OT3bIB
oHIIHaIBHOTO ONIIOHEHTa JOKTOpa MEJULIMHCKHUX HayK, Ipodeccopa
Unsuna Hukonast BacunseBruda Ha quccepTauuio 3BsruHueBo lapsu AHIpeeBHEL
«Ilytu ynydiieHnss KOMOMHUPOBAHHOTO JiedeHus JIMMGbOMBI XOJKKHHA Y JeTeil
U IIOJPOCTKOBY, PEACTABIEHHYIO HAa COUCKaHUE YUEHOH CTENEHN KaHAu1aTa

MEIUIMHCKUX HayK Mo criennaibHocTh: 14.01.12 - oHKOMOTHS

AKTYaJIbHOCTH TeMbl

IIporpecc B pa3paboTke METOOUK KOMIUIEKCHOIO JICYEHHsS JHUM(MOMBI
XomxkuHa (JIX), mo3Bonmn gobuBathes cTOMKOM pemuccun noytd 'y 90%
3a00yeBIIMX. B TO ’X€ BpeMsl HAKOIUICHHBIH KJIMHUYECKUH OIBIT I10Ka3bIBAeT
OKOHYATEJIbHYIO LIeHY TaKOro yCIi€Xa: CTaBLIME B3POCJIBIMHU MNALIMEHTHI CTPAJaOT OT
psana no3IHUX dS(GOHEKTOB MPOTUBOOMYXOJIEBOH TepamuM, KOTOPbIE YXYIUIAIOT
Ka4ecTBO JKU3HH, TpeOyIOT JONOJHHUTEIBHOTO JIEHEHMs M JaXe SBISIOTCSH
GdaTajbHBIMU. AHaJIU3 3THUX OCJIOXXHEHWH IO3BOJMUT Jajibllie ABUTraThCsl MO MyTH
COBEpIICHCTBOBAHUS METOAMK TEpaldy, BBIABUHYTH Ha IIEPBBIM IUIaH 3ajady
obecrieyeHHs O/DKHOTO KauyecTBa >KHM3HM 34 CYE€T MHHHMH3ALMH OTIaJIeHHBIX
IIOCJIEICTBUIA.

[IpoGrema OTHANCHHBIX IMOCHEACTBUA M KadecTBa JKH3HU OOJBHBIX,
M3JIEYEHHBIX B JETCKOM M TMOJAPOCTKOBOM Bo3pacte OT JIX, B TOcCnegHUE TrOibl
NpUBJIEKaeT BHUMAaHWE MHOTUX HccienoBareneid. Haunbomnbiiee yncno myOmukaruii
MOCBAIIEHO AHAJIM3Y 4YacTOThl Pa3BUTHS BTOPBIX JIOKAJTU3AIMM 3710Ka4€CTBEHHBIX
OMyXo0JIeid, MTOBPEKAECHUHN IIUTOBUIHON U MOJIOBBIX JKeJe3, CEPIEYHO-COCYAUCTON U
JIbIXaTEIbHBIX CHCTEM.

OCHOBHBIM METOJIOM K CHIDKEHHUIO OTJAJNCHHONW TOKCHYHOCTH SBISETCS
ONTUMM3ALUS XUMHOIYUYEBOM Tepanuu U IPUMEHEHHE PUCK — aJalTHPOBAaHHBIX
MpPOrpaMM, KOTOpblE MOTYT MHHUMH3UPOBaTh JeueOHYI0 Harpy3ky 0Oe3 MoTepH ee

sd¢extuBHOCTH. OpHAKo B MeJUATPUYECKOH TMPaKTHKE HE  CYIIECTBYeET



YHHQUIIMPOBAHHOTO MPOTHOCTUYECKOT0 MHIEKCa, a CTpaTH(HKaLMs MalUUeHTOB Ha
TPYIIBI PUCKA BapbUPYeET B 3aBUCUMOCTH OT KJIMHUYECKUX IPYIIIL.

