74 Menununackas Hayka Apmennn HAH PA 1. LX Ne2 2020

28 616-008. 6:616. 15-006. 6
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Fubiugh punkp. JhEnnhuyjuunhly hwdwhinwihy, unipdhbnityng,
wibvhw, nuljpwédnish thnpuyuwnyjuwunnd, ntudh-
upw, wqughinpnht, nhghnwpht

‘Ukpwénipniu

Uhtjnphuwjuwuwnhl uvhungpndp fwd uvhtunpndubpp nuljpwusénish
lntwyy swpnpul] hhuunmpnitiubph ny hwdwubke junwdp £, nptt wun-
gugynid £ wppynitwybn wpnitwuntnddwt htn b nppubnpynud £ gh-
nnykuhwiubph b wpmitwuntnsd Edkunubph nhuwyuqhwh duny:
Znnjubénid pungdynud ki U29-h unp, Jhpwbwydus (2016p.) nuuw-
Jupguuwt dbky thpundws thnihnpunipjnibubpp, npnup wunpunununid
tt UTU-h whunnpnodwt b qupdwt ypw(1]:

U1TU-h wpunnnpnonudp hhdtdnud £ nuljpusnish b swypudwuwght
wpyub Unpdninghwljut quuwhwwndwl, ghnngkubwnhl putimipjub, nhu-
wjughugh tpipnppughtt yundwnubph pugundwt Jpu: Upunnpnodwb
huwdwp wthpwdbon Lu pwpdpnpul) tudnipkp Unpdninghwljute piine-
pjut hwdwp (Suypudwuwjhtt wpjwb punip, nuljpwdnish wuwhpwwn,
twl Epyuph Yninuyndubpp hwynbwpbpbnt tgunwlng ukpynid),
htyytu twl nuljpwénish phnyunuwn: Upunnpnodwt hwdwp wthpw-
dtown kU b hwuwibjh odwimwl hkwnwgnunnipymitp, huswhuhp ko
nuljpuénish (hwpdtp juphninhywynpnudp, Unjkynijjup qhutknply hw-
duyuunwupiwt putimipinitubpp, hunttwdbinnhyuwynpnidp, dwjpw-
dwuwghtt wpyut Unpdninghwljutt putinipniup, htyybu twb hhyuunht
Ybpupbpnn hudbjuy hthjuluh nbnympemabbpp (ophtwl twhu-
Yhtunud phuhwpbpuybnpl ginudheongubph pugnionud b wy):

UMU-h whinnnpnodwt bpkp hhdtwuyniubpt Bu 1) whpuhunbun b
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Yihupynpt spmguinpiny - ghnnwbhwbp  (Wupnwnghp wwpdwab)
2) wpnitwuntns Lhdktnubph wpnwhwjnjws dnpdpninghwlju nhu-
yughw (Wupunughp wuydwl, pugupmpjudp wjt nhwpbph, bpp
hwyntwpbpynid tu UTU-h punpny npujulju ghutnpl otnnidutp)
3) §intw) wpnitwunbnddwt ghnnghutbnhfjujut jud dnjkiniught
ghubnhll wywgnygubp (wupunwnhp wguydwi sk, puyg whinnpnodw
wowljgnn nbnknipniu k):

UU-h whonnpngdwt Eptip hhduwuniibpp

1. Shunnwkapwikn

Shunnuwtuhwjh wniuwynipjniup UTU-h nhwugununhlugh twhow-
nu k Quuyws UMJ-h hhquunubph dnn ghnnwybkuhwubkph pungnit-
Jws uwhdwbibph &t Ubjnpndpbp  1,8x10%, ppoupnghwnibp’
100x10%}, htungnphti’ 10g/|-hg gwsép [8], wynmhwinkpd UIU-h whu-
unpnonidp Jupnn b gpdl] twb swhwynp ghnnwybuhwubtph wnlw-
mipjut phypmid (kpp weiw b hunwl] wpunwhwyndws nhuyjughw
Juwd UTU-hu punpny ghkubwnhl sbknnud): ‘Ldwb nhuypbpnid ghunnuk-
thwubph htwpwynp Epypnppuyhtt yuwndwnubpp whwunp E pugunyti:

Uubtdhwt UM-h dudwbwl wdkttwhwdwp hwunhwnn ghwun-
whkhwt k: Ujt Jupnn E jhubk] hgnpugdus jud gniquljgdus ppndpn-
ghunnwybkuhuwyh, tkjunpnykthwjh htwn: Uikdhwt unynpwpwp Ypmd E
dwljpnghnwp pingp (MCV - dhoht wpdtpp 97 £L), nkinhlnynghwntkph
wpununpnipnitip npybku juiunt puyddws b bonjugws ubjunpn-
whkuhwubkpp jud ppndpnghnnytuhwubpp hwqupby Gt hwunhwynid:
Zhjwunnipjut towbkpp, wpwnwuhoubpp unynpupwp yuydwbwynp-
Jwé ku ghnnnyhkuhwibtph wejuwnipjudp (pnynipjnil, gnibwwnnipintl,
hnquwédnipnit, whwnbkhwitp, wpmnibwhnunipniuibp): Zwuqunby
hhqwunutpp (hunud Eut wuhdywundwnply, b ghnnykuhwubpp hwjn-
bwpbkpynud B yuunwhwlwb junwupjuws wput punhwinip putnd-
puup:

Lwijupwtt UMU-h whinnnpnonidp, wijwp ghnnykuhugh dwljwp-
nulhg, wuhpwdbyn E pwgunk] Epypnpnughtt UMU-h huwpwynp
wuwndwnubpp: NMundwnubph swppmid ki puuynid ny UMU ubkn-
wjuqhwkpp, twubwynpuwbu pupphywpeeuhl (kjyng, jungnp hw-
nhlwynp (hubnghwnnwp (EhEdhw (LGLL), huswytu twlb ny tknujuuwnhly
wupnnghwibpp Uknwpmhl nidhghwnibp, htunjhq, hunil ppodpn-
ghunnybkuhw, w)] wninnhunit hhywunmpiniuubp, ginnpuyph wqpk-
gnipjnil, wiynhnjh ppnthy pugnitnud, hudklhghwukp:

