OT3bIB
JOKTOpa MEIWIMHCKUX Hayk, mpodeccopa, HAy4HOrO0 PyKOBOAMTENS (PeaepaabHOro
rOCYJapCTBEHHOTO  OMOMKETHOro  yupexnaeHus «HamumoHanbHbelE — MeIUIMHCKUN
HCCIIeIOBATENIbCKUN EHTP NETCKOW reMaTOIOrMH, OHKOJIOTUM M UMMYHOJIOTUY UMEHU
Hmutpus PoraueBa» MuHucTtepcTBa 31npaBooxpaneHus Poccuiickoit @Penepanmu
HoBuuxoBoii I'anmuHBl AHATOIBEBHBI Ha OHCCEpTallMoOHHYIO padory KoxHo AnWHBI
BrnagumupoBasl «CTpaTerusi JHATHOCTHKH M JICYEHHUS] MHEJOAUCILIACTHYECKHX

CHHAPOMOB» T10 crielinaibHOCTH 3.1.28. - reMaTosiorus U nepenuBaHne KpoBU

AKTYaJIbHOCTH TeMBbI

Muenogucmnactuueckne cuaapomel (MJIC) — HampaBieHHE COBPEMEHHOM
reMaToJIOTHH, HEMPEePhIBHO M3ydyaeMoe U IMpeTeplieBarollee 3HaYUTEIbHbIE H3MEHCHUS
Ha NPOTSHKCHUM TMOCIEOHUX JecaTwietud. JluccepraunoHHas pabora AJMHBI
BraguMupoBHBI TOCBSIICHA HACYIITHON TEME - OIPENEIICHUIO CTPATEerui AUArHOCTUKHY U
JeYeHUs TaIlMeHTOB C MHUENOAUCIIACTUYECKUMU CHHAPOMaMH. MHOIroO4YnCIIEHHbIE
WCCIEIOBaHMS TOCIAEAHMX JIeT JOKa3ajlyd Hajluyue KIOHAIBHBIX HW3MEHEHUU
IeMOIIO3THIECKIX CTBOJIOBBIX KJIETOK, KOTOPbIE aCCOLMMPOBAHEBI C 3THUM 3a00JI€BaHUEM.
B OompmmHcTBe ciiydaeB passutde MJIC mpoumcxoaut 0e3 Kakoro-aubo SBHOTO
Bo3neiicTByIomero dakropa, ogHako B 10-20% emy mpeamecTByeT LHUTOTOKCHYECKAS
Tepamusi 1O TMOBOAY JPYroro OHKOJOTMYECKOIO MM OHKOIe€MaTOJIOTHYECKOro
3a0oneBanus, WM UMMYHOCYIIPECCUBHAsI TEpANUs 110 MOBOAY allJIaCTUYECKON aHEeMUH
(AA). Hanuare naHHbIX 3a00J€BaHU B IETCTBE MOXKET mpuBecTH K pazsutuio MJIC B
3peroM BospacTte. OcHoBomonararomuMm KputepuemM MJIC sBasercs Hamudue
JIOCTOBEPHBIX MPU3HAKOB TUCMHEINION0332, KOTOPhIe BBISBISIOT MPH MOPGOIOTHUECKUX
UCCIeIOBaHMIX  KocTHOro  Mo3ra.  COBOKYMHOCTh  IHUTOMOP(OIOTHYECKUX,
THCTOJIOTUYECKAX, IIUTOTEHETUYECKUX U MOJEKYJSIPHO-T€HETUYECKUX I1apaMeTpOB
03BOJIIIOT BepuduimpoBats BapuadT MJIC B COOTBETCTBUM C IEWCTBYIOLIUMHM, Ha
MOMEHT MpOBeIcHHUS uccienoBanus, kputepusmu BO3 2017 roma. Hanuuue

TUCTOJIOTHYECKHX OCOOEHHOCTEM KPOBETBOPCHUS, B HACTHOCTHU KJIETOUYHOCTH KOCTHOI'O



Mo3ra, Hammdme (ubposa CcTpPoMbI, TpeOyoT mnpoBeneHns aud(GEpPeHIHATHHOMN
AMArHOCTUKHU M UCKIIIOYCHUS IPYTUX FE€MaTOJIOTMIeCKUX 3a00JIeBaHM, IPOTEKAIOINX C
AHATOTMYHBIMA H3MEHEHUSMH B KOCTHOM MO3reé M aHaimm3ax KpoBu. Toumas
Bepu¢uKanus auarnoza MJIC, ero BapmaHTa ¥ IpymIibl pUCKa IIOMOTAeT OIPECIHTb
TPaeKTOPHUIO Pa3BUTH 3a001€BaHUSI U ONPEACIUTh CTPATETUIO JICUCHHUS.

