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B cmambe nodpobHo oceewenvl aumepamypHsie 0aHHble 0 NOCAEOHUX OOCIUICEHUSX 8 U3YHeHUl NamozeHe3d, Ho8eluuwux paspabomkax
6 duazHocmuke u mepanuu nepeuuHoo muenoguoposza (IIM®P). Bedyuwum mexanuzmom namoeenesza [IMD 6 nacmosujee epems cuumaem-
csa akmusauusi JAK-STAT cuenanvnoeo nymu, odycaoeaennas mymavusmu eenoe JAK2, CALR, MPL u dp. Asmopamu npueedenvt mame-
puansl cobcmeeHHbix HabA0eHUll 00 dInUdemMuoN0Uul, KAUHUMECKUX NPOSABACHUAX, pe3yabmamax 00cae008anus u severus 315 60abHbix
IIM®. Haubonee yacmoimu KAUHUMECKUMU CUMPIMOMAMU HA MOMEHM OUAZHOCMUKU OblAU: AHeMUsl, NCHKOUUMO3, MPOMOOUUMO3, CNACHO-
Meeanus, CUMNMOMbL Onyxoae8oil unmokcukayuu. IIpedcmaesnens: duaenocmuueckue Kpumepuu, Haubonee aKmyanbHole NPOSHOCMUUECKUe
WKANbL, BKAIOMAIOWUE YUMOoceHemu4eckue U MoAeKyIapHO-eeHemuyecKue ocobennocmu 3aboneeanus. Haubosee uacmo 6 uccaedyemoi
epynne onpedeasincs npomexcymounstii- 1 puck 3aboneeanus. Ilpedcmasnen pexomendyemoliii aneopumm mepanuu IIM®D. Uznoxcenvt me-
Moadbl AeuenUst, pe3yabmamsl UCNOAb308AHUS MAP2eMHbIX NPENnapamos (UHeUubUmMopos SHyCKUHAa3).

Karouesnie caosa: nepsuynblii Muesouopos, Mymauus 6 2eHe sHyCKUHA3, Mymayus 8 2eHe Kaibpemukyauna, NPOZHOCMU1ecKUe WKalbl,
an20pUMM NeHeHUs, PYKCOAUMUHUO
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Primary myelofibrosis: own experience and news from diagnostic and treatment
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The newest advances in primary myelofibrosis (PMF) pathogenesis study, diagnostic and treatment approaches are presented in this article. The
JAK-STAT signal pathway activation now recognized as main pathogenesis mechanism of PMF, it caused by JAK2, CALR, MPL genes muta-
tions. Authors demonstrate their own data about epidemiology, clinical signs, diagnostic and treatment results of 315 PMF patients. The most
frequent clinical symptoms are: anemia, leukocytosis, thrombocytosis, splenomegaly, constitutional symptoms. Diagnostic criteria, prognostic
scales (including cytogenetic and molecular features) issues are reviewed. Intermediate- 1 risk grade is in the most proportion of patients. The
recommended PMF treatment algorithm is listed. The treatment methods, target drugs (Janus kinases inhibitors) trials results are discussed.
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BseneHue

[MepBuunblii Muenopuopo3 (IIMP) — 310 XpOHM-
YyecKoe MHeJIoIpoarudepaTiBHOE HOBOOOpa3oBaHUE,
KOTOpOe XapakTepusyercsi (¢prudpo3oM KOCTHOTO MO3ra,
CIICHOMETAINEH, 9KCTpaMeqyJIIPHBIM reMoro33oM. Mc-
TOYHHUKOM OITyXOJIEBOIO POCTa SIBJISICTCSI KJIOHAJIBHOE
pacCTPOMCTBO MOJIUIOTEHTHOM € MOIIO3TUYECKOM CTBO-
JIOBOM KJIETKHU.

Hcropus nzyaernus [IM® Bexet cBoe Ha4aio OT OITH-
caHM 2 clyJ9aeB «WIEMKeMUU CO CTpPaHHBIM KOCTHBIM MO3-
rom» (Fille von Leukdimie mit eigenthiimlichem Blut-resp
Knochenmarksbefund), xotopsie B 1879 t. man G. Heuck [1].
B 1907 . H. Assmann BHepBbI¢ HCIOJB30BaJl TEPMUH
«octeockinepos» [2]. W. Dameshek B 1951 1. cpeau mueno-
mpoardepaTUBHBIX 320016 BaHNI BBIICIMII KAK CAMOCTO-
SITSIbHYIO HO30JIOTHIECKYIO (hopMy O0JIe3HD IO Ha3Ba-
HUEM <«HIHONaTUYeCKasl WJIM arHOTeHHAas MUEIOMIHAS
MeTariasus» [3]. B mocienyroniem 3aboneBaHue ¢ JeiKO-
LIMTO30M, CIUICHOMeTanuei u prdpo30oM KOCTHOTO MO3Ta

OIMMCHIBAJIOCHh M HAa3bIBAJIOCh B Pa3HBIX CTpaHaX Kak Mep-
BUYHBIN OCTEOCKIIEpO3/0CcTeOMUEI0(NOPO3, arHOTeHHAS
MMEJIONIHAS MeTarulasusl, XpOHUIECKU WMIUOIIaThIe-
ckuii Muenopudpo3s, cyoneiikeMuyeckuii Muenos [4—8].

IIM® — penxoe 3a00JieBaHNE, YUCIIO BIIEPBHIC BHISB-
JICHHBIX OOJIBHBIX B TOI COCTAaBJISIET IPUOJU3UTEIBHO
1:100 000 HaceneHuss. COOTHOIIECHME XXEHITUHBI: MY>KUUHBI
2:1, MenuaHa Bo3pacTa Ha MOMEHT JUarHOCTHUKM 3a00J1e-
BaHus paBHa 61,8 roga. I[Ipu ananuse necaTUaeTHEN I~
Hamuku 3abosneBaemoct [IM® B Cankr-IlerepOypre
YCTaHOBJICHO, YTO €XKeTOMHAs IIepBUYHAs 3a001€BacMOCTh
kosebanach ot 0,72 mo 1,56 u cocrasuia B cpegHeM 1,06
Ha 100000 Hacenenms [7, 9]. B CIIIA 3a6oseBacMOCTb
cocrabiser 1,46:100 000 HaceaeHUsT C TUKOM B BO3pacTe
60—70 net [10].

Ilpy HanuvcaHuM maHHOK pabOThl MCIOJb30BAIUCH
pe3yJIBTaThl MCCIICIOBAHUI OTCUECTBEHHBIX U 3apYOEKHBIX
aBTOPOB, a TaKXXe COOCTBEHHBIN OITHIT aBTOPOB IO AHa-
THOCTHKe U JiedeHuto 315 6onpHbIX [TM®, Habm0ma10-



FEMOBJIACTO3bl: AUATHOCTUKA, NEYEHUE, CONPOBOAUTEJNIbHASA TEPANKUA

muxcst B PoccuiickoM HaydYHO-MCCIIEIOBATEILCKOM MH-
CTUTYTE TeMaTOJIOTHH 1 TPAaHCDY3UOJIOTUH.

dmuonorua u namorexes

B1Hosorys 3a00IeBaHUs O CUX ITOP HEe YCTaHOBIICHA.
Benyiieii runore3oil BOSHUKHOBEHUSI CUMTAETCS TP -
PacIIOIOXXEeHHOCTh K 00JIE3HH, KOTOpasT peam3yeTcs IO
BO3/IEIICTBHEM BHEITHMX (DAKTOPOB, MOBPEXKIAIOIINX T'e-
HOM HOPMAJIbHOM réMOIIOATUYECKOM KIJIETKM U IIPUBOISI-
IIMX K ee 3JI0KaYeCTBeHHOM TpaHchopmanmu [7, 11—14].

MoJeKyIsIpHO-TeHETUIECKIE MEXaHU3MBbI, IIPUBOISI-
mye K pa3puTio [IM®, mmpoKo n3ydaroTcs B HACTOSIIEe
Bpemsi. MU3BecTHO, 4TO y OOIBIIMHCTBA 00IbHEIX [TM®
BCTpEUYAETCS TOYCUHAsI MyTaLMsl B TeHE STHYCKUHA3bI (JAK) —
nepectpoiika JAK2V6 1 7F perientopa SpUTPOIIO3TUHA WU
CALR (KanbpeTUKYJIVH), U060 Oojiee penKue MyTallluu
reHoB MPL, TET2, ASXLI, CBL, IDHI/IDH?2, LNK, EZH2,
IKZFl/IKaros [13, 15—17]. IlepeunciieHHBIE MyTallMU HE
SBIsAIOTCA cnenuduaHbMy 11t [IM® n nmeroT BTopud-
HBII TeHe3 B e TeHETUISCKUX COOBITHI. BeposaTHBIM
MOJICKYJISIPHO-TEHETUIECKUM MEXaHU3MOM Pa3BUTHUS 00-
JIE3HU MOTYT OBITh akTuBaums JAK2 KWHa3bI, MyTalluu
B reHax CAL R wnu peuentopa TpoMboniostuHa MPL, mo-
Teps pyHkuu reHa LNK 6enka SH2D3, nunrubupyioie-
ro aktTuBHOCTH JAK2. KiTfoueBBIM MOMEHTOM ITaTOreHe3a
IIM® gBnsieTcsl BO3BHUKHOBeHUEe MyTauuii B TeHax JAK-
STAT curHanbHOTO IyTH M pelienTopa TPOMOOIIO3THHA
MPL, 9T0 IPpUBOANT K CTUMYJISILIAN MPOTAepaiiv KJIETOK.

