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BBeneHue. [lanpeHTHI € 3a60/1eBaHUSIMU CUCTEMbI KPOBM He BCerjia cpa3y 06pauiaiTcs
HeNoCpeJCTBEHHO K Bpayy-reMaToJIOry, 3a4acTyl0 IlepBUYHOe oOpalleHue U JlaXke JieueHue
3TH MalMeHThbl MOJY4YalT y CHenuaancToB Apyroro npoduisd. [logospeHre Ha Hanauyue
reMaToJIOrMyeCKOM NaTOJI0TUM BO3HUKAET NPU OTCYTCTBUM 3¢ PeKTa Tepanru OT NaTOJOTUU
0/, MacKOM KOTOpPOro IMpOTeKaJW HayajbHble MPU3HAKK MUeJ0NpoJrudepaTUBHOTO
3abosieBaHus. PeKoCThIO fIBJII€TCS BbISIBJ€HUWE TeMaTOJOTMYECKOoro 3aboJieBaHUS IpU
npoPUJaKTUYECKUX OCMOTpax, 4YTO OCOOEHHO CHpaBeAJMBO B CJydae MalLUEHTOB C
MuesionpoardepaTUBHbIMKU HoBoobpaszoBaHusiMu (MIIH), He uMewmMMHU cnelUdUYECKUX
CUMIITOMOB, HO HaJIM4Me KOTOPBIX MOXXHO 3al0J03PUTh MO OTKJOHEHHUSIM B KJIMHUYECKOM
pa3BEpPHYTOM aHaJIU3€e KPOBH.

XpoHuyeckrue MuesonposudepaTuBHble 3abosieBaHusaA (XMII3) -3To KJOHaJbHOE
MuesionpoarvpepaTUBHOE HOBOOOpa3oBaHHWE, KOTOpoe xapakTepusyerca (GuUOpo30M
KOCTHOTO MO3ra, CIJIeHOMerajuel W aHeMHed C HaJUu4ueM $JIpocojiepaliuX U
KallJieBUJHbIX 3puUTpouuToB [2]. [lo cTpykType Ph-HeraTuBHbBIX MUesonpoardepaTUBHBIX
3aboseBanul (Ph - MII3) BeigensoT uctuHHy noauuutemuto (MII), nepBu4HBIN
muenopuopos ([IM®P), accenyuanbHyro Tpombouutemuto (3T) u Hekgaccudpuuupyemoe
MuesionposrndepaTtriBHoe 3abosieBaHue, (MII3-H) xpoHHUuYeckuil 303MHOQPUIBHBIA JIEHKO3
(X3JI), a Takke 1OBEHUJIbHbI MHUEJIOMOHOLUTAPHbBIN JIEMKO03, KOTOPbIM ObLI BKJIYEH B 3Ty
rpynny MII3 oTHocuTenbHO HeAaBHO (2016).

B pamkax coBpemMeHHOW aAuarHocTuku Ph - MII3 B rsiaBHble KpUTEpPUU BbIBeAeHbBI
MOJIEKYJISIDHbIE COOBITHS, Jiexallie B ocHOBe matoreHe3a XMII3, cBsizaHHble ¢ JedeKTaMu
TeHOB, KOTOpble KOJAUPYIOT OeJIKM, OTBETCTBEHHble 3a HOpPMaJibHOE TMOAJepKaHHue
Muesionoasa [1,5]. s Bcex XMII3 xapakTepHa aHOMaJsibHAasi TUPO3UHKUHA3HAsA aKTUBHOCTh
[6]. O6o6IaeT BCo 3Ty rpynny 3abojieBaHUN - 6ECKOHTPOJIbHOE aHOMaJ/IbHOE PAa3MHOXeHUe
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KJIOHa Ha YpOBHEe IJIIOPDUIIOTEHTHOU CTBOJIOBOW KJIETKH,
HOpPMaJIbHOM nposrdpepanuu 3pUTPONO33a,
MErakapuolLMTOII033a, B pa3HOU cTeneHU BbipaxkeHHOCTHU [3]. Kpome Toro, Bce MIIH npu
HeaPpPeKTUBHOM JIeYEHUH 3aBepLIaloTCsA TpaHcPopMaLuel B 6J1aCTHbIN KpU3.