OcHoBHBIM KimHAEYecKHM nposiBaeEreM M/JIC siBisieTcs nuToneHus, Tpedyromas
B OOJIBLIMHCTBE CIly4aeB IPOBENECHNS 3aMECTHTENLHOM Tepaniy KOMIOHEHTAMHI KPOBH,
¥ OJTHOM M3 38/1a4 TePAIliH ABIISETCS OBBIIIEHNE TI0Ka3aTe el reMOrpaMMbl ¥ CHUYKEHHE
notpebHOCTH B reMoTpaHchy3usax. B To xe camoe Bpems, MJIC - rpynma 3a6oneBaHumii
C BBICOKMM PUCKOM Da3BUTHUS INPOrPECCHMU M TpaHC(OpPMALMU B OCTPHIA MHUETOUIHBIN
neiiko3 (OMJI), n He MeHee BaXXHOW 3aJauell CTAHOBHTCS MOMBITKA HPEXOTBPATUTH
pasBUTUE ITUX HEONAronpHATHBIX coObITHI. B Tepamnu MJIC npuMEHSIOT pa3nudHbIe
TIOJXObl HAYMHASL OT AMHAMHYECKOTO HAOIIOACHU S, IMMYHOCYIIPECCUBHOMN TEPAIIKH, JI0
XUMHUOTEpalny, BKIIOYAasS THUIOMETUIMPYIOIIME IIpenaparbl MW TPaHCIUIAHTAI[HIO
QIJIOTCHHBIX TI'eMOIO3TUYECKMX CTBONOBBIX KieToK (amio-TI'CK). Omnpenenenune
TIOKa3aHuil Ui Havaja Kak[Joro BHUJA TEpalud SBISETCS AKTyalbHOW HAy4HO-
IPaKTHYECKON 3aa4eil COBPEMEHHON TeMaTOJIOTHH.

Hucceprannonnas pabora Koxao Anuabl BanuMupoBHbI IIOCBSIIEHA PEMIEHAIO

9THX U MHOTHX JPYTUX BOIPOCOB CTPATCIHH JUATHOCTUKH U JICUYCHU S TAIMEHTOB C MI[C

Hayuynasi HOBH3Ha pe3yJIbTATOB JUCCEPTANMMOHHOIO MCCJIeOBAHUS

HuccepranuonHsas pabotsl Koxno Anvabl BiiaguMupoBHEI OCHOBaHA HA aHAIIU3E
OoMBIIOH KOropTsl - 338 MalMEeHTOB, B TEYCHHE [UTHTEILHOro, Ooaee 20 JeT, nepuosaa
HaOIOACHNS ¥ OLIEHKOHN Pa3IMYHbIX ITOIX0I0B IIPOrPaMMHOM TepaInuH.

Brepsble nmuCCEpTaHTOM MPOBENEH CPAaBHUTENBHBIM aHAIN3  KIMHHKO-
MabOpaTOpHBIX AaHHBIX NanueHToB ¢ MJIC, pasBuBIIHXCS de novo, TPOTEKAIOIIUX
CHHXPOHHO C OPYTMM OHKOJIOTHYECKUM IIPOIECCOM WIIM IOCTe MpealiecTBYIOIEi
IUTOTOKCHYECKOM Tepamuu, a TakXke IoclIe HMMYHOCYIPECCHBHON Tepamuu

amIaCTUYECKOR aHeMUH. ABTOpP HAarJIAHO IPOJAEMOHCTPHAPOBAJA, YTO HAJHYUE APYTOro



OHKOJIOTHYECKOro IIpolecca sBiISeTcs (aKTOPOM HETaTHBHOTO TMPOTHO3a IIPU
IPOBEICHUH MPOTPaMMHOMN TEparuH.

BrniepBbie nokazaHa He0OXO0IUMOCTH He TOJILKO BCECTOPOHHETO 00CIeIOBaHUS Ha
MOMEHT YCTaHOBJIEHHS JHWar€o3a, TIO3BOJISIONIETO BBISIBUTh TaKXke JIPYroH
OHKOJIOTHYECKHI  mpolecc, HO U  3HAYMMOCTb  BBINOJHEHUS  MOBTOPHBIX
IIATOMOP(DOJOTHISCKUX HCCICIOBAHUN KOCTHOTO MO3Ta Mepea HadyajioM MpOorpaMMHOM
Tepanuu. AnuHOM BrnanuMHupoBHOM [0Ka3aHO HEraTWBHOE BIUSHUE YBEIHMUCHUS
KOJIMYeCTBa OJNIACTHBIX KIIeToK Ha 4,5% u OoJee Ha pe3yJbTaThl MPOTrPAMMHOM Teparuu
HapaBHE ¢ aHOMAJIMSIMU KapuOTHUIA U3 TPYIIIBI IIJI0XOr0 U OYeHb IJIOXOr0o MPOrHo3a, a
TaK)Xe «OTCYTCTBHE MUTO30B» MpPU CTaHIAPTHOM KapUOTHUIIMPOBAHMM KOCTHOI'O MO3ra.
IIpencrapieHHBId aHATW3  MOJIEKYJISIPHO-TEHETHYECKUX OCOOCHHOCTEW  IoKa3aj
BaXHOCTH 3TOTO MCCIICJIOBAHUS IS OTIPEeNIeHrs BeposiTHOCTH TpaHchopmanuu B OMJT
U TIPOJOJDKUTENBHOCTH >Ku3HM namueHtoB ¢ MJIC. B 2 % cnydaeB BhIsSIBICHA
repMuHaNbHAs MyTanus B rene GATA2 B coyeTaHud ¢ MOHOCOMHUEW XPOMOCOMBI 7, 4TO
0COOEHHO 3HAYUMO JIJIi MOJIOJBIX MAIlMEHTOB M MPH WHUIMALMKA TIOWCKA JIOHOpA IS
BoinoTHeHus anno-TT'CK.

