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PE3IOME

Muenooucnnacmuunusm cunopom (M/C) e xe-
mepoceHHA 2pyna om npuoobumu 3a60n156aHUS HA
XeMONnoemu4uHAma cmeonosa Kiemka, xapakmepu-
3upauiu ce ¢ HeeeKMUBHA XeMonoe3a U BUCOK PUCK
Om MPAHCHOPMAUUS 8 OCPA MUETIOUOHA TIeBKEMUS
(OMJI). Ilopadu zonamomo geromunHo pasHooopa-
3ue Ha MJIC npexcussemocmma eapupa 6 wupoxu
epanuyu. Llen Ha HACMOAULOMO U3cne08aHe e 0a ce
AHATUSUPA BTIUSHUENO HA HAKOU COUUO-Oemozpad-
CKU XAPAKMePUCMUKU 8vPXY NPEIUBTEMOCIMA HA
navuexmu ¢ MJIC. M3cnedsanu ca 219 nayuenmu
¢ MJIC, npemunanu npe3 Knunukama no xemamo-
noeus Ha YMBAJI ,,Ce. Mapuna“ — BapHa, 3a nepu-
00 om 10 eoounu (2010-2020). Ouerena e npexcuss-
emocmma cnopeod w3pacm, noa, noomun Ha FAB u
WHO2016 u puckosama epyna, onpedenexa no IPSS,
IPSS-R u WPSS. Yemanossea ce 3Hauumo no-8ucoxa
npexcussemMoc npu JeHume u 00pamHonponopyUo-
HAMHA 8PB3KA HA NPEHUBIEMOCMA C 6B3PACNMA.
Iauuenmume ¢ RAEB u RAEB-t umam Hail-Hucka
npexcussemMocm, KaKkmo u nayueHmume ¢ 6UCOK U
MmHo20 8ucok puck. MZIC ce demoHcmpupa coc 3Ha4u-
MU PA3IUKU 8 NPEHUBIEMOCING MeHOY OMOeNIHUMe
noomunose, 8v3pacmma u nozna. Vzxooem om 3a60-
JIS18AHENMO 8aAPUPA cnoped PUcKO8ama epyna, onpeoe-
JleHa no ymewspoeHume cKaau 3a pUcKkosa cmpamu-
Puxayus, Kamo Hali-MouHa 6 NPozHO3AMma ce L6164
IPSS-R.

KmrowoBu gymm: Muenooucnnacmuuer cuHopom,
npexcussemocm

ABSTRACT

Myelodysplastic syndrome (MDS) is a heteroge-
neous group of acquired hematopoietic stem cell disor-
ders characterized by ineffective hematopoiesis and a
high risk of transformation into acute myeloid leuke-
mia (AML). Due to the phenotypic diversity of MDS,
survival widely varies.

The purpose of the present study is to analyze the
impact of some sociodemographic characteristics on
the survival of patients with MDS. We analyzed 219
patients with MDS, who were admitted in the Clin-
ic of Hematology, “St. Marina” University Hospital,
Varna for a period of 10 years (2010-2020). Survival
was assessed by age, sex, FAB, and WHO2016 subtype
and the risk group was defined by IPSS, IPSS-R, and
WPSS.

There is a significantly higher survival rate in wom-
en and an inversely proportional relationship between
survival and age. Patients with RAEB and RAEB-t
have the lowest survival as well as patients with high
and very high risk. MDS presents with significant dif-
ferences in survival between subtypes, age, and sex.
The outcome of the disease varies according to the risk
group determined by the established scales for risk
stratification, and the most accurate in the prognosis
is IPSS-R.
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YBOJ

Muenopucrnactuunnsat cuappom (MJIC) npen-
CTaB/IsABa XeTEPOTeHHA IPyIa OT KJIOHAHYU 3a007151-
BaHNA Ha XeMaTOIIOETMYHATA CTBOJIOBA KJIETKA, Xa-
paKTepu3MpalIn ce ¢ HeeeKTVBHA XeMOIIOe3a, I1e-
pudepHa UNUTONEHMS M IHOBUIIEH PUCK OT TpPaH-
copmanms B octpa muenongHa neskemusi (OMJI).
Puckwpr ot pasBurue Ha MJIC HapacTBa ¢ Bb3pacTTa.
[TpubmmantenHo 86% OT HOBOAMATHOCTUIIVPAHUTE
MMALVEHTY Ca Ha Bb3pacT Haf 65 TOAMHM U caMo 6
nporeHTa oy 50 roguHu. [IpeBanupa 6si1ara paca u
MBXKuAT 1o (1). Ipes roguuute Knacuduxannn-
Te ¥l IPOTHOCTUYHNTE CKOPUHT CHCTEMU HeIIPeKbC-
HaTO ce OOHOBsIBAT Ha 06a3aTa Ha HAPACTBAIUTE I10-
3HaHM 3a OMOIOrMsATa Ha 3a00/IIBAHETO.