2. Unppninghwlwl nhuyjughuw
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UTU-h wjonnpnpdwt hwdwp dnpdninghwljutt nphuwjuqhwb
wuwpnqununuhly sk, wjunitudbuwjihy ghuyjughwt owpnitwlnd k
dtwy UMU-1 hwuwnwwnnn jupbnpugniyt hwnjutthop: ®npdwnnt ww-
pnngutph Jupshpubpp ghipuquiguybu hwdpuljund Gu puguhwyn
nhuyjughwitkph nhypnd, vwfuyt swihwynp fud dbnd nhugjughw-
utiph quwhwwnnudp jupnn E unipbjnhy htt] b mwppip dwubugbn-
utiph Ynnuhg wwppkp quwhwnwlwiibp wnwbw: 2016p. UzU-h
«Uhknhy tnpugnjugnipjniuttph Jkpwbuydws puuwlupgdui» hw-
Uwduwyt junphnipn b npynid ghuyjugqhwi hwdwpk) iowbwljugh wyi
nhypnid, kpp wyjuy panpneh Litdkunttnh 10%-hg wykjht juqunid Eu
phuyjuuwnhl hLHbdkunubpp: Uppnihwingbpd wndjup  wpnibuunbns
ponpngh pehoubiph 10%-hg wnfkjht plngpynn nhuyjughwt jupny k
hwunhwyt) twb ptwlwnhy Epypoppughtt yuwughnnybuhwubph nhw-
pnid:

Ujuyhuny, ghunwykuhwyny hhqwunubph dnn hwjnbwpbpjus
qquih Unpdmnghwfuitt nhuyjuunhy hothnjumpnitbtph phypnd
wbqud, twjupwtt UTU-h whinnpnonid Juunwpkp, wthpudbtown k
wupnngmpjulp pugunky ghnnwhthwih b nhuyjughwh htwpunp
Epypnpnuyhtt yuwndwebpp [8,6]: Zkwmwppppnipinit b ubpljuyugunud
wjt hwbqudwupp, np UM-h hhwunubph Unwnn nhuyjuuwnhly Ship
dhow sk, np hwmdwwywunwupiwtnid £ ghnnwbuhl hih htwn [14,27,46]:
Uy wundwnny U24-h' 2016p. tnp puuwlupglub/winjuiuljupg-
Uwl Uke ghnnybthw nkpdhup hwib) b (nkv wyniuwy 1), (ophtwl
NDEdpuljntp wikdhw wybjgnijujhtt pjwunttpng wbkpdhtp, npb
wnluw kp bwpuht guuwjupgdut dbe, wydd thnpjuwphudbk; £ UU-
wkignijuyhtl ppuunbtpny wkpdhing, nk'u wyniuwy 1):

Owjpudwuwhtt wpjut puniph tdnpnid unynpwpwp hwjnbw-
phipynud b wuhgqnumypnghinng  (pupdp RDW): Unpdninghuljuts
pulmipjudp Jupnn kb hwjnbwptpyl) tphppnghnttph puqnphy hw-
wnhlwynpnid, hhuyngpuunijjup ppodpnghwntbkp, hhyninpniyugdws,
hhwyngpuunipyup tkjunpndhjukp, twb oppwttwnny pjuunttkp:

Nuiypwdnidp mwuphph hwdbdwwn hhwbpghpnywp b Zhwyngt-
muyupnipjniup unynpupwp ghuynd B dwbjulwt wwuphph UU-
ubkph, Gpipnppuyhtt nhuyuqhwubph dudwbwl: Nuljpwénisnid qgpu-
uniynghwnubph nhuyjuqhwt punpnyynid E Ynphqh hhynubqubknw-
ghuyny (Wbpuryuy sinpnyugus dukpp), ppndwnhth ny unpdwy Yne-
nwynudubtpny, hhyngputnyjyughwiny: Ephppnhy ghuyjughw pin-
nnoynid £ hwunttimgnn Ephpepnhn wpknipunpbpnud Ynphqubkph «pnn-
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Unynruwly1
Uhlbynphuuyymunpl uhbngpndiakpp UZ2Y 20165 nuuwlupguwi dke, fuplinp
thnthnpunipiniabbpp UZY9 2008p. nuuwlupguwl hudkdunn

Zhjuunnipini Zuwwynudp U.zu 2016p. nuuwljupquui Uy
Junwpywsé thnthnunip.

U1U dty shih MDS-SLD ‘Unp wijuinid; 5% onujwdl

nhuwjuqhuyny uhptpnpjwuwnbbkpny b SF3B1 dnuwnw-
ghuyny nluypbpp nnipu ku dawghy
wju Yunnbkgnphuihg

U?U puquwsdhy MDS-MLD ‘Lnp wijuinud; 5% onuljwdl

nhuyjjuqhuyny uhnptpnpjuunitpny b SF3B1 Untinw-
ghwyny nwyptpp nnipu ko duwghy
wju junntgnphwihg

U?U onquljudl ‘Unp wijuinid; 5% onujudl

uhnbpnpjuuwnbpny uhnbpnpjwunttpny b SF3B1 Uniwnw-

Uty shih phuwyjmqhwyny | MDS-RS-SLD ghwyny ntwyptpp dnk] Eu wyu junk-

Puquushy MDS-RS-MLD | gnphuyjh kg

phuw wghuyny

UU hqnpugud(5q) MDS del(5q) iy kwnpynud k) wyu nhwgungp,

i kghuynm] pwigh del(5q)-hg, bu Uty hwyyuy
ghuingkutnhl] pwbqupdwi
ntwpnid, prugunmipjudp -7 b del (7q)
Unuinwughwiikph

UU wbgnijuyhta ‘Unp wijuinid; wyu judph dbe Eu

pluunibpny Unbnid pun nyphp, npnup twhu-

Bupwwnbuwy 1 MDS-EB1 Jhtunwd hwdwpynud Eh npytiu unip

Gupwwnbuwly 2 MDS-EB2 Ephppnhy (B hEdhw

U1U spuuwljupgynn MDS-U ©Bnp nhwqungp hhdudws k
whphdtphl wppub Uk 1%
pluunbbph wpjuynipjut Ypuw ,
whwnp k quwhwwnygh wnuduqt 2
wqud