Pe3ynbrarel HECKOJIBKUX MPOCIEKTUBHBIX HCCIEHOBAHWEA IMO3BOIMIN AJMHE
BrnagumumpoBHE  OmpenenuTh  3HAUMMBIE  KIMHHUKO-Ta00paToOpHBIE  IMapamMeTphl,
onpenensitore 3G(MEKTUBHOCTh KaXJOro BuAa Tepanud. JlokazaHa YCHEIHOCTh
KOMOWHUPOBAaHHOW HMMMYHOCYIIPECCHBHOM Tepalmul Yy CeJIeKTHPOBAHHON TPYIIIEI
nanueaToB ¢ MJIC Oe3 m30bITKa OJIACTHBIX KIIETOK B OTCYTCTBHH HEOIArONpUSTHBIX
aHoMmanuii Kapuotuna ¥ (uOpo3a CTpoMbI NPU CHWKEHHONW WM HEPaBHOMEPHOM
KJICTOYHOCTH KOCTHOI'O MO3ra MpH KIWHUYECKH 3HAYMMBIX HHU3KUX TI0Ka3aTemsx
reMorjo0ruHa U TpoMOOIuTOB. BriepBhie-okazana 3heKTUBHOCTH CILICHIKTOMUHU Y 44
IAI[HEeHTOB, €€ XOopollas MepPeHOCHMOCTh, a TakkKe He0OXOOUMOCTh IPOBENCHUS
XeJIaTOPHOU Tepamuy TpU TpoBeAeHNH TremorpaHchysuit. Ha Oompinoil koroprte
MAIICHTOB IPOJEMOHCTPHPOBAHO OTCYTCTBHE CTATUCTHYECKH 3HAYMMOW pa3HULIBI
pe3yIbTATABHOCTA  JNBYX THUIOMETWIHPYIOLUIMX IIpenapaToB: JAenuTabuHa U
azanuTuauHa. JokazaHa HuU3Kas 3PGeKTHBHOCTh IUTapabWHAa B MaJbIX A03aX IIpU

HaJMYUU I[UTOTeHETHYeCKuX abeppaluii W3 TpyNIbl HEONarompUsATHOIO IIPOrHO3a.
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Brepseie B Poccuiickoit @enepanun (P®) mponmemoncTpupoBana 3(p(EKTHBHOCTS
HU3KOJ03HOM XUMHUOTEPANIUY C TUIIOMETHIINPYIOIINUM IpaiiMUHTOM Y mareHToB ¢ MJIC
¥ M30BITKOM ONAcTHBIX KIIETOK, a Takxke Ipu TpaHchopmanuu B OMIJIL JlokasaHo
OpEUMyIecTBO paHHero BelmoiaHeHus awio-TI'CK y mamumenToB ¢ MJIC wus
OObEIMHEHHOH TpyNIbl BBICOKOTO pHCKA MPH JOCTH)KEHHH M  COXPaHEHHU

ITOJIOKUTECIIBHOT'O OTBETA.

IIpakTHyeckasi 3HAYMMOCTD Pe3y/1bTATOB JHCCEPTAIHH, BO3MOKHbIE Iy TH
HX HCHOJIb30BAHUSA

AnvHOoii BnamumMupoBHOH B TedeHHMe BCErO IepUONA  HCCIEHOBaHHUS
YCOBEPIIEHCTBOBAJICS IPOTOKOJ 0OCJeNOBaHMs NAIMEHTOB, KOTOPBIA Ha MOMEHT
OKOHYaHUs  pabOTBl BKJIIOYaeT B ceOs  COBpeMeHHbIE  MOP(HOIOTHUYECKHE,
UMMYHO(EHOTANINYECKHE, [TUTOTCHETHYECKUE ¥ MOJEKY/SPHO-T€HETHUECKHAE METOMIBI
MCCIIEOBaHMs], MO3BOJAIONINE Haubojee TOYHO OMpPENeIWTh BapHWaHT 3a00JIeBaHMs,
OIpeeNIuTh BO3MOKHBIN puck TpaHchopmarmu B OMII v BEIOpaTh HAMTYYIITHA BapUaHT
nevyenus. IlpencraBiieHHBIM AITOPUTM KCCIIEIOBAaHUN KOCTHOT'O MO3Tra MMEET BaXKHOE
IPaKTHYECKOE 3HAYCHUE B €)KEHEBHOM IIPAaKTUKE Bpauyel reMaToJIOr0B M OHKOJIOIOB [TPU
o0clileoBaHNY MAIIMEHTOB C IUTONCHUYSCKHUMHU CHHIPOMAMH.

CpaBHUTENBHBIA aHaNIW3 TpPeX IPOrHOCTUYECKHUX INKaJl MPOAEMOHCTPHPOBAI
HEO0OXOMMOCTh MPAKTUYECKOTO HCIIONB30BAHMS OJHOW CHCTEMBI IS OIpEIelIeHuUs
BO3MOXHBIX acnekToB pazsutus M/IC.

