Srp Arh Celok Lek. 2012 Jan-Feb;140(1-2):100-103

DOI: 10.2298/SARH1202100M

MPUKA3 BOJIECHUKA / CASE REPORT UDC: 616.155-07-06

CucTemcKa MacTouuMTo3a — NpUKas cnyyaja
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KPATAK CAAPXA)J

YBoa MacToLuTo3a je KIIOHCKO HEOMTACTUYHO 060sbeHe MacTOLMTa Pa3HOBPCHE KIMHUYKE CIIMKE KO-
jaBapupa of HearpecmBHe (MHAONEHTHE) 60NnecTy ¢ BULLeELIEHNjCKAM NMPeXnBIbaBatbeM [0 arpecuB-
He Heomnnasme C NpexuBIbaBatbeM 60necHIKa of OKo LwecT Meceuy. Crctemcka mactouuTosa (CM) ce
0fJIUKYje MHOUNTPALMjOM MacTOLUTa Y je[iHOM UK BHLLE OPraHa, Ca 3axBaTakeM KOXe 1n 6e3 era.
Mpuka3 6onecHnKa bonecHUK Kojer NprKkasyjeMo NpeAcTaB/bao je BENUKY AMjarHOCTUYKI 1 Tepanij-
CKM 113a30B. Y TPEHYTKY MOCTaB/bakba AMjarHo3e UMao je xemnaTocrnieHoMeranujy, TPoMOoLUTONEHN]Y,
MOBVILLEHY BPeJHOCT TpUNTase y cepymy 1 MHGUATpaLmjy KowTtaHe cpxu ca CD117, CD25 n CD68 no3u-
TBHUM henunjama. Mpema KpuTtepujymmma CBeTcke 3apaBCcTBeHe opraHusauyje u3 2008. roguHe, 60-
necT je ogroapana arpecvsHoj CM. C gpyre cTpaHe, 6051eCT je Mana ceiMOroAuLLHbU MHAONEHTAH TOK,
6e3 komnnuKauwja. Crora je 60NeCHNK CBPCTaH Yy rpyny ca T3B. smouldering unv iHTepmemnjapHUM K-
HWNYKMM TOKOM W HYije NIeYeH LUTOpeayKTMBHOM Tepanujom.

3akibyuak Ynpkoc onwTrenprixsaheHnm Kputepujymmuma 3a gujarHosy CM u keHy Knacndumkaumjy Ha
NoATMMNOBE, Kog Manor 6poja 6onecH1Ka He Mory ce jacHO Pa3fBOojUTY arpecriBHa U MHAONEHTHa 6onecT.
Tepanujckn NpMCTyn y 0BakBUM Cilly4ajeBUMa je UHAVBUAYaNaH, a NporHo3a Hem3BecHa.

KrbyuHe peun: crctemcka MacToLMTO3a; MHTEPMeAnjapHM 0bnnK; aHadmnakca; knacurkaumja Ceet-
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yBOJ,

MacrounTosa je peTKo KJIOHCKO HeOIIaCTU Y-
HO 000/bere MaCTOLNUTA KOje je IPOY3POKO-
BaHO MaJIMTHUM PacTOM U aKyMY/Ial[ijoM Ma-
CTOLUTA Y jefHOM TKUBY U OpTaHy WM BUIIE
»ux [1-5]. Cumnromu o60/bersa HacTajy 360r
MeXaHMYKe UHPUITpaLMje PasnuInTUX TKA-
Ba 11 ocnobabharma nponH@pIaMaTopHNIX LNUTO-
K1Ha 13 Macronuta [1-5]. Bomect ce omukyje
BEOMa XeTepPOreHOM KJIMHIYKOM CTIMKOM, C pa-
CIIOHOM Off, KOYKHOT 00/I1Ka, KOjU MO>Ke CIIOH-
TAHO Jja ce IOBYUe, 0 BeOMa arpecuBHe Heo-
I1a3Me ca CMPTHUM MCXOROM [1-5].

