcs Takumu HS kak rpunnonogobHeie crm-
NTOMbI, 60Nb B KOCTSIX, IMXOPAAKA, LUTONEHUH, AENPECCHs U TMNOTH-
peos [70, 71]. Mocne npekpawenmns tepanun MHP-a y cywecTeen-
HOM yacTn 6onbHbIX passuBaeTca peunans [72].

B viccneposanumn 47 6onbhbix nonyyanu MH® A ¢ B kombuHaumm ¢ npes-
HW30NOHOM WA B KaYecTBe MoHoTepanuu [68]; MeanaHa exeHepenbHoOM
posbl coctasnsna 15 mni ME B Hepento (ananaszo: 3,5-30 mnH ME B Hepe-
M), @ HauanbHas Ao3a npeaHusonona sapsuposana or 20 go 60 mr
B CYTKM C MOCTEMNEHHbIM YMEHbLUIEHUEM B TEYEHME HECKOTBKMX HEAENb MIU
mecsues. B rpynne 3 40 6onbHbIX, y KOTOPbIX MOMIA BbITb BbIMOIHEHA CO-
oteetcTeytowas ouerka, HOO pasHsnace 53% (MCM u ACM — 60%;
CM-AT3 — 45%). MeanaHa gnuTensHOCTM OTBETA BO BCEM rpynne co-
craeuna 12 mec. (1-67 mec.). Mokasarenn YOO y GonbHbix, nony4asiumx
M He MOMyYOBLUMX MPEAHM3ONOH, CTATUCTMYECKM 3HAYMMO HE PasfmMya-
mck. OTCyTCTBUME CUCTEMHBIX CUMMTOMOB, BbI3BAHHbBIX BLICBOBOXAEHUEM
MEAMATOPOB, BbINO CTATUCTUHECKM 3HAUMMO CBA3AHO C Bonee HU3KOM Ya-
crotoit oteeta Ha MHPa — 41 u 77 % cootsetctento. OcHoeHble HS
BKJIIOMQNM YTOMJIIEMOCTb, AEMPECCHIO M TPOMBOLMTONEHMIO.

Mmatmanba mesmnat (umatmHmb) — xoTs B HOCTOSWEe BPems npe-
napar yTeepxpaeH YnpasneHuem no CAHUTAPHOMY HOA30PY 34 Ka-
4ecTBOM nuLLEeBbIX NpoaykTos u meankamentos CLUA pns «nevenus
B3pocnbix 6onbHeix ACM 6e3 mytaunn KITD816V mnu ¢ Heussect-
HbiM cTaTycom myTauuit c-KIT», ero npumerenne y 6onbHeix CM or-
POHUYEHO, MOCKONbKY GOMBLIMHCTBO M3 HWUX ABASIOTCH HOCHUTENAMM
KITD816V. Tepanusi uMaTHMBOM LenecoobpasHa B peaKMX Cly4asx
CM c myTaumeit c-KIT, uyBcTBUTENBHOM K UMATUHKBY, NGO Y BONbHBIX
c otcytctemem mytaumn KITD816V.
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B uccnepoBanmsix in vitro umatHub 6bin sbdekTMBEH B OTHOLIE-
Hun c-KIT «ankoro» Tvna u onpeaeneHHbiX MyTauuit TPAHCMEMBpPaH-
Horo (F522C) u okonomembpantoro (V560G) gomenoe c-KIT, ogHa-
ko He3dpdeKTMBEH B OTHOLIEHMM MyTALMM KMHA3HOTO gomera (D816V)
[73]. OgHako HOO vy 6onbHbix CM 1 myTaumein KITD816V coctaens-
na 36% [74]. B uccnepoBaHum, NpoBeAEHHOM B KanHuke Mero, uma-
TMHUG nonyyanu 27 GonbHbix CM. MeanaHa HavanbHOM AO3bl COCTAB-
nana 400 mr/cyt. (amanason: 100-400 mr/cyt.); noppepxueaiowas
[03a 'y oTBeTMBLIMX 6onbHbIX Bapbupoeana or 200 o 400 mr/cyr. [68].
B rpynne n3 22 6onbHbIX, y KOTOPLIX MOMIA BbiTb BLINOIHEHA OLEHKA
otseta, YOO pashsnacs 18 %. HOO npu MCM, ACM u CM-AT'3 co-
craensana 14%, 50% u 9% cooTseTCTBEHHO, O MEAMAHA ANUTENBHOCTH
oteeta cooTeetcTBoeana 19,6 mec. (amanason: 9-69 mec.). Mokasate-
namu oteeTa Bbinu ymeHbluenue Taxectr MK 1 uHUnsTpaLmm kocTHoro
MO3ra Tyu4HbIMM KneTkamu. bonblmHcteo (86 %) yuactHukos, nonyyae-
WKX UMATHUHKE, Bbinu HocuTensimm myTaumun KITD816V. HOO y 6onbHbix
C HONMYMEM M OTCYTCTBMEM YKA3AHHOM MyTaumu coctaensna 17 n 33 %
cooteetcTeeHHo. OcHoeHble HY Bkouanu auapeto u nepudpepuyeckue
oTekH, y 2 60bHbIX PA3BUICS MHTEPCTULMANBHBIA THEBMOHMT.

Hasatmhnbé — MHoroueneson npenapat, B3AMMOAENCTBYIOLMIA
CO MHOTUMM TMPO3MHKMHASHBIMM M HETMPO3MHKMHA3HBIMKM Genka-
MH. B aKcrepuMeHTe Ha KNeTouHbIX NMHMSX BbINO MOKA3AHO, YTO Aa-
3aTUHUE MHMMBUpPYeT TMpo3uHkuHasy c-KIT B Tom uncne ¢ myTtaumen
KITD816V. la3atMHnb MoxXeT ycunueaTe COBMECTHOE AEMCTBME C MM-
poctaypuHom. JasatMHmnb y GonbHbIX MACTOLMTO30OM WMCMOMb3YeTCs
8 no3ax 70-100 mr/cyT. BeipaxeHHbie nobouHble 3dpdekTsl Habnoaa-
nUCh y nonoeuHbl 6GonbHbix [75].

[Mapokcnkapbamma — npenapar ¢ MMENnocynpeccuBHbLIM LEACTBU-
eM, 4To 06bACHSIeT 3 PEKTUBHOCTb €r0 MPUMEHEHUS MPU MOCTOLUTO3E.
OpHako ruapokcukapbamus He 06naaaeT KAKUM-TME0 CeneKkTUBHbIM
s¢Ppektom B otHoweHunn TK. B nccneposanum, nposeaeHHoM B Kn-
Huke Meito, ruppokcnkapbammna nonyyanu 30 GonbHbix CM (13 Hux
28 — c CM-AI3) [68]. MpenapaTt npumeHsancs B KayecTee nepsoi
nHun Tepanuu y 24 6onbHeix. Joasl sapbuposanu ot 500 mr 1 pas
B ABa aHa po 2000 mr B cyTku. OueHka oTBeTA HA Tepanmio Morna GbiTh
BbINOMHEHA Y 26 BOMbHBIX; YMEHbLIEHWE BLIPAXEHHOCTU TPOMBOLUTO-
30, NeNKOUMTO3a /MK PA3MEPOB NeYeHH u ceneseHkn Habnoganocs
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Tabnauua 8. Anroputm nedermna CM

Table 8. Treatment algorithm in systemic mastocytosis

NUCM/TCM

Indolent and smoldering systemic mastocytosis

ACM

Advanced systemic mastocytosis

CM-AT3
Systemic mastocytosis with associated haematological
disease

BELLEeCTB, AHECTETUKOB)

