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OmKpbimue HoBbIX NEPCNEKMUB B NEYeHuu Muenofubposa:
KCONUMUKUD — HusKomonexynaphuil uxaubumop JAKZ

B Hacroswee Bpems NPOBOAATCA UCCNIEA,0BAHMS 6G0NbLLIOro KOMM4YeCcTBA NPEnaparos,
BO3AEUCTBYIOLMUX HO PA3JINYHBIE CUTHANIbHBIE MYTHU, KOTOPbIE BAXXHbI MPU PA3BUTUM
Ph-HeratuBHbix MuenonponudpeparueHbix 3a6onesanuii (MM3). B 70% cnyuaes MIN3
npucyTtcreyeT mytauus B reHe JAK2. PykconutuHu6 sBnserca cenekTMBHbIM MHrM6uropom JAK
(Janus Associated Kinases) — JAK1, JAK2 u eauHCcTBEHHBIM NPENApPATOM M3 CBOEW rpynnbl,
oduuManbHO yTBEpXAEHHbIM Ang nedyeHus muenodpubposa (MP) e Eepone u CLUA [1].

Ipynmna MII3 Bkio4yaeT Tpu OCHOBHBIE HO30JIOTUYECKUE
¢dopMbI, TaKue Kak 3cceHluanbHass TpoMoboruremus (97T),
uctuHHasg noauuutemus (WUI1) v mepBUYHBINA 1 BTOPUYHBII
M®. Ucxomom UTT u BT moxer crath M®D, a Takke TpaHC-
(opmartiys B OCTphIii MUSTOUIHBIN JIeiiKo3 [1-4].

M® mposiBsieTCsT aHeMKei, TPOMOOLIMTO30M MJIM TPOM-
OorneHuei, TeMKOLIMTO30M WJIU JICHKOTIEHUEH, CIIJIEHOMera-
JIMeit U O0IIMMU CUMIITOMaMU, TAKUMU KaK YyTOMJISIEMOCTb,
c1abocTb, 00Jb B XXKMBOTE, CHUXKEHUE MacChl Teja, Kaxe-
KCUs, 3y/1, HOUHasl TOTJMBOCTD U 00JIb B KOCTsIX. CunTaercs,
YTO 3TU HapYyIIEeHUs 0OYCIOBIEHBI COUeTaHUEM MAaCCUBHOM
CIIJIEHOMETAJIMHU U MOBBIIIEHHOTO YPOBHS MPOBOCTIATIUTEb-
HBIX LIMTOKWUHOB [8§].

3HaYMMBIM 1IarOM JJIsl COBPEMEHHOTO MOHMMaHMSI 00-
CYXIIaeMOii TpyMIibl 32007€BaHUN CTalo OTKpbITHE B 90-X
ronax JAK-STAT curnansHoro ytu. B 2005 1. oTKpbITa MYy-
tauust JAK2 V617F, kotopast o6HapyxuBaeTcs y 95% 60J1b-
Hbeix ¢ U1, y 60% c nepBuursiv M® u BT u Gosee yeM B
50% ciygaeB mpu BCR-ABL neratuBabIx MI13. MyTanuu
MPUBOIAT K U3MeHeHUIo ¢hyHKInu 6enka JAK?2, B pe3ynbra-
T€ Yero OH HE3aBUCUMO OT BO3JEHCTBUsI (HAaKTOPOB poOCTa
HETpEePHIBHO aKTUBUPYET HUCXOMAIINE CUTHAJbHBIC IyTH,
B niepByto ouepenb JAK-STAT, uto siBasieTCsl IpUUUHON UH-
JOYKIIMU WIA CYTIPECCUM T€HOB, YYaCTBYIOLIMX B Mposude-
palyy M BbDKMBAHWM PErYJSILIMM aronTo3a KIETOK-Tpe.-
LIECTBEHHUIL TeMoI1033a [4, 6].