B cBs3u c BbllIeyKa3aHHBIM TeMa AMCCEPTaLlUM, B KOTOPOH IpeANpUHATA
MONBITKA YCOBEPIIEHCTBOBAHUS COBPEMEHHBIX MOAXO0A0B B Tepanuu JIX y nereil u

NMOAPOCTKOB, BECbMaA aKTyaJlbHaA.

O00CHOBAHHOCTh W /JOCTOBEPHOCTH HAY4YHBIX IOJ0KeHHH, BbIBOJAOB H
peKoOMeHAA U

JIOCTHXKEHUIO  1eNW  WCCNeOBaHMS  —  YyIy4dllEHWE  pe3yJsibTaToB
KOMOMHHpOoBaHHOTO JeueHus JIX y aeTel U mOAPOCTKOB ¢ MOMOIIBIO MOAUGHKAIIUN
COBpEMEHHBIX TIPOrpaMM Tepamuyl — TMOJAYMHEHAa BCSl CTPYKTypa IuccepTaliiu.
O0G0CHOBaHHOCTE M JOCTOBEPHOCTH pE3YJbTATOB MOATBEP)KICHA 3HAUMTEJLHBIM
KouecTBOoM OosbHbIX (143 nereli W MOJPOCTKOB), COBPEMEHHBIMH METOAaMH
HUCCJIEIOBAaHMUS, KOPPEKTHBIM aHAIM30M Ppe3YJIbTAaTOB, OOJIBIUUM JIMYHBIM OIBITOM
aBTopa. Cratuctuueckass o00pa0oTka MaTepyalla MpOU3BEJeHa C IIOMOLIBIO
COBPEMEHHBIX HEOOXOMUMEBIX I Takoi paboTel, HO OOLIEAOCTYIHBIX METOIOB
(obmas U GeccoObITHIIHAS BBIKMBaeMOCTh, Jor-pank tect, ROC anamu3 (Receiver

Operator Characteristic) ¥ MHOTOQAaKTOPHBIN aHaAJIM3.

Hayunasi HoBH3Ha paboThI 3aKiouaeTcs B olieHKe 3¢ GEKTHBHOCTH, a TaKKe
HEeTNOCPeICTBEHHOM U MO3HEH TOKCHYHOCTH, COBPEMEHHBIX PUCK — aAalITUPOBAHHBIX
nporpamMm Tepanuu JIX y neredt U noApocTKOB. BbigeneHHbIC TepaneBTHUCCKHE
¢aKTopbl, BIUSIOLIME HA BO3HUKHOBEHUE IUCGYHKLUMH IIATOBHIHON IKene3bl U
yrHeTeHHe (QEepTUIBHOCTH B OTAAleHHOM Tmocie JjeueHds JIX mepuose, mo3BoOJsT
MOAU(ULMPOBATE COBPEMEHHBIE MOAXOABl TEpalMM B MEIHATPHYECKON MpPAKTHKE.
BrisiBnennas repmuHanbHas Mytauus ¢.3397C>T (p.P1133S) B reme KDR vy
NalieHTOB C CeMeiHo# arperanueit 370KayeCTBEHHBIX JHUMQOM TOBOPHT O
HeOOXOAMMOCTH  MPOBEACHUS  MOJIEKYJISIPHO-TEHeTHUYECKOro  00CieIoBaHUs

POACTBEHHHUKOB 6OIII>HOFO, 0c00EHHO ATO KacaeTcs CHOJIMHIOB 1 pOI{I/ITeHeﬁ.



Teopernyeckass W npakTHYecKass 3HAYHMOCTL pacCMaTPUBAEMOIO
UCCIIEJOBaHUSI COCTOMUT B 11eJ1ecO00pa3sHOCTH NPHUMEHEHHUs PHCK-adalTHPOBaHHBIX
IporpaMM Tepanud B jnedeHuH JIX y jgereit ¥ NOAPOCTKOB, OCHOBHBIM IPHUHIIUIIOM
KOTOPBIX SBJseTCS MOAOOp JiedeOHBIX HAarpy30K B 3aBUCHMOCTH OT HAJIUYHUs WUIH
OTCYTCTBUSL IIPOTHOCTHYECKM HeOnaronpustHeix ¢akrtopos. PaspaGoraHHbIN
JITOPUTM JUCIAHCEPHOTO HaOJIIO/IEHUs 3a TallMeHTaMH, 3aBepIIUBIIUMHY JIEYeHHE OT

HX, HaIpaBJICH HA PAaHHIOK JUHArHOCTHKY U KOPPEKIHIO BOZHUKIIINX HapymeHHiI.