KrnonansHas muenonpomudepanus npu [TMO co-
IIPOBOXXAAETCS BTOPUIHBIM BOCIIAJICHIEM C M3MEHEHUSIMU
B CTPOME KOCTHOTO MO3ra 1 ITaTOJIOITMYECKOM IMPOTYKIIAECHA
LIMTOKWHOB. B pazButre Mmenogpnudposa, ocTeockiaeposa
1 anruoreHe3a nmpu [TM@ BoBie4yeHbBI TaKKe TpaHChOp-
MUPYIOIINH (haKTOp pocTa O6eTa MUECIIOUIHBIX IIPEAIICCT-
BeHHUKOB (TGF-P), poctoBoii hakTop, BeIpabaThIBAEMbIiA
tpomboruramu (PDGEP), u sHooTemanpHbIA COCYIM-
ctoiil pakrop pocta (VEGF) [18]. ITaTonornueckas rmpo-
IYKIUs ITUTOKWMHOB, XeMOKWHOB M METaJUIOIIPOTEHHA3
MOXKET y4aCTBOBATh B HAPYIICHUSIX MEXKIICTOYHBIX B3aK-
MOIENCTBUI HEUTPODUIOB, MOHOLIMTOB U MEeTraKapHOLIM-
TOB, IpuBOAM K Beixony CID34*-MuenonaHbIX TpeaIecT-
BEHHUKOB M SHIOTEIMAIBHBIX KJIETOK B ITepU(PEpUIECKYIO
KpoBb [19—21]. BaxHo Takke OTMETUTD, UTO KOHIIEHTpa-
LM MPOBOCHAIMTEILHBIX IUTOKWMHOB B KpoBU nipu [TM®
ITOBBIIIICHA, YTO COTIPOBOXIACTCS CUMIITTOMAMH OITyXOJIe-
BOI1 MHTOKCUKALIMY 1 KaxeKcuei [22]. [ToBbilieHre ypoB-
Hs1 uHTepneiikuHoB 1L-8, IL-10, IL-15 u skcnpeccun
peuienTopoB K I1L-2 xoppenupyet ¢ 6oyiee HU3KMMU TTOKa-
3aTeisiMU o01Ieit BerkrBaeMocT (OB) u BEKMBaeMOCTH
110 06J1aCTHO# TpaHC(OpMaLIK, YTO MOXKET OBITH O0YCIIOB-
JIEHO Kak 0oJiee ObICTPOI KJIOHAJBbHOU 3BOMIOLIMEN, TaK
M yXyIIIeHeM TeUeHMs COIMYTCTBYIOIINX 3a001eBaHuit [23].

KnuHuyeckue mposiBiaeHus 3a001eBaHUsI TECHO CBSI-
3aHBI C €0 IMaTOreHe30M. Tak, IMOBBIIICHHAS ITPOXYKITHS
LIMTOKMHOB, KaK yke ObUIO KOHCTaTUPOBAHO BBIIIIE, IIPH-
BOIUT K Pa3BUTHUIO OITyXOJIEBOM MHTOKCHUKAIIMN. BrIxom
MMEJIOMIHBIX IPEANIeCTBEHHUKOB B NepU(EpUICCKYIO

KpOBb OOYCJIaBJIMBAET IOSIBJIEHWE O0YaroB 3KCTpaMesyJa-
JISIPHOTO KPOBETBOPEHUSI B MEYEHU U cesie3eHKe. [1oBbI-
LLIEHKWE KOJIMYECTBA JIEMKOLIMTOB U TPOMOOLIUTOB COIIPSI-
XKEHO C HapylIeHUEM MUKPOLMPKYJISILUUU U Pa3BUTUEM
TpoM0030B. [enarocrieHoMeranus oOycjiaBIMBaeT MOBbI-
ILIEHWE JABJIEHUSI B CUCTEME BOPOTHOM BEHbI C BO3MOX-
HOCTBIO Pa3BUTUSI CUHAPOMA MOPTAJIbHON TMITIEPTEH3UM.
Hapyiienuss MUKpOUMPKYJISALUMAU B COCYyNaX IMPUBOAST
K YXYIOLIEHUIO TEYEeHUSI COIMYTCTBYIOIIMX 3a00JeBaHUMA
U B TIEPBYIO 0YEpPelb — CEPAEYHO-COCYAUCThIX. [Iporpec-
cupoBaHue (prOPO3a KOCTHOTO MO3Ta C Pa3BUTHEM OCTEO-
CKJIEpO3a BbI3bIBAET COKPAILIEHYE TUlalapMa KPOBETBOPE-
HUSI CO BCEMU BBITEKAIOLIMMU MOCJIEACTBUSIMU: HAPACTAIOT
aHEMMS C KJIAaCCUYECKMMM TIPOSIBJICHUSIMU,, JIEHKOTIEHUS
¢ yBeIMYeHNEeM pHcKa MH(PEKIIMOHHBIX OCIOXHEHMI,
TPOMOOLIUTONEHUSI C BICOKOI BEPOSITHOCTbIO CIIOHTAH-
HBIX KpoBoTeueHM. IuTenpHast mpoaudepaliys oImyxo-
JIEBOTO KJIOHA IMTPUBOAUT K MOSIBJIEHUIO TOTIOJTHUTEIbHBIX
MyTauMii 41 OoJiee BBICOKOM CTeINeHU MaJMTHU3aluu,
BCJIEICTBUE Yero pa3BuBaeTcs 01acTHBIN Kpu3 [IMO.

Jluarsocmuka nepsuyHoro Muenocubposa

Knnnanueckas kaptuna npu [TM® xapakrepusyercst
MHoOroo0pa3uem IposiBlieHuiA. HauanbHbIi eproa 601e3Hu
y OOJILIIMHCTBA OOJBHBIX MPOTEKAET Ioa4ac OecCuMII-
ToMHO. [Ipu3Haku 3a00J1eBaHsI HEpEeAKO OOHAPYKUBAIOTCSI
HEOXMIAHHO MPY aHAIN3¢ KPOBU IIPH MTPOGDMIAKTUICCKIX
OCMOTpaXx WIH MO IMIOBOIY COIMYTCTBYIOIIEH matojoruu. Ha-
yajbHbIe KIMHIYecKue nposiBiieHust [IM® He umelor ma-
TOTHOMOHUYHBIX CHMIITOMOB U CKJIaIbIBAIOTCS U3:

* CHHIpPOMAa OITYyXOJICBOM MHTOKCHUKAIINU — IIPOrpec-
cHpYIoIIasi cJ1adoCTh, HE BCETIa COOTBETCTBYIOIIAS CTEIIe-
HU TSDKECTU aHeMUHM, CHIDKCHUE aIlleTuTa, IoTepsI Beca,
cyodeOpubHas TeMIiepaTypa, MOTIMBOCTh, 00U B KO-
CTSIX, CyCTaBaX, KOXHBIN 3YII, YXYOIICHUE TEYCHMS COITYT-
CTBYIOILIMX 3a00eBaHuil. [Ipu3Haku fTaHHOTO CUHApPOMA
MOXXHO BBISIBUTH IIPM BHUMATEJIBHOM cOOpe aHaMmHe3a
y OOJILIIMHCTBA OOJIbHBIX;

* CHHIpOMa OITyXOJIeBOM Ipommdepanun — 001
1 9YYBCTBO TSDKECTHU B JIEBOM OOKY, CBSI3aHHBIE C YBEIMIC-
HHEM Pa3MepOB CeIe3eHKHN, KOTOPOE MOXKHO OIIPEIACTUTh
MpY MAJIBIIATOPHOM McciieqoBaHuM 6osee yeM y 90 % 6oib-
HbIX. Hepeako oOHapyXuBaeTcsl TaKKe yBeJIUUeHUe pa3-
MepoB rnedyeHu. [Ipu pnurenbHOM TedyeHUH 3a00J1eBaHUS
0Yaru 3KCTpaMeIyJUIIPHOTO KPOBETBOPEHUS BBISIBIISTIOTCS
B JIMM(paTUICCKIX y371aX, 03Ke B MATKUX TKAHSIX KOHEY-
HOCTEU U Ip.;

* QaHEeMUYECKOro CHUHApoMa — o0lIasg cJiaboCTh,
ONBIIIIKA, CHUKEHHME TOJICPAHTHOCTU K (PU3NUECKOM Ha-
rpy3ke, 0JIeTHOCTb KOXU U CIM3UCTBIX 000JIOUEK, Taxu-
Kapausi, yXyalleHne TeIYCHHUS CepAeIHO-COCYINCTBIX 3a-
0oJIeBaHUI;

* TPOMOOTHUYECKUX OCIOXKHEHUIA — TPOMOO3bI I TPOM-
005M00JIMY COCYAOB pa3IUYHbIX OPraHOB U TKaHEel, KO-
TOpBIE MOTYT BO3HUKATh HaXe MpU OECCUMIITOMHOM
teyeHuu [IM® u HepeaKo cyKaT MOBOJOM K 00CIen0-
BAHUIO ¥ YCTAHOBJICHUIO IUArHO3a;
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* MH(hEKIIMOHHBIX OCIOXHEHMI — pa3BUTHUE OIIIOP-
TYHUCTUYECKMX WJIN 00Jjiee TSKEIoe TeYCHHE OOBIYHBIX
MHEKINI;

* TeMOPParn4ecKoro CHHAPOMa — KPOBOTOUUBOCTb,
MeTeXUH, KPOBOUIMSHUST — MOXET IPOSIBIIATHCS KaK IIPU
TPOMOOIIUTOIIEHNH, TaK 1 IIPU TUIIEPTPOMOOIIUTO3E 1 BTO-
puuHOM Aedunure pakropa BunnedbpaHma B ¢BA3M C 110-
CTOSIHHOM JMCCEMUHMPOBAHHOM arperauueii TpoMooLu-
TOB. [lpuunHOI reMopparudyeckux IpOsIBJIEHUNA MOXKET
OBITh M KOATYJIOIIATHSI BCICACTBUE HApYIIeHUsI (GYHKIIMHI
IIeYCHU U Pa3BUTHUS IMOPTATbLHOM TUIIEPTCH3UMN.

Jeo6rot [IM® 06bvHO HabMOmaeTcs B Bo3pacte 50—
60 et [5, 7, 9, 10]. 2KanoGel B Havase 3a001eBaHMs 1100
OTCYTCTBYIOT, 1100 CBSI3aHHBI C IOSIBJIEHUEM OO0JIeii B KO-
CTAX, TIPOSIBIICHUSIMU TeMopparndeckoro cuaapoma. Ce-
JIe3eHKa, KaK IpaBWJIO, YBeJIW4yeHa, IuioTHas. Hepeako
HaOJIoAaeTcs TakKe yBeJIrudyeHue pasMmepos reyeHu. [1pu
peHTreHorpacun TPyoJIaThIX KOCTEH BBISIBIISTIOTCSI CKIIE-
POTUYECKIE N3MEHEHMS KOCTHOIM TKaH!, COYETAIOIIECS
WHOTIA C 09araMM OCTEOHEKpOo3a.