PaspabGorannass crtparerus tepanuu mnamueHToB ¢ MJIC, Oasmpyromas Ha
MOP(}OIOTHYECKNX, HUTOTCHETHYECKHX ¥ MOJCKYJSIPHO-TeHETHIECKHX MapaMerpax
00Je3HM, TO3BOJIMJIA JOCTUTHYTh MAaKCHMAaJIBHOTO pe3ysibTaTa B IEIEBOH TpyIIe
nanueHToB. OTCYyTCTBHE CTATUCTAYECKH 3HAYMMOr0 IPEUMYIIEeCTBa a3allUTUINHA [Tepe]l
JIeIUTa0MHOM IMO3BOJIUT PABHO3HAYHO HCIOJB30BaTh 00a Ipemapara B IPOTrpaMMHON
tepanun MJIC, a uurapabuH B MalbIX [J03aX - y I[alAEHTOB B OTCYTCTBHUH
[UTOTeHeTUYeCKnX abeppaliii U3 rpynnsl HebIaronpusaTHOro nporuo3a. Hosatopcekuit
MPOTOKOJ HU3KOJO3HOM XUMHOTEpAllU¥ C TUNOMETWIMPYIOIIUM I[IPaiMHUHIOM

MPOJIEMOHCTPHPOBAT BBICOKYIO 3G (eKTUBHOCTE (57%), B TOM 4ucje y MAUeHTOB C
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PE3UCTEHTHBIM MM penuauBupyromum TedenueM MJIC, 4To moCiIyXKuiI0 OCHOBaHHEM
AJSL €r0 BHEAPEHMS B MPAKTUKY TreMmarojorudeckux otnenenuit OIBY «HMUIL]
I'eMaTOJIOTUN» U PeTUOHOB PD.

Hanxynmume pesymbratsl amno-TT'CK, BbinonHerHOM Tpm TpaHchopMmaruy B
OMJL Hapsifty ¢ BBICOKOH BEpOATHOCTBIO MPOrpeccuy y manuentoB ¢ MJIC 13 rpymmst
BBICOKOTO U OYE€Hb BBICOKOT'O PHCKA B IIEpBBIE 3 MecsIa mocjie Bepru(pUKaIUh JAarHo3a
Io3BONIMIA AsnHe BragumupoBHe c)OpPMYIMpOBaTH HPMHIMUII PAHHETO BHITOJTHEHHS
amto-TI'CK, 4To no3BOJUT B KpaTyaillline CPOKU HAPABJIATH HAHEHTOB, TOUTEKAIIIX
amno-TI'CK, B TpaHCIITaHTAI[IOHHBIE IEHTPEI.

Pazpaborannblii alIropuT™ 00CIeIOBaHNS MAMEHTOB ¢ mogo3penreM Ha MJIC u
NPEJCTaBICHHbIC MPHHIMIBI BHIOOpPa JieyeOHOM TAKTHKM HAILIM OTPAKEHHE B
KIIMHAYECKHUX PEKOMEHTAIUIX «MuenoaucmiacTuyecKuin CHHJIPOM.

Muenonucnnactudeckre/MueIonposrpepaTuBHbIE HOBOOOPAa3OBAHMUY.

IosiHOTA H3J105KE€HHS OCHOBHbLIX pe3yiabTaToB HHCCBPT&HI/IOHHOﬁ paﬁoTbI B

HAYYHO! me4yaTn

Omy6mnukoBaHo 1o TeMe muccepTaiyu 83 HaydHble paboThl, W3 HEX 21 cTaThs B
Hay4HBIX )XypHaJlaX U H3IaHuAX, pekoMennoBanHbIx BAK st myOnukaiiu pe3yapTaTon
NUCCEPTALlMOHHBIX MCCIICIOBAHUM IO cHenuajgbHocTd 3.1.28. — remarojorus u
IepeNrBaHue KpoBH; | HalMOHaNbHBIE KIMHUYECKHE peKOMeHJaluu; 17 riaB B
MOHOTpausX.

OcHOBHEIE TIOJIOKEHMS BBINOJIHEHHOH pabOTHI MOJOKEHBI W OOCYXKICHBI Ha
KOH(EPEeHIMAX M KOHIPECcCax PEeTHOHAIBHOIO, (elepaJbHOro ¥ MEXAYHAapOZHOIO
3HAUYEHHS.