Ms6erats paktopos, nposoumpytowmx gerpanynsumio TK (Hanpmumep, HOPKOTUYECKUX NEKAPCTBEHHBIX CPEACTE, KOHTPACTHBIX

Avoiding mast cell degranulation trigging factors (e. g., narcotic drugs, contrast agents, anaesthetics)

Cumnromsl gerpanynsumum TK

(oueHka TaXeECTU CUMNTOMOB; METOAbI
neyeHUs BKNIOYAIOT NPUMEHEHME
KOPTUKOCTEPOUAHBIX NPENAPATOB,
6nokaropos H1/H2-ructammnosbix
peuenTopos, KPOMONUH-HATPUS,
MHIMBUTOPOB NENKOTPUEHOB,

MeCTHbIX NPenaparos, ketoTudeHra,
omanusymaba u LMToCTaTMYECKON
Tepanuu, HaNPABNEHHON HA NOAABEHNE
nponudepauun TK, B Taxensix/nnoxo
NoAAQIOWMXCS IEYEHMIO CYUAsX)

Mast Cell Degranulation Symptoms (symptom
severity assessment; freatment options include
corticosteroid drugs, H1,/H2 histamine receptor
blockers, cromolyn sodium, leukotriene inhibitors,
topical drugs, kefotifen, omalizumab and cyto-
static therapy for suppressing mast cell prolifera-
tion in severe/difficult to treat cases)

Ocreonopos/ocreoneHus

(oueHKa MMHepPanbHOM NNOTHOCTH

KOCTH; MpMMEHeHHe Npenaparos

Kanbumsa M BuTammHa D,

6ucpocporaros, geHocymaba, MHP-a,
BepTebponnactikmn/kuponnactmkm)
Osteoporosis/Osteopaenia

(bone mineral density assessment; use of calcium
and vitamin D preparations, bisphosphonates,
denosumab, INF-, vertebroplasty/kyphoplasty)

Mupocraypun unu knaapnbun
(knappubun npegnoutuTensHee

B Cy4asX, KOFAA NOKA3AHO
6LICTPOE CHMXEHNE HATPY3KM

TK; mupocTtaypuH — kak
noaAepXuBaioLLas Tepanus nocne
anno-TrCcK)

Midostaurin or cladribine

(cladribine preferred in rapid decrease
of mast cell burden; midostaurin as main-
tenance therapy after allo-HSCT)

Nmatunné

(s03nHodunus c PDGFRa, PDGFR{,
FGFR1 waun npm otcytctBumn
KITD816V unu c HensBecTHbIM
MYTOLMOHHBIM CTATYCOM)

Imatinib

(eosinophilia with PDGFRa, PDGFR,
FGFR1 or KITD8 16V-negative or
mutation status unknown)

MHD-a

(nepeHocMmocTs NEerMaMpoBaHHbIX
$opm nyule, B coveTaHun

¢ npepHu3oHOM nunu 6e3 Hero)
Interferon-o

(better tolerance of pegylated forms,
with or without prednisone)

Anno-TICK
(pedpakrepHoe/peunaneupyio-
wee 3abonesanue)

Allo-HSCT {(refractory,/recurrent disease)

OLeHKA KAMHUYECKMX, TMCTONOMMYECKNX

1 MONEKYASPHLIX AAHHBIX AN onpeaeneHus
3abonesaHus (CM unun Al3), kotopoe Tpebyer
HeMe[NEeHHOro feyeHus

Clinical, histological and molecular evaluation to deter-
mine disease requiring immediate freatment

Mpu arpeccusrom Al'3 (c HM3KOM Harpy3ko# unm
cnyyaiHo BoiseneHHoM CM)

(Hanpumep, npu OMJT unu XMMI

C BBICOKUM PUCKOM HEOBXOAMMO NednTb

Al'3 B cooTBeTCTBUM C yTBEPXKAEHHBIMMU
CTAHAAPTAMMU, HaNpuMep, BbinoaHuuts anno-TICK
npu OMJ1 c cumntomatnueckum neueHnem CM
No NOKA3aHUAM)

Aggressive associated haematological disease (low
burden or casual primary systemic mastocytosis)

(e.g., in high-risk AML or CML, associated haematologi-
cal disease should be freated according fo approved
standards, i. a., by allogeneic haematopoietic stem cell
transplantation in AML with symptomatic systemic masto-
cytosis freatment upon indication)

Mpn CM, BbisbiBalowwem natonoruyeckme U3MeHeHMs
BHYTPEeHHMX OpraHos (c Banotekywmm Al3)
(Heo6xopammo neuntsb Kak arpeccueHbiin CM;
Bsnotekyuwee Al3, Takoe Kak NcTUHHas
NONAULUTEMMS MU 3CCEHLMANbHAS
Tpombouutemus, Tpebyert HabnogeHus

VNN NNeYEHMns B COOTBETCTBMM C MPUHATBIMU
cTaHpapTamm)

Systemic mastocytosis entailing internal organ morbidity
(in indolent associated haematological disease)
(freatment as in aggressive systemic mastocytosis; indolent
associated haematological disease, like polycythe-

mia vera or essential thrombocythemia, should be moni-
tored or treated according to common standards)

Mporpeccrposanme 3a6onesaHms NpoBecTy
pecTaanpoBaHue ¢ Lenblo onpepeneHus
npeobnapaiowero KOMAOHEHTA
nporpeccuposanus (CM unu Al 3); npumensTs
pe3epBHyto Tepanuio, Bknlouas anno-TICK

MO NOKA3AHMSIM.

Disease progression (restaging to defermine predominant
progression component of main or associated disease;
backup therapy, including allo-HSCT, upon indication)
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y 5 6onbHbix CM-AT3 (HOO — 19 %). Meanana anutensHocTH oTBeTA
coctasnsana 31,5 mec., (amanason: 5-50 mec.), a ocHoBHbIM HY Bbina
Muenocynpeccys.

bpeHrykcumaba Begotun — antuteno npotns CD30, seasiowero-
csl peuenTopom cemeincTsa paktopa Hekposa onyxonu. CD30 ske-
MPeCccUMpyeTcs HA YACTH OMYXONEBbIX MACTOLMTOB, YOCTOTA €ro 3KC-
NPEeccuu Bbllle NPU ArpeccBHbIX popmax no cpasHeHuio ¢ MCM.
B HacToswee Bpems NpoBOAMTCS KiWHMueckoe Muccneposawue
ba3bl MCNoONb3OBAHUS BPEHTYKCMMADA BEAOTUHA MPU MACTOLMUTO-
se [76]. HasnaueHne npenapaTta BO3MOXHO MpW PE3MCTEHTHOCTM
K APYTMM METOLAM TEPAMUM.