B ananuzax KpoBM ypoBeHb I'éeMOIJIOOMHA B Hayajie
3a00J1eBaHNSI HOPMAJIBHBI WJIM HECKOJBKO ITOBBIIICH.
AHeMMs1 pa3BUBaeTCsl OObLIYHO B TEPMUHAAbHOM CTagun
3a00yIeBaHUS WJIM OOYyCJIOB/IEHAa reMojin3oM. B mepude-
PUYECKOI KPOBU IPAKTUUIECKU BCETIa OOHAPYKUBAIOTCS
HopMoOaacThl. YKUCI0 JTeMKOLIMTOB HA BEpXHE I'paHULIe
HOpPMBI WJIM YMEPEHHO MOBhIIeHO. B neiikouuTapHoit
¢dopMyIie oTMeUaeTcs CABUT 10 MOJOIBIX (DOPM HEHTPO-
¢unos. KomuectBo TpOMOOIIMTOB, KaK MPABUJIO, TTOBBITIIE-
Ho, gocturas nogdyac 1000 x 10°/1 u Gosnee ¢ MOSIBICHUEM
B IepuepruIecKoil KPOBU OCKOJIKOB MEraKapHOIIMTOB
Y TUTAHTCKUX (DOPM TPOMOOIIUTOB.

CrepHaIbHBIM ITYHKTAT YaCTO OKA3BIBACTCS «CyXUM»
WIN 3HAYUTEIBLHO pa3BeleH IeprucepryecKoil KPOBBIO.
B tpenanoGuonTare HabII0HASTCS TUIIEPILIA3Ks BCEX POCT-
KOB MUEJIOMIHOTO KPOBETBOPEHUS — IPAHYIOLUTAPHOTO,
SPUTPOMITHOTO 1 METaKapHuOLIMTAapHOTo. IpaHysI011033 mpem-
CTaBJICH 3pPEJIbIMU WJIM CO3PEBAIOIIMMHU KJIETKAMHU — ITa-
JIOYKOSIACPHBIMU, CETMEHTOSIIEPHBIMU HEHUTpOpIIaMu,
MeTaMHEeJIOIUTaMK, MUCJIOLIUTaMU. MerakaproLMTOII033
YCHIICH U XapaKTepU3yeTCsT HaJTMIMEM CKOIUICHUIT Mera-
KapHOLIMTOB B oyarax (uOpO3HOI TKAHU C OTYCTIMBBIMU
JeTeHepaTUBHBIMY ITPU3HAKAMU ITMKHO3a 1 Ie(opMaiiin
siep ¥ MUKpOTeHepaleil KieToK. B rucromormyeckumx
IperrapaTax KOCTHOTO MO3Ta, HapsIoy ¢ y9acTKaMM TUIIep-
I1a3UPOBAHHON KOCTHOMO3IOBOII TKaHU, OOHApyXKuBa-
10TCsI ovary pndpo3a, yBeINIMBAIOIIECS B IMHAMMKE 10
ITOJTHOTO 3aMelleHus ¢pudpo3Hoit TkaHblo. [1pu muroxm-
MHYECKOM MCCIICTOBAaHNN YPOBEHb aKTUBHOCTH IIEJIOYHOM
¢docdarazer HeHTPOGDIITOB OOBIMHO MOBBIIIEH [5, 7—9, 24, 25].

C menpo BepubUKaIluy UarHo3a «IIePBUYHBIN MHUC-
J10UOpPO3» MeKAYHApPOIHOI padoueil rpymnmoii B 2007 1.
pa3paboTaHbl TUATHOCTUICCKUE KPUTEPUU, YTBEPXKICH-
Hble BcemupHoii opranuzanueii 3apaBooxpaneHust (BO3)
U IIIMPOKO MCITOIB3YIOIMMECS B HACTOSIIEE BPeMsI IIJIST TI0-
CTAHOBKM 3TOTo auarHo3sa [26, 27]. Kpurepun pasnmens-
I0TCSl Ha OOJIbIIIME U MaJIbIE.

bonbiuine kpurepuu:

1. I1pomueparisi MerakaproIUTOB C IIpU3HAKaAMU
ATUMUH B COYCTAHUM C PETUKYJIMHOBBIM 1/WJIN KOJIIare-
HOBBIM (prOGpo30oM (ITpu OTCYTCTBUU (PHOPO3a N3MEHEHUS
MErakapuoLUTOB COMPOBOXIAIOTCH MOBLILIEHHOM Kile-
TOYHOCTEIO, ITpoIudepalineit rpaHyI0IIUTOB, YACTO CHU-
KEHUEM DPUTPOII033a).

2. He cootBeTcTByeT Kputepusm BO3 mis nnarHocti-
K1 XpOHMYECKOTO MUEJIOIENKO3a, UCTUHHOM MOJIMIIUTE-
MW, MHUEJIOAUCIUIACTUYECKOTO CHUHAPOMA WU IPYIUX
MUeIoNpordepaTUBHBIX HOBOOOPa30BaHUIA.

3. Oonapyxenne JAK2V617F wim npyrux KiOHaIb-
HBIX MapKEPOB WJIM OTCYTCTBUE IIPU3HAKOB PEaKTUBHOIO
muenodpudpo3a.

Majble KpUTepuu:

1. JIeitkoapuTtpobacTo3 repudepruueckoil KpoBU.

2. I1oBeIIIeHNE YPOBHS JIAKTATACTUAPOTSHA3HI.

3. AHemus.

4. [ManpnupyeMasi CIUICHOMET M.

JI71s1 ycTaHOBJIEHHS JUATHO3a «[IEPBUYHBIN MUETO(DU-
0p03» HeoOXOMMMO Hanmuyue 3 OOJNBIINX U He MeHee 2
MaJtbIX KpuTepues [26, 27].

ITocne OTKpbITUS MATOTeHETUYECKOM PO MyTaLyit
BreHe CALR, B 2014 1. ObI1 IpOBEACH ITIEPECMOTP IUATHO-
CTUYECKUX KPUTEPHUEB, COCTABJICHBI ITPEIIOXKEHUSI IT0 HO-
BBIM KpuTepusiM nuarHoctuku [TM®, Haxonsiumecs B Ha-
crosuiee Bpemsa Ha paccmorpeHnu BO3 [14]. B HoBoit
pedakuuu nuarHoctudeckue kpurepuu ITM® cocrosT
13 3 GONBIINX U 3 MaJIBIX KPUTEPUEB.

bonbiuine kpurepuu:

1. I1pomuepariist MerakaproILUTOB C IIpU3HAKaAMU
ATUMUH B COYCTAHUM C PETUKYJIMHOBBIM 1/MJIN KOJIIare-
HOBBIM (DprOpo30oM (ITpy OTCYTCTBUU (PUOPO3a M3MEHEHUS
MErakapuoLUTOB CONPOBOXIAIOTCH MOBLILIEHHOM KJle-
TOYHOCTBIO, ITpoIudepalreil rpaHyI0IIUTOB, YaCTO CHU-
JKEHUEM DPUTPOII033a).

2. He coorBercTByeT Kputepusm BO3 s amarHoctu-
KM XpOHUYECKOTO MUEJIONIENKO3a, MCTUHHOM MOJIMIIUTE-
MW, MHEJIOAUCIUIACTUYECKOIO CHUHAPOMA WU IPYIUX
MUeIoNpoardepaTUBHBIX HOBOOOPa30BaHUIA.

3. O6Hapyxenue mytauuii B reHax JAK2, CALR vin
MPL.

Majble KpUTepuu:

1. Hamnune KIOHANIBHBIX MapKepoB (Hampumep,
abeppaHTHOIO KapMOTHUIIA) WM OTCYTCTBHE IPU3HAKOB
peakTUBHOTO (h1OpPO3a KOCTHOTO MO3ra.

2. Hammune aHeMuy WIM TIAJIBIIMPYEMO# CITIEHOME-
TaJINHN.

3. Hammuue neitkoaputpobiiacto3a nepudepudecKoi
KPOBU WJIM TIOBBIIIICHWE YPOBHSI JIAKTATIETUAPOTeHA3bI
KPOBHU.

st BeprbMKaImy 11arHo3a «IepBUIHBIN MUeT0hH-
Opo3» MO BHOBb pa3pabOTaHHBIM KPUTEPUSIM TpeOyeTcs
MTOATBEPKIeHYE 3 OOJIBIINX KPUTEPUEB I ITIEPBOTO 1 BTO-
pOTro OOJIBIIIMX KPUTEPHEB 1 BCEX 3 MaJIbIX KpuTepues [14].

KpaeyronmpabiM KaMHeM quarHocTnku [IM® sBistet-
CsI TUCTOJIOTMYECKasl OLIEHKA CTeIeH! (hrOpo3a KOCTHOTO
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MO3ra, IIPOBOIUTH KOTOPYIO II€JeCO00pa3Ho IO IIMKaje
EBpomnelickoro KoHceHcyca matToMopgoJI0TroB, IIpeICcTaB-
JIeHHOI Hke [28]:

* MF-0 — penxue BoJOKHa peTUKY/IMHA 0e3 Tepece-
YEHUIA, COOTBETCTBYIOIINE HOPMATEHOMY KOCTHOMY MO3IY;

* MF-1 — HerioTHAs ceTh PeTUKYJIMHA C MHOXECT-
BOM IIepeCcedeHNIi, 0OCOOEHHO B ITEPUBACKY/ISIPHBIX 30HAX;

* MF-2 — nuddy3Hoe yBeTndeHNe TIIOTHOCTH PETH-
KyJINHA ¢ U30BITOYHBIMU TIepecedeHUsIMU, U3peaka ¢ ¢o-
KaJbHBIMM OOpa30BaHMSIMHM KOJUIareHa W/Win (poKaylb-
HBIM OCTEOCKIIEPO30M;

* MF-3 — nuddy3Hoe yBeandeHne TIIOTHOCTH PETH-
KYJIMHA ¢ M30BITOYHBIMHU TIEPECEUYSCHUSIMU C ITydKaMU KOJI-
JIareHa, 9acTO CBSI3aHHBIMU CO 3HAYUTEIBHBIM OCTEOCKIIE-
PO30M.

MukpodoTtorpadun KOCTHOTO MO3ra, COOTBETCTBYIO-
IIME pa3INYHBIM CTeTICHSIM Mueopruopo3a, mpeacTanie-
HbI Ha puc. 1.

B reuenuu [IM® Boigensor 2 (asbl: XpOHUYECKYIO
¢as3y 1 TepMUHAJIbHYIO (pa3y 61acTHON TpaHCchOpMalInH,
WM 6nactHeI Kpu3. 1o rucTonornyeckoit xapakrepu-
CTHKE B 3aBUCUMOCTH OT CTeTICHU BBIPaXKEHHOCTH (hHOPO-
3a KOCTHOT'O MO3Ta BBIAESIOT IMpe(UOPOTUIECKYIO U (Pu-
OpO3HYIO CTaAWU 3a00JIeBaHMS.

