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IN02A N'7'WO NMdIYN O'TIVIXIVON
(Smoldering systemic mastocytosis)

ORPHACc0de158775 :'no1IX'2 XNDNON

a7nnn nOTan

NIN2VX¥NA NI"OXRNNN L(Systemic mastocytosis ,(SM)) n'md>yn o'TIv'XIVLON 7Y NANTNA NNTPNA AT NN
n'na™ 79 0T 07N L(visceral organs) n'nton DNA'Ra DUVOY79IRY (Mast cells) pDiu' RN 7w N'MaNTN
"nT Y 'wa ,0npnn nfanma L1 (hypercellular marrow) 71719t nxy nm L (splenomegaly) 71am 7ino

.(urticaria pigmentosa) n71VINA'® NMP'VIIN

XN
A7 T'OX
JWIT 'R n7nnn NIVAR'™AI NINDY

77 NN

775 012 2wxd ,nnada n7'nnn (smoldering systemic mastocytosis (SSM)) 1noa n'7'yo N'MdIYN 0'TIv'YIVON
.(isolated systemic mastocytosis (ISM)) nTTian n'Nd>Iyn O'TIV'XIVON DY D'NN 178N NI* DMAIAN VYN 071NN
ATV I (mast cells) nivo 'kn 9w N1aa ony 7y yraxnn 1aT B 'kxnn 1w NINSY7 9w o 'o %y M1oIxn n7nnn
n7Tan ((BM) nxy nm nvosrraa >30%) (MC) niu's '’n 7w 111 ‘o 0" (0N 7w 1p7 Tipon) C 'x¥nn
["oXNN N7Nnn 7w pn 17nnn 2"n/a" 200 -n nina (tryptase) t™wwoMu nmni (organomegaly) nnar
associated hematologic (AHN)) nIwp N2I7I0NN NRY IX NIOZIN N7NN7 DIn'0 XY7 N'O'R NINTPNN
2w N7 ,((ASM) 19210 SM) anir nnTpnn MIX? DTPNNYT IX DY X7 DAY IRWN7 n7D' n7nnn .(neoplasm
.(AHN) n1w naIzionn nxw oy (SM) n'nd>avn orfivrvivon IX (mast cell leukemia (MCL)) niu's 'xn

naI7I'ox

KIT 7w n7yown nrxom ,nxi7na n1am n1rx (SSM) 1noa n'7'wd NfMdIvn O'TIVNIVON 7W NAITI'ORNY NINNY
NXIN '9) N'RINKR IT Yo .SSM-n njpm D Yw (MC) oioon 'kna nwyn? nxxm LKIT D816V 7' 10T
7¢ nawn o' Tnan SSM *ina o'xynn (N)nnpa/(n)haka (MC) nive kN 7w NN K70 nNaoxn?

.Multilineage KIT D816V

[INAN NIZDL

7y ,n71n2 (SM) n'md>yn 0'TIvXIVON YW [INAX N'7'NN VA7 W' (SSM) 1noa n7'vd N'MdIyn 0'TI0'XIVOoN [INANY
B 'xxnn nindn '9 7y nmanon a7nnn ,pn nx? (WHO) m7ivn nixNan 1R 79 0'mdomn 0limunpn 0'oa
.0"nn? N>y (C 'xynn 73 X77 IX) B 'xynn 1w nind? 7w nindn ,SSM 1Inax? .C 'xynnl

N'7Tan nInax

71y9¢ NNIMoNY 0'INK 0'N1IA 02 D L(SM) N'MdIYNn O'TIV'XIVON 7 NINNXKN NNIXA 75 DX NY71D NPTan NINaX
nIMVP? 'k X7 X (clonal) n'pnyn) naiwry MCAS ((MC activation syndromes ,(MCAS)) nio'o 'Rn
;NN NMpP?T n7nn 7w AN 70N o IX IgE-nvi7n X v orrp nanynn nawn MCAS ;(SM 9w Inaxn
Vi n7nn/axn X IgE-n7n X7 Ik (clonal MC) '‘pnyn MC -7 niTy 75 Xixn? |01 X7 naw Moy MCAS-|
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pure cutaneous ) NNV NN O'TIVXIVON) O'TIV'YILON 7w NINNX NNIX N771D ND0I1 N7Tan NINAX .N/NK
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