[TvpBara xnacudpuxauns va MJIC e npenoxe-
Ha 11pe3 1982 . or OpeHcko-aMepuKaHCKO-OpUTaH-
ckata (FAB) rpymna. OcHoBaBa ce Ha MOpOIOrny-
HU Kputepun u onpepens net nogruma MJIC (2). To-
JISIMOTO K/IMHUKO-MOP(]OIOrM4HO pasHooOpasme B
MOATPYIIUTE JJOBefe O Ch3[aBaHeTO HA HOBA KJIa-
cndukanus Ha CBeTOBHATA 3[[paBHA OpraHM3aLsA
(WHO), ocHoBaHa Ha MOp(OIOrNYHY KPUTEPUN 32
YHI- VIV MY/ITWIMHEAPHA AVICIUIA3N A, IIPOL[EHT MU-
€7100/1acT! B KP'bBTA ¥ KOCTHUSA MO3BK U IIUTOr€He-
traHysA npodu (3). WHO knacuduxanusnra e fBy-
KpaTHO o6HOBsiBaHa 1pe3 2008 1 2016 rognHa (4,5).

Pucksr oT mporpecmsa m NpeXMBAEMOCT IIPU
MJIC ce omeHsABaT ¢ MOMOIITa Ha NMPOTHOCTUYHU
CKOPUHT CHCTEMIL

MexyHapO#HATa MIPOTHOCTIYHA CKOPVHT CHC-
tema (International prognostic scoring system)
(IPSS) e mbpBaTa ccTeMa 3a OLIEHKA Ha PUCKa Ipn
MJIC. OcHoBaHa e Ha IpPOLEHTa MUENOOIacT B
KOCTHUA MO3BK, OpOsl Ha LIUTOIIEHUUTE U LIUTOTe-
HeTHYHUTe HapyureHnA. Onpenensa YeTupy pucKo-
BU I'PYIIN: HUCHK, MEXAMHEH-1, MEXMHEH-2 11 BU-
COK pucK (6).

IPSS e pesusupana (IPSS-R) mpes 2012 rogmHa ¢
BBbBEXXJAHE Ha MO-pasIIpeHa UTOreHeTIYHa KJIa-
cudukanus n fepuHMpaHe Ha CTENIEHTA Ha IIUTOIIe-
Hyute (7). Onpepgens 5 rpynu Ha pUCK: MHOTO HU-
CBK, HICDK, MIHTepMeJIiepeH, BICOK I MHOTO BVICOK.

Malcovati n cpTpygHNIM CH3[ABAT JUHAMUYECH
nporaoctider mogen - WHO 6asupana mporaoc-
tnyHa ckopuHr cucrema (WPSS), koitto BkIouBa
TPUTE Hall-Ba)KHM IPOrHocTNyYHY dakropa 3a MJIC
- Tuna MJIC cnoper WHO, xapuotuma u tpancdy-
snonHuTe HYXu (8). WPSS ce mpmara He camo
IIpYU IMaTHO3AaTa, HO ¥ B XOfja Ha 3a00/IABaHeTO.
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Llenr Ha HACTOAILIOTO M3C/IEIBaHe € Jla Ce HaIlpa-
BU coumo-feMorpadcka XapaKTepucTuKa Ha IIpe-
JKUBSIEMOCTTA TIPY TAIVEHTN C MUEIOAUCIUIACTHU-
yeH cuHapoM (MIC).

MATEPUAJI 1 METOIU

N3cnepsanu ca 219 manuentn ¢ MJIC, npemu-
Hau nipe3 KimHunkara no xemaronorus Ha Y MBAJI
»~CB. Mapuna“ — BapHa, 3a nepnox ot 10 roguuun
(2010-2020). OreHeHa e IPEXMBIEMOCTTA CHOpEN,
BB3pacT, 1oy, mogTum Ha FAB n1 WHO2016 u pucko-
BaTa rpyna, onpepenesa no IPSS, IPSS-R u WPSS.
Pesynrarure ca obpaborennu crarucrudecku ¢ SPSS
v.20.0, KaTo ca M3MONI3BAHMY, JUCIIEPCUOHEH, CPABHMI-
TeJIeH U KOpe/Tal[IOHEeH aHa/Iu3.