IIM® moxxeT ObITh BBISIBJIEH Ha JIIOOOM 3TaIle CBOEro
TeueHus1. XpoH4ecKas (pa3a aBisieTcsl Ha9aJlbHOM cTaan-
eit [IM® u auarHocTupyeTcs y 6ombinHcTBa (6osee 90 %)
BIIEpBbIE BBISIBJIEHHBIX 00JIbHBIX. Hanbosee yacto BcTpe-
YaONIMMUCI CUMIITOMaMU XpOHUYECKOM (a3bl 3a00J1eBa-

T SR

HUS SIBJISIIOTCS MIOBBILICHUE TeMIIepaTyphl Tejla, IoTeps
Macchbl Tejla, HOUYHbIE IIOThI, YBEJIMYEHUE pa3MEPOB Celle-
3¢HKU U I€YEeHU, JEHKOLMTO3, HAaIu4re HOpMOOIaCTOB
B nepudepudecKoil KpoBU, CABUT B JISUKOLIMTAPHOU (pop-
MyJie BIEBO 10 MOJIOABIX (hopM HevTpodwnos [7, 25]. dna-
THOCTUYECKUM KpUTEpHEM 0siacTHOro Kpusa npu [IMOP
SIBJISICTCSI HAIM4YKe B iepudepryecKoil KpOBU WIK B KOCT-
HOM Mo3re > 20 % 61aCTHBIX KJIETOK.

151 u3ydeHust BEPOSITHOM ITPOAOKUTEIBHOCTH K13~
Hu 60sbHBIX [TM® B 2009 1. ipemtoxeHa MexayHapo-
Has rporHocTudeckas cucrema (International Prognostic
Scoring System, IPSS) [29], Bkimtouaroriasi B ce0st (haKTOpBHI,
JIOCTOBEPHO BJIUSIIOILNE HA BBLKMBAEMOCTb OOJIbHBIX: BO3-
pacT, ypoBeHb reMOIJIO0MHa, IIPOLICHT 0JIACTOB B TTIepude-
PUYECKOU KPOBU Y HAJIMYME CUMIITOMOB OITyXOJIEBOM MH-
TOKCHUKALMU. B MPOrHOCTUYECKOI CUCTEME UCIIOIb3YeTCS
OaJulbHAasI OLICHKA, [Ie KaKIOMY U3 IPU3HAKOB IPUIIKMCHI-
BaeTcst 1o 1 Oammy. MexayHapoaHasi TTPOTHOCTUYECKast
mkana (IPSS), mo3Bosstioniast mpenckasath BepostHyo OB
B MOMEHT IIOCTAHOBKY AXArHo3a, IpeacTaBieHa Ha puc. 2.

B 2010 1. cucrema IPSS 6n11a MoguduumpoBaHa
F. Passamonti et al., onu npucBomm 2 6amia ¢pakropy
ypoBHs reMornioonHa meHee 100 r/i1 BMecTo 1 6amia. Bei-
Jla TaKKe M3MEHEeHa Kiaccu@uKaius o rpyiinaM pucka
COOTBETCTBEHHO OajiiaM:

* () 6aJjIOB — HU3KUII PUCK;

* 1 unu 2 6anna — IPOMeEKyTOYHBIN-1;

* 3 unn 4 — MPOMEXYTOYHBIN-2;

* 5w 6 6a/UTOB — BHICOKMI PUCK.

Puc. 1. Mukpogomoepaghuu kocmrozo mo3ea, coomeemcmeayoujie paiu4Hvim cmeneHam wikansl Eeponeiickoeo koncencyca namomopghonoeoe (a — MF-0;

06— MF-1; 6 — MF-2; 2 — MF-3). Ilo J. Thiele et al. [28]

2°2015 « Tom 10
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« International Prognostic Scoring System (IPSS)
— BO3pacT > 65 net
- remorniobuH > 100 r/n
— nlenKouuTbl > 25 X 10°/n
— 6nacTbl B neprdepmryeckon Kposu > 1 %
— CUMMTOMbI OMYXOJEBOMN MHTOKCMKALM

(KOHCTUTYLIMOHaNbHbIE)
0 — HU3KMI OB 11,3 ropa
1 — NPOMeXXyTOUHbIN-1 OB 7,9ropa
2 — NPOMEXKYTOUHbIN-2 OB 4,0 roga
> 3 — BbICOKMN OB 2,3 roga

Puc. 2. Onpedenenue epynn pucka IIM® — cucmema IPSS [29]

MomuduipoBanHasi cucrema Dynamic IPSS (DIPSS)
crocoOHa MpeAcKa3bIBaTh PUCK TpaHC(HOpPMAaILK B JTI000i
MOMEHT II0ACYeTa, a He TOJIbKO IIPU YCTAaHOBJICHUU IHa-
rao3a [30].

IMocnenyrommii aHaIN3 MHOTOIIEHTPOBBIX ITaHHBIX
nokasai, 4ro He3aBucuMbIMU OT IPSS u DIPSS nporno-
CTUYEeCKMMM (paKTOpaMU BEIKMBaeMOCTH 00JbHBIX [TM @D
TaKXe SIBIISIOTCSI 3aBUCUMOCThD OT reMoTpaHcdyauii [31],
TpoMboLToneHus Menee 100 x 10°/1 [32] u uuTOreHeTH-
JecKre aHOMaIuM (M30JMPOBaHHBIC WM 2 HapyIICHUS
+8, 7/7q, i(17q), inv(3), 5/5q, 12p wim mepecTpoiika
11923, xomriekcHbli Kapuotumn) [33]. C yyeToM 3THX
nmaHHbBIX N. Gangat et al. cucteMa cTpaTidUKaLIMK ObLIa
JTOTIOJTHEHA XapaKTepUCTUKOM KapruOTHIIa, YPOBHEM TPOM-
00OLUTOB 1 TPaHC(HY3MOHHBIM CTaTYCOM M alipoOHUpoBaHa
Ha 793 naumenTax [34]. HoBas cucrema cTpatruduKaiiym,
rmojay4yuBInas HammeHoBanue DIPSS+, mo3Bosumia mpo-
THO3UPOBaTh He ToJabKo OB, HO 1 Bpems 10 da3wl 6iacT-
Hoi1 TpaHchopMmauru. BHOBh BBEACHHBIC MOITOJTHEHUS
K npenpiayieit cucreme IPSS mpencrapieHsr Ha puc. 3.
Kitaccudukaius 1mo cTerneHu pucka COOTBETCTBEHHO OaJl-
snam 1o cucteme DIPSS+ cnenyromast:

* 0 6amioB — HU3KUIT PUCK;

* 1 06ann — npoMeXyTOUHBbIN-1;

* 2w 3 6amia — IPOMeXYTOUHBIN-2;

* 4 6amna unu 60Jiee — BBICOKUIA PUCK.

Jlng obneryeHus moacdeTa B Ta0J. 1 1 2 mpUBeACHBI
cucteMmsl IPSS, DIPSS u DIPSS+ ¢ ykazanuem 0aibHOM
OLICHKU IIPU3HAKOB.

B cBs131 ¢ HaKOIICHHEM TaHHBIX O IIPOTHOCTUIECKOM
POJIM MOJIEKYISIPHO-TE€HETUISCKIX HAPYIICHWM TSI BBI-
kuBaeMocTy 60bHBIX [IM®, B 2014 1. 66112 pa3paboTaHa
MexmyHapoaHasi MyTallMOHHAsI IIPOTHOCTUYECKAsT IIIKaja
(Mutation-Enhanced International Prognostic Scoring
System, MIPSS) [35]. JlanHas mikaia ob0jamgaeT JIydIeit
CITOCOOHOCTHIO TI0 CPABHEHUIO C ITPEABIIYIIMMU IIKATaMU
B onpeneneHur OB u GecrporpeccBHO BBLKUBAEMOCTH
pu [IM®. MeTtonuka orpeneIeHusI IporHo3a o JaHHO!
IIIKAJIe ¥ €TO Pe3YJIBTaThI IIPEACTaBICHBI B Ta0. 3 u 4.

» Dynamic International Prognostic Scoring
System plus (DIPSS+)

— 3aBWCMMOCTb OT reMoTpaHchy3uin

- TpombouuToneHns < 100 x 10%/n

— HEGNAronpPUATHBIN KapuoTUn (M30INPOBaHHbIE
nnn 2 Hapywenwua +8, 7/7q, inv(3), 5/5q, 12p
nnv nepectporka 11923, KOMMNEKCHbIN KapnuoTum)

0 — HU3KNIN OB 15,4 rona
1 — NPOMeXXyTOUHbIN-1 OB 6,5 roga
2-3 — npomexyTouHbii-2 OB 2,9 ropa
> 4 — BbICOKMN OB 1,3 roga

Puc. 3. Ipynnot pucka IIM®D — cucmema DIPSS+ (Oonoanenus k cucmeme
IPSS) [34]

Ta6mma 1. [Todcuem puckos no cucmemam cmpamuguicayuu IPSS
u DIPSS [30]

Koimuectso 6a10B
10 CHCTeMe

IIpusnak cTpaTuduKanum pucka

IPSS DIPSS
Bospacr crapiiie 65 et 1 1
YposeHb remorioounHa < 100 r/n 1 2
YpoBeHb JIeHKouToB > 25 x 10°/1 1 1

BrnacTsl B mepudepuieckoit KpoBu
paBHBI WK cOCTaBIsIIOT 6osee 1 %

Hanuuure cuMnToMOB OITyX0JIeBO
MHTOKCUKALIMU

Tabmuua 2. [lodcuem pucka no cucmeme cmpamuguxayuu DIPSS+ [34]

KonmuecTBo 0a/u10B
1o cucTemMe crparuu-
KalMK PUCKa

IIpusHak

Ipynma pucka mo DIPSS

HU3KUI 0
TPOMEXYTOUYHBIi- 1 1
TIPOMEXYTOYHBI-2 2
BBICOKMI 3

3aBUCHMOCTb OT FeMOTpaHCchy3mit™ 1
VYpoeeHs TpombouuToB < 100 x 10°/1 1

Heo6naronpusaTHbIN KaproOTHUIl (M30JIMPO-

BaHHBIe Wiy 2 HapyuieHus +8, 7/7q, i(17q), 1
inv(3), 5/5q, 12p i nepectpoiika 11q23,

KOMILIEKCHBII KapUOTHIT)

* — 3a6UCUMOCTb OM 2eMOMPAHCY3ULl Onpedensiemcs KAk Haauyue
anemuu, mpeGyioweli mpaHc@y3uu Uiy nepesusanus SpUmpoyumcooep-
ocaujux cped no noody IIMP 6 anamuese.
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Ta6muna 3. [Todcuem pucka no cucmeme cmpamugurayuu MIPSS [35]