J{0CTOBEPHOCTH Pe3yJIbTAaTOB PadoThl, BHIBOJAOB U MPAKTHYECKHX
pexoMeH AU,
IIpencraBneHHble IUCCEPTAHTOM pe3yNbTaThl HaOMogeHus 338 malueHToB,
JUIATENIbHBIA NEPUOJ HAaOIOJEHHS, UCIOIbh3yeMble TPAIUI[HOHHBEIE U HOBLIE METOJbI

O6CHCI[OB3HI/I$I, a TaKX€ BBIIIOJIHEHHBIA Ha COBPEMCHHOM YPOBHE CTaTUCTUYECCKUM
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aHallu3, JMOKAa3pIBAIOT BBICOKYIO JIOCTOBEPHOCTh U  3HAYAMOCTh  IOJIy4YEHHBIX
pe3ynbTaToB, ¥ CHOPMYIMPOBAHHEIX HAa HX OCHOBAHUM BBIBOJOB. lIpecTaBieHHBIE
NPaKTHYECKUE PEKOMEHIALMH JIOTHYHO BBITEKAIOT M3 IIONyYEHHBIX pe3yJbTaTOB
WCCJICIOBaHMs], JOCTOBEPHBI, HAY4YHO OOOCHOBaHbI M MOTYT HCIIOJNB30BAThECS B
©XEe/HeBHOU NPaKTHYeCKoW paboTe Bpauell IeMaTONIOroOB, OHKOJIOIOB U TEpaIeBTOB B
(enepanbHBIX U pErHOHATBHBIX IIEHTpax Pd.

Ounenka cogep:kaHusi JHCCEPTALHM, CTeNeHb 3aBEPUICHHOCTH M KAYeCTBO
odopmiieHHs1 AUCCEPTANMOHHOTO HCC/IEJOBAHHUS

Huccepranponnas  pabora AnmHOW  BragumMupoBHOM  HamucaHa 1o
KJIACCHYECKOMY 00pasily U COCTOMT U3 BBEJCHMS, 0030pa JIMTEPATYPHl, MATEPHAIOB U
METOJIOB HUCCIICIOBAHHH, PE3YILTATOB COOCTBEHHBIX MCCIIeIOBAaHUM, IIPEACTABIEHHBIX B
9eThIpeX TJlaBaxX, 3aK/IOYEHHs, BBLIBOAOB, NPAKTUYECKAX PEKOMEHIALMNA MU CIIACKA
JUTEPaTyphl, BKIIOYAMOIIETO B cebs 591 nmurepaTypHBI HCTOYHHK, M3 HUX 56 paboT
POCCHICKUX aBTOPOB W 535 - 3apybexnbiX. Juccepranus comepxut 361 crpanumimy
MAaIIMHOIIMCHOI'O TEKCTa, 78 PUCYHKOB U 58 TabmuiIl, 2 MpUIOKEHHS.

Beenenue BKio4aeT B ce0s: aKTyalbHOCTb, CTENEHbh pa3pabOTAHHOCTH TEMBI
UCCIICIOBaHM, IIeNb, 3a/a4M, HAy4YHYI0 HOBHU3HY, HAYYHO-PAKTHYECKYIO ILE€HHOCTD,
METOJOJIOT MO ¥ METObI HCCIIE0BAHN S, OCHOBHBIE II0JI0KEHUSI, CTETIeHb JJOCTOBEPHOCTH
U anpobaluy pe3yNbTaToOB HCCIENOBAHUS U WX BHEAPEHHE. 3aMeYaHWi K JaHHOMY
paszeiy Her.

B rnase «O0630p nuTepaTyphl» MpEACTaBIEHbI JaHHbIe 0 3a0o01eBaemoct MJIC
B MHpE, OXapaKTepu30BaHbl ocobeHHocTH pasButus MJIC mocne mpenriecTByromeit
IMUTOTOKCUYECKOM  TepalMd IO TOBOAY JAPYrOro  OHKOJOTMYECKOTO WA
OHKOI€éMAaTOJIOrHYeCKOro 3a00JeBaHus, a TakKe IMO3IHHE KIOHAJIbHBIE OCIOKHEHHUS
amIaCTHYECKOM aHEMHH, OIMCAaHBl BO3MOJXHBIE DSTHOJOTHYECKHE (DAKTOPHI U
naToreHeTudeckue ocCHOBEI pasButds MJIC. B momHoM oOwveMe mpencTaBiIeHBI
nuarnoctuyeckne kpurepud MJIC, osBomomus kiaccupuKanuii 3a BeCh IEPHOJ
uzygyenuss MJIC u mnporsocTMyeckde WHIKabl, IIMPOKO HCIONb3yeMble B MHPOBOM

ITPAaKTHUKE. bonsmoe BHUMaHue YACJICHO CYHIECTBYIOIMUM TEPAIICBTUYCCKUM IIOAX00aM,



a Taxxe amio-TI'CK. I'maBa HanuMcaHa XOpOIIUM JTUTEPATYPHBIM SI3BIKOM M COIEPIKUM
MHOI'0 HcUepIbIBarolell nHGopManuy. 3aMeyanuii K JaHHOM I1aBe Her.

B rmaBe «Marepuansl W METOHBI HCCIENOBAHWS» aBTOP MPENCTABIIAET
urpopmanuio o 338 nanuenTtax. bonblnoe BHUMaHKeE y ieleHo aueHTaM, IMEOIINM B
aHaMmHe3e JIpyroe 3Ha4uMoe 3a00JeBaHUe, B TOM YHCIE W BBIABIEHHOE CHHXPOHHO C
MJC, cpokos passurusg MJIC, kak BTOPOro COOBITHS, a TaKKe pacipeeneHne BO Beel
Koropre nmauueHToB Ha BapuanTel M/JIC, cornacuo kmaccudukanuu BO3 or 2017 roxa.
B aT0ii rnaBe Tarke IpeAcTaBIeHbl KPUTEPUHU AUArHO3a, C HArSIHBIMA IPAMEpPaMU
Mopdonorudeckux ocodbennocreir MJIC, KpuTeprun OTBETa Ha TEPAINHIO, CKPYHYJIE3HO
OITMCaHbI HCIIOJIb30BaHHbBIE METOABI AUATHOCTHKH. M3II05KEHBI METOIBI CTATUCTAYECKOTO
aHaju3a MOJy4YeHHBIX JaHHBIX. 3aMeUaHHH 10 TaHHOM IJIaBe HeT.