Hucperynsuus nytu JAK-STAT accoumupoBaHa ¢ HeKO-
TOPBIMU BUJIAMM 3JIOKQU€CTBEHHBIX HOBOOOpPa30BaHUN U
MOBBIIIEHUEM TIPpoIrdepali U BBDKMBAEMOCTH 3J7I0Kavec-
TBeHHbIX KJ1eToK. Hapyiienue peryiasuuu nytu JAK-STAT
SIBJIIETCS TJTAaBHBIM KOMITOHEHTOM B matoreHese M® He3sa-
BUCMMO OT MyTainmoHHoro crtaryca JAK2. CerogHs aua-
rHoctuka MII3 ocyiecTBisieTcsi HA OCHOBAHUM KPUTEPUEB
pexkoMeHmamuit BO3 (2008) ¢ akieHTOM Ha pe3ylbTaThl
OMOTICHM KOCTHOTO MO3Ta M C BKJIIOUEHUEM OIpeIeeHUs
MyTaluoHHoro craryca reHa JAK2. BrocaenctBuu ObLiu
UASHTU(MULIMPOBAHbI AOTOJHUTEIbHBIE TpaiiBepHbIE MyTa-
uuu (MPL, myrauuu B 3k30He 12 reHa JAK?2), uzyueHsr Mo-
JIEKYJISIPHbIE OCHOBBI JIJIS1 LI€JIOCTHOTO MOHMMaHMS BO3HUK-
Hosenust MII3 (TET2, LNK, CBL, IDH), a Takke poJib 1o-
JuMopdusma reHoB. Takum oO6pa3oM, ObUIM HaYaThl UCCIIEe-
JOBaHUSI, TMO3BOJMBIIME CO3[aTh HOBYIO IMEPCIEKTUBHYIO
rpynny npenaparoB — JAK-unru6uropos [1, 2, §].

IIpn mepBuaHoM M@ BBDKMBAEMOCTb OIICHUBACTCS IIO
MexxnyHaponHOI TIPOrHOCTUYECKON OLIGHOYHOH IKalie
(IPSS) [3-5], mmHammaeckoMy BapraHTy 3toi mikaisl (DIPSS)
U ero TocneaHeit gopabotanHoii Bepcun (DIPSS-plus). Cpen-
HSIS TIPOIOJIKUTEIBHOCTD XKMU3HU Y naiyeHToB ¢ M@ DIPSS
MPOMEXKYTOUHOM-2 CTENEeHbIO PUCKA COCTaB/IsIET 4 roma v 10
2 JIeT — TpH BBICOKOM CTereHu prcka [3, 6]. [iapokcumoueBr-
Ha— TIpemnapat NepBoii TMHWY TipH TieueHnn M@, B 3aBrcuMOC-
TH OT TOMUHUPYIOIINX KITMHWUIECKMX MPOSBICHWI Ha3HAYAeT-
Csl TIPETHU30JIOH, JaHa307, TAIMIOMUI WIA SPUTPOTIOITUH
(Mpu aHEMKM) U CTIETHOIKTOMUST. DDHEKTUBHOCTD, CYILIECTBY-
JOLIMX CTAaHAAPTHBIX METOIOB JIEUeHMsI, BKII0YAsl CILJIEHIKTO-
MHUIO, OCTAeTCsl HEYIOBJIETBOPUTEIbHON. XOTS a/UIOTpaHC-
TUTAHTAITHST KOCTHOTO MO3Ta CIIOCOOHA n3nieunBaTh M D, ee MOX-
HO BBITTOJTHUTB JIUIITh HEKOTOPBIM IMAIlleHTAM.

Tlepopanbhbiit JAK-uHruoutop ¢ mokazaHHoii 3ddex-
TUBHOCTBIO PYKCOJIMTUHUO MHTUOUPYET IUTOKUH-UHIYIIU -
poBaHHoe (dochopunnpoBanue STAT B KpoBH, CIocoOCT-
Bysl CHIKeHUIo mposiBieHuin M®. Tlpenapat ahdekTrBeH
B OTHOUICHUMW YMEHbILEHUS pa3Mepa CeJIe3eHKHU, MPOosiBIIe-
HUI KOHCTUTYLUMOHAJIBHBIX CUMITOMOB Iipu psime MII3.
Tak, cornmacHo odpuumanbHoi peructpauuu B CIIA, cTpa-
Hax EC u YkpanHe pyKCOJUTUHUO IMOKa3aH I JeUEHMS
mauyeHToB ¢ M®, BKIIIOYasi MEPBUYHBIA UM BTOPUYHBIMA
M®, pazsumuiicsa Bcneactsue WUIT u OT. lanHbIe 06 2(-
(EKTUBHOCTU PYKCOJIUTUHMOA y ManueHToB ¢ M@ Obun
MOJIYYEHBI B MPOCTIEKTUBHBIX PAHIOMU3UPOBAHHBIX UCCIIE-
noBaHusx COMFORT 1 (mo cpaBHeHMIO ¢ TIa1e0o0)
1 COMFORT II (o cpaBHEHUIO C JIYYIIUM MepOpaTbHbIM,
napeHTepalibHbIM JleueHueM) [11, 12].