Onenka cogepxkaHusi padoThI

Jucceprauus nNOCTpOeHa M0 TPagUIMOHHOMY IUTaHy, COCTOMT U3 BBEACHHUs, 7
r7aB, 3aKIIOYEHMs, BBIBOLOB M IIPAaKTHUYECKUX peKoMeHmanuil. JluccepraunoHHas
pabota wu3nmoxeHa Ha 152 cTpaHuIax TekcTa, paboTa WIUIIOCTpUpPOBaHa 32
tTabaunamy, 55 pucyHkaMu. bubmmorpaduyeckuif ykasatenb BKIodaer 162

myOuKaluy, B ToM yuciie 24 oTedecTBeHHBIX U 138 3apyOexHbIX.

Bo BBeneHun nucceprauuy aBTOp yOEIUTENbHO 00OCHOBBIBAET AKTYaJIbHOCTH
UcCIeIoBaHuA, GOopMyIHpyeT Lelb U 3aJayd, HayYHYI0O HOBHU3HY U IPaKTHYECKYIO
3HAYMMOCTH paboThl, a TAK)Ke MOJIOKEHHUS, BRBIHOCUMbIE Ha 3alIHUTY.

['maBa 1 "O630p nuTepaTypbl" HamucaHa XOPOIIUM JTUTEPATYPHBIM SA3BIKOM U
yuTaeTcss ¢ OONBIIMM WHTepecoM. B HeM 1aeTcs monHoe mpejacTaBlieHHe 00
3BOJIIOLIMH METO0B JiedeHHst JIX y nered M NOAPOCTKOB. B Hel aeTanu3upoBaHa
UHpOpMaUUs O IMOJAXoAaX K Tepanmud y [JerTeH, HCIONb3YeMBIX pa3THIHbIMH
HCCIIeIOBAaTENIbCKUMH  TpynmaMu. BecbMma yOeauUTENBHO IIOCTAaBJICHBI BOIPOCHI,
Hojuiexallye paspereHuIo.

B _rmage 2 "O6mas xapakTepucTHka MaTepuana’ mpeAcTaBieHa MOApoOHas
XapakTepUCTUKa JeTel U moJpocTkoB ¢ JIX, M3/M0kKeHB MeToAbl 00CienIoBaHus,
OLIEHKM TOJyYeHHBIX pe3yJIbTaTOB M CTATUCTHYECKHE MeTOJbl 00paboTku
MaTepuaia.

TpeTbs ¥ mocnenyomiye raBbl (YeTBepTasl, MATas M ILIeCTass) IOCBSALICHBI
MaTeMaTHKO-CTaTUCTUUYEeCKO 00paboTke CBeAeHMH O MalMeHTaX M NpPeACTaBISAIOT

COOCTBEHHBIE PE3YJIBbTATHI: ((HeHOCpelICTBeHHaﬂ TOKCHYHOCTBL IIpOrpaMM TEpallun



miMmpombl  XomkkuHa», «CpaBHeHHE >S(POEKTUBHOCTH Tepalnud IallUeHTOB C
mamdomori Xomkkunaa nporpamm «DAL-HD» u «Cn6JIX», «OueHka oTnaneHHbBIX
NOCNEACTBUN  nedeHus», «CeMmelHas arperalids 37M0KAYSCTBCHHBIX JUMGOM.
Knunuueckue HaOMIOISHUNY.