BeJlylllee K HapylIeHUI0

KJIETOK FpaHyJIONUTOIIO033a H

OTkpbiTHe MyTauuu JAKZ npoJioKuI0 NMyThb JAJ pa3pabOTKU MaJblX MOJIEKYJISIPHBIX
MHTMOUTOPOB U elle 00Jbllie 00JIeryuja0 MUCCAeLO0BaHUS B NOHHMAaHUM MOJIEKYJISAPHOU
6uosiorur 3abosieBaHus. Pa3paboTka HOBBIX JIEKAPCTB U CHHEpPreTUYeCKUX KOMOWHALMK €O
cTaHgapTHoOM Tepanveld HruouTopom JAK (JAKi) MoxkeT UMeTh NOTEeHLMA JJISl YAY4llEeHUs
rJIyOHUHBI U IPOJOJKUTENBHOCTH KOHTPOJIA 3a60/1eBaHUSA U CUMIITOMAaTUYECKOM 0JIb3HI [4].

0co60i CI0KHOCTBIO XapaKTepu3yeTCsl JUArHOCTUKA paHHUX ctaauil Ph- MII3 [4].
PacmndpoBka OCHOB natoreHesa  apyrux  MIIH
CIOCOGCTBOBAJIM OTKPBITUIO POJIM SAHYCKUHa3bl (JAK2) u MyTauuil B ee reHe, U3MeHEHUH B
penenTtope TPOMOOIMO3TUHA (MPL), KaJIbpeTUKYJINHE (CALR), peuenTope
KoJlIoHUecTUMyupytomero ¢akropa 3-ro tuna (CSF3R), cAUTHBIX Te€HOB C y4dacTUeM
pelnenTopoB ¢pakTopa pocTa, BbipabaTbiBaeMbiX TpoMbouuTaMu (PDGFR), kunassl KIT (KIT),
YTO MO3BOJIAET TOYHO BepUPUIMPOBATH AUATHO3 M CJAYKUT OCHOBOM JJs KJacCUPUKALUU

MOJIEKYJIAPDHO-TEHETUYECKHUX

3aboJsieBaHuM [6]. B HacTosiliee BpeMsl NMpoAoJKaeTcs pa3paboTKa M BHeJpEHHE HOBBIX
KJ1acCOB (MHTMOUTOPHI AHYCKWHA3, TeJoMepas U Ap.) U MOKOJEeHUU JieueOHbIX penapaTos,
M03BOJISIIOLUX KOPEHHBIM 00pa3oM HM3MEHSITh TeYeHUe 3TUX 3a00JieBaHUM C yBeJIMUEHUEM
NPOJIO/DKUTEJNBHOCTH M KadecTBa >XU3HU OOJIBHBIX, a B 4YacTH CJy4daeB J00OUBaTbCA
M3JIe4YeHus.

Ilesib paGoOThI. YCTAaHOBUTH YAaCTOTYy BCTPEYAEMOCTH M KJIMHUYECKHE MPOSBJIEHUS
Ho3oJsioru4eckux ¢popm B rpyniie Ph-MII3 cpeau HaceneHust Y3bekucraHa

Martepuasibl 1 MeToAbl. Ha ocHOBe 06a3bl JaHHBIX TeMaTOJIOTUYECKOTO0 Pperucrpa
otaenenuid PCHIIMIL remMaTos0TMM C y4eTOM KJIMHUKO-JabOPATOPHBIX U MOJIEKYJISPHbBIX
JIAaHHBIX, OBbLJIM MPOAHAJTHU3UPOBAHBI
NPOXO/AUBILIMX 00C/Ie/JOBaHHE U JiledeHUe B OTJeJIeHUsIX reMaToJioruu ¢ suBapsa 2021 r. no
fekabpp 2022 r. Moseky/asipHOe HCCeloBaHUE Ha Ha/lduue/OTCyTCTBHE JipalBepPHBIX
myTanui JAK2, CALR, MPL 6bL10 npoBeieHO B J1ab0paTOPUU MOJIEKYJISIPHON reMaTOJIOTUU
PCHIIMII 'emaTo/ioTUU.