B 3 rmaBe «Pe3ynbpTaTel HMCCIEOBaHHS M MX OOCYXKIEHHE: J1a0OPaTOPHBIE
JaHHBIE»  —  aBTOp  NPOBOAUT  CPaBHUTEILHBIM aHajgu3  pe3yJIbTaToOB
IUTOMOP(MOJIOTHYECKUX ¥ NaTOMOPGOJOrHUYECKMX MCCIEJOBAHUNA KOCTHOTO MO3Ta.
Haubonee 3HaurMble pa3HOUTEHHS OBLTH BBISBIIEHBI [TPU OL[EHKE KJIETOYHOCTH KOCTHOTO
mosra (p < 0,0001), pa3sMepoB OPHUTPOUAHOrO, TIPAHYJIONUTAPHOIO U
MEraKapyuoOIMTAPHOTO POCTKOB KPOBETBOPEHHUS, a TaKXe HaIuuus [OPH3HAKOB
JTUCMHEIION033a, IOATBEPKAEHHBIE HU3KUMHU 3HaueHUAME Kodddunmenta KosHa.

Ha ocHOBaHMM KOMIIJIEKCHOW OIEHKH KIMHHKO-TabOopaTOpHBIX I1apaMeTpOB
aBTOp IIPUBOJUT HanOOJIee 3HAYNMBIE XapaKTEPUCTHKH KPOBETBOPEHWS IIPH CHUKEHHOM
KJICTOYHOCTH KOCTHOTO MO3ra, OTJInYaroluii 3ToT BapuanT MJIC.

B sroii rmaBe quccepTaHTOM ONMMCAHBI OCOOCHHOCTH KapPHOTHUIIA Y IAIEHTOB C
MJIC, BbIIBICHHBIE OpU CTAaHZAPTHOM KApUOTHIHpPOBaHMH u MeTomoM FISH.
IIponeMOHCTPUPOBAHO YyBENWYEHHE aHOMAIMU KapHOTHIIA IIPH MYJIBTHIMHEHRHON
JUCIUIa3MM ¥ yBEIMYEHUH KOJIMYECTBAa OJNACTHBIX KIIETOK, a TaKKe IIPH HAIAYUH B
aHaMHE3¢ ITMTOTOKCHYECKOM WM HMMMYHOCYIIPECCHBHOM Tepamuu. llpemcraBieHbI
I1apaMeTphbl KPOBU ¥ KOCTHOI'O MO3Ta, aCCOLMUPOBAHHBIE C JieNelne TIMHHOIO I1ieya
XpOMOCOMBI 5 M MOHOCOMHUM 7 W pe3yNbTaThl BBICOKONPOHM3BOIUTEIHHOIO
ceKBeHUpoBaHus 15 renos, accouumpoBanubix ¢ MJIC u OMJL

HpeI[CTaBJIeHHBIC JAAaHHBIC TTIO3BOJIMJIM aBTOPY CACIaTh BBIBOI 00 00s13aTeIbHOM
7



IPOBECHUN TPENaHOOMOICHM KOCTHOrO Mo3ra mnpu momospenmn Ha MJIC, o
HeoOxonuMmocTy BbinonHeHMH FISH mnpu HopMmanbHOM KapuoOTHIIE B OTCYTCTBHHU
MHTO30B U O BCECTOPOHHEM HCCIIEJOBAHUH KOCTHOI'O MO3ra, BKIIOYas MYTaIldOHHBIH
CTaTyC. 3aMeYaHHil 0 JaHHOM rjaBe HeT.

B 4 rnase «PesyabraThl M 00Cy:KIeHHe: NPOTHOCTHYECKHE IIKAJIbI H
3HAYEeHHe H3MEHEHHs KOIHYecTBa 01acTHBIX KJIeToK Yy nanuenToB ¢ MIC» Anmuna
BraguMmupoBHa npezncraBuiia pe3ysbTaThl aHATN3a U3MEHEHHM KOJMYECTBA OJIACTHBIX
KJIETOK JO Hawaja choenupuyeckod Ttepanmuu. B pesynbTate KpOMOTIMBOIO
CTAaTHCTHYECKOr0 aHalW3a OIPElNeleHO INOopororoe 3HadeHue B 4,5%, HOCTOBEpPHO
CHIDKaroIee [T0KazaTean o0IIeil BEDKUBaeMOCTH, HapsTy C MOBBIIEHHON KIETOYHOCTBIO
KOCTHOI'O MO3ra U HeOJIarONpHUATHEIMU aHOMaJIMsIMHA KapHUOTHITA, BKIIOYAs OTCYTCTBHE
MHUTO30B. ¥YCTaHOBJIEHBI CPOKHM BBIIIOJHEHHUS MOBTOPHON MYHKIIMM KOCTHOT'O MO3ra B
3aBHCHMOCTH OT II€pBOHAYAIBHBIX 3HAUEHHI OJIACTHBIX KJIETOK. TaKXe aBTOP IMPOBOIUT
CPAaBHUTEJIbHBIA aHAIW3 TPEX IPOTHOCTUYECKHMX INKaJN, OMPEAENISIONX MPOrHO3
teuenuss M/IC. ITokazaHo OTCyTCTBHE UAEHTUYHOCTH OLleHKH pruckoB B 20-30% crmydaes,
1 HeoO0XO0AMMOCTU BbIOOpa ONTHMAJbHOM MIKAJIBI MPOTHO3a, B JaHHOM MCCJIEIOBAHUU
npeanourenue 6s110 ornano IPSS-R.