MEAMAHA TAIETA

Uccnenoanne COMFORT I — pangomusupoBaHHOE
NIBOIHOE ciiernioe Mialedo-KOHTPOJUPyeMOe HcclieoBa-
nue III ¢asbl. B uccnenoBanue BxiatoueHo 309 manueH-
TOB: 155 paHAOMU3UPOBaHbI B TPYIIY PYKCOJUTUHUOA,
154 — mnnane6o. IlepBuuHasi Touka — 10JiS OOJBHBIX
C YMeHbIIIeHNeM 00beMa celie3eHKM Ha 35% u Goiee, 4TO
U3MEPSIOCHh  TMOCPEACTBOM  MarHMTHO-PE30HAHCHOM
(MPT) wnin xomnblotepHoit Tomorpaduu (KT) k 24-i
Henene. JlomoJHUTENbHO K 24-i Henesne OlleHUBAIUCh
MOKa3aTeNIu JUINTeIbHOCTY YMEHBIIEHUS Pa3MepoB cele-
3eHKU, KOJUYECTBO OOJBHBIX C YJIydlIeHUEM 10 OOIIeit
mkaje cuMIToMoB (Ha 50% u 6oJiee OT HAYaJIbHOTO YPOB-
H$1), a TAaKKe o011ast BbKMBaeMocTh. OlleHKa CUMNTOMA-
TUKU TPOBOAUIACH C MOMOLIbI0O MOAUGUIMPOBAHHOM
(bopmbl o1ieHKM cumrntomoB muenopuodoposa (MFSAF),
Bepcust 2.0 [12, 5].
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Puc. 1. UsmeHenus o6bema cenesenku (Verstovsek S. et al., 2012)

A — NPOLEHT NALMEHTOB, Y KOTOPbIX 6bIn JOCTUIHYT OTBET (yMeHbLUEeHWe
pasmepa ceneseHkM no meHblen mepe Ha 35%), no paanHbiM MPT unam
KT. Ananus intention-to-treat. B — nameHeHue obbvema ceneseHkM B npo-
LLEHTaX OT MCXOAHOTrO 3HauYeHMs Kk 24-1 Hepene. C — MeauaHa U3MeHe-
HUs (B NpoueHTax) obbeMa ceneseHkM B XoAe UCCNefOBAHMS.

VYKazaHHOE yMEHbIIEHHE CeJIe3eHKI JOCTUTHYTO Y 41,9%
MalKMeHTOB U3 TPYMIbl PYKCOJIUTUHMOA MO CPaBHEHUIO C
0,7% — B rpyme mwiane6o (p<0,001). YayuireHue K 24-i1 He-
nene Ha 50% u 6oltee 110 OOIIEH ITKaIe CUMIITOMOB OTMEUe-
HO y 45,9% TalMeHTOB, MOJIYYaBIIUX PYKCOJUTHHHO, IO
cpaBHEHMIO ¢ 5,3% MalMeHTOB, TOJYYaBIIMX TLIALE00
(p<0,001). Y 67% nauueHTOB, MOAYJaBIINX PYKCOIUTHHUO,
JOCTUTHYTOE CHIDKEHUE PAa3MEPOB CEJIE3eHKU COXPAHSIOCh
cBblIllIe 48 Heeb.
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Puc. 2. i3meHeHUs BLIPAXKEHHOCTH CUMNTOMATUKY Npy neveHnn MO
(Verstovsek S. et al., 2012)

A — [ons NAUMEHTOB CO CHUXEHUEM pa3Mepa ceneseHkM Bonee yem
Ha 50%. Ananus intention-to-treat. B — nameHenue B npoueHTax obue-
ro NoKa3saTens CMMNTOMOB No aaHHbIM MSAF k 24- Hepene.

ITpu Mennane HabmoaeHUA 51 Hel B TPyIIIe pYKCOIUTH-
H1ba Habmoxanoch 13 (8,4%) JeTaabHBIX UCXOIOB, B IPYII-
e Tutarie6o — 24 (15,6%) (otHomenue puckoB 0,50; 95%
noseputeabHblii uHTepBan 0,25-0,98; p=0,04) (puc. 3).
YacTtoTa OTMEHBI NpenapaTta M3-3a HeXeJaTeIbHBIX sIBJIE-
HUI B rpyrne pykconuTuHuba cocraBuia 11%, a B rpymre
mianeoo — 10,6%.