Y xmacudukanmju TyMopa XeMaToInoeTCKor
u mumdHor TkuBa CBeTCKe 3ApaBCTBEHE Opra-
Husanuje (C30) n3 2008. roguHe, MacToL -
TO3a je CBPCTaHa y Ipymy Mujenonponudepa-
TUBHUX HeomnasMu [1]. Borect je mopebena
Ha KOXHY 1 CHCTeMCKY Mactorutosy (CM), a
OHe Cy MOTOM KIacuuKoBaHe y 3ace6He IO
tumnose [1].

CM ce onnukyje nHGUITPALjOM jegHOT
VTV HEKOJIMKO eKCTPAaKyTaHMUX OpraHa MacTo-
LUTUMA, Ca 3aXBaTambeM KOXKe 1 Oe3 mera
[1-5]. OujarHo3a 60ecTn ce MOXKe TIOCTaBHU-
TY YKOMMKO je 3aJOBO/bEH jefaH ,Majop” 1 je-
JlaH ,MIHOP” AMjaTHOCTUYKY KPUTEPUjyM, I
aKo CY UCIIyIheHa TPU ,MUHOP~ KPUTEpUjyMa.
»Majop” KpuTepujym nogpasymena 1mnocroja-

e MyITI(OKATHUX NHPUITPATa MaCTOLU-
Ta y 6MONTATy KOILITAHE CPXKIL WM eKCTPaKy-
TaHUX opraHa. YeTupu ,,MUHOp”~ KpUTepHjyMa
cy: 1) BpeTeHacT OO/IMK MM HETUITMYHI MOP-
¢ororky usIen Koy Buiie of 25% MacTolu-
Ta; 2) MyTauuja y kogony 816 KIT; 3) excrpe-
cuja CD2, ogaocHo CD25 y3 HopMajHe Map-
Kepe 3a MacTOLNTe; 4) IOBUIIEH HIBO YKYII-
He Tpumnrase y cepymy. Ha ocHOBY Toka 601e-
ctu, CM ce femyt Ha MHTONIEHTHNU Y aTPECUBHI
nopTHIl 060/pera. ArpecuBHI 00K 60mecTn
ce IUjarHOCTHKYje YKOIMKO IOCToju bap je-
mau C3Hak: 1) untonennja (xemormo6ux <100
g/l, anicomytHu 6poj HeyTpodmaa <1x10°%/1,
tpombouyT <100x10°%/1); 2) xemaromeranmu-
ja ¢ ourrehemem dyHKuMje jeTpe, acHuTECOM
VI TIOPTHOM XUIIEPTEH3UjoM; 3) XUIepCILe-
HusaM; 4) ckenmetHa 6omect (0cTeonuse u ma-
TojolKe PpakType); 5) MaIaICOpIIINja ca Iy-
OUTKOM Te/ecHe Mace.