Uwjulwl muphph RCC u

nhdpwljntp

ghuinykthwu

pnonidny», puquulnphquynpdwdp, ppndwwnhth windwy Ynunkuuw-
ghuyny, Yuphnnkpuhupng, Ynphah U ghunuuquh ny hudusw
hwuntbwgudwdp: Shnnujuquuynid Jupnn L ghungl] Julninjhqughw
Epyuph tbkpwnnijutp Ynphgh onipop (onuljwdl uhnbpnpuuwnubnp):
“Yhuwjuunhl] Ukqujuphnghwnubpp punpnoynid Eu juyunpkt nwpub-
ounnws Ynphgh prptpny jud topp swihtiph dkquijuphnghinutpnd,
npnup niukt hhuyn Jud sjnpnyyugusd Ynphqubp: Uju thnthnpunipinib-
ubkpp Jupnn kb pungéyt; CD61-h hunttwhhuwnnphdhwlut tkplnidny:
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“Yhuyjuqhw E hwdwpynid twb nujpughtt mpupbkynijuttphg hbnnu
pluuwnubph nmknuljuynidp:

Fluunttph pwtwlh vwhdwbp, npnd mwpwbownynid L unip
Uhbnpiwuwnwght (EYynqp (UUL) b UU-U, 20%-u &, pugunnipjudp wyh
ntwphph, Epp wnluw Bt UUTL-ht punpny ghinngkubnpl] puiqupnidubp
(PML-RARA, inv(16)/t(16;16);CBFB- MYHI11, QJwd t(8;21);RUNX1-
RUNXT1):

U24-h 2008p. nuuwlupgquub Uy, kpp dhkngpuidwynid kphp-
nnhny ypkinipunptph pwbwlp gbpuqugnid kp 50%-p, pjuuwnubph
unninuwyhtt hwpwpbpnipniup hwpyynud Ep dhuytt uwyhwwly Shih
pohoutinh pyh uky: Ujdd, punn ukpluwyhu npuuwlupqdui, pjuunukph
unlnuughtt hwpwpkpnipniip hon hwodymd b ubpwnjuy tphppnhy
wnkinipunpubpp, pwtth np, tpp nujpuwdnidnid wnljw ki 50%-hg wykih
Ephppnhny wpkimpunpbbp, wyn nhwyppt niukb jihuhjuljwb, wwpen-
1nghly, qkubwnhy hwwnlwuhoutp, npnup wybkh huwdwywwnwupwind
tu UU-hly, putt UUL-ht [47]: Ujuyhuny, dpknhy tknujuqhwibph
nuuwlupgnuip (1. wmnwtg wybkignijujhtt ppjuuntbph ywwpnnghwbkp,
2. UM wbygmluyht puuntbpny 1, 3. UYU-unfbignijught ppuun-
Ukpm] 2, 4. Unip dpkpnpuuinughtt (kjng) dhown hhutjws b dpbyn-
pruunntibph innuwjhtt hwpwpbkpnipjut npnonidny nuljpudnish pnjnp
Unphquuynp pohouikiph Uke, wmuljwhu Eppepnhy wpkynipunpitph wpinw-
huyinjws wpmhdpughwihg:

3. Ynbuy hkdunnnwynkqgh qEibnpl wwywgnygiakn

Gunphnnhwywynpnid whwnp E juwnwpgh UTU-h pnnp nwpbph
nhwqununhluyh dwdwbwl, pwih np ghwngbkubwnhl sEnnudubkpp
huyntwpbpynid Eu 50-60% ntwyptpnid b tywuwnnud ku Jintwnipjut
hwunwindwip: Cun U2U-h' 2016 p. quuwlupquui UYU-hl plinpny
npny ghubwnhl pwiqupnidubph hwyntwpbkpnudp (-7, del(7q) del(5q),
and i(17q) pny; E wmwhu ghwnwykuhl hhyuinh dnn hwuwnwnk
UMU-h whinnnpnonudp wbqud, Gpp qquiih phuyjuqhwt puguljuynud E:
Qwjws wju thwuwnhtt' UNU-h dudwbwl hwdwp hwbnhynn npny
ghuningkutnhly oinnudukn (del(20q), +8, b —Y) nnipu b dbwgh) wyu gub-
Yhg, pwih np Jupnn b hwjnbwpkpyt] wenne mwupkg wihwwnukph
Unu [3,45], Jud ny UTU-h ywuwndwnny wnwowugus ghnnybkuhwubph
ntwpnid [20,41] (wn. 2):

Uts pwtwlh wndjujubp bt wejuw UTU-h phwqununhlugh dbke
NGS-h (Next Generation Sequencing, ‘Unp ubpunh ubklytuwynpnid)
Jupbnp towbwlnipjut dwuht: Uwhdwbwihwl pwbwlny gqkubph
ninnpjws ubklyEtwynpnidp hwynbwpbpnid £ dninwughwubp 90%-hg
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Upginiuwly 2

UMU-p dudwlnul) hwdwps hwbnhung ghhibnpl pbgnidiakpn

Shuingkutnhly ptinnid Zwgupuwljw- Nnpnglung
unipnil

Del(11q) 3% Cwn (uy

Y ppnununth Ynpniun 5% Cuwn
Luy (bphk

Del(5q) 10% hgqnjugquws k jud fu
Thwbkjjuy olinnid)

Del(12p) 3% Luwy

20q ntikghw 5-8% Uhowuljjuy

+8 10% Uhowuljjuy

Pqnppnunund 17 3-5% Uhowljjuy

7-nn ppnUnundh Ynpniun jud del7q 10% Juwn

Unuwbipu Juphninhy

(>3 otinnudubp) 5% Cwwn Jun

wykjh hhqwunubph Unn (hhdtwjwinid uwhjuyuhtigh Jud Euhqgb-
utwnhlj gnpéntitph sbnnudutp): Ujuntwdbuwgtithy, UU-h wmungugdus
qghubkph dtpppipnyh dntnwghwubpp hwynbwpbpynid Gu twb wpnng
wnwplkg wthwwnttph opowinid, b wlwt Qg onyus wywhwlnipyui
lnttwy htdwwnnuyntqp» (Clonal Hematopoiesis of Unknown Significance,