Anno-TICK aBnseTcs METOLOM NeYeHUs, KOTOPbIA MO3BONSAET YBENM-
antb OB 1 BbIXMBAeMoCTb 6e3 nporpeccuu y otaensHbix 6onbHbix CM
[77]. Mposeaernn anno-TICK uenecoobpasHo y 6ombHBEIX C peunam-
supytowmnm/pedpaktepHbim ACM, TKJ, a takxe B cnyyasx CM-AT3,
korpa nevenne Al'3 tpebyet nposegenus anno-TICK [78]. B petpo-
CMEKTUBHOM MCCNEAOBAHMM MPOAHANU3MPOBAHBI AAHHbIE GOMbHBIX
CM, nepenecumx anno-TTCK. B nccnepoeatmne eknovero 57 6onb-
Hoix CM: 38 cnyyaes CM-AT3 (M3 Hux 20 cnyyaes CM ¢ OMIJI),
12 cnyuaes TKJ1 v 7 cnyvyaes ACM. MeanaHa Bospacta coctasmna
46 net [78]. MepeuyHas oueHka oTBETA HA TEPANMIO BbINA BLINONHEHA
vepes 100 greit nocne patel anno-TICK. Oteet otmeuancs y 40 6onb-
Hbix (70%); y 16 (28 %) 13 HMX pasBunack NOAHAS PEMMUCCUS MACTOLM-
TO3a, NPK 3TOM Y 2 60nbHbIX HOBMOAANCA HEFATUBHBIM CTATYC MO MyTa-
umn KITD816V. Y 24 (42%), 12 (21 %) n 5 (9 %) 6onbHbix OTMEYAnMUCh
YACTMYHBINA OTBeET, cTabUnMaaums 30601eBaHUS U NEPBUYHO pedpak-
TepHoe 3a6oneBaHne, COOTBETCTBEHHO. [lepBuyHas pedpakTepHOCTh
K NPOBOAMMOMY NedeHuio HabMIoAANack NPEUMYLLECTBEHHO Yy 60rb-
Heix TKJ1. AT3 xapaktepusosanocs 6oree BbICOKOM YyBCTBUTENbHO-
CTHIO K TEPAMNUM — MOSTHASI PEMUCCHUS 3TOTO KOMMOHEHTA 3a601eBaHMS
6bina BbiseneHa y ecex 38 6onbHbix CM-AT3. Obuwas BbIXMBAEMOCTb
yepes 3 ropa coctasuna 57 % Bo Bcer koropte, a Takxe 74 % — cpe-
o 6onbHbix ¢ CM-AT3, 43 % — cpeaw 6onbHbix c ACM 1 17 % — cpe-
o 6onbHbix ¢ TKJ1. Mpornoctuyeckme paktopel Huskon OB skniouanu
nannuune TKJ1 (no cpasrenuio ¢ ACM u CM-AT3), HuakoposHble npo-
TOKOMbI KOHAMLMOHUPOBAHMS (MO CPABHEHMIO C MMENnoabnaTUBHLIMM
TPAHCNAAHTALMAMM) M Nporpeccus 3abonesams (no cpasHeHuio ¢ oT-
BETOM HQ Tepanuio uan ctabunusaumein sabonesanus). Anno-TICK
npu CM nossonsieT ROBUTLCS ANUTENBHON PEMUCCUM U B PSIAE CITyHaeB
NPOAUTL 0BLLyto 1 6eCnPOrpecCcMBHYIO BbIKMBAEMOCTH NPU PELUAN-
Bupytowem/pedpakTepHom TedeHnn sabonesanms [79]. B nacToswee
BPEMSI YeTKMX PEKOMEHAAUMI B OTHOLWEHMM nokasaHuit k anno-T1TCK
npu CM nHet. Anno-TICK paccmatpusaetcs Tonsko y 6onbHbix ¢ ar-
peccueHom popmoit CM u TKJT monoxe 60 net npu oTcyTcTBmm Txe-
noi conyTcteytoweit natonormu [80]. Oneit npumerenmns anno-TICK
npn CM orpanuuen. Mo pesynsTatam peTpocnekTMBHOrO MCCNefoBa-
HUS, B KOTOpOE 6biNo BKAOYEHO 57 BONbHBIX PA3NUYHBIMK GOPMAMM
CM, nocne anno-TICK otset nonyyeH y 40 6onbHbix (70%), [P —y 16
(28 %), ctabunmnsauus sabonesanns — y 12 (21 %) u nepeuunas ped-
paktepHocTs — y 5 (9 %); 3-netHas OB coctasuna 57 % [81]. C yueTom
QKTMBHOM $a3bl 3060n1€BaHMS M BOMBLLOK OMyX0NEBOM MACChl y Bonb-
WKHCTBA BOMbHBIX, KOTOPbIE ABASIOTC KAHAMAATAMM 411 NPOBEAEHMS
anno-TICK, npumeHeHue TapreTHbIX NPenapaTos MOXeT PaccMaTpm-
BATHCS B KAYECTBE «<MOCTMKOBOM Tepanuu» nepep anno-1TCK [82]. Oa-
HWMM M3 TAOKMX MPENAPATOB MOXET ABATbCS MUAOCTAYPUH, H4ACTOTA OT-
BeTa B pesynstate Tepanuu coctasuna 69 % (xopolwmi knuHuueckmit
oteeT — y 50% n HO — y 19 %). MNMpwn npogonxenunn Tepanmu cebilwe
oaHoro roaa y 2 6onbHeix gocturiyT MNO. Megnana OB ans eceit ko-
roptbl coctasuna 40 mecaues, a ansa 6onbHeix TKJT — 18,5 mec. [82].
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CnneHakTomms y GOMbHBIX MACTOLUMTO30OM MOXET BbiTh BbIMONHEHA
C AMArHOCTUYECKOM Liebio B ANArHOCTUYECKM CNOXHbIX cnyyasx [83].
CnneHsKTOMMSA pACCMATPUBAETCS KOK QNbTEPHATUBHBIA METOA Neye-
Hus GonbHbix ACM 1 CM-AT3 ¢ MaccuBHOIM cnineHoMeranumeit U TpoM-
6ounToneHner, pedbpakTepHOM K nekapcTBeHHOM Tepanwu [84].
CnneHsKTOMMs ABASIETCS NANAMATMBHBIM METOLOM J€YeHUs, BbINON-
HEHME CMAEHIKTOMUMU COMPSIKEHO C BHICOKUM PUCKOM OCIOXHEHMIA.
OpHako pesynbTaTbl PETPOCMNEKTUBHOIO AHANM3A [AHHBIX NOKA3ANM,
4TO crneHskToMMUs MoxeT ynyywats OB GonbHbix. B nccneposanmu
B. Friedman u coasT. cnnenskTomus eeinonHeHa y 5 GonbHeix ACM
n CM-AT3. KoHTponbHyto rpynny coctasunu 4 60bHbIX C pacnpo-
ctpaHerHsiM CM. Ha momenT nposegenns ananmaa 60 % HonbHbix
nocne cnneHskToMuu xuebl. CMepTHOCTb B rpynne GonbHbix 6e3
cnnensktomun — 100 %. Megnara BbIXMBAEMOCTH GOnbHEIX NOCHe
cnneHskTomun coctaemna 34 mec., 6e3 cnneHsktommn — 26 Mmec.
BonbHble nocne CNNEHSKTOMMM NyuWwe NepeHOCHNM NOCHeayoLLYyIO
xummuotepanuio [84].

Mpodunakrtuka

YHuBepcanbHble MEAULMHCKME PEKOMEHAALMM:

* UCKIIOYUTL KYPEHUEe UK XeBaHne Tabaka;

* ynoTtpebnate pasHoobpasHyto U 3HOPOBYIO MULLY HO OCHOBE pa-
CTUTENbHbIX MPOAYKTOB U C HU3KUM COAEPXAHUEM XUPOB;

® perynspHO 3AHMMOATBCS CMOPTOM M MOAAEPXKMBATE ONTUMATb-
HYlO Maccy Tena;

* CcOBNIOAATL PEXUM CHQ;

® OrPAHMYUTL BO3AEMCTBME COMHEYHbIX yUe.

OTU Mepbl BXOAST B MOHSTME 3[0POBOrO 06pA3a XM3HU M cnocob-
Hbl NPEJOTBPATUTL PA3BUTHE OHKONOTUYeCKMX 3abonesanui. OpHako
3[,0pOBbIM 06PA3 KMU3HM HE MOXET FTAPAHTUPOBATb MOMHOE OTCYTCTBME
BEPOSATHOCTU PA3BMTUS FEMATONOrMYECKOro 3a60neBaHUs.