Ilpu cpaBHEHHH HemocpencTBeHHOH ToKCHUHOCTH pexxumoB IIXT (rmasa 3),
npuMeHsieMbix B nporpammax «DAL-HD» u «CII6JIX», mony4eHBl cTaTUCTHYECKH
JIOCTOBEPHbIC pa3nuyuMs. biarogaps CHU)XEHHIO CyMMapHBIX 703 aHTPALMKIMHOBBIX
AHTHOUOTUKOB W AJKWIMPYIOIIUX areHTOB Tepanus Mo npotokoiy «CII6JIX»
COMPOBOXAAETCS  MEHee  BBIPAKEHHBIMH  MOOOYHBIMH  dddekTamu,  4TO
CBHJIETEJILCTBYIOT O MPEANOYTEHUN NpUMeHeHUs mpoTokoia « CIT0JIX» nns nedenus
neted W mofgpoctkoB ¢ JIX. HaubGosee  BBIpaXK€HHBIE  OCIOXHEHHUS
MOJIMXMMUOTEpanuu OBUTH 3aperucCTPUPOBaHbl Yy MAllMEHTOB TIPYIIBl BBEICOKOTO
pHCKa, MpojieueHHBIX Mo nporpaMMmaM «DAL-HD» u «paHHe#ll WHTeHCU(UKALUN»
(reMaTOTOKCUYHOCTH 3-4 CT., AUCTIENTUYECKUI CUHAPOM C pa3BUTHEM THIIOTPODUH).

B 4 rnaBe npoBoauTcs oleHKa 3 HEeKTHBHOCTH JBYX PUCK — alallTHPOBAaHHBIX
nporpamM Tepanuu JIX y pereit u nogpoctkos: nporpamMm «DAL-HD» u «CII6JIX».
B ananusupyemoil rpymnme OonpHbIX (n=143) OO6mas BeDkUBaeMocTh (OB)
MalMeHTOB, MpoJieueHHBIX Mo mporpamMmam «CIIOJIX» u «DAL-HD», cocrtaBuna
93,6+3,8% u 88,4+5,5% cooTBeTcTBEeHHO. B mpoBeAeHHOM HCClIe0OBaHUH Hauboee
BBICOKME  [OKAa3aTeld  BBDKMBAEMOCTH OBUIM  BBIABIGHBI y  IAIHEHTOB
OnaronpusitHoro nmnporHo3a, OB koTtopeix coctraBuna 100%. beccoOwbiTHiiHAS
BbDKkHBaeMocTh (bCB) manuenToB nporpamMel « DAL-HD» Oblia HECKOJIBKO HHXKE —
80£10,4% mo cpaBHeHuto ¢ nporpammoit «CIT6JIX» —92,6+6,8%. [Tokazatenu 10-
netHed OB nmanueHTOB mpOMeXyTOUHOH rpynnbl pucka mporpamm «CII6JIX» u
«DAL-HD» coctaBunmu: 96+3,7% u 82,4+11,2%; 10 — netHeii BCB nmaHHBIX
nanuesToB coctaBunud  90,0£5,2% u  74,0£12,9%. Apanuz 10 - nerHel
BBDKHBAEMOCTH MAllUEHTOB TIPYMNbl HEOJArompusSTHOTO TPOTHO3a  IOKa3al
COIMOCTaBUMY1O 3(QPEeKTUBHOCTE HcmoNb30BaHus nporpamm «DAL-HDy», «CIT6JIX»
U «paHHel uHTeHcuukanun»: OB cocraBuna 88,2+7,8%, 83+7,7% u 90,0+9,4%,;

toraa kak bCB - 75,1+10,9%, 83+7,3% u 90+9,4% coOTBETCTBEHHO.