CHIP) pujwpuwp niunidbwuhpjws sk (wn. 3): Uju £ yquwndwnp, np
UzU-h 2016p. nuuwlupgiub Uk tdwb gkikwnhl dninwughwbbph
wnluwnipiniup pny] sh wwjhu nul] UMU-h wjunnpnonudp, bph
pugujuynid | twpunpny 2 Yenbphg (hhdtwuniubkp) nplk dEyp, whqud
tpt hhywunp ghnnybuhuwgh ke E qunugnid:

Upginiawl 3
UMU-p dundwbul) hudwfu hwinhwynng qkiughl dwlupnulh uninmughwbbpp b
Ipwhg bpwinulnyemntip
Akl Zwdwwlu- Ugntgnipniup pinhwminp
unipjnil wyphihnipjui Jpu

MPUE uthjuyuhg
SF3B1 20-30 % Lun]
SRSF2 10-20% Quwitn
U2AF1 10% Jun
YU Ubkphjugnid
TET2 20-30 % Okqnp
DNMT3A 10-15% Juwwn
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IDH1/IDH2 5% QOkqnp
Lnndwinhh

Unphdhlughw

ASXL1 15-20% Juwwn
EZH2 5% Ywn
RASninh

CBL 5% Juwn
NRAS/KRAS 5% Jwn
Spwtiuyphuyghw

RUNX1 10% Ywn
BCOR 5% Juwn
nudnp Uniypkunp Qwn
TP53 5-10% Ywn

U1NU-h Bupunbuwlubpp: B ush b qnfuby, hush k diughy tnglp:

Quplnpugnyt thnthnjumpnitip onuljwdl uhpbpnpjuuwnubpny
UYU-h (MDS-RS) npwbku wpwidhtt hpjuinmpjub judph wnwbd-
twgnid E, wujwju puquwsh) nphuyjughwjhg: Upw yuwndwnp uthjwg-
uhigh gnpént SF3B1 ghuh Untnnwghwjh hwjnbwptpnudu b, nplt wun-
gugynid E onuljwdl uhnbpnpjuuwnitph hkwn: Uju dntinughwjh wnljw-
mipjudp wuydwbwynpyws hunwl dnppninghujutt yuwnljtpp b pw-
phuywuwn wpnqungp phptkghtt MDS-RS - h wnwbdtwugdwt [50,28,34,7]:
2016p. UzU nuuwlupquuudp MDS-RS whuwnnpnynidp SF3B ghup unti-
nwghuwjh wejuwmnipjudp Jupnn b gpdl] wiqud 5% onuljwdl uhnk-
popjuuntbph wejuwnipjut phypnid, hull wju qkuh Untnwghuwjh
puguunipjul, jud wnjumipjut withwjnnipjut nhypnid MDS-
RS-h wjunnpnonudp gpymid £ 15% onuljudl uhpbpnpjuuwnubph wn-
Juynipjut nhuypnid:

MDS-RS-h wijunnpnonudp tbpwnpnid £ MDS-RS dklyshjwh nhu-
wuqhwyny (MDS- RS-SLD) b pwquwsh] nhuwyjuqhuyny (MDS-RS-
MLD), npt nith wykih Juwn wypngung, puwt dklShjwh nhuwjughuwmny
ninklgynn wmwppkpulp [15, 29, 30]: Udkt nhwypnid MDS-RS wuwnn-
pnuwt hypnud Ephppnhn Ship dhpn nhuwjwunpy

Cwwn juplnp E np wpyut jud nujpusnish dky wybkignijujht
pluuwntbph welwynipniup, Unikph gniyhlutph wnuynipiniup, jud
59 phkghuwyh hbkwn wungugynn uUnpdninghwljmtt hwwnljuuhoubpp
opowugnid L onuljwdl uhnbipnpjwuwntutph Juwd SF3B1 dninwghw-
ukph wnluwynipiniup, b wn ghypbpnid MDS-RS-h wijuuninpnynidp sh
Yupnn npoby:

NMuwughnnwybkuhwb b 1% whphdbphl pjuuntbph wewnipmniup
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unyuybu pugupnid Et MDS-RS whuninpnonidp: MEphdbphl wpyut dke
1% pluunttph wnluynipniup yuwhwienid E Yplhuwlh dopdninghw-
Jwl phimpinit hwingknt hwdwp, np wjny kplinygpel wignnhy sk [31]:

Zhjwunnipiniiubph tnp winitbttpp b thntnpunipemoitbpp, k-
punjuy U2U-h 2008p. hudbuwwn Juwnwpdusd thnthnunipnibbbpp,
wuwnlbpjuws kbt wymniuwy 1-nud:

U24-h 2016p. nuuwljupguul Uky vhul ghnngbiknhly pubqu-
pnwdp, npp UMU-h wpwbdhtt wbuwl E 59 phiighwyny ninklgyny
U1MU-u k Upju nhypnid wnuw &t hhwiunmpjyub pwupbbiywuwn nhul,
uybghdbhl pnidnd ((Ebwjhnnuhn) [21]: dbpohtt wjujtikpp gnyg ku
wwphu, np 5q nhjkghwihtt mntlgnn guwdp phuljh ghinngkubnhy k-
nnudutph nhypnid wnluw t unyuswh pwupktiywuwn wpnqung [16,23]:
Uw pkpky E ipwb, np «MDS 5q nhjkghuwjny» Juwnbkgnphugh dke Bl dnky
twl 1 hwybpwy ghunghubnhly obnuudp nminklgynny ntwyptpp (pugw-
nnipjulp -7, del 7q Untinwughwubnh):

Uwtjulut wwuphph nEdpuljntp ghnnyhuhwubpp (RCC) dUnp-
$ninghwytiu hunwly nuppkpulynid tb wyjmunhly wukdhwukphg(2],
uwut ndjupnipjudp Bt nwuppipulynid nuljpwsnish dunwbiqujut
wipu]upupnippudp phpwugnng  hhjuinmpnibttphg [51] (ophtwl
dwnuhh wubdhw): RCC-h npddup wnwppbpuljdwi wwwndwnny
UzU-h 2016p. nuuwlupquui Uk wji dhwgh) t npubu twbwlul
Juwnbtgnphw, husytu 2008p. npuuwljupguui Uk kp:

Zpjuinnipjut nhuljh adph npnonud

[thulh quwhwwndwt wdkbwhwdwh oguugnpéynny dbkpnnp
2012 p. punmitjws Uhpwqquyjhtt ypngunuwnply pupuyhtt hwdwljwpgh k
(IPSS-R), (wr. 4): IPSS-R-nid hwoyh Eu wnuymd ghwinwykuhwttph
pwwlp b junpnipniup, nujpwdnidmd pjuuntbph pwtwlp b nuljpw-
dnidnid wnlju ghningkubwnhl pwbuqupnidutph nhuljp: Quuwywsé tpul,
np IPSS-R-p ubkpunudu wdbiwhwdwh Jhpweynn phujh npnpdwi
Ubpnnu k, wyt nith dh owipp plpnipiniutbp: Ujunbn hwpydh skt wntgbp
Unjkyniughtt dwjupnulyh sknmudubpp: Uju quwhwwnygb] E De Novo
U1MU niukgnn swthwhwu hhyuunubph opowtnid (gkunwnnpuhl pnid-
dwt htwn wungugws UTU-ny hhywunubpp thpundwé skt): IPSS-R-
nud ujuwpwgpynn uyuwuynny dhohtt wwpkjhnipniup hwydupldus k
wjt phypnud, tpp hhywunp unwgh] b dhuyt vhdyunndwnhl pb-
puwhw [9]:
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Upjnruwl 4

2012p. JEpwiuyyuws Uhowqgquyhll wpnganuwnhly quuhunndwi
hudwlupgn (IPSS-R) U2U-h hudup

NMupwdbnp Guuntgnphwt b vhwnpp
Shwingkutkwnhly Cuin
nhuljh junudp? Cwwn (uy Lwy Uhouty- Jwin Jun
juy
0 1 2 3 4

Nulpwbnidnid
pluuwnubph
wnnlnup <2.0% >2.0—5.0% 5.0—10.0%| >10.0%

0 1 2 3
Zbkungnphtt >10 g/dL 8—10g/dL <8 g/dL

0 1 15
Ukjupndhitikph
pugupduty
pubiulp 208x10°/L | <0.8x 10°/L

0 05
Lpndpnghnlibph | 100, 10771 | 50-100x 1072 | <50 10
puwinulip

0 05 I
[thulh| Updbp- | ZhJubn- Uhoht Uhts UUL Jkpuwthnjuytynt vhohtt
Junudp utiph utipp wypkihnipiniup dudwimjp (mwph)

gnidwpp| pwbwlp (njuukpp
(%) unugustu 7012
hp{utiniphg)
Cun 0-1.0 19 8.8 2h npnoyky
gudp
Bwbdn 1.5-3.0 38 5.3 10.8
Uhoul
yuy 3.5-4.5 20 3.0 3.2
Puipan|
5.0-6.0 13 1.5 1.4

Cuin
Pupan >6.0 10 0.8 0.7

8wsp rhuljh UMU-h poiddwt dwdwbiljuljhg Uninkgmdubp

UTU-ny npnp hhywinubp mukh dbnd ghnnybkthwttp b wuwnn-
pnouwl dudwbtwl wuhdywnndwnply Eu: UMU-h qunpudwd pnidnudp
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sh pipnud Yintwy Enpmighugh b dwhyut juthwpgbidwb, wyn huly
wuwndwnny wuhdyunndwwnhl] gudp rhulh judph hhywunubph dnwn
«nihpnphligpy hudwpymd b Jupdwi unwbnupn’ dhis ghunugh-
uhwjh funpugnudp jud hhyuwunh uhdywunndwwnhl] puntwp:

Swsn nhuljh UMU b wubkdhw niukgnn hhywunubph pniddwt db-
panh ptnpnipyut hwdwp ju Eplnt jupbnp gnigutiho.

1) Ephpponyntwnhth dwjuppuyp wpyut dke: Uyt juijpuunbunid
bt tphppnwyntnhing pniddwt Yihuthjujuwt yunwupwip [18]: Swsp
phulip judph hpqutnubkpp, nud phdniyh Eppppowyntnhth dwuphuyp
100 U/L-hg gwép E, Ephppnunbqp jupwinng wqbkntubpny pniddwtp
wuunwupimtbint 70% hwjwbtwlwinipnit niubkt: bull wyt hhywy-
ubkpp, npnug Ephppnwynbwnhtp 500U/L-hg pupdp k, pniddwtp yuwnwu-
huwtitjnt 10%-hg gudp hwjwwljuiinipinit nibk:

5q31 phikghwih wpjuwmipmniip yuydwbwynpnud E jwyd yunwu-
huwt (Ebwhgnuhnny pniddwp (65-70% wpwbudpniqhutibiphg wuljw-
Junipnii, 30-40% nhwpkpnid ghinngkknhly nkuhuhw)[24,25]:

2) 5q phjkghwt ubkpwnnn Yndwkpu Juphnunhwyny b wybkignt-
Juyhtt pjwuwntkpny hhquunubpp (Ebwjhpndhnht wunwupwind Eu
wytjh Juwn, pwt wyju hmnwuhoubpp sniuibgnn hhywunubpp: Swép
nhuljh UU-ny hhdwunutpp, nypbp sniuku 5q nhjkghw, 26% nhupk-
nnd yuwnwupwinud kb (kuwhnpnuhnny phpuuyhughty, b wyju hhyuwn-
Ubkph (kuwhgnuhgnyd podnudp Jupnng b wapyniwgbn (hity (shwpus
uw Off-Label hpwnnid L):