VY nauuMeHTOB, IOJyYaBIIMX PYKCOJIUTUHMO, Haubolee
YACTBIMU HEXeNaTeJbHbIMU SIBCHUSIMU ObUIM aHEMUS U
TPOMOOLIMTONEHHS, HO OHU PEJIKO MPUBOIMIM K ITpeKpalie-
HMIO npuema rnpenapara (mo 1 60JbHOMY Ha KaxJio€e siBJie-
Hue). Y 2 MaiuueHTOB U3 IPYIIBl PyKCOTUTUHMOA 32001eBa-
HUE TPaHC(OPMUPOBAIOCH B OCTPBIN MUETOUAHBIIN JTEMKO3.

V nanuentoB ¢ M® pykconutnHubG obnamaeT 3HAYU-
TEJbHBIMU KJIMHUYECKUMU TPEUMYILIECTBAMU: YMEHb-
IIAeT CIJIEHOMETaluio, o0JieryaeT TSXKeJable CUMITOMbI
9TOT0 3a00JIEBaHUS U YIy4llaeT OOy BbIKMBA€MOCTb.
DTU MpPeuMyIIecTBa COMPSIKEHBI ¢ 00Jiee YaCThIM Pa3BU-
THEM aHEMHUM M TPOMOOLIMTOTIEHUM B Hayvasle JIeUYeHUs
(puc. 1).
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Cratuctnyeckuit aHanmns no metoay Kannava-Meiepa, skniouas 4 mec
[OMONHUTENBHOTO HABNIOAEHUS NOCE NEPBUYHOrO AHANM3A.

B uccneposannu COMFORT 1 6bL10 1oKa3aHo, 4TO Te-
pamust pyKCOUTUHHOOM CTAaTUCTUYECKU 3HAYMMO TTPEBOC-
XOIuIa IUialebo Mo BCEM OCHOBHBIM M JOIOJHUTEILHOM
KpPUTEpUSIM OIEHKM, a TaKXKe IO pe3yJbTaTaM aHalIu3a

IIponokenue Ha cTp. 6.
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MERWA WA TAZETA

MKPbIMUE HOBbIX NEpCNEeKmuB B Neyenuu muenotpubpo3a:
PUKCONUMUKUG — HuSKoMonexynapuoll unzubumop JAK?2

IIponokenue. Havano Ha crp. 5.
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Puc. 4. smeHenuns o6bema M AnuHbI ceneseHKu B 3aBucumocty ot nevenns (Harrison C., 2012)

A — NpoLEeHTHOE COOTHOLLEHWE NALMEHTOB, Y KOTOPbIX HABMIOAANOCh YMEHbLLEHWE 06beMa cene3eHKM No meHblueid Mmepe Ha 35% oTHocuTenbHO
ncxopHoro obbvema no ganHbiMv MPT mnn KT. B — Haunyuwee npoueHTHOE M3MeHeHMe 06beMa Cene3eHKM No CPABHEHUIO C HOYANbHBIM YPOBHEM
B TeueHue 48 Hep Tepanmn. C — MeaMAHA NPOAOAXUTENBHOCTU BPEMEHM, B TEYEHWUE KOTOPOTO COXPAHSNIOCh YMEHbLIEHEN OBBEMA Cene3eHKM.

D - cpepHee npoueHTHOE M3MEHEHME AMMHBI CENE3EHKM OTHOCMTENIbHO MCXOAHOTO YPOBHSI.

ToKasareJieil o0IIeil BRDKMBaeMOCTH. TOKCHUECKUE SIBJIe-
HMS B OOJTBITUHCTBE CITyYaeB KOHTPOJIMPOBAINCH ITOCPEICT-
BOM KOPPEKTUPOBKH JTO3HI.

Hccnenosanne COMFORT 11 — kimHU9IecKoe paHIOMU-
3upoBaHHoe ucciaenoBanue I11 ¢asbl, B KoTOpoM n3yyanach
3D HEeKTUBHOCTh IPUMEHEHUST PYKCOIUTUHNOA 110 CpaBHE-
Huto ¢ gydineit poctynHoi tepanueit (JIAT) y GoabHBIX
C TIEPBUYHBIM WM BTOpHIHBIM M®. B rcciemoBannm mpu-
Hsun yyactue 219 manmenTos ¢ MO [9].