CM ce 3acap cMaTpa HeusedBOM 6ore-
mhy, a TepanujcKy IPUCTYII je MHAUBUAYA-
JIaH U 3aBUCK Off TUIIA 060/bera U UCIOIbe-
Hux cumnroma [1-5]. Kog ocoba ¢ unmonent-
HJM OO/IIKOM 60JIeCTH IpeBeHIINja U TeUerhe
CUMIITOMA U 3HAaKOBa KOjI Cy MOCIe[UIIA Jie-
TpaHy/Ialyje MacTOLUTA jeAVHY CY HEOIIXOJ-
HI Buf edema. C apyre cTpaHe, Ko 60ecHn-
Ka ¢ arpecuBHuM 061ukoM CM HeomnxopHa je
[IpMMeHa UUTOPefyKTUBHe Tepanuje [1-10].
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Myuikapary ctap 46 roguna ynyheH je y Knunuky 3a xe-
maronorujy Knmnanukor nenrpa Cpbuje mop cyMmoM fia
6omyje op Tonreose 6omectu. CeaM rofyHa paHuje ycra-
HOBJ/beHa je TpoMborTonennja (112x10°%/1), a ynrpassyy-
HVIM IperyefoM Tpbyxa yTBpheHa je xemaTocmaeHoMera-
nmja. C 0631poOM Ha TO [ja XeIaTOCIUIEHOMeTaInja Huje Ha-
IpenoBasa, 0JeCHNK je KIMHIYKY HafiI/IefiaH 0es ja/ber
yuyhusama Ha IujarHOCTHYKe IIperiefie U Oe3 Teparyje.
Ha npBoM mperyiefy y Hallloj yCTaHOBM OOJIECHMK je He-
rupao nperxonHe nopemehaje ommrer crama, aHapuIaK-
TUYKe U a/leprujcke peakuuje. [IpuankoM KIMHIYKOT Ipe-
I7Iefia, jeTpa ce TMa/MMpaa 3a 3 ¢ UCIOf, leCHOT pebap-
HOT /TyKa, 0K Ce C/Ie3VHa MaJIypaa [0 HuBoa yMounm-
Kyca. Y KpBHOj CIMIIM YOueHa je TPOMOOLUTOIeHja yMe-
pesor crenena (90x10°/1), y3 HopmaHe BpeHOCTH OCTa-
nux mapaMetapa. IlenokymHe 61oxeMujcke aHanm3e 6me
Cy y rpannijama Hopmase. [omeoBa 60omecT je UCK/byde-
Ha Ha OCHOBY HOPMa/THUX BPEHOCTY (pepUTHHA, AHTUO-
TeH3MH-KOHBepTYyjyher eHsumMa, kucene pocdarase 1 Xxu-
TOTPHO3NJA3e Y CepyMy. YITPasBYYHNUM IIPET/IeOM Tp-
6yxa yCTaHOBJbEH je IpedHIK jeTpe of 170 mm, a 3HaKo-
Ba LIMpO3e ¥ IOPTHE XunepreHsuje Hije 6uo. Cre3nHa je
6mma npeunuka 200 mm. TokoM fajbe [UjaTHOCTHKE ypa-
hena je 6uomncuja komraxe cpxxiu. Ilaroxmcronommku npe-
/el 6OIITaTa OTKPUO je IIepUBacKyIapHe U maparpabe-
KynapHe nnduiaTpare BpeteHacTux henuja, koje cy 4nHu-
ne 30% henmmjckux enemenara xomrane cpxu (Cnuka 1).
VIMyHOXMCTOXeMUjCKa aHa/Iu3a je Tokasana fia cy henn-
je nHMITpaTa mosutusHe Ha CD117 (Cnuxka 2), CD25,
CD68 1 MaCTOLIMTHY TPUIITpasy, a HeraTusHe Ha CDI14,
CDI15u CDI6.

Ha ocHOBY ITaTOX1CTOMOIIKOT ITperefa 61onTaTa Ko-
IITaHe CPXXNU MocyMmaino ce Ha CM, Te cy npexnysera jjo-
IYHCKa McIuTyuBama. Huso Tpunrase y cepymy 6uo je mo-
Buwen: 57,3 ug/l (pedepentnu omncer: 2-11,4 ug/l). Papu-
orpadCKu CHUMIIM eHIOKpaHIjyMa, XyMepyca, oba pame-
Ha, IleJIe KiuMe, Kaprue, heMypa, cpa u mnyha 6umm cy
HopMasHu. E3odaroractpopyoneHockomnuja 1 KOTOHOCKO-

Cnuka 1. buonTat KowTaHe cpxu 6onecHrKa: napatpabekynapHu MHMN-
TpaT BpeTeHacTux macT henuja (HE, X200)

Figure 1. The patient’s bone marrow trephine biopsy: paratrabecular
mast cell infiltration (HE, x200)