Ilaras rnaBa MNOJHOCTEIO MOCBSIICHA OLIEHKE OTAAJNICHHBIX II0CJICACTBUHU

neyeHUs. ABTOpPY YAAloCh TIPOBECTH OLEHKY (YHKUHOHAJIBHOTO COCTOSHUS
IIUTOBUIHOM ene3bl U TOHAAHON (PYHKUMH Y GONBLUIMHCTBA NAallUEHTOB, BOLIEIINAX
B HccienoBaHue. Ha ocHOBe mMoMy4eHHOTro Marepuasa yAaloCh BBISIBUTH OCHOBHBIE
(akToOppl, acCCOLMHPOBAHHBIE C IOBBILIEHHBIM PHUCKOM Ppa3BUTHUS SHAOKPUHHOM
naTojoruu B Oynymem. Haubonee 4acTo pa3BUTHIO NATOJNOTHMH IUTOBUAHON JKeJe3bl
ObUTH MOABEpPXKEHBl MAIlUeHTHI, MPOJIEUeHHBIe cornacHo mporpamme «DAL-HD»,
(dakTopaMH pHCKa OKa3allUCh Tak)Ke: BO3pacT Ha MOMEHT JeuyeHus JIX mnaawe 12
JMeT W JUIMTENBbHOCTh TNepuojAa HabmofeHuss Oonee 12 7er Takxke Obuin
He3aBUCUMBIMU  (akTopamu pucka. OpHako, npu MHOroQakTOPHOM aHalU3e
BeAymuM (QakTopoM pucka ObUT JJUTENBHOCTH IepUoAa HAONIOJEHUs 3a
Nal[ieHTaMH, 3aBepIIUBIIMMHU JedeHue. JlokazaH Takke Oonee BbIpaKEHHBIN
roHaJdOTOKCHYHBIH 3¢dekr mnporpammel «DAL-HD» u cxeMbl XHMHOTepanmuu
BEACOPP-6az0oBe1ii  mo  cpaBHeHuro ¢  nporpammor  «CII6JIX». Ilpu
CTaTUCTHYECKOM aHaJIi3e Ha pa3BUTHE (QepTUIBHONH AUCHYHKIMH 3HAYUMO BIIHSLIIO
TakKe 0OmydeHHWe NIUMQaTHUYeCKUX Y3J0B, pAclOJ0XKEHHBIX HIDKE Auadparmsl,
BO3PacT He MOMEHT JieueHus 1o 12 ner, KyMynsaTwBHas no3a uukinodochamuna,
npesbimaromas 3 900 mr/mM2, u npokap6asuna — Beimre 3 000 Mr/m2.

HlecTas rnaBa nocesnieHa pa3dopy O4YEHb PeIKO BCTPEUalOUIeHCs B MPaKTHKe

CeMEHONM arperauuy 3JI0Ka4ecTBEHHBIX JHM¢poM. C INOMOIIBIO MOJIEKYJISIPHO —
reHEeTHYECKOT0 aHaldu3a y MNalMeHTOB Mapbl «POAWTENb — peOeHOK» OB HaiiaeH
penkuii BapuaHT MyTtanuu B reHe KDR, ¢.3397C>T (p.P1133S), Bo3MOXxHO,
SIBJIAIOLICICS IPUYMHON BO3HUKHOBeHUA JIX B oqHOMN ceMbe.

B ceapMmoli rnaBe NMpUBOAUTCS OOCYXKIEHHE IMOJNYUYEHHBIX PEe3yJbTATOB U HX

CpaBHHUTEJIbHAsA OLICHKA, KOTOpas }’GC)KI[aeT B 3(b(beKTHBHOCTI/I HUCIIOJIB30BaHHBIX

dBTOPOM NOAXOA0B H HaA HCOGXOI[I/IMOCTI: YCTKOI'O IINIAaHUPOBaHHA TepaHeBTH‘{eCKOﬁ

TaKTHKH.
Brisosb KOHKPETHBI U COOTBETCTBYIOT IIOCTaBIICHHBIM 3afadaM H
NOJy4YeHHBIM  pe3yJbTaTaM  JAMCCepTallMOHHOW  paborel.  IIpakTudeckue