[MepBruHast KOHEYHAsI TOUKAa — YMEHBIIIEHE 00beMa ce-
Jie3eHKH K 48 He Ha 35% wiu GoJjiee Mo OTHOILEHUIO K UC-
XOIHOMY 00beMy. BropnuHast KOHeuHast TOUKa — CHIDKCHUE
obbeMa celle3eHKM Ha 35% wimm Oonee depe3 24 Hem 110
CPaBHEHUIO C UCXOMHBIM pa3MepoM. JloToTHUTEIbHBIC BTO-
PUYHBIC TOYKW BKIIOYAIX TPOIOJIKUTEIBHOCTh BPEMEHH,
B TEYEHME KOTOPOTO MOIIECPXKMBATIOCH MO KpaHENH mepe
35% cHUXeHNEe 00beMa CEeJIE3EHKN 0 OTHOIIEHUIO K Tep-
BOHAYAJILHOMY 00BEMY; BpPeMsl, HEOOXOIMMOE UL CHIXKE-
HMSI 00beMa CeJIe3eHKU IT0 KpaitHeit Mepe Ha 35% wu 6oee
110 OTHOIIEHHWIO K TIepBOHAYAIILHOMY OOBEMY, BBIKHMBAe-
MOCTB 0€3 TIPOTPEeCCHy, a TakKe BEDKMBAEMOCTD 0e3 JieliKe-
MMH, 00IIas BBDXKMBAEMOCTh M TMCTOJIOTMYECKHE M3MEHEe-
HUS KOCTHOTO MO3Ta.

K 48-it Henene y Gosblieit yactu nauueHToB (97%) u3
TPYIIBI PYKCOJIMTUHMOA OTMEUCHO YMEHBIICHHE o0bheMa
ceneseHkH (puc. 4B). Toabko 00bHBIE U3 TPYIIITBI PYKCOIMN-
TUHNOA OTBEYAIM KPUTEPUSIM TIEPBUIHON KOHEYHON TOUKH
uccienoBaHus (T.e. yMEHbIlIEHWEe o0beMa CeJIe3eHKU I10
KpaitHeil Mepe Ha 35% 110 OTHOLIEHMIO K KCXOAHOMY 3HAUe-
Huw) (pykcomutuau6d — 28% mnpotuB 0% B rpymme JIIT,
p<0,001). Takke GOJNbHBIC U3 TPYIIIBl PYKCOJIUTUHUOA CO-
OTBETCTBOBAIM KPUTEPUIO JOCTUKEHHUS KITFOUSBOM BTOPHY-
HOI KOHEYHOW TOYKM WCCIIENOBAHMS: CHUKEHUE 110 Kpaii-
Heit Mepe Ha 35% o0beMa ceneseHku K 24 Hen (32% npotus
0% B rpymme JIIT, p<0,001).

—

. Passamonti F., Maffioli M., Caramazza D. New gen-

4. Tefferi A., Barosi G., Mesa R.A. et al. Inter- national

W Pyxcomuruin6 M Jlywwas goctynHas Tepanus

A. Tokazarenu cornacHo ocHoeHoi Moenu onpockika EORTC QLQ-C30
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Puc 5. UsmeHeHue cpepHero nokasarens Ka4ecrea XM3HU Y NALMEHTOB
¢ M® B 3aBMCHMOCTH OT NPOBOAUMOI Tepanum K 48-i Hegene

Bropuunblit aHanu3 KInHMYecKon 3(hGEeKTUBHOCTH B 3a-
BHUCUMOCTH OT I10J1a, BapuaHta M@, MPOrHOCTUYECKOI Ka-
Teropuu (Bce IMpeaBapUTEIbHO 3aIaHHbIC aHATU3bl) WIH OT
craryca mytanuun JAK2 V617F mokasai, 4To yactota OTBEeTa
Ha JieueHue (Harmpumep, YMEHBIIEHNE 00beMa Celle3eHKH
Gosee yeM Ha 35%) B V617F-moaoXuTeNbHON MOATpYIine
GosbHbIX cocTaBuia 33% (95% AU 25-43%) B rpyrine pykco-
mutruanba 1 0% (95% AU ot 0-7%) — B rpymme JIAT. Coot-
BETCTBYIOLIME PE3y/IBTaThl ObLIM TMOJYYCHBI B 3aBUCUMOCTH
ot otcyTcTBust MyTanmu V617F — 14% B rpyIie pyKCoJTUTH-
Hu6a (95% AN 5-30) u 0% — npu JIAT (95% AN 0-17%).