B S5 runaBe «Pe3synbTarbl M HX 00Cy:KJAeHHE: NMPOrpaMMHAasi Tepamus»
JUCCEPTAHTOM IIPENCTABICHBl PE3yJbTaThl OJHO- U MHOTO(AKTOPHOTO aHAJIM30B
3QGEKTUBHOCTH HMMMYHOCYNIPECCUBHOW Tepamus, CIUICHIKTOMHHM, XHMHOTEPaInu
nuTapabMHOM B MaJBIX J03aX, THIOMETHIUPYIOIIed Tepanud a3alluTHIAHOM W
NeIUTa0MHOM B MOHOPEXHME, KOMOWHWPOBAHHOW HHM3KOJO3HON XMMHOTEPAIlUU C
runoMeTwiupyomum npaimuarom u amio-TT'CK. Jlng kaxmoro BuAa Tepanuu
OIIpe/ieNIeHbl KJIIMHUKO-Ta00paTOpHbIE TNPEIUKTOPhl HAWIYHYIIEro OTBETa, 3HAYMMO
yIydIIalonife TMoKa3aTedu  oOmed  BBDKMBAEMOCTH, a Takke IapaMeTphl,
YBEITUYHUBAIOIINE BEPOSITHOCTD Mporpeccuu u Tpanchopmarun 8 OMIL.

B 6 rnaBe «Pe3yabTaThl HCCIECJOBAHUSA H HX O0OCY:KIeHHE: HOJTOCPOYHbIE
pe3yabTaThl HaOMoAeHus: nanueHToB ¢ MJIC» aBTOpOM IpencTaBlIeHBl PE3yJIbTAThI
o011el BEDKMBAaEeMOCTH M BEPOSTHOCTU IPOTrpeccuu Bo Beel rpymme nanueHTos ¢ MJIC.

ITokazaHo, 4TO HpH HPOBEIEHUM NPOrpaMMHOM Tepamuu oOIasi BEDKMBAEMOCTb U
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BEPOATHOCTH IIPOTPECCUM ONIPEeNISNUCE PUHAISKHOCTBIO K IpymIe prcka mo IPSS-R
M KJICTOIHOCTBIO KOCTHOIO Mo3ra. Xo04Yercs OTMETUTh, 4To AuvHa BiaamMupoBHa
IOAPOOHO M3y4YHsIa NPEIUKTOPEI HEGIArONPHATHOIO HCXOMa MJC, x KOTOpbIM TaKxe
OBLIM OTHECEHBI OTCYTCTBHE MHTO30B HPHU CTAHAAPTHOM KapUOTUIIMPOBAHUH KOCTHOIO
MO3ra WM CHIDKEHHOM KIIETOYHOCTH B TPEMaHOOMONTATe, HATHYHE KOJIAreHOBOrO
$hrOpo3a CTPOMBI, yBeIIUUeHHE KONMYECTBA OIACTHBIX KIIETOK OT 4,5% 1 6oliee 10 HAdala
IPOrpaMMHOH TEpaInH, a TAKKe 0OHapyKeHue MyTaruil B renax RUNXI, SRSF2, NRAS,
GATA?2.

Paznenst «OGcy:kaeHHe MOJYYeHHBIX pe3yJbTATOBY H «3aKII0YeHHE»
IIOCBAIICHBl AHAIM3Y MOJIYYEHHBIX HAHHBIX, COMOCTABJIEHUIO C JOCTIKCHHSMH IIO
naHHOM Teme B Poccuu u 3a pybGexxoM. B sToM pasmene aBTOpOM mHpencTaBIEHBI
aJITOPUTMBI NAIIMEHT-OPHEHTUPOBAHHOTO Noaxo/a B jeuenre MJIC B 3aBUCUMOCTH OT
WHUIMAAJIBHBIX IIapaMEeTPOB 3a00IEBaHNs.

BobIBO/BI TAPMOHMYHO BBITEKAIOT U3 PE3yJIBTATOB JUCCEPTAMOHHOM PaboThL U
COOTBETCTBYIOT 3asBJICHHBIM IICJIH U 3a1a4aM.