OHkonornyeckas HACTOPOXEHHOCTb ABASETCS JIMYHOW OTBET-
CTBEHHOCTBIO KOXAO0ro Yenosekd. Heobxoanmo ocyuiectsnsaTs ca-
MOKOHTPOSIb — OCMOTP HO NMPEAMET NOSBIIEHUS HOBbIX POAMHOK, BEC-
HylleK, NATeH M OBPA3OBAHMM, B Clyyde M3MEHEHMH W MOSIBIEHMS
HOBOOBPA30BAHMI HA KOXE TPebyeTcs CBOEBPEMEHHAS KOHCYNLTALMS
LepmaTornora.

[uarHoctuka, neveHme n NpoPrUNaKTUKA MACTOLUTO3A — CINOXHbIM
KOMMEKCHBIN Npouecc, TpebyIowmin onbiTa MHOXECTBA CNELUANUCToB
U3 pasHeix obnacteit meanumntbl. Ho adpdekTuBHoCTb nevenus u ero
pe3ynbTaT BO MHOTOM 30BUCST OT CAMOTO B6OMIbHOrO, OT €70 OTHOLIEHMS
K 60N€3HU, TOYHOrO CNEAOBAHMS BCEM PEKOMEHAALUMSM WU Npeanuca-
HMSIM NevallLero Bpaya.

HuHamumueckoe HabnogeHne

Mocne ycTaHOBNEHMS AMATHO3O MACTOLMTO3 BCe HonbHble nogne-
XAT AMHOMUYECKOMY HOBIOAEHMIO M NPOXOXAEHUIO PErynspHoro o6-
cneposaHnus (tabn. 9).

Kputepuu oueHkn oteeta Ha Tepanuio npu CM

Ony6nnKoBAHbI COMNACOBAHHbIE KPUTEPUM, KOTOPbIE CAEANM OLEH-
Ky oTBeTd Ha Tepanuio y 6onbHeix CM 6onee 06beKTUBHOM M CTAHAAP-
TM3UPOBAHHOM, YTO MMeeT 0cob0e 3HAYEHME B SMOXY MHHOBALMOHHbBIX
MONEKyNspHO-HANPABAEHHbIX TapreTHeIX npenaparos [85].

[MonHbiti otBeT (HEOEXOAUMO HANMUMe BCEX 4 KPUTEPUEB HA NPOTS-
xeHnn 12 Hepens unu Gonee)

1. otcyTctBue arperatoe onyxonesbix TK B KOCTHOM MO3re unm 6u-
onTaTe APYroro OPraHa 3a UCKITIOYEHUEM KOXM;

| 2021; 66(2): 280-311 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONOTMS 1 TPAHCOY3UONOTHS | 297



| KMUHUYECKME PEKOMEHBALMN | CLINICAL RECOMMENDATIONS |

TOGHVIIJ.O 9. Yactota OVNHAOMKMYHECKOTO O6CJ'Ie,EI,OBOHM9| 6OnbHbLIX MOCTOLI,MTO:BOM*

Table 9. Dynamic examination frequency in mastocytosis patients”

Uccnepoeanue
Examination

O6wmin (knuHUYecknii) aHanms Kpoeu
Blood count panel

MepuoanyHOCTE MOHUTOPHHTG
Monitoring frequency
Ha momeHT ycTaHoBneHuns guarHosa, satem He pexe 1 pasa B Tpu
mecsua. Mpu nposeaeHUN LUTOPEAYKTUBHOM TEPANUM, NEPBLIN
MecsL, — exeHeaenbHo, 3arem 1 pas B mecs.
At diagnosis, then at least once every three months. In cytoreductive therapy,
weekly in first month, then once a month.

Buoxumunueckuit aHanus Kposu
Biochemical panel

Ha MomeHT yctaHoBneHuUs anarHosa, satem He pexe 1 pasa B Tpu
mecsua.
At diagnosis, then at least once every three months

Koarynorpamma (AYTB, nporpombuHoeoe epems, MHO,
$ubpunoren, [i-aumep)
Coagulogram (APTT, prothrombin time, INR, fibrinogen, D-dimer)

Ha momeHT ycTaHoBnEHUs anarHosa, 3atem He pexe 1 pasa e rog,
npy HanM4YUM TPOMBO30B M TEPANUM AHTUKOATYNISIHTOMU HE peXe
1 pasa B Mecsu.

At diagnosis, then at least once a year. In thromboses and anticoagulant
therapy, af least once a month

Y3MU 6piowHoit nonocTy ¢ onpeaeneHnemM pasmMepoB NneyeHm,
ceneseHKM, OLEEHKOMN NOPTANBHOTO KPOBOTOKA
Abdominal ultrasound with measuring liver, spleen, portal blood flow

Ha MomeHT ycTaHoBneHMs auarHosa, 3atem He pexe 1 pasa B rog
At diagnosis, then at least once a year

KT kocten
Bone CT

Ha MoMeHT ycTaHOBREHUS ANArHO3d, 3aTEM MO NOKA3AHMUSAM
At diagnosis, then upon indications

CuunHturpadums Kocrei ckenera
Skeletal scinfigraphy

Ha MOMeHT ycTaHOBREHUS ANATHO3d, 3ATEM MO NOKA3AHMUSAM
At diagnosis, then upon indications

TpunTasa cbiIBOPOTKM KPOBU
Serum fryptase

Ha MomeHT ycTaHOBNeHMa auarHosa, 3atem He pexe 1 pasa
B LUECTb MECSILLEB.
At diagnosis, then at least once every six months

Muenorpamma
Myelogram

Ha MomeHT ycTaHoBneHMs auarHosa, 3atem He pexe 1 pasa B rog.
At diagnosis, then at least once a year

Mcronornueckoe nccnepoearune Tpenanobuontara
Bone marrow histology

Ha momeHT ycTaHoBneHus guarHosa, sarem He pexe 1 pasa s rog,
(8 cnyyae KM), He pexe 1 pasa B 5 net (CM).

At diagnosis, then at least once a year (in cutaneous mastocytosis), at least
once every five years (in systemic mastocytosis)

ﬂpumeqanml. *— KPATHOCTb O6CﬂeAOBGHVISI MOXeT U3MEHATbCSA B 3ABUCUMOCTU OT BAPUAHTA MACTOLUTO3q, BblspuHHOﬁ CXeMbl Tepanumu, pa3sntus HA.

Notes. *

2. KOHUEHTPALMS TPUNTA3bI CLIBOPOTKM KpoBM < 20 Hr/Ma npu KoH-
LeHTPaumMK TpUATassl Ao nevenns > 40 Hr/mn;

3. nokasatenu nepudepmnueckoi kpoeu: HeiTpodmasl > 1,0 x 10%/n
6e3 OTKNOHEeHMI B neitkoumutapHoi dopmyne, remornobun > 110 r/n,
TpombBoumtsl > 100 x 10°/n;

4. HOPMANM3ALMS PASMEPOB MEYEHU U CENE3EHKM, PETPECC BCEX
ouaros nopaxeHrunit CM opraHos 1 TkaHen.

YacTtuyHbisi oteet (TpebyeTcs Hanuume Bcex 3 KPUTEPUEB HA NPOTA-
xeHun 12 Hepenb 1 Gonee Npu OTCYTCTBMM [AHHBIX 30 MOJHbIA OTBET
MAW NpOrpeccupoBaHme 3a6onesaHus).

1. ymenbwenue Ha 50 % u 6onee TK B kocTHOM Mo3re u/unm 6uon-
Tate apyroro nopaxeHHoro CM opraHa 3a UCKITIOHEHUEM KOXM;

2. yMeHblueHMe KOHUEHTpaumu obuwei Tpuntassl Ha 50 % v 6onee;

3. nonHoe KynMpoOBAHME MOPAXEHMS MACTOLMTO30M B 6uonTare
1 unu Bonee paHee NOPAXEHHOrO OPraHa.