Imja Cy yKasajie Ha XpOHMYHM TaCTPUTHC U XMjaTycC Xep-
Hjy. IlaToxmcTonomKy mperef TKuBa JooujeHor 61or-
CMjOM aHTPYMa, KOPITyCa >KeyIia, JYofieHyMa 1 KOJIOHa
HIje TI0Ka3a0 MHPUITPALN)y ca MacTouuTuMa. buorcu-
ja jerpe Huje ypabheHa 360r BICOKOT pu3uKa Off HACTAHKa
[lerpaHyalyje MacTOLUTA Vi IIOC/IeANYHe aHapuIaKce.

PesynraTu menokymnHoOr NCINTHBAbA [TOKA3A/M CY A
60/IeCHUK VICITybaBa TPU ,MUHOP  AUjaTHOCTUYKA KPUTe-
pujyma C30, Ha OCHOBY KOjX je ITOCTaB/beHa [jarHo3a
CM. Koz 6onecHnka cy ce y TPeHYTKY AMjarHOCTUKOBA-
a 000/berba UcHosbaBaa Asa C 3HaKa, YMMe je MCITyEba-
B0 [IUjarHOCTUYKe KpuTepujyme 3a arpecuHy CM. Me-
byTtum, nmajyhu y Buny ceZMOroguIImy aCUMIITOMAT-
CKM KJIMHIYKY TOK OOJIECTH, OH je UIaK CBPCTAaH y IPy-
1y 60JIeCHIKA C MHTepMeAjapHUM 000/bereM Koje Hu-
je HOTpebHO IednTH.

360r pusuka off IOKpeTama JerpaHy/IalioHe MacTo-
LUTHE peaxiiyje, 60eCHNKY je 3abpameHo Kopuirhere
HEKJX JIEKOBa, aJIKOXO/Ia U jOTHMX KOHTPACTHUX CPefiCTa-
Ba. Y ciy4ajy morpebe 3a IPMMEHOM jOFHOT KOHTPACTHOT
CperncTBa WM XMpPYPIIKe MHTepBeHIje, IpelopyJeHa je
TPOIHEBHA puIpeMa aHTUxucTamuunnuma (H, u H,) n
KOPTUKOCTepouayma. bosecHuk ce KIMHIYKY 11 mabopa-
TOPUjCKM IIPATH Y MIeCTOMECEYHNM UHTEPBaNINMa.

AUCKYCUJA

CM je petko 060/belbe pa3HOBPCHE KIMHUYKE CIIUKE U
PasnMYNTOT IpeXNB/baBama 00TeCHIKA, YCIef Jera ce
knacudukyje y 6pojHe IOATUIIOBE KOjU Ce MOTY IpeK/a-
maru [1-5]. HesaBucuo ox tTuna, CM MOTy KOMIUIMKOBA-
TI aHa(DMIAKTIUKE peaKiiyje OmacHe 110 )KUBOT OOJIeCHU-
Ka [1-5]. Vinunpenuja anapumakce Kog ocoba 06omennx
ox CM je 4,3-5,5% ropuusse [1-5, 11].

I[Tpuxasanu 60mecHUK 6110 je BeIMKI AUjaTHOCTUYKY U
TepaINjCKM 3a30B 3a HAC. Y TPEHYTKY IOCTaB/barba -
jarHose 6orect je, mpema Kputepujymmuma C30, ogrosa-
pana arpecuHoj CM. C pyre cTpaHe, KTMHIYKA CIMKA je
6ma 6rmara, TOk 60/1eCT CIIOP, @ Terobe 1 KOMIUTMKALje

Cnmka 2. bronTat KowTaHe CpXun 60eCHKa C IMYHOXVICTOXEMI]OM, H-
dunTpaumja mact henuja (CD117+)