IlpencraBiieHHble  «NPAKTHYECKHE  PEKOMEHAAMUM»  OasUPyIOTCS  Ha
IOyYCHHBIX Pe3yNbTaTax M YK€ YacTUYHO BOIIIM B KIMHAYECKHE DPEKOMEHIAIUH
(KP141_2) «MuenonucnaacTiyeckuii curapoM. MuenoauciacTudecKie/MHeIOnpo-
nA(epaTuBHBIE HOBOOOPa30BaHUA», 0OHOBIEHHBIE B 2024 TOMy, H, HECOMHEHHO, OYIyT
BOCTPeOOBaHBI B €XKEIHEBHON KIIMHHUYECKON MPAKTHKE BPauel-reMaToIoroB 1 CMEKHBIX
CHenUaJIbHOCTEN.

Ilpencrapnennas AnmHo#i  BrnagmmupoBHOM — auccepramust — 3acily’KHBaeT
IONIOKUTENBHON  oleHKH. IIpencraBieHHBI 0030p JWTeparyphl, pe3ybTaThI
IIPOBEACHHBIX WCCIECIOBAaHMMU, CTATUCTUYECKUN aHaN3 CBUIETEIHCTBYIOT O BBICOKOM
YPOBHE TEOPETHYECKHUX 3HAHWA M METOJUYECKON IOATOTOBICHHOCTH aBTOPA, & TaKXKe
ITyOOKOM MOHUMAHUY KIMHUYECKUX TTOTPeGHOCTEN Bpadeii-reMaToIoroB.

Huccepranys oGpopMIIeHa B COOTBETCTBHH C CYIIECTBYIOLIMME TPeOOBaHUAMH K
HayYHBIM KBAIM(HUKALMOHHEIM paboTaM Ha COMCKaHUe YUEHOU CTENEHU JOKTOPa HayK.
CylecTBeHHBIX 3aMeYaHMi 110 METOIOJOTHYECKUM IIOAXOAaM, OO0OCHOBAaHHOCTHU

BBIBOJ OB, Hay‘IHOfI HOBH3HEC H HpaKTI/I‘-IeCKOﬁ 3HA4YUMOCTH HET.
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ABropedepar  mUCCepTAlMM  COOTBETCTBYET  OCHOBHBIM  IIOJIOYKEHHSM

AUCCEPTAMOHHOIO UCCIENOBAHKS, a OPOPMIICHUE - NeHCTBYIONMM TPeOOBAHMSAM.
SAKIIOYEHUE

Huccepraunonnas pabora KoxHo Ammubel Bramumuposnsr «Crparerns
AWArHOCTUKU W JICUEHHUS] MHUETOAMCIIIACTUYECKUX CHHAPOMOBY, TpeACTaBlIeHHAas Ha
COMCKAaHHEe yYEeHOW CTENEeHH JOKTOpa MEIULUHCKHAX HayK IO creruanbHocTd 3.1.28. —
TeMaTONIOTUs U IepelliBaHne KPOBH, BBINOJHEHHAs NPH HAYYHOM KOHCYJIbTHPOBAHHU
JIOKTOpa MeauuuHCKMX Hayk IlapoBuunukoBoit Enensr HukoiaeBHBI, sBisieTcs
3aKOHYCHHOM HAYYHOH KBanM()UKAMOHHOH paboTOif, B KOTOPO#l pelleHa aKTyalbHas
IpobiieMa — pa3paboTKa M CO3[aHHe CTPATETHH MATHOCTHKA M JIeYeHHs Pa3IHYHbIX
BapHaHTOB MHEJIONUCIUIACTUYECKOrO CHHAPOMA, KOTOpas UMeeT CYIIECTBEHHOE
3HaYeHUe U1 TeMaTOJIOTH Y.

Juccepraiys COOTBETCTBYET TpeboBaHUsM myHKTa 9 «IlosoXKeHMs O TOpsIKe
IPUCYKICHUSI YUYCHBIX CTeleHel», yreepxacHHoro Iloctanosnenmem IlpaBuTenbcrsa
P® Ne842 or 24 centabps 2013 r. (B pen. 16.10.2024 r.), mpeabsBisgeMbIM K
AUCCepTalUsIM Ha COMCKaHHE YYEHOW CTENEeHHU JOKTOpa Hayk, a aBTop, Koxmo AnmnHa
BrnamumupoBHa, 3aCyXHBaeT IPUCYKACHUS HCKOMOU CTEIEHH HOKTOPa MEAUITHCKHAX

HAayK 110 ClI€HaJIbHOCTH 3.1.28. - remaroJjiorus u IICpCIIMBAaHUC KPOBH.

OdnunanbHbIH ONIMOHEHT

Hayunslii pyxosoaurtens ®I'BY "HMUILL JITOU um. [Imutpus Porauepa"
Munsnpasa Poccun, /)
JOKTOp MEJUIIMHCKUX HayK, Tpodeccop

HoBuukosa I'.A.

[onnuce opunmansHOro onmonenta HoBuukoBoit 4,

&
Z

y‘IeHHﬁ CEKpETapb, JOKTOPp MCIUITMHCKUX HAYK, TOILCH %

SHHHOB 4. .

14.05.2025

)

Anpec yupexnenus: 117198, r. Mocksa, yi. Camopsl MétmesnazHom 1.
Ten: +7(495)-287-65-70
Caiit: https://fnkc.ru/
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