Knnnnueckoe ynyuwenme (pnutensHocts oteeta — 12 Hepenb mnu
6onee).

Ynyywenne no 1 unn Gonee KpUTEPUSM HE reMATONOTMYECKOMY
(acuMT AW nneepanbHbIA BEINOT, HAPYWeHWe GYHKLMW MedeHu, -
noansbymuHemus, cnneHomeranus) u/unm rematonornyeckomy (Hei-
Tpodunbl, aHemMus, TPOMBOLMTONEHMS) NAPAMETPY MPU OTCYTCTBUM
NOAHOro/4aCTUYHOrO OTBETA.
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— examination rate may vary depending on mastocytosis form, therapy regimen and emerging adverse events.

Crabunusaums 3abonesaHus

He cootBeTtcTBYET KPUTEPUAM NOMHOTO, YACTUUHOTO YYULLEHMUS UK
NPOrpeccHpoBaHMS.
Mporpeccus sabonesarus (Hannume OAHOTO U3 CREAYIOWMX SNEMEH-
TOB NPOAOAXMTENLHOCTLIO 8 Hepenb 1 Gonee):
1. ans BonbHLIX C HETEMATONOTMYECKMM MOBPEXAEHMEM OPraHOB
cTenenu 2: yxyawenune Ha 1 ctenenn u muanmym 100% no nabopa-
TOPHBIM OTKITOHEHMSM.
2. pns GonbHbIx ¢ runoansbymuHemunert ctenenn 2 (20-30 r/n):
yxyaweHue Ha | cTeneHb co cHmkennem Ha 5 r/n u Gonee
3. [ns 6oMbHBIX C HEreMaTONOrMYECKMM NOBPEXAEHNEM OPTaHOB CTe-
nenn 3: yxyawerue muiuMym Ha 100 % no nabopaTopHbIM OTKIOHEHMSIM
4. na 6onbHbIX CO CTeneHblo 2 TPAHCPY3MOHHO 3ABUCHMOM aHe-
mumn (80-100 r/n) unu Tpombountonenmn (50-75 x 10°/n): Hosas
TPaHCY3UOHHAS 3ABUCUMOCTb 4 f03bl MK Bonee spuUTpouUTCOaEp-
XALMX KOMMOHEHTOB KPOBM MM KOHLEHTPATA TPOMBOLMTOB B Teve-
Hue 8 Hepens.
5. nns 6onbHbIX C TPAHCPY3UOHHO 3ABUCUMOMN AHEMMEN MU TPOM-
BounTONEHNEN: YBENUYEHUE CpefHel TPAHCHY3UOHHOM 30BUCUMOCTH
100 % B Teyenune 8 Hepenb No cpaBHeHuio ¢ 12-HefenbHbIM NEPUMOAOM
0O neyeHus;
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6. nns 6onbHbix ¢ HelTponeHuelt ctenenn 3 u 6onee (< 1,0 x 10%/n):
yMeHblUEeHMe KonuyecTsa HelnTpodunos bonee yem Ha 50% n abco-
NIOTHOE yMeHbLUeHMe konudecTsa HeiTpodunos Ha 0,25 x 10%/nn 6o-
nee go ctenenu 4;

7. yBenuuenue pasmepos cenesenku go 10 cm u 6onee no paH-
HbIM NaNbNALMK (MPY HENANLNMPYEMOM UK NANLNMPYEMO CeneseHke
5 cM 1 MeHee RO NedeHus) Unu ecnu NANbNMPyemas ceneseHka Ao ne-
deHus > 5 cM, To yBenuueHue bonee yem Ha 50 % fo He MeHee yeM
10 cM HMxe pebepHOi Ayrv MO AAHHBIM NANLAALMM.

[loteps oteta

MoTeps LOKYMEHTANBHO YCTAHOBIEHHOTO MOJIHOTO, YACTMYHOTO OT-
BETA UIU KITMHUYECKOTO YAy ULLEHHs Ha NPOTaxXeHUH 8 Hepenb M Bonee.
YUUTBIBAIOTCS 3HOYEHMS MOKA3ATENEN [0 JIEYEHUS, O HE MUHMMASIbHbIE
B xoge Tepanuu. OueHKa cTeneHen NPOBOAMUTCS MO LUKANE TOKCUYHO-
ctn Common Terminology Criteria for Adverse Events CTC AE [86].

AHecTe3nonornyeckoe obecneuyeHne 6onbHbIX
CM

Mtorue npenapartbl, ucnonbayemble ans aHectesunun y 6onbHbix CM,
MOTYT CTATb NPUYMHON AHADUNAKTUHECKMX UM AHAPUAAKTOUIHBIX pe-
OKLMIMA,  TAKXE HOPYLUEHMI KOArynsLmmu, KOTOPbIE BO3HUKAIOT BCIEACT-
BMe BLICBOBOXAEHMS XMMUYECKMX MEAUATOPOB M3 MACTOLUTOB, MPUYEM
KOK yXe CyLLeCcTByloWmX (FMCTAMWH, renapuH, TpunTasa), Tak u chop-
MMPOBABLUMXCA B npouecce akTveauun mactoumtos (PGD2, LTC4).
CnocoBHOCTb HEKOTOPBIX M3 3TUX CyBCTAHUMI BbI3BIBATL AErpaHys-
unio TK npopeMoHCTpHMpOBaHa in Vitro, oNMCaHbl PA3AMYHbIE CyHYaM Tsi-
XembIX PeakLuit Ha aHecTe3no. MexaHu3M, NPUBOAALLMIA K NOROEHOM
KOPTUHE, MOXeT BbiTb pasfenieH No CreaylowemMy NPUHLMIY: CBS3AH-
HBIM C peuenTopamu MMMyHornobynuHa E, peuentopamu Fc (gamma)
MK Xe C [OMONHUTENbHOM cucTemon. MeanaTopsl, BICBOBOXAEHHbIE
NOCPEACTBOM IOBOro 13 3TUX MEXAHU3MOB, AEMCTBYS B LIENEBBIX OPra-
HOX MK TKAHSAX, TOKMX KOK CEPALE, KPOBEHOCHbIE COCYAbI, IETKME M Ap.,
MOTYT NPMBECTH K CEPAEYHBIM, FEMOAMHAMMYECKMM M METABOIMYECKUM
HapyLweHusm. MNpu MacToLnTo3e MHOMME BELLECTBA, MPUMEHSIEMbIE A1
aHecTe3nu 1 otnuuHble oT IgE, MoryT Bbi3biBaTE aHAdMAAKTHYECKHME pe-
aKuMn. B yactHocTH, BbICBOBOXAEHWE TMCTAMMHA BbI3LIBAIOT KOAEHH,
MOP®UH, aTPAKYPUYM, HEKOTOPbIE AHTUEMOTUKM (BAHKOMMUMH, NOAM-
mukeun B). Mostomy nposeaerme anecteamonornyeckoro nocobus mo-
XeT ABUTbCS PAKTOPOM, MPOBOLMPYIOLUMUM OCIIOXHEHMS Yy BOMbHBIX Ma-
ctoumntosom. Cpeamn 459 B3pocnbix 6oMbHBIX MACTOLMTO3OM, KOTOPBIM
6bin0 BeinonHeHo 676 npouenyp ¢ aHecTesnei, 13 HUx 66 — B ycnosu-
ax obwen anecteanu, 8 (1,2%) us 676 npoueayp ocnoxHunucs yme-
penHoi peakumeit, a B 3 (0,4 %) cayyasx passunacs aHadunakcus, npu
5TOM Y BOMBIIMHCTBA GONbHBIX BbNK BLIMOIHEHb! MPOLEAYPbI C HUKMM
PMCKOM B yCNIOBMSX NOKQMbHOM aHecTesun (76 %), anuaypanbHoi awxe-
cteamn (11 %) unu cepaumm (10%) [87].