KosmuecTso 6an1oB

IIpu3nax 110 CHCTEeMe CTPaTH-
cukanum pucka

Bospact crapme 60 e 1,5
CUMITOMBI OIYX0JI€BOM MHTOKCUKALIUU 05
(KOHCTUTYITMOHATHHBIE) >

Temorno6uH < 100 r/a 0,5
Tpom6Gouuter < 200 x 10%/1 1,0
TpoiiHOi1 HeraTUBHBII CTaTyC (OTCYTCTBUE 15
myTauuii B reHax JAK2, CALR, MPL) >

Myrauuu B reHax JAK2 viiiu MPL 0,5
Myraiuu B reHax ASXL I vimu SRSF2 0,5

Tadmmna 4. Onpedenerue npoeHosza no cucmeme cmpamugurayuu MIPSS [35]

PUCK 110 CHCTeMe OTHOCHTETBbHBII
e T Kommuect- Meanana  pUCK CMepTH MO OT-
p MIPSSM B0 0aioB OB, rompl  HOIIEHHIO K rpymine
HHM3KOr0 PHCKa
Huskwmit 0-0,5 26,4 1,0
TTpoMeXyTouHbIii- 1 1,0—1,5 9,7 4.7
I[Mpomexyrounsiii-2  2,0—3,5 6,4 9,9
Bricokuii 4,0 u 6oee 1,9 36,5

JlaHHas 1iKana o0JjiagaeT caMoil BEICOKOI CTEEeHbIO
IpeaCcKa3yeMoCTH, IpocTa B moacuere. OOciIemoBaHue
0ONBLHOTO I ompenesieHus pucka mno mkamre MIPSS
He TpeOyeT MHBAa3MBHbLIX MPOLEAYP — JOCTAaTOYHO cOopa
aHaMHe3a W B3STUS IPOO KPOBU, IIPU STOM CJIEIYeT OTME-
TUTD, YTO TIPOOBI KPOBU TSI MOJICKYISIPHO-T€HETUYECKOTO
HCCIIEIOBAHMUS MOTYT XpaHUTLCA IIPH TEMIIepaType ot +4
1o +8 °C B TeueHMe JIUTEILHOTO BpeMeHU (10 2 Hex),
YTO 00JIerJaeT UX IOCTaBKY IS aHaIM3a.

CoGcmBeHHble AaHHbie

[Ipu HanmMcaHUM CTaThX OBLT ITPOAHATM3NPOBAH OIIBIT
IMArHOCTUKU U jedeHus 315 6onbHbIX [IM®, cocTosB-
mux noxa HabmoneHueM B Poccuiickom HWUU remarodio-
M U TpaHcdy3noaoruu, B ToM yucie 204 XeHIIUHBI
u 111 myxamH (cooTHOIIeHHE 110 mojry — 2:1). ExxeromHast
nepBuyYHast 3aboneBaeMocTh B CaHkT-IleTepOypre Koe-
6amack ot 0,72 no 1,56, B cpeanem 1,06 Ha 100000 Ha-
ceneHsI. MennaHa Bo3pacTa HA MOMEHT YCTaHOBJICHUSI
nuarHosa cocraBuia 61,8 (16—83) roma. KnmHuueckue
MIPOSIBICHUS 3a00JIeBaHUS M X YaCTOTa HA MOMEHT yCTa-
HOBJIEHUMS IMarHo3a MpeacTaBieHbl B Ta0. 5.

Pacnipenenenmne 60JbHBIX IO CTETICHU BBIPAXKEHHOCTH
¢nbpo3a KOCTHOTO MO3Ta I10 pe3yJIbTaTaM ITMCTOJIOTNIe-
CKOT'0 UCCIIeIOBaHUS TPEMaHOOMOIITATOB ObLIO CJISIYIOIIM:

* 0 6anmnoB — npedubdpoTUUecKas cTaaus Hadroaa-
nachy 83 (26,7 %) GOJIbHBIX;

Tabmuna 5. Kiunuueckue nposienenus [IM® na momenm ouasnocmuxu
3aboneeanus

CumMnrombl Yacrora, % (KOIMYECTBO CIy4aeB)

AHemus 39,3 (124)
Jleiiko1uTo3 80 (252)

Tpombo1nTo3 69,5 (219)
JleiikonieHus 4,4 (14)

TpombGo1uTONEHUS 10,2 (32)
CruieHoMeranus 71,4 (225)
OrnyxosieBasi MHTOKCUKALUS 33,3 (105)
Tpom603b1 25,4 (80)
[TopranpHas runepTeH3ust 5,1 (16)

KDOBOTG‘{CHI/ISI 13 BApUKO3HO
paclIMpE€HHBIX BEH MUIIEBOAA

1,6 (5)

* 1 Gajn — peTUKYJIMHOBBIN Gubpo3 y 63 (20,0 %)
MaLMEHTOB;

+ 2 Dajta — OYaroBbIil KOJIJIAreHOBLIN (Guodpo3 y 94
(29,2 %) GOJIbHBIX;

* 3 0amna — nuddy3HbBIN KOUIareHOBBIN (rdpo3y 75
(24,2 %) naLueHTOB.

LluToreHeTryeckoe UCCaeAOBaHUE KJIETOK KOCTHOIO
MO3Tra OBUTO BBIMIOJIHEHO Y 76 601bHbIX. HOpManbHBIM Ka-
PUOTUII U3 HUX OOHApykeH y 55 (72,4 %); MUTO30B He Obl-
J10 mosmy4eHo y 6 (7,9 %) mauuenToB. LlutoreneTnyeckue
aHOMaJIuu BbisiBiIeHbl y 15 (19,7 %) GosbHBIX. XapaKTep
TeHeTUYeCKUX abeppaliuii ObLI pa3HOHAMpPaBJIeHHbBIM, 00-
HapyXMBAJIMCh KaK CTPYKTYPHBIE, TAK ¥ KOJIMYECTBEHHBIE
HapylleHus KapuoTuia. KoMIUIEKCHBII KApUOTUII ITPU 3TOM
OBL BHISIBJICH Y 2 OOJIBHBIX.

MoekyasipHO-TeHETUYEeCKIE UCCIeI0BaHUs Ha Ha-
Jmune Mytatmu JAK2V617F ObU10 BHIIONIHEHO Y 69 GOJIbHBIX.
Myraiwist rena JAK2V617F Obuia BeisiBieHa y 47 (68,1 %) na-
LIMEHTOB.

Crparudukanms 60abHEIX IIM® 110 TpyImaM pucka
npeacTaBieHa B Ta0JI. 6.

Hecarunernsiss OB 6ompHbix [IM® cocraBuna 44,4 %
¢ meauaHoii 7,6 rona. I[IporpeccupoBanue 6oJie3Hn B a-
3y GJIACTHOIO Kpu3a 3a BpeMsl HaOMIOAECHUS IIPOU3OLILIO0
y 18 (5,7 %) GonbHbIX (MeAMaHA OT IIOCTAHOBKY AUArHO3a
JIo 6yracTHoO# TpaHchopmanu — 5,1 roga).

Jleyenue GonbHbIX nepBu4HbLIM Muenoubpo3om

Lenwio Tepanuu 60abHBIX [TM® gBnsieTcs cnepXKu-
BaHME TIPOTPECCUPOBAHUS 3a00JI€BaHUS 1 KyIIMPOBaHUE
€ro CHMIITOMOB IJISI YAYYIICHUSI Ka4eCTBa KU3HU 0O0JIb-
HbIX. Tepamus xponudeckoit ¢assl [IM®P npoBoauTcs,
KakK IIPaBWJIO, C IOMOIIBIO IINTOCTATHYECKUX JIEKApPCTBEH-
HBIX TIPEIIapaToB WIM IIpernapaTtaMyu HHTepOEepOHOB B BU-
JIe MOHOTEpaIIMy WX MX COYETAHHOTO MCIIOJIb30BaHUS.
B daze 6macTtHOro Kpmsa jie4eHHUE OCYIIECTBIISACTCS IO
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Tabmuna 6. Pacnpedenenue 6oavhvix no epynnam pucka no cucmemam IPSS, DIPSS, DIPSS+

Yuciio 001bHBIX, 1 (%) N0 rpynnam pucka

Cucrema crpaTuduxanum

HU3KUI MPOMEKYTOYHBIH- 1 MPOMEKYTOYHBII-2 BBICOKHIA
IPSS 85 (27,0) 121 (38,4) 45 (14,3) 64 (20,3)
DIPSS 85 (27,0) 147 (46,7) 58 (18,4) 25(7,9)
DIPSS+ 81 (25,7) 113 (35,9) 82 (26,0) 39 (12,4)

IIporpaMMaM TepaITii OCTPBIX JIEHKO30B C y4ETOM BO3pa-
CcTa 1 KOMOPOUIHOCTU OOIbHBIX. 1151 KymMpoBaHUs aHe-
MHU TIPOBOISTCS MEePeTUBAHUS 3PUTPOILIUTCOICPKAIIINX
cpen. I1pu HaTMYMKU TPOMOOLIMTONIEHMH C PUCKOM pa3BU-
THS XXU3HEYTPOKAIOIINX KPOBOTEUSHUI IIPUOETAIOT K TIe-
peMBaHUIO TPOMOOLIUTHOIO KOHIIeHTpaTa. JInam moxu-
JIOTO BO3pacTa C CePAeIHO-COCYIUCTHIMU 320016 BAHUSIMU
JIOJDKHA TPOBOIUTHCS COOTBETCTBYIOIIAs Tepanus. MH-
(eKIIMOHHBIE OCTIOXKHEHMST, YaCTO BO3ZHUKAOIINE Ha (O-
He JIEIKONEeHUU, TPeOYIOT aKTUBHOM IMMPOTUBOMUKPOOHOMI
Teparmu.

Jlo okoHYaHMSs1 00CaeA0BaHUS TTPU TTEPBOHAYAIbHOM
ITOCTAaHOBKE TUArHO3a IIsT KOPPEKIINN JISUKOILITO3a U TPOM-
0o1mTOo3a, 0COOEHHO Ha (DOHE CIUICHOMET I, UCITOJIb3Y-
etcs ruapokcukapoamun (Iopea) B moze 10—40 mr/xr/cyT
B 3aBUCHMOCTH OT YPOBHSI JICHKOIIUTOB M TPOMOOIIUTOB.
ITocne onpenenenus rpymmbl pucka [IM® nomkHa mpuMe-
HATHCS CHELMATbHAs afanTipoBaHHas Tepamist [7, 8, 25, 36].