Taxkoxe ObLIO OTMEUEHO, YTO TPU Teparuu PYKCOJIUTH-
HMOOM BO3HMKAET OBICTPOE U IJIUTEIbHOE YMEHbBIICHME
obbeMa cenedeHku (puc. 4). CpenHee BpeMsl IJTUTEIbHOC-
TH OTBeTa Y OOJIbHBIX ¢ PYKCOJUTUHUOOM He OBLIO Ompe-
IeJIEHO, TakK KakK y 80% OOJIBHBIX BCE €IIe COXPAHSIETCS OT-
BET Ha Tepamuio, ¢ MeIMaHOM IMOCTIEAYIOIEro BpaueOHOTO

tions discovery to JAK2 inhibitor therapies.

HaomoneHust 12 mec (puc. 4C). TonbKo y 0qHOTO 00JBHO-
ro, mosyuasuero JIJT, ormedeHo 35% yMeHblIeHNE
o0beMa cene3eHKH K 12-if Hemerne.

B rpynne pykconutruHuba cpeHee 3HaUEHUE UIMHBI Ce-
JIE36HKU CHU3WJIOCH MpU TMEePBOM OCMOTpe (4 Hem), B TO
BpeMst Kak B rpymire JIIT naHHBI MoKa3aTelb BO3pacTas
(puc. 1D). K 48-ii Henene y nallMEHTOB C PYKCOJIUTUHUOOM
JIOCTUTHYTO CpelHee YMEHBIIEHWE IIMHBI CEeJe3eHKU Ha
56% ot ucxonaHoro pazmepa. B rpymnrme JIAT oTMedeHo yBe-
JIMYEHUE Pa3MepoB Ceie3eHKU B cpeqHeM Ha 4%.

Wccnenosanue COMFORT II nokasano, 4To nMpuMeHe-
HUE PYKCOJIUTHHMOA MpeBocXomuT mo pesyiabratam JIAT
y OOJBHBIX ¢ MIEPBUIHBIM U BTOpUIHBIM M®. PykconmuTu-
HMO CITOCOOCTBYET OBICTPOMY YMEHBIIICHUIO Pa3MepOB ce-
Jie3eHKY (Ha 24-i1 u 48-ii Henmensix) (puc. 4). 3HAUNTETBHOE
o011iee YMEHbIIIEHUE U3HYPUTEIbHBIX CUMIITOMOB M® u
yaydiieHue ooiero (Gu3nyeckoro COCTOSIHUSI, KOTOpBIe
HaOMIOIaIUCh ¢ 8-i1 HeleJn U MPpOoAoJKaIuch 10 48-i1 He-
NeNTA MCCIIeIOBAaHMS, CBUICTEIBCTBYIOT 00 3(h(HeKTUBHOM
BO3ICCTBUM PYKCOJUTUHNOA HAa KAaYeCTBO XM3HU OOJb-
HbIX ¢ MO (puc. 5) (Harrison C., 2012). B mpoTtuBomoox-
HocTh npuMmeHenue JIAT accouuupyercss ¢ yMEpeHHbIM
yBeJIMUEHHEM 00beMa Cee3eHKM U YXYIIIEHUEeM CUMIITO-
MOB.

Kmmanyeckne nccnenoanug COMFORT I u 11, xak n
NIpyTUe UCCIIeOBAHUS PYKCOMUTUHNOA TIOKA3aJIi, YTO €ro
MpUMEHEHNE MOXKET ObITh CBSI3aHO C TTOBBIIIIEHHON 4acTO-
TOI pa3BUTHSI AaHEMUU U TPOMOOLUTONEHUH Y TTALIMEHTOB
¢ M®. B 10 Xe BpeMs KIMHUYECKUE MCCIIEIOBaHUS
COMFORT I u Il mpomemoHCTpHUpOBaid BO3MOXKHOCTD
XOPOIIIEeTO KOHTPOJIS TIPOSIBJICHU aHEMUHU M TPOMOOIIUTO-
TIEHWH TIPY YCJIOBUU TTOA00pa CHIKEHUST TO3bI WJIM HETTPO-
JMOKUTETLHOTO TIepephiBa TpueMa pPYKCOTUTHUHMOA
[9-11].