PE3VYIITATU

Cpennara Bb3pact Ha nanuentute ¢ MJIC e 70.7
r. £10.2 . (35 1. - 93 r.). Pasmpenenennero Mo Bb3-
pacToBM TpynMu e mpencTaBeHo Ha ¢ur. 1. ITanuen-
tuTe Hag 60 ropuHM cbcTaBnasaBaT 84,9% ot uscie-
BaHaTa rpyma.

CpenHara npe>xxuBseMocT Ha nanyeHTuTte ¢ MJIC
e 18,4 mec. +21,9 mec. (1-132 mec.). [TJokasa ce obpa-
THOIIPOIIOPIIIOHA/IHA 3aBUCUMOCT MEXAY IpeXKu-
BsIeMOCTTa 1 BB3pactTa (r=-0.204; p=0.006), KosiTO
[TIOKa3Ba, 4e C HapacTBaHe Ha Bb3PacTTa IpeXXuBse-
MOCTTa HaMajisABa.
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Que. 1. Pasnpedenerue na navuermume ¢ MIC no
6v3pacm

CpoTHOILIEHNETO MbXKeoKeHU e 1.5:1. YcTaHOBS-
Ba Ce 3HAYMMO I10-BMCOKA MPEKXMUBIEMOCT MIPU HKe-
HuTe - 22.5 Mec. £26.3 mec. cipsamo 15.7 mec. £18.4
Mec. mpu MbkeTe (p=0.042).

Cnopen FAB xnacuduxanusara 59,4% ca c pe-
¢dpaxrepHa anemusi (RA), 2,3% ca ¢ pedpakrepHa
aHemus ¢ punr-cupepobmactu (RARS), 37,0% pe-
¢dpaxrepHa anemus c ekciec Ha 6mactu (RAEB), 1,4%
- pedpakTepHa aHeMUsI C eKClleC Ha O/1aCTU B TPaH-
chopmanusa (RAEB-t). Cnoper WHO2016 mpeo6-
napaBat MJIC ¢ myntunmnneapsa gucrnasus (MDS-
MLD) (44,7%), cnegBauu ot pedpaKkTepHa aHEMMSI C
excuec Ha 6mactu Tun 2 (RAEB2) (29,3%), pedpak-
TepHa aHeMus ¢ ekciec Ha Omactu Tun 1 (RAEBI)
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(9,1%), MJIC-5q cungpom (MDS-5q) (7,3%), MJIC
¢ yHmwmmHeapHa pucmiasus (MDS-SLD) (6,4%),
MJIC-yHnnuHeapHa AUCIUIA3Us C PUHT-CUIEPOO-
mactu (MDS-RS-SLD) (1,4%) u 2,7% BCUYKM OCTa-
Hanm nogrumnose (Taom. 1).

[Ipn aHanmM3 Ha NMPEXMBIEMOCTTa CIIOpPeR CKO-
PVHTOB)TE CUCTEMU Ce YCTAaHOBY, e MAIIeHTUTe C
BICOK ¥ MHOTO BJMCOK PUCK NPEXUBSABAT Hall-Kpat-
ko (9.3 mec. copep IPSS, p<0.001; 8.8 mec.crioper
IPSS-R, p<0.001; 8.8 mec. crmopen WPSS, p<0.001).

Tab6n. 1. Pasnpedenerue cnoped knacugukayusma

Knacupukanus Bpoii/% IlpexxuBsiemoct B Mec. (mean+SD)
RA 130/59.4% 31.0+£29.4
FAB RARS 5/2.3% 32.0£39.0
RAEB 81/37.0% 10.6+10.8
RAEB-t 3/1.4% 10.3+4.9
MDS-SLD 14/6.4% 39.4+34.4
MDS-MLD 98/44.7% 28.0+26.5
MDS-RS-SLD 3/1.4% 43.0+£49.1
MDS-RS-MLD 2/0.9% 15.5£19.1
WHO2016 | g AEBI 20/9.1% 13.2413.1
RAEB2 64/29.3% 9.9+£9.9
MDS-5q 16/7.3% 44.8+38.5
MDS-U 2/0.9% 9.0+11.3
[Ipu u3cnepBaHe Ha HMPEXUBAEMOCTTA CIIOpeEN OBCDBXIAHE

FAB ce ycranoBu cblectBeHa pasnuka (p<0.001),
KaTo Hall-Ma/lKo NpeXuBaABaT nanueHTnTe ¢ RAEB
n RAEB-t. C Haji-Maska NpeXMUBSEMOCT CIIOpe]
knacnpukanyara Ha WHO2016 ca manyeHTHuTe C
RAEB2 u MDS-U (p<0.001).