Figure 2. The patient’s bone marrow trephine biopsy —-immunohistoche-
mistry, mast cell infiltration (CD117+)
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TOKOM CeIMOTOMIMIIIEbET IIEPUOJA HICY Oule 3HauajHe. Y
JIUTEpaTypH je ommcaH Mamu 6poj 6onecHuka ca CM koje
Hje 611710 Moryhe cBpcTaTyt HU y TPYITY C MHOJIEHTHUM,
HU Y TPYILy C arpecuBHMUM TuIoM 6osectu [12]. Bpegno-
CTU BUXOBUX KIMHNIKMUX U Ta6OPATOPUjCKUX MapaMe-
Tapa MOoKasyuBaje Cy CIIOp pasBoj 6omecTi, 6e3 3HAKOBa
arpecUBHOT 000/bera U [PYTUX XeMATO/IONIKIX HeOIlIa-
amu. OBU 6O/IECHUIIN CY CBPCTAHM Y IPyIy 0coba ¢ MH-
TepMenujapHuM mnu 13B. smouldering CM [12]. [Tporuo-
3a oBOT 00/MKa 60/IeCT 3acajia je Helo3Hara.

Ha 0cHOBY KIMHMYKOT TOKa ¥ TabOPaTOPMjCKUX Tapa-
MeTapa 3aK/by4eHO je [a je KOJ IPMKasaHOT 60/IeCHIKa 3a-
CTYIUbEH y3HaIlpefoBaIl MHTepMefjapHu o6muK 6oe-
CTM KOj 3acafi Tpeba caMo KIMHIYKY IPaTUTH. 360T Be-
JIMKe Y9eCTanoCTy aHaDUIaKTUIKIX peaKIja, Ipe cBera
PaaMONOIIKNUX MOCTYIIAKa KOjU 3aXTeBajy IPUMEeHY KOH-
TPACTHOT CPEeCTBA, Ko U Ipe XMPYPUIKNX UHTePBEHIIU-
ja (yxpydyjyhu gujarHocTidke IyHKIMOHE IPOLefype),
HEOIIXOJJHU Cy KOHCY/ITOBalbe aleproJiora 1 OfiroBapajy-
ha npemenukanuja. bonecHnky je takobe HeomxomHO Hpe-
HOPYYNUTH Ja M36erapa ysuMarbe CyICTaHIIM 1 TeKOBa KO-
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SUMMARY

Introduction Mastocytosis is a clonal neoplastic disorder of
the mast cells. The clinical signs and symptoms of mastocytosis
are heterogeneous ranging from indolent disease with a long-
term survival to a highly aggressive neoplasm with survival of
about 6 months. Systemic mastocytosis (SM) is characterized
by mastocyte infiltration of one or more organs, with or with-
out skin involvment.

Case Outline The presented patient presents a highly challeng-
ing diagnostic and therapeutic case. A 46-year-old man was
referred to our Centre due to the 7-year-long history of hepato-
splenomegaly and mild thrombocytopenia. Ultrasound exami-
nation showed hepatosplenomegaly (liver 170 mm; spleen 200
mm), platelet count was 90x10%/L, serum tryptase level was ele-
vated and bone marrow biopsy showed infiltration with mast

MpummbeH « Received: 06/12/2010

cells (CD117, CD25 and mast cell tryptase positive). Our patient
was diagnosed with aggressive systemic mastocytosis (SM)
according to WHO Classification (2008), although the clinical
course of the disease was indolent, without complications for
more than 7 years. Because of the ‘intermediate’ course, this
patient was referred to as smouldering or intermediate SM and
was not treated with cytostatics.

Conclusion Utilizing the established criteria, indolent SM can
be discriminated from the aggressive subvariants of SM in most
cases. However, a small group of patients, like our case belongs
to the ,grey zone”. Therapeutic approach to these patients is
individual and prognosis is uncertain.

Keywords: systemic mastocytosis; intermediate course; ana-

phylaxis; World Health Organization classification; grey zone
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