Swén nhulh UM-ny hhywunubpp, niptp, pugh wubkdhwjhg,
niubl wy) dSwbp ghunwhuhwukp, sniukt Jupdwt hunwl] dninkgnud:
U&h gnpénuubpp (bhigpuunhd) hwdwhn pupdpugunid i ukjnpndhi-
ukph pwbwlyp, puyg wju judph gnudhgngubph Yhpwenudp sh pupd-
pugtnid hhwntiph wwpbihnipnip, b gpuip hupklhghugh phuljh
tjuquut ypu niukb tJuqugnyu Ehhlwn:

pnUpnuntqp jupwinng wgkunubpp (fppodpnywg, pndhuynu-
wnhd) Jupny b wjwqbkgul) ppondpnghnutph wpwbudniqghwh ww-
hwuop b wpnitwhnuwlwt tyhqnpubph hwjwbwljuwinipniup npny
Swp ppnUpnghninybtithuyny hhywinubph dnwn [32,33,39,40]: Ejpnnu-
powyugh  Eptinpympinip quwhwwnng  ghwnwhnpdbpp qunuptglty
kU, pwtth np Epynt ghnnwthnpdbpnid Bppndpnywgh punud tjuwngt) £
hhquwunmpjut wpngpbuhuwyh phplwlh wd [10,48]: Ujuntwdbuwuhy,
ppnupnuntqp jupwunn wqbkunubph wwhwieynn pinuswihp UU-h
nhypmid owwn wykih pupdp k, pub wyb gpinuswthp, npp whwueynid k
hunit ppnUpnghnnybuhwtbph dudwbwly [36]:
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Lwtth np wdgh gnpénuubpu niubkt vwhdwbwhwl EpEYnpynt-
pintl, hwdwu Ephppowyntqp unhunijugung wgktnubpht b (kuwhnn-
Uvhnpht syywwnwuppwing hhwiunubph dnwn pttwplynid £ hwlju T-h-
Unttinuniyptuhy phpuwhwmny pniddwt hwpgp (hwliwphunghwnwp
qnpni ht, Ynpunhynunbpnhgutp, ghijnuynpht, wwlpnjhuniu): bunt-
unumuptuhy ppuyhuwhtt hwdwywnwupwing hhwunubph plwn-
poipynitp ndqup b, pwih np welw wdjuibpp pudupup sk jub-
Juunbubnt hwdwp, ph wpynp udju hhduinp juyunwupwih” -
inumuypbuh phpuwhughl, pt ny: Uyimwdbiugi], wkgniljughi
pluunubph weluwynipniup, Ynduyjtpu jud dntnundw) juphnunhunp,
ny De Novo UTU-h wnljuynipiniup yuwjdwbwynpmd i hunitinuniy-
pbhupy phpuwyhwht ywunwupwibnt gudp hwjwiwljuinipmnip:
dbpotpu Juwnwpgws, 300 hhjwn pungplnn puquujktnpnt hbnw-
qnuunipjnitp gnyg £ wydk, np hunitinuniypbuhy phpuwyhwi (pugh
ynpunhinunbtpnhnutpnyg Ununptpuwhwihg) nuljpwsénish 20%-hg ww-
Juu peouyunipjudp b 5%-hg yuljwu pjuunttp niikgnn hhyuunutph
Unnn wpynibwgbn dkpny £ (mputubniqhwibphg wijujunipjut
pupdp hwjwbwlwunipnit, wypbjhnipjut pupbjuynd) [42]: Uju-
whuny, hunitinumwpbupy ptpuyhwit hdwuwn niuh thopdk] gusp
phuljh UM-ny wt hhjwbnubph dUnwn, ndpbkp smubkt hwdbjug
pluuwntibp, Yndwkpu/dntinundw) juphnnhy b niuku 1) wikdhw, npp
sh wuwnwupwtk] Ephppnynbnhing jud (Ebwhgndhnny pniddwin
Jud 2) muklt wy Swup ghunnwykthw, npp sh yuunwuhiwul] wéh qnp-
énuttpny pniddwtp, Ywd pdhoyp npnoky b sogqunugnpét] w&h gnp-
dnuttp: Puntuinuniyptuhy phpuyhwt hwnuwbu qpuyghs k bpp
wnlw E wnwuphph hwdbdwwn hhuyngbpnijup nuljpudnis:

dhpotpu hpuwywpwldt] tu puquuljkunpntt nwingnuhqugdus
ihuhjuljut ghnnuthnpdh wpyniupubp, npntp quwhwunmd Eu tgu-
qigywué swthwpwdhuutpny (Bop wqughwnhnht 75dq/u2/on, wdhup dky
Unipu, Jud 3 op nighwnwphti 20Ug/u2/op, wdhup Ukl Ynipu) hhuyndk-
phiugunn wgbktwnubph wpynibwdbnnipniup gudp rhujh UU-ny
hhquunutph dnwn: Cunhwinip ywwnwupiwtp wykh pupdn k Enk) nb-
ghnmwphth jadpnid (32% wpwbudniqhwibphg wtljwpunipnit, 70%
punhwinip ywunwupwi), put wqughwnhphth fudpnd (16% wnpwtu-
dniqhwibiphg wulwpnmpmnit, 49% pughwinip wwunwupwb)[19]:
Uoyws ghnnuthnpdnid ukpwnyl] ki twb ny De Novo U7U-ny hh-
Juinubtp: Zowpwynp k, np wqughwhnhtng 3-opju pnidnudp phph
phnuiswth L wiuqud gusdp nhuljh judph UMU-ny hhywunubph hwdwp:
U wwwdwnny Juunwupdk £ pwipgndhqugws  ghwuthnpd
(NCT02269280), npnid hwdkdwwnyb) k 5-opjw mqughwnhnhtuny pnidnidp
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3-opjw nhghwnwphtny pniddwt jud dhwjt uhdywunndwwnhl pniddwb
htw: Zhwyndbphjuginng wqbkunbtph oywhdw] pinuswihp b nkdhup
pupap U gusp phuljh fudph’ UNU-n hhjwinibph hwdwp wihwpn b
Pwpap nhulh fudph’ UNU-n hhqwinbbph hwdwp dpiuyndu Yh-
punynn phnuwsuthtpp dhbjnuniypbuhy G, b hwjwbwpwp tnyh
nhdhdubph oquugnpénidp guésp nhulh fudph UNYU-ny hhwinubkph
Unn wpnupugywé sk Thuhywuljwt thnpdp gnyg E wwjhu, np hh-
Juugubpp, nyphp skt yuunwupiwtl] hhyndbphjugunng wgbkunubpny
pniduwip, bkl Wwqugnyt htwpunpnipmit’ hdntinunigplufy]
ptpuwhuyhtt yunwuppwtbint hwdwp: Ujuyhuny, hudntinuniypbuhy
ptpuyhwt hhyndbphjuging phpwwhwihg htinn wppupuglus st
Lntuywwnbpgbyunp uyhunwlnig L, nptt mqnmud £ TGFB  wqnuitipwi-
twyhtt hwdwlwunpgh ypw b gwsp nhulh fudph npnp hhywunutph dnwn
pipnud E Ephppnuntqh pupbjuddwi: Zbvwpwynp E, np jnruyunbp-
gbyup thuth UMU-h pniddwt hwdwp twhwnbujws hwenpn nhinu-
Uhengp, npp Yhwunwndh FDA-h Ynnuhg [35): Ut Yhpwnkih Ghth
wibvhwny b onuliwdl uhpbipnpjuuwnitpny gwép nhuljh UU-ny
hhquunutph pniddwt hwdwnp:

Puipdp rhuljh UMU-h dudwmwmjuljhg Uninkgnudukp

Pupdp nhuljh UYU-ny hhywunubph dnin wnwehtt hupgh wyu L,
ph wpynp wjuy hhjwinp tipwlw b nuljpusnsh wnupubuugub-
nwughuyh, pt ny: Lwith np UMU-m] hijwigkph qquiph dwuh wnuphpp
75-hg pwpén L, npnp hhywunubph dnnn thnjpywnjuunnidt hpulju-
twgynid E «tjuqbgus hunbuuhynipjut twhuyunpuunuljut
(conditioning)» nkdhuubkph Yhpwpnidhg htwnn: Uh nwunnuhqugyus
ghnnwthnpdnid hwdbdwnygb] Bt tjuqkgwus htnbkuuhynipyut twpw-
ywuunpuunwlub b vhknupjunhy twpuyunpuunuluit nhdhdub-
np [38]: 18-wduyyu punhwunip wwpkjhnipniup whbtpwt pwpdp k Enl
Uhbnwpjunpy ntdhuh punud, puyg wyn wnwppkpnipmniup tnk) £ 4h-
Swjugpnptt ny hwjwuwnh: Ljuqlgjué htunbkbuhyniput twpw-
yuunpuunwub plnd npubtuyjuin wungugdws dwhwgnipiniup
(TRM) tnky & gudp, umjuy nkghnhyubph hwdwhwlwinipniup Enky &
wybh pupdn: )

“hnliu hunnwigdws sk, wpnyn p pupdp nhujh UU-ny hhdwn-
utpp whwp L unwbwb «bwpwpnidnid» dhish pmit imputiuygub-
nwghwi: Zwdwh npubuyjubitnughwhg wnwye Yhpunynid k «udpp-
onnp» phpuywhw hwnljuwbu wjt hhywunubph dnwn, ndpkp nuljpw-
dnisnid niukb 10%-hg wykjh pjuuniwghtt pohoutp, Jud bpt Yhpwn-
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Jhnt E btjuqbgquéd htnbkbuuhynipyut twpuyunpuunwuljut nkdhd
[17]: Vwhujhtunud npytu twhiwpnidnid Yhpwunyniwd Eht UUL-h dwdw-
twl] Yhpwnyny hunbkuuhy nkdhdubpp, hull tkpuynid Jhpunynid Gu
hhynubphjugunn wgbknttpp, b wpyniupubpp skt ghgnid hunbkuuhy
uputidwtbkpht [13]:

Uju hhywtnutph hwdwp, ndpkp wjnnpubuyjwiinwughuwh phy-
twodnt sk, hhynubkphjugunn phpuyhwt wdktwpunniuth dnnkgnidu
E: Pwpdp fudph UMU-ny 358 hhywlnutp pungplynn nwunnudhqugqus
ghnnwthnpdnid wqughwhnhup phpk] £ 24-wduyyw dhohtt wwypbkihnt-
pmilt h nwpphpmpnit hinktuhy phuhnplpwuhw, gusp pnquitkpm]
ghnnwpwphtt jud jwjugnytt vhdywundwwnhl pnidnid unwugws hh-
Julnutph (Uhohtt wypkjhnpniip 15 wdhu) [12]: Zhwnubphjuging
wgbkunttph oyunhdw) swhwpwdhup b juinbwlwupgp hunwltgdus
skt Ujuniwdbbwgthy, pwpdp nhuljh UU-nd hhquunubph udnwn
wukiwhwdwh Yhpunednn pkdhdukpt ki wqughnhnhtth  hwidwp
75 Ug/u?/op, 7 op wukl 28 opp 1 Ynipu, hul nhghwnwphth hudwp
20uq/d?op, 5op, wdklt 28 opp 1 Ynipu [22,43,26] : dhpotipu pwpdp nhuljh
UMU-ny jwd UUL-ny hhjwbnubph dnwn, ndpkp niuku TP53 unti-
wnwghw, 10-opju nighnwphth Ynipubpp gnyg b k) gbipuqug wp-
mniupubp [48]: Zhwynubtphjugunn phpuwhwt Jupnn L wjuqbguty
Uintwy Swupwpbntuwsédnipinip, wnuwhuny, pupbjuybny htdwwnn-
wntqp, puyg sh Jupny bpwnhlugul] whinmwhwpdws gnpnitught
poholtipp, wjuhlipt' nhghnhyubpt wifuntuwhbjh ko Gpp hhyndbph-
Jugunn wgktnubpny phpuwyhwt puhwiynd E (nkqghunbunnipintl,
nkghnhy, wtwnwubjhnipni), Epypnpn qdh pugnitdus phpuulinhy
Unnbgnid sju: Bpplidu Bel-2 hthhphwinp kubkwnnljupuh wykjugnudp
(off label) hhwynubphjugunny ptpuwhwht phpnd B ywunwupwih
Jbpwlwbqunid [11]: Uju hwdwlgnipniut wydd Yhuhjulwt thnp-
dwplnudutph dbe E hisybu wnwehtt gsh, wytybu k) npyhtu Epypnpy
gSh pnidnuu:

PD-1, PD-L1, CTLA4 huhhphwinputph Yndphttwmghwt hhwynubkph-
Jugunn wgkuwntubph htn wydd quwhwwnynd £ wybh pwb 10 ghnw-
thnpdtpnud [3]:

Uniynhyhtwqujhtt huhhphuninp phgnubpnppt wydd thnpdwpy-
Ynud L puwnn IPSS-R-h pupdp b pwwnn pupdp nhuljh hhywunubph opow-
unwd, b npny twptwlut ndjuikp junund Bu wju yphkywpwwnh
pupdp wpynituybnnipyut dwuht: Zbwpwdnp b, np wyu tmmwph nh-
gnutpunppp (hth pupdp phubh hpquinubtph tplypnpn gsh pmduwl
wnwohtt FDA-h §nnuhg hwunwwnygwsé ninuudhengp:
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Uhdyunndwinhly/wgwljgnn phpuuhw

Ephppnghuniwp b ppndpnghnnup quuqdusutph tkpupynudubpp
U%MU-ny hhywunubph wewljgnn pniddwt hhduwpwptpt bu: Skunp
U1MU-ny hhywinubph dnn whwp L qupdh dwbpulplhwn, hwdwdwju
dtpph ubpnpnubuhwubph hwdwp twpwnbtudws nigkgnygutph,
pwih np hudklghnt pupynipniuttpp UU-nyd hhyuinubph dwhdui
wnwoht yuwdwnt tu [44]: Mpndhjulnhl hwjudwiuptughtt phpw-
whuyh dwuhtt mjujubpp hwjuuwlub i

pnUpnghininuybkuhuyny hhywtnubpp, nyptkp nEdpulunbtp Eu
ppnuUpnghinubph npwbudnighwibkph tjundwdp, Jupnn o Jupydt
ppnUpnuntqp jupwinn wgktntbpny: Udhtwjwwpnuwppnit b npw-
ubpuwdwppnit Jupnn kb tjuqbgul] Ypyudnn npdupunuipughb
wpynibwhnumpmititbph hwdwpwljwinipniup [36]:

Twbwgnih b wy] wunpngbuubph Yhpwenidp hhwunutph thnpp
dwup Unwn jupwtnid £ Ephppnuntqp b ppndpnunbqn:

Lpnthl npwbudpnighwtkp uinwgnn hhwunubph dnwn, tplupny
ghipdwipupbnujwédnipiniihg juntuwthbnt hwdwp, whwnp k putwplyh
Jubjuinuyhtt phpww phuyh hwpgp (nEdtpnpuwdhb, nhptpuuhpnpu):

Uwuqujh mnnnipimabbpp

Onpdwpynidutph Uk quynn unpwgnyt wmgktwntbtphg tu Jb-
plunid hhpwnwlws ywpkywpwwnbkpp, htywhuhp tu Jeubnnljupup,
|ntuyuwnbpgbuwun, nhgnubpunhpp, PD-1 huhhphwnnpubpp: Qwb twh 3
unp hhynubphjuginng wgkunutp 1) gnuungbkghwnwphtp, npny hhjwn-
ubp, nyplp skt yuunwupiwmtl] hhyndbkphjuging wgkunutpny phpw-
whujht, uunwupiwutl] i gniuntkghnwphting pniddwtp 2) CC486-p
wqughwnhnhuh whpopwy phnhwdwpdtpt £ 3) ghnwgniphp nghunw-
phup b ghnpnht nhquuidhtimgh whpopw) qniquijgnud

buknbkjunwwnp (nkndtpuqh huhhphwnnp) wowehti thnyh thop-
Atpnud gnyg k ngby 30% mputupnighwibipnhg wmajwintpnii:

Lhapmiinjué F17.12.19
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MuenoaucniacTH4ecKue CHHIPOMBI

H.A. Karpamansu, C.O. Januensin, I'.H. Tamamsan, A./l. CeBosin,
A.C. Tep-I'puropsin, E.K. Akonsin

B crarbe ocBematotcs ocHOBHBIE m3MeHeHus B ¢’ IlepecmoTrpennoit Kac-
cupukarmn Muenmonaaslx HoooOpazoBanmii’” BO3 2016 roma (omyO:mko-
BaHHOW B 2017 TOAY), KOTOpPHIE BIMAIOT HA THUATHOCTHKY W BEJICHUE TTAllEHTOB
¢ muenoaucmactudeckumu cuaapomamu (MJIC). HoBble naHHbIE MPUBEIN K
HEKOTOpO# peopraHuzanuu kareropuit 3adonesanuiit MJIC. [Ipyrue namMeHeHus
YTOYHWIIN OTIpeAeNIeHHs] HEKOTOPhIX KaTEerOpWi sl yJIydIleHds cTpatudu-
Kanuu pucka 3aboneBaHuil. [lepecMoTpeHHbIE KaTeropuu B HOBOW KiIacCU(U-
Kalluy TapaHTUpPYyT, yTo manueHTtsl ¢ MJIC momyuaror Tepamuio, aganTH-
POBaHHYIO K PUCKY, HA OCHOBE CaMBIX TOCJECIHHUX JOCTYMHBIX MaHHBIX. Hawn-
0oJIee 9acTO MCIOJB3YEMBIM HHCTPYMEHTOM JIs cTpaTudukanuu prucka MJIC
spisiercs: R-IPSS. OTo oOHOBNEHHE TakXke MOMYEPKUBAET COBPEMEHHBIE MO/I-
xo11bI K sieueHuto MJIC B COOTBETCTBHUH C TPYIIIIaMU PUCKA.

Myelodisplastic Syndromes

N.A.Ghahramanyan,S.H.Danielyan,G.N.Tamamyan,A.D. Sevoyan,
A.S. Ter-Grigoryan, Y.K. Hakobyan

This update highlights the main changes in the revised 2016 WHO
Classification of Myeloid Neoplasms (published in 2017) that impact the
diagnosis and management of patients with myelodysplastic syndromes (MDS).
The new data has led to some reorganization of the MDS disease categories.
Other revisions have refined the definitions of some categories to improve
disease risk stratification. The revised categories in the new classification ensure
that MDS patients receive risk- adapted therapies based on the most recently
available data. The most commonly used tool for risk stratification of MDS is R-
IPSS. This update also underlines the contemporary approaches of the treatment of
MDS, accordingto the risk groups.
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