Pasnpenenennero Ha nanueHTUTe CIOPe], pUCKa
U IPEXXVBSAEMOCTTA € IIPefiCTaBeHo Ha Ta0JL. 2.

OT mpoBefieHNs aHAIN3 Ce YCTAaHOBU BB3PaCTo-
BO pasIpeferneHie, mofoOHO Ha U3BECTHUTE OT JIU-
TepaTypara JaHHMU C IpeobIaflaBaHe Ha MAIVIeHTH-
te Hap 60 roguuu (9). Bp3pacTTa e BaskeH PUCKOB
dakrop 3a mpexxussiemoct npu MJIC, ¢ HanpepBaHe
Ha Bb3pacTTa IPeXMBsieMOCTTa HaMassiBa. Croper
Malcovati 1 cpTpyaHMIY, BB3PACTTA MIMA 3HAYNTE-

Tabn. 2. Pasnpedenenue cnoped ckanume 3a OueHKa HA PUCKa

Ckama Bbpoit/% ITpexxuBsiemMoct B Mec. (mean+SD)
Hucpk puck 53/25.7% 37.9£30.5
PSS Nutepmenuepen - 1 79/38.3% 26.8+27.5
Vurepmenuepesn - 2 59/28.6% 11.8+15.5
Bucox puck 15/7.3% 9.3£7.8
MHoOro HUCBK 6/2.9% 62.0+42.7
Hwucpk 50/24.3% 40.6+33.5
IPSS-R VHTepmenuepen 65/31.6% 26.2%22.8
Bucok 34/16.5% 12.0+8.8
MHoro B1coOK 51/24.8% 8.9+10.8
MHOro HUCBK 5/2.4% 44.2+32.1
Hunepx 38/18.4% 45.7+37.7
WPSS NuTepmenueper 59/28.6% 28.9+24.3
Bucok 79/38.3% 13.5+13.8
MHoro Bucok 25/12.1% 9.4+12.5
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neH edeKT BbpXy obmara npexussemoct (OS) Ha
nanuenTute ¢ MJIC, HO He U BBPXY pUCKa OT IIPO-
rpecus o OMJL. B cpujoTo mpoy4yBaHe ce YCTaHO-
BsIBA 3HAUUTETHO BJIVAHME HA II0/Ia BBPXY IIPEXKN-
BAEMOCTTa, KaTO MBKeTe ca C II0-HeOIaronpusir-
Ha mporHo3a (10). VI copen Haims aHanus, XeHNU-
Te IPeXXMBSABAT IIOBeve OT MbKeTe. OOpaTHO Ha Ha-
IMTe pe3yaTaTy 1 Te3u Ha Malcovati, mpoyuyBane Ha
Triantafyllidis n cpTpygHMIN MOKa3Ba, ye obmiaTa
3-TopMIIHA MPEXMBAEMOCT € TI0-KpaTKa 3a XKEHUTe
B cpaBHeHIe ¢ MBKeTe (11).

B aHanm3upaHuTe OT HaC IPYIN IIPEKMUBAEMOCT-
Ta criopefi FAB e Haii-kpaTtka npu RAEB 1 RAEB-t,
a cnoper, WHO2016 npu nanuenture ¢ RAEB2 n
MDS-U. Ilanuentute ¢ Bucok puck cmopep IPSS
MMAaT CXOfHA IIPEeXMBSIEMOCT C Tpylara Ha MHO-
ro Bucok puck no IPSS-R u WPSS, a Tesu ¢ mHO-
ro HUCBK puck criopef; IPSS-R ca ¢ Hait-gbira npe-
JKUBSEMOCT OT BCMYKJ HUCKOPVMCKOBY TALIVIEHTH B
mpyrute gse ckamyu. Criopef IpefuilIeH aHAIN3 HA
Micheva u cbTpygHUIIV Ce OTKpPMBA 3HAYMMA KOpe-
Nanysg MeXy PUCKOBUTE TPYNM U TpaHCHOpMaLU-
ara B OMJI u npexxuBsiemoctra (12).

U3BOAU

MJIC e xeTeporeHHa rpyma 3a0O/IsBaHUA CbC
3HAa4YMMI Ppa3/IKIM B IPEXUBAEMOCTTA MEXAY OT-
AEMTHUTE IMTOATUIIOBE, Bb3pacTTa U I10/1A. MSXO,I[’IJT oT
3a00/1sIBaHETO Bapypa CIIOpe] pUCKOBaTa IPYIIa, OIl-
pelereHa 1o yTBbpAEHUTE CKa/IM 32 PUCKOBA CTpa-
TudUKaLKs, KaTo Hall-TOYHa B IIPOrHO3aTa Ce sSIBs-
Ba IPSS-R.
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