O6uwas aHecTe3us

Puck BeicBo60XAEHNS MeaNaTOpOB aHadUnakcuu Beiwe npm obier,
YyeM Npu MecTHOM aHecTesun. AHadUNakTUYECKMe Peakuuu 3Hauu-
TEMbHO YALLE BO3HUKANM Yy BOMbHBIX, KOTOPbIE HE MOMYYanu NPeMean-
kauuio (5,4% npotue 0,4 %, cootsetcteeHHo) [87]. DTa yacToTa 3Ha-
YNTENbHO Bbile, Yem B obLLei Nonynauuu, B KOTOPOM aHadUAAKCHM
pernctpupyetcs c yactotor 1:1,250 — 1: 18 600 npoueayp [88].

JlokanbHas aHecTe3us

JTokanbHas avectesaus, B uenom, 6esonacHa y 6onsHbix CM. Onu-
CaHbl peakue Cyvan aHapUIAKTUYECKUX PEAKLMI NPK MPUMEHEHWM
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NOKANbHBIX COHECTETMKOB, KOTOPbIE, BEPOSTHO SBASIOTCS CNEeACTBU-
em IgE-onocpenoeanHoit anneprun. bonee Toro, BasoakTUBHele pe-
QKLMK, BO3HUKAIOLLME NPU BBEAEHUM NOKASIbHBIX AHECTETUKOB, MHOTAA
oWKBOYHO AMATHOCTUPYIOT KaK aHadunakcuio. [pemeamnkaums nepes
NPUMEHEHMEM JIOKASTbHBIX AHECTETUKOB, B TOM YMCIIe NPU SNUAYPAb-
HOM aHecTe3uu, He TpebyeTcs.

PeHTfeHOKOHTpOCTHble BeLwectea

PeHTreHOKOHTPACTHbIE BELWECTBA MOTYT TPUITMPOBATL AErpaHy-
ASUMIO MACTOLMTOB MHOXECTBOM MEXOHWM3MOB: 3 CYET NPSMOro 3¢-
¢beKkTa, BCNEAcTBMEe WMX BbICOKOW OCMOMSPHOCTH, Hecneuupuyeckoe
CBSA3bIBAHME KOHTPACTA C PeLenTopamMu MeMBpaHbl KNeToK U KOMAO-
HEHTOMM cucTembl komnnemerTa [89]. He nposoaunock cneumanbHeix
MCCNEAOBAHMHA, B KOTOPLIX Bbl U3y4ancs puck passuTUs aHadUNakcum
Npu BBEAEHUU PEHTFEHOKOHTPACTHBIX BELLECTB BOMbHBIM MACTOLMUTO-
30M. B 0bLwei nonynsiuum 4acToTa yMEepPEeHHbIX PeaKLMit NpH BCeX Cry-
4asx BBEJEHMS PEHTTEHOKOHTPACTHbIX BewecTs coctasnser 0,5-3 %,
a Taxensix peakumit — 0,01-00,04 % [90, 91]. B 4 koropTHbix 1ccne-
LOBAHMSX, B KOTOPbIe BbINK BKITIOYEHb! B 06Ler cnoxHocT 457 Bapo-
cnbiX BOMbHBIX MOCTOLMTO30M, O PEAKLMSX HO PEHTTEHOKOHTPACTHbIE
BewecTsa 6610 coobwero y 3 GonbHbix (0,6 %), y 1 M3 Hux paseunacs
aHadbunakeus [92, 93, 94, 95]. PenTreHokoHTpacCTHbIE BeLLeCTBa, CO-
LepXalume HOA, YaLLe Bbi3biBAIOT AHAPUIAKCHIO, YEM BELLECTBA HA OC-
HOBe raponuHus (ragokcetoeas kucnota, ragobyTpon). Mpemeanka-
LMs nepeq BBEAEHMEM PEHTTEHOKOHTPACTHBIX MPENAPATOB NOKA3AHA
TONbKO BOMbHBIM, Y KOTOPbIX B AHOMHE3E €CTb AHADUIAKCHS HA PEH-
TFEHOKOHTPACTHbIE BELLECTBA UK Y BOMbHBIX C BLICOKMM PUCKOM Pa3-
BUTUSE QHODUIAKCHM.

Ecnn ectb Takas BO3MOXHOCTb, creayeT uaberatb peHTTEHOBCKMX
MCCNeAoBaHMIM C NpUMeHeHWem KoHTpacTa. B cnyuae, ecnu nposege-
HUE UCCNefOBAHMS KpaiHe HeoBXOAMMO, HYXHO MCMONb30BATL KOH-
TPACTHbIE CPEACTBA HM3KOM MOMNEKYNSPHOM MACCHI, TAKME KAK MOKCa-
rNQaT, HONPOMMA M MOTPONAH, KOTOPLIE B MEHbLUIEN CTENeHN CNOCO6HBI
Bbi3biBaTh gerpanynsaumio TK. BonbHbIX HYyXHO roToBMTH Tak Xe, KAk
u npu obLiel aHecTesum:

- npeaHmsonon: 60 mre/B 3a 1 Yac go Mccnegosamus;

- panutnaun 100 mr 8 50 mn pacteopa 0,9 % Hatpus xnopuaa
30 44C [0 MCCNefoBaHMS;

- NopATAAMH 5 Mr 30 4AC [0 MCCNEROBAHMS.

Kapaunonoruyeckne BMeliatenscTea

MacTounTos MoxeT BnepBbie NPOSBUTLECS KAPAMONOTUYECKMMM CUM-
nTomamu (HeoBbsicHmoe cuHkone, cteHokapanTiieckue Gonu). Mo-
CKOJIbKY MOCTOUMTHI MPUCYTCTBYIOT B MMOKAPAE, KAPAMONOrMYecKue
BMeLIaTenbCTBA HecyT B cebe puck aHadunakeuu. B yactHoctn, npu
KOPOHaporpacdum BBeeHNE PEHTTEHOKOHTPACTHOTO BELLECTBA MOXET
CNPOBOLMPOBATE AHADUIAKCHIO.

bepemeHHOCTb M poabl

Mpn obcneposanmnu 45 GepeMeHHbIX ¢ MOCTOLMTO30M Y 5 U3 HuMX
B POAAX PA3BMAMCL CUMMTOMbI, OBYCNOBREHHbIE MOCTOLUTO30M (3yA,
sputema, runepemus). Hu y ogHol He 6bino anadunakcuu. Mpeme-
pvkaums 6eina seinonHeHa y 17 (38 %) us 45 6epementbix [96]. Ons
CPUBHEHMS PUCK aHAPUNAKCUM B obLLel NoNynsuumu Npu poaax co-
crasnsiet 2,7 100000 popos, npuuem Bce 3T aHAPUAAKCHM BbI3bIBA-
IOTCS NIEKAPCTBEHHBIMM MPENAPATAMM OMOCPELOBAHHO HYEPE3 UMMY-
Hornobynu E [97].