Pe3ysbTaThl U 06cykaenue. K 2022 roay Ha ydeTte coctosyio 253 marnueHTta c Ph-

caydyau auarHoctuku Ph- MII3 y  manueHTOB,

MII3. U3 Hux — 108 nmanueHTOB C ICTUHHOW HoJIMIKMTEMHUEH, 41 manueHTOB —3CCeHIMa/IbHAs

TpoMb6oLMTEMUS], 8 NALMEHTOB - IMepBUYHBIA MHen0PpUbpo3, Hekaccupuuupeymble
MuesionposindepaTuBHbIe HOBOOOPa30BaHUS - 96.
Ta6usnna 1. Hososornyeckue e JUHUILIbI
2021r. 2022r.
Ho3osiornyeckas eauHuna BosibHbIE
BCEro BIIepBbIe | BCEro BIIEpBbIe
[MonuuuTeMUs UCTUHHAA 61 28 108 47
[lepBrUuHBIN MUe0dUOPO3 0 0 8 8
Heksnaccuduupeymbie 75 27 96 19
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MuesionpoardpepaTUBHbBIE
HOBOOOpA30BaHUSA
JcceHlMaibHasi TPOMOOUTEMHUS 25 6 41 6
UToro 161 61 253 80

[To KIMHUYECKOW CUMIITOMATHKE y MEPBUYHBIX NMAl[MEHTOB IpeBaTUPOBAJIU:
» (CsaboCTh, YCTAJNOCTDb U BSJIOCTb — HauboJIee YacThle KaJo6bl HA MOMEHT MOCTYIJIeHUS
(80% u 66%)
*»  CUMNOTOMBI OMYX0J€BOM UHTOKCUKAI[UM — Y MaleHTOB (65%)
= 3a6osneBanus CCC, XKKT, neuenu, XKII - camble yacTble CONMyTCTBYMOLIME 3a60/€BaHUS,
KOTOpble BCTpedasuch y 6osee 50% naiydeHToB

Tak ke y maygueHTOB HAOJ/OAANOCh HAXOASIIMXCA B CTalMOHAPHBIX YCJIOBHUIX
HabJII0/1a/1ach CaeAyolas CHMIITOMAaTHKA:

% BCTPE4YaemMocTu

= KOXKHbIN 3y,

.A = [enatocnieHomeranus
CnabocTb, yTOMNSEMOCTb
HapyuweHus 3peHus

= [neTopa (NonHOKpoBuUE)

= LlnaHo3 Ha doHe NoKpacHeHus

m [loTepAa Beca, IMXOpaaKa

® PaccTpoicTBa BHUMaHUA

= [0/10BOKpPYKEHME

= [loTAnBoCTb

m fl3BeHHble AedeKTbl KOXKM

[l MOCTAaHOBKM Ha y4deT B LieHTP ['eMaToJioruy nauueHTy NPOBOJAATCA Clelyloliue
aHaJIM3BL:
1) OAK: IllpeumyuiectBeHHass mnposaudepauuss 1-2 HIM BceX POCTKOB KPOBETBOPEHMUSA
pOCTKOBasi LUTONEHUS + CIJIeHOMeraaus (IpoJBUHYTas WM TEpPMHUHaJbHAas CTajus
3ab60J1eBaHusA)
2) TlokasaTesiu MuesiorpaMMbl: MckitoueHue 6J1acTHOW TpaHcpopmanuu Uckiarodyenue Ph-
MO3UTUBHOCTH
3) I[loMMMO pPYTHHHBIX aHa/JIM30B MallMeHTY HPOBOJAUTCA MOJIEKYJspHash JHWarHOCTHUKa:
onpegendawTca mytauuu JAK, MPL, CALR.
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PucyHnok 1. [Ipedpubpotuyeckas craaus. KocTHbIN MO3T.