OcHOBHBIMHU (haKTOpaMHM, BIUSIIOIIMMU Ha BLIOOp Ba-
pUaHTa JICYCHUS, ABJISTIOTCS CIIeIYIOIINE:

+ rpyma pucka (o cuctemam [PSS, DIPSS, DIPSS+,
MIPSS);

* HaJIMIME U CTEIICHb BRIPAXKEHHOCTH KOHCTUTYIIMO-
HaJIBHBIX CUMIITOMOB M CIUICHOMETAJINH;

* BO3pacT OOJIBLHOTIO;

* HaJImuue coBMecTUMBIX T10 cuctemMe HLA noHopoB
1 BO3MOXHOCTDH BBIITOJTHEHHUS aJUIOTEHHOI TpaHCILIaH-
Taluu KOCcTHOTo Moara (auto-TKM) (reMomnosTudeckux
CTBOJIOBBIX KJIETOK).

B o0111eM Buae peKoMeHIyeMblil aITOPUTM JIEUeHUS
6osbHBIX [TM® npusenen Ha puc. 4 [7, 36].

CnenyeT yaecTh, uyTo ajuto-TKM (TreMonosTndecKux
CTBOJIOBBIX KJIETOK) C y4eTOM Bo3pacTta 601bHBIX [IM®,
COITYTCTBYIOIIMX 3a00JIeBaHUI U pUCKa IMOCTTPAHCILIAH-
TAIIMOHHOM JICTAIBHOCTH MOXKET IIPUMEHSTHCS Y OTPaHM-
YEHHOT'O YHMCJia MallMeHTOB, KOrJa PUCK BO3HUKAIOIIUNX

OnpegeneHve rpynmbl p1ucka

y L

IPSS, DIPSS, DIPSS+, MIPSS

Huskun punck
MpomeXXyTouHbIn-1 prck

[MpomMeXXyToUHbIN-2 pUCK
Bbicokunii puck

y

{ Bo3pact < 45 net ]

v

HabniogeHne Anno-TKM
DpPUTPOMNOITHHbI, DpUTPOMNOITHHbI,
aHAporeHbl (aHemusA) aHAporeHbl (aHemusA)
MoHoxumuoTepanua LintopepykTrBHasA Tepanus
(nenkounTos, (nenkounTos,
cnieHomeranus) crnyiieHomeranus)
[noKokopTKOMabI [noKokopTMKOMabI

(onyxoneBaA NMHTOKCMKaLNA)
WHrmbutopbl AHyCcKMHa3

(onyxoneBaA NMHTOKCMKaLMA)
NHrmbutopbl AHyCcKMHa3

npun cnneHomeranmn MMMyHOMO,D,yHﬂTOpr
n/nnn [eMOKOMMNOHEHTHaA
OI'IyXOJ'IEBOVI MHTOKCUKaUnn Tepanua

Puc. 4. Aneopumm aeuenus 6oavroix [IMD [7, 36]

!

{ Bo3pacT 45-65 net

v

Anno-TKM
(HemnenoabnaTneBHas)
DpUTPOMNOITHHbI,
aHaporeHbl (aHemus)
LintopepyKtBHas Tepanmsa
(nenkounTos,
crnsieHoMeranus)
[niokoKopTKOoMAbI
WNHrnbutopbl AHYCKUHa3
MmmyHomogynaTopbl
[eMOKOMMOHEeHTHas
Tepanus

v

Bospact > 65 net ]

v

DpPUTPOMNOITHHbI,
aHAporeHbl (aHemusA)
LintopepykTrBHasA Tepanus
(nenkounTos,
crnyieHOMeranus)
[niokokopTuKONabI
WNHrnbutopbl AHYCKUHa3
MmmyHomogynaTopbl
[eMOKOMMOHeHTHas
Tepanua
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OCJIOKHEHUI MEeHBIIIe IIPEaIIoIaraeMoro prucka mporpec-
CHpOBaHMS 3a00JI€BaHUS W BEPOSITHASI IIPOMOIKUTEIIb-
HOCTB XXKM3HU MOXET OBbITh YBEIMUCHA C IIOMOIIBIO TAHHO-
ro MeTOoa JCUYCHUS.

CylecTBeHHO OTPaHMYMBAIOT MCIOJIB30BAHUE aJIJIO-
TKM, kxoTtopasi ocTaeTcsi eIMHCTBEHHBIM METOJIOM, IT0-
3BOJISTIONIM JTOCTUYb ITOJJHOTO TeMaTOJIOTMYEeCKOTO,
LIMTOTEHETUIECKOTO M MOJICKYJIIPHOTO OTBETOB, ITaTOTe-
HETUYECKME OCOOEHHOCTU 3a00J1€BaHMsI, CBSI3aHHBIE C T10-
paxXeHHeM CTPOMBI KOCTHOT'O MO3Ta, 00YC/IaBIMBAOIIIIE
IUTOXO€ TIPUKMBIICHUE TPAaHCIUIAaHTATAa.

MenykaMeHTO3HEBIE IIPeIrapaThl OCTAIOTCS OCHOBHBIM
cpencTtBoM yiedeHus1 60abHBIX [IM@. JlaHHBIN BUI Tepa-
MU, XOTSI U HEe TIPUBOIUT K U3JICICHUIO, HO, TIPH ITPaBUIIb-
HOM ITOIXOJIe, TTO3BOJISET CACPXKUBATH IIPOTPECCUPOBAHIE
3a00JI€BaHUS M OIAEPXKUBATh KAU€CTBO XU3HU OOJIbHBIX.
TpaguIMOHHBIMU CPEACTBAMM, IIPUMEHSIIOIIUMUCS IS
neyeHus [IM@, SBASIIOTCS LIUTOCTATUKU: TUIPOKCUKAP-
b6ammn (Tuapea), uuTo3ap (LUTapadbMH), MEPKAIITOITYPUH
U 1p., KOTOpbIe HA3HAYAIOTCS, KaK IMPABWIIO, B KAYECTBE MO-
HOTEepaIliy B MaJIbIX J03aX, IIOT00paHHBIX MHINBUIYAIb-
HO ¢ y4yeToM 3¢ (HEKTUBHOCTU U IEPEHOCUMOCTHU Y KaXkK-
JIOr0 KOHKPETHOTO IarueHTa. Tak, THIpOKCUMOYEBHUHA
Ha3HavaeTcs B 103¢ 10—40 Mr/Kr/cyT, MEpKOIITOITypUH —
1—2 mr/kr/cyt, uutapadud — 10—20 mr/m2/cyt 10—14 qHeit
Kaxaplii Mecs. Llenpio mpuMeHeHUsT [IUTOCTAaTUIEeCKIX
CPEICTB ABJSICTCS CACPXUBaHKUE MPOIrdepalii OIyXo-
JIeBOI TKAHU U KOHTPOJIb IT0Ka3areeil Kposu [7].

Jist neyennst 60abHBIX [TM @ nconb3yloTes TakKe
Impemnapartsl MHTepGepoHa ajabda (aJIbTeBUp, UHTPOH A,
peanbaupoH, podepoH A, peadepon EC u np.), ocodbeH-
HO y MoJoAbIX TauueHToB. Hambomnbinasg 3¢pdekTrun-
HOCTh TpenapaTtoB nMHTepdepoHa anbda HabmogaeTcs
y OOJIBHBIX B XpOHWUUYECKO (pase 6ojye3Hu. I1pum 6mact-
HoM Kpu3se [IM® 3¢ deKTUBHOCTD Tepanuy YKa3aHHBIMU
cpeacTBaMu He mokazaHa. CodyeTaHHbIC Ha3HAYCHUS 11~
TOCTaTUYECKUX CPEICTB C IpernapaTamMu MHTepdepoHa
anbda MOTYT MOBBICUTH 3((GEKTUBHOCTh 1 MO3BOJISIIOT
CHU3UTH TO3bI KaXIOTO Mperapara ¢ yaydlIeHueM Iepe-
HocuMmocTH [7].

C LIeJbI0 CTUMYIISILIMU 3PUTPOII033a, KYITMPOBAHMS
aHEMUM W YMEHBIICHUSI MOTPEOHOCTH B TpaHChY3USIX
SPUTPOLIUTOB UCIIOIB3YIOTCSI SPUTPOITO33CTUMYIMPYIOIINES
mpenaparsl (3PUTPOCTUM, BIIPEKC, PEKOPMOH, apaHecIH
U 1p.). YKa3aHHBIE CPEICTBA MCIIOJIb3YIOTCS C OCTOPOXK-
HOCTBIO, OOYCJIOBIICHHOM IIPEAMOJIOKEHUSIMHI O B3aMO-
JIEACTBUY MX C PELICTITOPAMHU OITyXOJIEBBIX KJIETOK, CIIOCO0-
CTBYIOLLIMX 00Jiee ObICTPOMY IIPOrPECCUPOBAHUIO OITYXOJIN
1 YBeJIWYEHUIO prcKa OacTHoi TpaHchopmaumu. [Ipe-
mapathl MIPUMEHSIIOTCS B CTaHIAPTHBIX Ho3ax 150 ME/kr
3 paza B Hepemo i 40 000 ME 1 pa3 B Hepemo ¢ oguHa-
KOBO#1 3 (eKTUBHOCTHIO. BO3MOXHO TakKe MpUMeHEHe
MPOJIOHTUPOBAHHBIX (popM — mapo6amostuH 500 MKT 1 pa3
B 3—4 nen. Oomasa 3¢ GeKTUBHOCTD BBEJCHWS 3PUTPOIIO-
STUHOB COCTABJISIET B cpeIHeM 56 % U AJIUTCS OKOJIO roja.
BeposTHOCTB OTBeTa CHMKAETCS TP HAJTMIUU TpaHCDy-
3MOHHOI 3aBUCMMOCTH U CIieHoMerannu [37]. YpoBeHb H-

JIOTEHHOTO 3pUTpOro3THHA Oosee 125 ME/n Takke mpenro-
JIaraeT HU3KYIO BEPOSITHOCTh OTBETA.