MoxHOo NpUMEHATE 3MUAYPAnNbHYIO, CNUHANBHYIO MK obLylo aHe-
cTesuio. BaxHoe 3HaueHne nmeeT NnpemMeanKkaLMs, TOK KOK CAMA PO-
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Dakmopst pucka paséumus AHAPUIAKCIUL NPU AHECMEUOLOZULECKOM NOCOOLLL

Ta6nauua 10. besonacHocTs npenapaTtos, npumeHaemsix 8 arecteanonorimn [98-101]

Table 10. Anaesthetic drug safety [98, 99, 100, 101]

lpynnsbi npenaparoe
Drug group

AroHuctbl anbda

besonacHbie

Safe

BesonacHocTs npenapartoe/Drug safety

OnacHble
Dangerous

HesicHo
Unknown

Benzodiazepines

Knonunaun
appeHopeLEeNTPOB Clonidine -
Alpha adrenergic agonists
®Dentanun MopduH
Fentanyl Morphine
AndeHtanun MeTtamuson (aHanbrun)
Alfentanil Metamizole (analgin)
AHanbretnkm Cyd)eHTgHMn Kone‘m-l
Analostics Sufentanil Codeine
g
Pemudentanun Tpamapon
Remifentanil Tramadol
Mapaueramon HectepoupHbie npoTuBoBOCNANUTENBHBIE
Paracetamol npenapartel (HABMN)
Non-steroidal anti-inflammatory drugs
AHTMBMOTUKM DpUTPOMULIUH MNennuunnnu
Antibiotics Erythromycin Penicillin
BankoMuumnH
Vancomycin
Monnmukcun B
Polymixin B
AHTXONUH3PreTUKN Artponun
Anticholinergics ) Afropine
Ypanugun Beta-6nokaropsi
Urapidil Beta blockers
MnoTteH3uBHbIE HdernppanasuH
Hypotensive Dehydralazine
Hutpornuuepux
Nitroglycerine
Mugasonam
BeHsopguasenuHbl Midazolam

®nyHutpasenam (porunHon)
Flunitrazepam (Rohypnol)

AppeHanuH
KatexonamuHsi Adrenalin
Catecholamines HopaapeHnanun

Norepinephrine

MNponodgon TuonenTtan
MMnHoTUKM Propofol Thiopental
Hypnotics Ketamun

Ketamine

JlokanbHble aHecTeTUKM
Local anesthetics

AMupgHble noKanbHbIE
aHecTeTMKM (nupokauH,
TPUMEKAWH, MENUBAKAWH,
YAbTPOKAUH, PONMBAKAMH)
Amide local anesthetics (lido-
caine, frimecaine, mepivacaine,
ultracaine, ropivacaine)

d}upHbie nokanbHbie aHeCTETUKM (MPOKauH,
HOBOKAMH, AUKAUH, aHecTe3uH), 6ynusakanH

Essential local anesthetics (procaine, novocaine,
dicaine, anestezin), bupivacaine

Conu metannos
Metal salts

HATpUS XJIOPUA, MArHUS
cynbdar

sodium chloride, magnesium
sulfate
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lpynnsbl npenapatoe

Drug group beszonacHsbie
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[Npogomnxerue tabn. 10
Table 10 (continued)

BesonacHocts npenaparos/Drug safety

OnacHbie HesicHo

Safe

Bekyponus 6pomung,
(HopkypoOH), naHKypoHwus
6pomup, (nasynon),
uncatpakypuym (Humbekc)
Vecuronium bromide (norkuron),

MeiwweyHble penakcaHTbl
M UX GHTArOHUCTDI
Muscle relaxants and their

CyKUMHUAXONMUH (MNCTEHOH, ANTUANH),
MMUBaKYpUsa Xxopuga (MMBAKPOH), atpakypuym
(tpakpuym)

Succinylcholine (listenone, ditilin), mivacuria chorid

Dangerous Unknown
Pokypoxus 6pomug,
(pokyponuia),
cyrammepekc
Rokuronium bromide (ro-

Uterotonics

antagonists . . . . . .
pancuronium bromide (pavulon), | (mivacron), atracurium (trarium) curonium), sugammedex
cisatracurium (nimbex)
TokonuTnkM ®deHoTepon (6epoTek)
Tocolytics Fenoterol (Berotec)
OkcutoumH,
YreporoHukm NpoCTArnaHANHBI,
METUNIProMeTPUH

Oxytocin, prostaglandins,
methylergometrine

UHransaumoHHsle Usognypan, cesopnypan,

AHEeCTEeTUKMU 7’-“§¢"YPC;H . -
Inhaled anaesthetics r;?wewone/ evoflurane, Dysflu-

KomnoHeHTb! niaa3sMmbi,

Chlorhexidine, povidone iodine

Pacteopbl anbByMUH, XenaTtuH Mmapokcnstunkpaxman
Solutions Plasma components, albumin, Hydroxyethyl starch
gelatin
XnoprekcupavH, NOBUAOH-
AnTtucentukm ZNoprexcuanH, nosuao
o non
Antiseptics

LOBAS AEATENBHOCTb M CTPECC MOTYT MPMBECTM K BLICBOBOXAEHMIO Me-
ounatopoe TK.

Mpemeankauus:

- pauutnamd 100 mr 8 50 mn pacteopa 0,9 % Hatpus xnopuaa
30 4AC B0 UCCNEAOBAHMS;

- NOpATAAMH 5 M 30 4AC AO UCCNEAOBAHMS.

AHecresus y petei

XoTS MHUMAEHTHOCTb QHADUNAKCHM B NEAMATPUM MEHbLUE, YeMm
Yy B3pOChbIX 60bHbIX MOCTOLMTO30M, MMEIOTCS COOBLLEHNS O ATPOTEH-
HOM aHadunakcuu y aeten. Y peteit moxeT notpeboeatbcs npodu-
NAKTUKA MAnbiMU JO3AMKM OHTUTMCTAMMHHBIX NpenapaTos. [ossl aH-
TUIUCTOMMHHbIX NPENApaTOB M AAPEHANIMHA AONXHBI COOTBETCTBOBATH
Macce Tena v Bo3pacTty pebeHka.

Lpyr1e ¢paktopsi

Crumynaumio BbICBOBOXAEHNS MEANATOPOB MACTOLMTAMM BbI3bIBAIOT
n apyrue GpaKTopbl: PACTUPAHME, NOBLILIEHWE TEMNEPATYPbI TENA, SMO-
LIMOHANBHLIM CTPECC; AABNEHNE, NPOLEYPLl HO XeNyAOYHO-KMILIEYHOM
TPaKTe NPeAPACNONAraioT K AErPAHYSLMM MACTOLMTOB, MOCKONLKY Op-
FQHbI XENYAOYHO-KMLIEYHOrO TPAKTA COfepXaT Bosblioe KONMYeCTBO
mactouutos. PakTOpPOM prUcKa pasBuTHs aHAGUIAKCHM sBRsitOTCS 60b-
wme no obbemy onepaummn U aHapunakcus B aHamHese [87].

STanbl AHECTE3MO0NO0rMYECKOro Nocobms

Mpemeankauus
Cnepyer BbifenaTs paKTOpbl PUCKA PA3BUTUS AHAPUNAKCHM.

XapakTtepuctuka npouenypbi

* O6was aHecTesus;

* bonbwue onepaumu;

e Onepaumnn Ha XeNyAOYHO-KMLIEYHOM TPAKTE M KAPAMOXMPYPTH-
Yeckue onepauuy;

* Popbl: npemenmnkaums nepes HEOCHOXHEHHbIMM POLOMM HE Mo-
KO3dHA, OAHAKO OHA MOXET BbiTb MPUMEHEHA Y XEHLLUMH, Y KOTOPbIX
6bIna paHee aHAbUNAKCHS, KOTOPLIM NAAHUPYETCs 0BLAas AHECTEe3us.
He onncano teppatoretHoe peictene ana H1-aHtaroxucros, B yact-
HOCTM ANSl LETUPU3MHA.

XOPOKTGPMCTMKM 6onbHOro

* AHadunakcus B AHOMHE3E;

* [MpumeHeHne 6eTa-610KATOPOB, UHTMBUTOPOB AHIUOTEH3UHNPEB-
pawatowero ¢epmerta, HMBC;

* MHdunbTpaums KOXM MACTOLUTAMM.