Takum 0Opa3oM, MpUMeHEHUE PYKCOJUTUHUOA y 0OJIb-
HbeIXx M® nipeBocxoauT JIIT B COOTHOIIEHUH ¢ KOHEUHBIM
KIMHUYECKUM pe3yJbraTaM. PYKCOTMTHHUO CITOCOOCTBYET
ObICTPOMY YMEHBILIEHUIO pa3MepoB ceieseHku [9-11]. 3na-
YUTETbHOE 00Iee YMEHBIIEHWE U3HYPUTEIBHBIX CUMIITO-
MoB M@ u ynydmieHue ob1iero Gu3n4eckoro COCTOSIHUS,
KOTOpbIe HAOJIOAANNUCH C 8- HeeJM U MPOJOJIKAIUCH 10
48-if HemeIW WCCIIeMOBaHUS, CBUIETEIBCTBYIOT O OJIaro-
MPUSITHOM BO3ICHCTBUM PYKCOJTUTUHNOA Ha KayecTBO
XU3HU 00MbHBIX ¢ M® [9]. V GonpIIMHCTBA MAlIMEHTOB
Ha0MI0aa10Ch KaK MUHUMYM 50% yaydllieHue cO CTOPOHbBI
00X CUMIITOMOB [9]. B nomnojiHeHMe K CHUXKEHUIO CILIe-
HOMETaJIMU U BBIPAXXEHHOCTU CUMIITOMOB, OOYCIOBJIEH-
HBIX M@, pyKCOTUTUHUO MPUBOIUT K U3MEHECHUSIM YPOB-
Heil uutokuHoB [1, 3, 5]. B npoTHBOMOIIOXKHOCTh 3TOMY
JIAT accouumpyercst ¢ yMEpeHHBIM yBeIuYeHEM o0beMa
CeJIC3eHKM M YXYIIIEHUEM CUMIITOMOB.

B 1enoM pesymbTaThl TIpeACTaBACHHBIX WCCIIEIOBAHUI
rnokasauu, 4To 3(h(eKTUBHOCTb PYKCOJUTUHUOA B OTHOIIIE-
HUW YITyJIIeHUST COCTOSTHUS 00TbHBIX ¢ M@ He BBI3BIBAaCT
COMHEHMIA, B TO BpeMs KaK MCIIOIb3yeMble TSI CPaBHEHUS
Tperaparhl TUAPOKCMMOYEBUHEI YaIlle BCETO OKAa3bIBAIOTCS
HeaddekTuBHBIMU. Kpome Toro, mockonbKy myTanust JAK?2
(V617F) — moaTBepXIeHHBI OHKOTE€HHBI (GakTop INpu
MII3, koropslii BcTpevyaeTcsl y OOJIBIIMHCTBA IMAllMEHTOB
¢ 3a00JIeBaHUSIMU TAHHOM TPYIITIBI, U €¢ MCYC3HOBEHUE TI0-
cJIe TpaHCIUTAHTALMKA TeMOIO3THYECKUX CTBOJIOBBIX KJIIETOK
JIOCTOBEPHO YJIy4IllaeT BBDKMBAGMOCTb OOJBHBIX, YUCHBIC
MPEIIIOIaraloT, YTO 3Ta MyTallusl — BepHasl IeJb JICUCHUS
kak M®, tak u apyrux MII3 [1]. Uccnenosanusi, mocssi-
IICHHBIC N3YYEHMIO YKa3aHHOTO Mperapara, poIoJKalTCs
npu apyrux Ph-HeratuBhubix MI13.

IToyyeHHble pe3yabTaThl CBHAETEJILCTBYIOT O TOM, 4TO

PYKCOJMTHHUO SBJISETCS HOBHIM BEKTOPOM B PA3BHTHH

Tapretnoii Tepanuun MII3, ocHOBaHHO#W HAa MOJABJIEHUH

JAK, 9T0 m03BOJIHT CO31aTh COBEPIMIEHHO HOBBIIi KJIacc Jie-

KAPCTBEHHBIX CPEJCTB M NMPUBENET K MOSBJIEHHI0 HOBBIX

CTAaHIAPTOB MOHUTOPHHIA  JedeHus: 00JbHbIX ¢ Ph-Hera-

TUBHBbIMH MII3.
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