KopTukocTeponnHbsie TropMOHaJIbHBIC IIperapaThl
TaKXXe MCIOJIb3YIOT TIpH JiedeHUU 00JbHBIX [IM®. OHu
WMEIOT MHOTOTPAHHBIM MEXaHM3M JIECUCTBUSI B BUIIE TOP-
MOXEHHSI MEXKJIETOYHOM KOOIIEpalluM UMMYHHOM CHC-
TEMBI U CHIDKCHUSI CeKPELINU [IUTOKUHOB, YMEHBIIICHMS
npoaudepanuy ¢GrudpoodIacTOB M 00pa30BaHUS COSANHM-
TEJIbHOM TKaHW. DT IIPEIapaThl MOAYIMPYIOT OOMEH Be-
IIECTB C OrpaHWYEHHEM KaTaboIM3Ma, CTUMYJIMPYIOT
aIonTO3 OIYXOJIEBBIX KJIETOK, YMEHBIIAIOT IIPOSIBICHUS
ayTOMMMYHM3aIIM1 K KJIEeTKaM KpOBH. TeparneBTUYeCKUit
3¢ deKT MPOoSBISETCS B BUIE OBICTPOTO (XOTSI HECTOMKOIO)
YMEHBIICHUSI CUMIITOMOB OITyXOJICBOM MHTOKCUKAIIWU.
OTHOCUTEJIEHBIM IIPOTUBOITOKA3aHMEM K UX IIPUMEHEHUIO
SIBJISIETCSI HAJIMYMe caXxapHOoro AuabeTa 1 octeoneHuu [7].

B nmocniennue roapl mjist nedyeHus 00abHBIX [IM®D nc-
ITOJIB3YIOTCSI KMMYHOMOMIYJISITOPHI, K KOTOPBIM OTHOCSITCS
TATUIOMU, JICHATUIOMUI W ToMainumomun. M3 aroit
TPYMITBI JIe4eOHBIX TIperapatoB B Poccuiickoii Menepanm
3apErUCTPUPOBAH TOJIBKO JCHAMNIOMU (peBIUMMI). Me-
XaHWU3M X JEUCTBUS OCHOBAH HA PETYJISILUYA UMMYHHOM
CUCTEMBI U OJIOKMpOBaHUY aHTHOTeHe3a. OHU CITOCOOHBI
TaKXXe TOPMO3UTD MPOAYKIINIO (DAKTOPOB HEKPO3a OIYX0-
Jm anbda u 6era, npyrux 1uTokuHOB (IL-1 6era, 1L-6,
IL-12, rpanynonurapHo-MakpodarajibHbIii KOJTOHUECTH -
MyImpytonnii akrop). TakuM o0pa3oM, mpearosarae-
MBIM MEXaHMU3MOM MX JIEHCTBUS SIBISIETCS TOPMOXEHUE
AKTUBHOCTU IIUTOKMHOBBIX CUTHAJIbHBIX IyTeil. UMMyHO-
MOIYJISITOPBI IPUMEHSIIOTCS KaK B BUIEC MOHOTEpaInu |8,
36], Tak ¥ B KOMOMHALMK ¢ KOpTUKOCcTepongaMu. I1pu
MOHOTEPAITIHN JICHATUIOMHUT HCITONIb3yeTcs B 103e 10—25 mr
€XXeTHEBHO ITOCTOSIHHO B TeueHHue 21 mHSA 25-THEBHOTO
nukia. Ero komOuHalus ¢ AeKcaMeTa3oHOM WM Tpe-
HHU30JIOHOM TOBHIIIAeT 3 (HEKTUBHOCTD JICUCHUS Y CHU-
KaeT TOKCMIHOCTb. Jl03a ipemHu3ooHa — 0,5 Mr/Kr/cyT
win 15—30 Mr/cyT ¢ TOCTeIeHHBIM YMEHBIIICHUEM 10 MH-
HuUMabHO 3(pPekTuBHOI [24]. Ucnonb3oBaHue JeHAIN -
noMmuga Haubojee 3POEeKTUBHO NMPU HAJTUYMU OSSN
5q, aHeMuu U crieHoMeranuu [36]. Hanbonee yacteiMu
TreMaTOJIOTUICCKUMH  OCJIOXKHEHUSIMU HCIIOJIH30BaHUS
PEBIMMMIA SIBJISTIOTCS pa3BUTHE HEUTPOIICHUH I TPOMOO-
muToneHnu. C y4eToM ITOBBIIIEHHOTO pHCKa TPOMOO30B
IIpH JICICHUM UMMYHOMOIYJISITOpaMH TOKa3aH Mpoghu-
JIAKTUYECKHI TIPHEM 103 alle THICATMIIIOBOM KUCIIOTHI.
[IpumeHeHMe TpenapaToB-UMMYHOMOIYJISITOPOB KAaTero-
PUYECKH 3alPELAeTCs KEHIIUHAM JETOPOIHOIO BO3pacTa
0e3 aneKBaTHOM KOHTPALICTILINH.

ApceHaJ JieKapCTBEHHBIX IIPerapaToB, MCIIOJIb3YeMBIX
pu JiedeHUH 60IbHBIX [IM®, MOCTOSHHO IMOTOTHSIETCS.
Tak, O0JIbIIIMe IEPCIIEKTUBHI YIYUIICHUS BBIKMBACMOCTH
M KauecTBa XXU3HU OOJbHBIX CBSI3aHBI C HEIaBHO pa3pabdo-
TaHHBIMUA MHTUOUTOPAMU SIHYCKMHA3 — MEAUKAaMECHTAMMU,
OJOKMPYIOIINMU aKTUBHOCTDL JAK2-kuHa3. JlaHHbIE Jie-
KapCTBEHHBIE CPEICTBA — IEPBhIC MperapaThl IPULICIh-
HOTO TapreTHOTO NS CTBHS, HaIIpaBICHHBIC Ha KIIIOUEBOE
3BeHO natoreHe3a [IM® — curnanbhbiil myth JAK-STAT.
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DT mpenapaThl BIUSIOT 1 Ha MyTaHTHEIN (JAK2V617F)
U Ha «IUKWii» TiI JAK-kuHas, 9yto genaet ux ap@ekTus-
HBIMU U IpH JieueHUU 007bHBIX [IM® ¢ HeraTUBHO My-
tanueit JAK2V617F [38]. B Poccum mist teyeHUs mauvieH-
TOB ¢ [IM® 1 Muenodnbpo3om, pa3BUBIIMMCS Ha (OHE
WCTUHHOM MOJULIUTEMUH (TIOCTIOIUIIUTEMAIECKIM) U 3C-
CEHIIMAJIbHON TPOMOOIIUTEMHUHU (IIOCTTPOMOOIIUTEMIYIEC-
CKMM), 3apeTUCTPHPOBAH M pas3pelieH K MPUMEHEHUIO
npenapar JIxxakaBu (pyKcoauTrHN0) KoMitaHuu « HoBaptuc
®dapma». PekoMenayemast HauajabHas 103a [>kakaBu co-
craBisieT 15Mr 2 pa3a B IeHb IS ITAIIMEHTOB C KOJIMIECT-
BoM TpombonuToB 100—200 x 10°/1 u 20 Mr 2 pa3a B AeHb
JUISL IALMEHTOB C YpOBHEM TpoMOouuToB > 200 x 10°/11.
MakcuManbHag 103a coctaBiisieT 25 Mr 2 pa3a B IcHb BHYTPb.

B nByx MexXmyHapOmTHBIX MHOTOLIEHTPOBBIX PaHIO-
MU3MPOBAHHBIX KIMHUYECKMX HuccienoBaHusax COM-
FORT-I u COMFORT-II cpaBHeHUsT 3(pPeKTUBHOCTU
PYKCOJUTUHMOA C T1J1a11e00 U CTaHAAPTHOMU KIMHUYECKOMN
MMPaKTUKOM OBUIO TTOKa3aHO 3HAYMTEIbHOE IPEUMYIIE-
CTBO PYKCOJIUTUHUOA. Y MONABISAIOLIETO OONBIIMHCTBA
(97 %) 60abHbIX [IM® pa3Mephl cele3eHKN YMEHbII-
JINCh, 1IEJIEBOE YMEHBIIEHE 00beMa cele3eHKH Ha 35 %
Ob1710 TOCTUTHYTO Y 28—41,9 % naimeHTOB, JaHHBIN 3~
(eKT 0Ka3aJics CTOMKNUM Yy OOJIBIIMHCTBA OOJIbHBIX. Tak-
XKe y IPaKTUIEeCKHU BCEX MCCIIEAYeMbIX OBLIIO TOCTUTHYTO
CYIIECTBEHHOE YMEHbBIIIEHNE BBIPAXXEHHOCTH CHMIITO-
MOB, IpuOaBKa MaccCHl Tejia, YiaydileHue (Gpu3ndeckoit
aKTMBHOCTHU. Y 3HAYMTEIbHON YaCTH ITallMEHTOB IIPOU-
30IIUIa HOpMaJIM3AIIsl KOJTMIECTBA JICUKOIIMTOB U TPOM-
6o1nToB. OCHOBHBIM PE3YJIFTaTOM HCCIICTOBAaHUIA OBLIO
YMEHBIICHUE PHCKa JIETaJbHOTO MCXO0Ha IPU JICUCHUH
PYKCOJUTUHUOOM B 2 pasza Mo CpaBHEHUIO KaK C ILIa-
11e00, TaK U CO CTaHAAPTHOM KJIMHUYECKOM MPaKTUKOMU
[38—40]. HecMoTps Ha BHICOKYIO CTOMMOCTD 3HAYMTEIb-
HOe IPEenMYIIecTBO B 3(h(HEKTUBHOCTH MO3BOJISIET PYK-
COJIUTUHUOY ITPEBOCXOIUTH TPATUIIMOHHYIO TePAITHIO 10
ITOKA3aTeJISIM «CTOMMOCTD — TTOJIE3HOCTh» M «CTOMMOCTD —
addekTuBHOCTL» [41].

Hecmotpst Ha ycnexu, IOCTUTHYTBIE IIPY IIPUMEHEHU
WMMYHOMOYJISITOPOB Y THTHOMTOPOB STHYCKMHA3, aJlJI0-
TI'CK ocraercst eIMHCTBEHHBIM METOIOM, ITO3BOJISIOLINM
IOCTAYD ITOJTHOTO TeMaToJIOrmIecKoro orsera. CylecT-
BEHHBIM OIPAaHMYCHHEM BO3MOXHOCTEH IIPUMEHEHUS
MTAHHOTO METO/a, KaK YXe ObLJIO OTMEUYEHO BBIIIE, SIBIISI-
IOTCS:

* MATOTeHETUYEeCKME OCOOEHHOCTU 3a00JI€EBaHMsI, CBSI-
3aHHBIE C IIOPaXXEHNEM CTPOMBI KOCTHOTO MO3Ta, 00yCIaB-
JIMBAIOIIINE TUIOX0E TIPYDKUBJICHUE TPAaHCIUIAHTATa;

* TMOXWJION BO3pPACT 3HAYMTEJILHOM YaCTU OOJIbHBIX;

+ 0o0Iass MenraHa JIUTSIbHOCTH KU3HH MAllMEHTOB
IIpY MEINKAMEHTO3HOM JICYCHUH CPaBHIUMA ¢ MEIUAaHOM
BbIKMBaeMOCTHU Ipu ajuio-TKM.