[Mpenapartsi

Heobxopumo usberars 8 npemeankaunm HIMBC, ecnu GonbHoM mx
HE MONYYaN PAHbLUE U HE M3BECTHO, YTO OHM y Hero 6esonacHsl. HMBC
MOTYT BbITh MPUMEHEHbI, ECAIN U3BECTHO, YTO PAHbLIE GOMBHOM NPUME-
HSIT MX 6€3 OCNOXHEHMHM.

CxeMa npemeamkaLmm

BensoanasenuHbl — ans ymeHsluenns 6ecnokoicTea 3a 1-2 yaca
[0 onepauuu.

TKC — 3a 12 u 3a 2 yaca go onepaumn (0,5 mr/kr npegHusonoHa
unu skeusanentHas go3sa apyroro [KC sHyTpsb, (MakcumanbHas fosa
60 mr), npu akcTpeHHbix npoueaypax — 200 Mr rMapoKopTM3OHa B/B.
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AHTAroHMUCTHl TMCTAMMHOBbLIX PELIENTOPOB.

3a 2 yaca go npouenypsl — BHyTpb 10 Mr neBouUeTUPU3UHA MK
300 mr pauutnanHa nnm 3a 15 MuH go npoueaypbl — 2 Mr KIIEMACTH-
Ha unn 300 mr paHuTUamHa B/B.

Bo Bpems onepauuun

- OTPAHMYUTL KONEBaHKs TEMNEPATYPbI B ONEPALMOHHOM;

- n3beratb HAOAABIMBAHMS HA KOXY, U TPEHUE, OCOBEHHO Y BOMbHBIX
C KOXHOW PpOPMOI MACTOLUTO3T;

- usberaTb npenapaTos, ykazaHHbix B Tabnuue 10;

- AepXaTb HArOTOBE GAPEHANMH B JO3€, COOTBETCTBYIOLLEN Macce
Tena 6onbHoro.

MNocne onepauun

- usberaTtb npenapaTos 13 cnucka B Tabauue 10;

- n3beratb GUIMHECKUX NPOBOLMPYIOLMX CTUMYTIOB.

OpraHusaums oKasaHUs MeAULMHCKOW NOMOLLM
60/IbHbIM MACTOLLUTO30M

BosnbwmHcTBO 6OMBLHBIX MACTOLUTO30M MOTYT MOYHATh IEYEHUE M-
6YNaTOPHO, OHM HE HYXAAIOTCS B FOCMUTANM3ALMM N5t 06CNefoBaHMS,
YTOYHEHMS AUATHO3A U KOHCEPBATUBHOM TEPANMM B Sle4eBHbIX AO3AX.

[Mokasaums ans nnavoso# rocnutanmsaumm: obcneposaxme 60orb-
HbIX C BbICOKMM PMCKOM OCNOXHEHWI NPU NPOBEAEHUM MHBA3MBHbLIX
MOHUNYRSLUMH; nop,6op MHAMBMAYOSIBHOM [O3MPOBKM TAPreTHOW ne-
KAQPCTBEHHOM TEPANMM; QHEMUHYECKMIA CUHAPOM MPU TAKENON AHEMMU
C Lenblo 30MEeCTUTENbHON TEPANMM; XMPYPrMYECKOe NEeYEHMUE; OCITOX-
HEHMS OT NPOBOAMMOM TEPANMM; KOPPEKLUS TEPANUM NPU PA3BUTMU
ocnoxHeHuit sabonesanns (kpoeoTeueHne, TPoMBO3, CEPO3MT, LUTO-
NeHMs); HaNMYMe OTArOLLAIOWNX COCTOSIHUE BONBHOTO COMYTCTBYIOLMX
3a60neBaHMIT; KOPPEKLMA NPOBOAUMOI Tepanuu (nopbop A03MpPOEBKH
KQK CTAHAAPTHBIX NPENApATOB, TAK M TAPreTHLIX NPenapaTos), cMeHa
NPOBOAMMOrO MEAMKAMEHTO3HOIO NEYeHMs; NOAroToBKA M nposefe-
Hue anno-TICK.
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[TokasaHus ans skcTpeHHoM rocnmMTanmsaumm: aHabunakeus; HGaApKT
ceneseHKM; QHEMMYECKMI CMHOPOM, HEYTOYHEHHbIN; TeMONUTUYECKas
aHemus (remonuTHueckuin kpus); remopparuyeckuit cuiapom llI-IV cre-
neHu; Tpomboumntonenmns meHee 20x109/n Npu HANMYUK BBIPAXEHHOTO
reMopparnieckoro CUHAPOMA B AHOMHE3E; OCTpPbIi TPOMBO3.

MokasaHus K BeINMCKe BOMBHOTO U3 CTALMOHAPA: YCTAHOBNEHHUE AM-
ArHO3a NpM OTCYTCTBMM NOKA3AHMI K TEPAMMM; ONPEAeneHa CXeMA fe-
YeHMs; yCrewwHoe NeYeHne OCIOXHEHUI 3a60neBaHUs.

3aknioyeHue

Macrouutos npeacrasnser coboi rpynny peakux 3a6oneBaHMi, xa-
pakTepusytoLmxcs nponundepaumeit n HakonneHnem TK B TkaHax opra-
HM3Ma M/ KOCTHOM Mo3re. HecMoTps Ha MHOrouMcneHHble ny6nuka-
LM, NOCBSILLEHHbIE AAHHOM NPOBNEME, HO CErofHsILHMI AEHb NATOreHe3
3abonesaHms HepgocTaTouHo msyyeH. B 80% cnyyaes CM accoumnmnposan
¢ knoHansHoi aHomanueit rera c-KIT. Knuuuyeckune nposienerms macto-
umMTosa obycnoeneHsl aerparynaumeit TK u Beibpocom buonormuecku ak-
TMBHbIX BELLECTB B KPOBb. [MCTONOrMYECKOE M MMMYHOTMCTOXMMMYECKOE
McCnefoBaHusa GBUONTATOB NOPAXEHHBIX OPTAHOB U TKAHEH, ONpPeAeneHue
MyTauui e reHe c-KIT, KOHLEHTPALMM TPMMTA3bI B CIBOPOTKE KPOBM SIBAISHOT-
cst 3 dekTHBHBIM MeTogoM auarHocTrkn CM. B coBpemenHoit knaccueu-
KALMKM MACTOLMTOS3 BbIBENEH B COMOCTOSTENbHYIO HO30IOMMYECKYIO rpyn-
ny. MporHos npu MacToLuTo3e BapLUMPYET OT 6NAronpUsTHOrO A0 KpaiHe
HebnaronpusTHoro B 3asucumoctn ot sapuanta: KM, CM, TKJ1. Jleuenue
MACTOLMTO30 OCHOBAHO HA MEPCOHANM3MPOBAHHOM MOAXOAE M BKIOYA-
€T onpepaeneHne MONEKYNAPHON MULLIEHM 1S TAPreTHOM papmakoTepa-
MK — TUPO3UHKMHAS, ABEPHBIX PAKTOPOB TPAHCKPMMLMK, MEMOPAHHBIX
PEeLenTOpOB NIENKOTPUEHOBBIX PELIENTOPOB M TMCTAMMHA. Beibop nekap-
CTBEHHOM TEPAMNMM MACTOLIMTO3Q, CXEMbI M PEXMMA [O3UPOBAHMS UHTMEU-
TOPOB TUPO3MHKMHA3LI, cncTemHbix [KC, aHTaroHuncTos nenkoTpueHoBbix
peuentopos, H1-aHTaroHMcToB onpepensieTcs pesynsTaTamm Mosiekynsp-
HO-B1onorMyeckoro obcneaoBaHMst GONbHBIX MACTOLMTO3OM.
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