B 2022 r guarno3 Ph- MII3 BnepBbie 6b11 ycTaHOBJeH ¥ 80 mayeHTOB, COOTHOLIEHUE
MyxoKkeH 1:1,7, MenuaHa Bo3pacta 46 set (18—74). bosabue Bcero nanueHToB ¢ UIl - B
Bo3pacTHou rpynmne 50-75 jyeT (63%). [lanuenTsl ¢ M® 611K NpeACcTaBIEHHBI B BO3PACTHOU
rpynne 45-65snet. [luarnos HWIl ycranoBneH y 47 (58,7%) mnanuentoB, 3T y 6 (7,5%)
nagueHToB; [IM® y 8 (10%) nauuneHTOB, U3 HUX NTpedubpo3Hasi/paHHssd ctagusa — y 4 (5%)
nanveHta, ubposHas — y 4 (5%) nmauuentos; MII3-H — y 19 (23,8%) nauueHTOB.
[Ipeo6aasatolelt aBaseTcs ApaiiBepHasa MmyTanus JAK2, koTopas 6bly1a o6Hapy»keHa npu UII
B 100% Habawoaenuit, npu [IM® — 47%, npu 3T — 58% ciayvaeB. Mytauusa CALR 6bL1a
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PucyHok 3. KocTHbI Mo3r npu Mmuesiopubpose. Pub6po3Hast TKaHb, pa3pacTarolascsad Mexy
reMaToNno3TUYECKUMHU KJIeTKaMHU. ATUIIMYHbIE METaKapPHUOIUThI
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Kaxxgoe un3 o6uieit rpynnbl MIIH wuaeHTUOUUUMPYIOT MmO ero npeob/ajarolleMy
MOp$0JIOrUYeCKOMY MPOSIBJIEHUIO UJIA MOJIEKYJISIPHO-TeHeTUYeCKUM npusHakaM. XoTs MITH
UMEKT psAj o0lled CUMOTOMAaTHUKH, OJHAKO JJ KaXJAOTO0 W3 BHJAA XapaKTEpPHO
omnpezieJleHHOe COYeTaHUe KJIMHUYECKUX INpOSBJIEHUH, OCOOEHHOCTEeH TeyeHUs U
JIabopaTOPHbBIX JAHHBIX.

3akiwuyenue. Cpeau Bcex caydaeB B rpynne Ph- MII3 yaije Bcero guarHoCTHUpPyeTCs
UCTUHHAas nojuuuteMus - B 63 % ciyvaeB, nepBUYHbIA MUesopudbpos — B 10 %, 3T —
TOoJIbKO B 7 %. [lo faHHBIM pas3/iM4YHbIX UccaepoBaTenabcKkux rpynn, MII3-H cocraBiger ot
10—15 g0 30% ot Bcex Ph- MII3. Ilo HamuMm ganubiM, MII3-H coctaBaset 20 % ciaydaeB u
XapaKTepPHU3YIOTCS MPEUMYILECTBEHHO PAaHHUMMU cTagusiMu Ph - MI13.

[losniyyeHHbIe JaHHBIE CIOCOOCTBYIOT pacllUpeHHIO peJCcTaBJeHn 0 3a60/1eBaeMOCTH
MII3, a Takke O MOJIEKY/JSIPHO-TeHETUUYECKUX UW3MEHEHUAX CpeAd JiUl, Y306eKCKOU
nonyasauuyd. Ha 3Tame JOK/JIWMHUYECKOW [JUAarHOCTUKW TMPOBeJleHHEe TeCTUPOBaHUA Ha
NoJIUMOP(PH3M TEHOB TMO3BOJIMUT CIPOTHO3UPOBATh BO3HUKHOBEHHE W OCOOEHHOCTH
KJIMHAYECKOTO Te4yeHHUsl 3aboJsieBaHMA. IJTO HMeeT INpPUHLUINMAJIbHOE 3HAa4YeHue [Jifd
pa3paboOTKH afileKBaTHbIX I'€HOTUI-UH/IUBUIyaJTM3UPOBAHHbIX Je4yeOHO-TPOoPUIaKTHYECKUX
MepONpUATUH.
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