peKOMeHIaluu HayuyHOo o0ocHOBaHbl. PaboTa HamucaHa rpaMOTHBIM SA3BIKOM, JIETKO



YUTAaeTCs W Xopomo BoclpuHHUMaeTcs. KonudecTBo onyOGIMKOBaHHBIX Hay4YHBIX
pabort, B ToM uncie 6 ctateil B pelieH3upyeMbeix BAK xxypHanax, BIOJIHE JOCTaTOUHO
IUIS OTpa)KeHWsl BCEX pe3yNbTaToOB HcclenoBaHusi. Jlucceprauus COOTBETCTBYET
CIEIMAIbHOCTH «OHKOJOTUs». ABTOpedepaT OTpPakaeT OCHOBHBIE IIOJIOXKECHHUS
JuccepTallii. Pe3ynsTaThl UCCIEAOBaHHS CTATH COCTaBHOW YacThIO MOHOIpauU U
METOMYECKHUX peKoMeHaauui. [IpuHIMnuanpHbIX 3aMedaHuid o paboTe HeT, HO
eCTh BOIIPOC JJIsl AUCKYCCHHU:

Moru 1 ObITh pa3Iuyus B HEOJArompHUsITHOM BIUSIHUU JTy4YeBOH Tepaluu
Ha PENpOAYKTHBHYIO CHCTEMY IIpH OOJNyueHHH JTUMQOY3JIOB HIDKe AUapparmsl y
MaJILYHUKOM U JIeBOYEeK?

Marepuansl nuccepraldoHHOM pabotel . A. 3BSIMHIEBON BHEApPEHHI B
NPaKTHYECKYI0 JEATEJbHOCTh OTAC/IEHUS XUMHOTepalnud W KOMOWHHPOBAaHHOIO
JledeHHs 3JI0KaYeCTBeHHBIX OIYXOJIeH Yy JeTeill U UCIOJIB3YIOTCS B YUeOHOM IIporecce
oTAesla MHHOBAalMOHHBIX METOHOB TEpalleBTHUECKONH OHKOJOTHH U peadMIhTalluH
OI'bY «HMMUL] onkonoruu uM. H.H. IlerpoBa» Munsapasa Poccuiickoit ®enepanu.

Ilony4yeHHBIe JaHHBIE MOTYT OBITh MCIIONIB30BaHbI B JE€TCKMUX OHKOJIOIMYECKUX

KJIMHHKaX CTpaHbl, OKa3bIBAOIMX [IOMOIb ACTSAM H IIOJPOCTKAM.

3akiaroyeHne

Hucceprauusa  3psarunuesoit  Jlappu  AnupeeBHbl  «Ilytu  ynyduieHus
KOMOMHUPOBAHHOI'O JieueHUs] JUMGOMBl XO/)KKWHA Yy JeTedl W IOJAPOCTKOBY,
[Ipe/iCTaBIeHHas Ha COMCKAHHWE YYEHOM CTElleHM KaHAuAaTa MEIHIMHCKUX HayK II0
crienpaibHOCTH 14.01.12 — OHKOJIOIHS SBISETCS CAMOCTOSTEBHOH 3aKOHYEHHOH
KBTM(DUKAITMOHHONW HAyYHO-UCCIIENOBATENbCKON paboTOM, HMEIOIIEH CYIIECTBEHHOE
3Ha4YeHHe JUI1 COBPEMEHHOM OHKOJIOTMHM M YCIEIIHO pelalled akTyalbHYIo
HAaY4YHO-KIMHHUYECKYIO 3a7ady — TMoBbliieHHe 3PGheKTUBHOCTH KOMOMHHAPOBAHHOTO
nedenus JIX y nereit 1 noapoCTKOB.

Ilo cBoel akTyaJlbHOCTH, 00OBEMY BBHIIIOJHEHHOTO HCCIIEIOBAHMS, HAay4dHOH
HOBHU3HE, INPAKTUYECKON 3HAYMMOCTH M IIpe[CTaBIIEHHBIM pe3yjbTaraM pabora

IOJIHOCTBIO COOTBETCTBYeT TpeOoBaHMsAM 1. 9 «llomokeHHS O  NPUCYKAEHHH
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