ITpoBenenue amno-TKM MoxeT ObITh peKOMEH10Ba-
HO 001bHEIM [TM® npomMeKyTOYHOTO-2 U BBICOKOTO PH-
cka no cucteMam IPSS u DIPSS+ mpeumyiiecTBeHHO
MOJIOIOTO BO3pacTa IMpH JUIMTSIHFHOCTY 3a00JIeBaHUST HE
oonee 1-2 ner [7, 8, 25, 36].

[Ipu MaccHBHOI CTUIEHOMETAINN C CHHIPOMOM THIIep-
CIUICHM3Ma, KOMIIPECCHEi BHYTPEHHUX OPTaHOB 1 COCYIOB
U1 HETOCTaTOYHOM 3(pdeKTe MeAMKAMEHTO3HOM Teparnuu,
HapacTalolleil KaxeKCHUU IToKa3aHa CIUICHIKTOMUS [2, 42].

¥V GonbirHCTBa 00JBHBIX MTOCJIE CIUIEHAKTOMUM MIPO-
HUCXOIUT YMEHBIIICHNE KOHCTUTYLIMOHAIBHBIX CUMITTOMOB
1 BeIpaXkeHHOCTH [uTorieHny. OB maleHToB mocsie CIuieH-
SKTOMMH COCTABIISIET OKOJIO 2 JIET ¥ HE BIMSIET Ha OOIIIYIO
MPOJOJKUTENIBHOCTD XXMU3HU 00JbHBIX [IM®, Tipu 3TOM
TPOMOOIIUTOIICHUS 10 CIUICHIKTOMUU SIBJISIETCS (haKTO-
POM, HETATUBHO BJIMSIIOIIMM Ha ITPOIO/LKUATEIBHOCTD SKU3HI.
IMocneoneparonHas JieTaabHOCTh gocturaer 5—10 %.
Haubonee yacTbIM OCJIOKHEHKWEM B MOCJIEOIEePALIMOHHOM
MepUoIe ABJsIETCS TPOMO03 aOAOMUHAIBHBIX BEH, KPOBO-
Te4eHUsT U MTHPEKLIMU, KOTOpble BO3HMUKAIOT Y 30—50 % 1a-
ueHToB [43].

JnvrenpbHOe yBeIWMUEeHUE pa3MepoB IIEUYCHU U Cele-
3¢HKH C OYaraMi 3KCTpaMemyJUIIPHOTO KPOBETBOPECHUS
HepeIKO MPUBOANT K PA3BUTHIO IIOPTATILHOMN TUIIEPTEH3UMI.
Js mpoMIIaKTUKH XXM3HEHHO OIACHBIX KPOBOTCUCHUIM
13 BAapUKO3HO PacCIIMPEeHHBIX BeH MUIIEBOIA U XeJIyaKa
IMpHOETaloT K XUPYPIMUIeCKUM BMEIIaTeIbCTBaM C IIEJIbIO
HaJIOXKEHMSI TIOPTATBHBIX aHACTOMO30B, CHIKAFOIIINX ITOP-
TaJbHYIO TUIepTeH3u0. [1py BEIpaXkeHHOI CIIeHOMera-
JIMU IPUMEHSIETCS TaKKe JiydeBas Tepanus [8, 25].

Cpenu CpeIacTB COIMPOBOAUTEILHONW Teparmuy Yalle
BCETO HMCIOJIb3YIOTCS TTePeTMBAHNS KOMIIOHEHTOB KPOBH.
TpaHchy3uUM SpUTPOLIMTOB ITOKA3aHBI IIPY HAJTUIUN aHEe-
MHMYECKOT0 CHMHIpOMa C YpoBHeM remorioomua 70 r/n
1 HUXKE, a IPU aHEMUM Ha (HOHE CEPAEUYHO-COCYIUCThIX
3aboneBanuii — 90 r/n. HeoTnoXHBIM MTOKa3aHUEM K Tie-
PEIMBAHUIO KOHIICHTpPaTa TPOMOOIIUTOB SIBIISICTCSI YPO-
BEHb KPOBSIHBIX I1acTUHOK 10—20 % 10°/11, 0cOOeHHO mpu
eOpmIbHOI TUXOpangKe, TeMOPPArnIecKOM CHHIPOME,
MHOEKIIMOHHBIX OCIIOXHEHMSIX. BHeApEeHNE 3pUTPOII0a3-
CTUMYJIMPYIOIINX IIperapaToB B ITOCICIHUE TONBI IIPUBE-
JIO K CHUZKEHMIO 00bheMa TeMOTpaHCy3uil IpH JIeUeHUU
6onbHBIX [IMD [7].

[IpumeHeHne TpaHChY3UI SPUTPOLIUTOB, OKA3BIBAIO-
IIMX OBICTPBIH 1e4eOHbBIN 2(PDEKT, BeleT K ISTTOHUPOBAHUIO
Kejie3a B IIEYEHU, KOCTHOM MO3Te U B IPYTMX OpraHax.
ITocne 20—25 nepennBaHuit SpUTPOLIMTOB, KaK IPaBUIIO,
pa3BUBAETCSI BTOPUYHBIN TEMOCHUIEPO3 C MHTSPCTULINATb-
HBIM HaKOIUICHHEM XKejie3a B opraHax u TKaHsx. Ilepe-
rpy3Ka XKeJIe30M MOXKeT ObITh CKOPPEKTHUPOBaHA XeIaTepHOI
Teparnmeit nedepasupokcoM. Jdedbepasnpokc (IKCHUIKaT)
Ha3HayaeTcs BHYTph 1 pa3 B CyTKM, HaToIIaK, 3a 30 MUH
IO €M1l B CyTOYHO 03¢ 20 MI/KT Macchl Tea. YMeHbIIe-
HHE TEeMOCHIepO3a KOCTHOTO MO3ra MOXET YIYJIIUTh
u remornoas [7, 8, 36].

JleyeHune rmomgaBsIONIETo OONBIIMHCTBA U3 315 60Ib-
HbIX, HabOmwonaBmuxcss B PocHUUI'T, npoBogunoch
C UCIIOJb30BaHKeM MoHoTepanuu. Tak, y 258 (81,9 %)
MalMeHTOB NMPUMEHSJIACh TMAPOKCUMOYEBUHA, y 66
(21,0 %) — npemnapaTbl uHTEPHEPOHA, KOPTUKOCTEPOU/I -
Hble TOpPMOHaIbHbIe npernapaThl — y 35 (1,1 %) 60NbHBIX.
CrutenskroMus BeinojHeHa y 10 (3,2 %) 60JIbHBIX, a Ha-
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JIOXEHUE MOPTOKABAIbHBIX AHACTOMO30B y 1 MallueHTKMU.
Amno-TKM 6buta BeimosiHeHa y 1 6ombpHOI [9].

3akniouenue

IIpencraBnenus o maroreHeze [IM®, nuarHocTuye-
CKHeE 1 TepareBTUICCKIE BO3MOKHOCTH OKa3aHUSI IIOMO-
my 6ogpHBEIM [IM® B Hacrosimee BpeMsl KaueCTBEHHO
pacIIMpWINCh. B mMarHocTM4ecKOM OTHOIIIEHUM CJIEIyeT
MOIYEepKHYTh, yTo [TM® 110 HacTOSIIETO BpEMEHMU SIBIIS -
eTCs TSKEJIBIM 3a00JIeBaHIEM C TIPOTPECCUPYIOIIUM yBe-
JIMYCHUEM OITyXOJIEBOI MAacChl, Pa3BUTHUEM CHMIITOMOB
WHTOKCUKAIIMY (KOHCTUTYLIMOHAIBHBIX CUMITTOMOB) M O4a-
TOB 3KCTPaMeAyJUIIPHOTO KPOBETBOPEHUS B IIEUCHU, CE-
JIE3eHKE U IPYTrUX OpraHax. B mociaenHve rofsl JOCTUTHYTHL
3HAYUTEJIPHBIC YCIIEXHU B PaCIIU(pPOBKE MOJIEKYIISIPHO-Te-
HETUYECKMX MeXaHU3MOB natoreHe3a [IM®, B yctaHOB-
nexnu poau JAK-STAT curHaabHOTO MyTH IUTOKUHOBO-
ro Kackaua B CTAaHOBJIICHMM U pPa3BUTHHU 3a00JIeBaHUS.
Co3znmaHa MmexayHaponHas YHUGMULIMPOBaHHAsI CUCTEMa

KPUTEPUEB MOWATHOCTUKH, TIIPOTHO3a, MOHUTOPUHTA
U OoLleHKU oTBeTa Ha jieueHue. B reuennu [IM @ Boiaess-
0T XpOHMYECKYIo a3y 1 a3y 61acTHOro Kpu3a, oTpaxka-
IolIM€e CTeNeHb IporpeccupoBaHus 3aboneBaHusd. s
OIpene/IeHHs IIPOTHO3a M TeParieBTUYECKOM TAKTUKH HC-
TOJIB3YIOTCSI CUCTEMBI CTPATU(OUKALINI OOJIBHBIX IO TPYII-
mam pucka — IPSS, DIPSS u DIPSS+. CymecTsyroriue
MeTonpl edeHns: [IM® HampaBiaeHB Ha clep:XUBaHUE
IIPOTpecCUpPOBaHNUs 3a00JIeBaHUS, TPOMIIAKTUKY OCIIOX-
HeHUI U KyIIMpoBaHUE ero IposiBjieHuii. Bmecre ¢ tem
B npakTuky Tepanuu [IM® BHeapsI0TCSI HOBBIE MHHOBA-
LIMOHHBIE JIEKAPCTBEHHEBIE ITpeIapaThl — UMMYHOMOMYJISI-
TOpBI U MHTUOUTOPHI ssHyckuHa3. [locienHue o6aanamT
TapreTHBIM, MIPHULECIbHBIM MEXaHW3MOM IEWMCTBUs, Ha-
MpaBJICHHBIM Ha KOPPEKIIMIO KIIIOYEBOIO 3BEHA ITaTOTeHe3a
IIM® — curHanbHbIi TyTh JAK2-STAT. D10 maet ocHO-
BaHWE HANESITHCS HA 3HAYUTEIHLHOE TTOBBIIICHUE PE3YIIb-
TaTOB JIEYEHUS OMYXOJEBOTO Mpollecca C MOBbILIEHUEM
MPOJOJKUTETLHOCTH M Ka4eCTBa XKU3HU 00JbHBIX [TMD.
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