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PaGora BpmmonHeHa B DeaepaqbHOM TOCYHApCTBEHHOM — OIOKETHOM
yupexaenun «HauuoHaNbHBIA MENULUMHCKANM  HCCIIENOBATCIILCKUM  LIEHTP
onkosornu umenu H.H. IlerpoBa» MuHucrtepcrBa  31paBOOXpaHCHUS
Poccuiickoit ®enepanuu.

Hayunblii pykoBoauTENb:

CemuriazoBa Tarpsina FOpbeBHa — JOKTOp MEIUIMHCKUX HAYK.

O¢uuuajibHbIe ONNOHEHTHI:

Adanacres Bbopuc BiaagumupoBMY — [OKTOp MEAMLMHCKHX Hayk,
mpogeccop. HUU merckolf OHKOIOTHH, TEMATOJIOTUN M TPAHCIIAHTOJIOTHH WM.
PM. TopbaueBoiti ITBOY  BIIO  «llepswiii  Cankr-IleTepOyprekuii
TOCYAApCTBEHHBIA MEIAMLIMHCKUI yHuBepcurer um. axaza. HW.II. IlaBnosa»
Munsapasa Poccun, nupexrop, 3acmyxeHHsli Bpay PO.

HNnbsun Hukousaii BacuibeBUY — TOKTOp MEAUIIMHCKHUX HAYK, podeccop.
OI'BY «Poccuiickuil Hay4yHbI LEHTP PAJAHOJIOTMM M  XUPYPrU4ECKUX
TexHojorui» Munsgpasa Poccuu, 3aBepyroluil  paauoTepaneBTUYECKUM
otaeirenreM Ne 1.

Beaymee  Hayynoe  yupexaenwme: DOI'BY  «PocToBckMii  Hay4HO-
HCCIIEe0BATEIbCKUI OHKOJIOTHYECKNI HHCTUTYT» MuH3pasa Pocenn.

3amura COCTOUTCA «____ » 2017 r. B 14.00 4. Ha 3acemaHum
Hucceprammonnoro coseta JI 208.052.01 mpu ®I'BY «HMMUII oHkonOTHH UM.
H.H. TletpoBa» MunznpaBa P® (197758, Caunkr-IletepOypr, noc. Ilecounsii,
yi1. Jlenunrpazckas, 1. 68)

C nmuccepTanueil MOKHO O3HAKOMHTHECS B (YHIAMEHTAIHHOH OMOIHOTEKE
OI'BY  «HaumoHanmpHOrO  MEOUIIMHCKOTO  MCCIIEOBATEIbCKOIO  LIEHTpa
onkonornn umenn H.H. IlerpoBa» MunsnpaBa Poccuu mo ampecy 197758,
Cankr-IletepOypr, moc. Ilecounsrit, yn. JleHunrpazackas, na. 68, Ha caiite
http://www.niioncologii.ru u Ha opunmransaom caiite BAK.

ABTOpedepar pazociaH « » 2017 r.

VYueHslil cekpeTapb
JuccepTallioHHOTO COBETA,
JIOKTOp MEAULMHCKUX HAYK ®unarosa Jlapuca BasiienTuHOBHA
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OBLIASA XAPAKTEPUCTUKA PABOThBI
AKTyalbHOCTB PadoThI

Cpenn Bcex 3JI0KaueCTBEHHBIX JIMMQONPOIN(pEepaTUBHBIX 3a00IEeBaHUN Y
Jereii W moapoctkoB npoist yuMpombel XomkkuHa (JIX) cocraBmser 40%
(Sahraoui S., 2004; Pymsuues A.I'., 2014). Ilo panasiM [lomymnsiioHHOTO
pakoBoro peructpa Cankr-IletepOypra 3a 2008 r. B CTPYKTYpe OHKOJIOTHYECKON
3aboneBaeMocTH AeTedl B Bo3pacTHOM rTpymme 10-14 jer 3mokadecTBEHHBIE
muMm@omer  Bemmuin Ha Imecto u  cocraBmm  30,7% (bemser A.M.,
Mepabumsmau B.M., 2017). [lo mamasiMm ACS (AMepHKaHCKON accOIUannn
paka) 5-meTHAs oOmasi BEDKMBAEMOCTh y B3POCIHBIX U JIeTel, cTpamarommx JIX,
3aBUCHUT OT TPYNNBI pUCKa U cocTaBisieT 86-98%, mpu 3TOM BBDKUBAEMOCTH Y
MalyMeHToB OnaronpusTHOro mnporHoza crpemurcs k 100%. IlpumeHenue
COBPEMEHHOTO0  pPHUCK-aJalTHPOBAHHOTO JIEYCHUS IMO3BOJISIET JOCTUTHYTh
10-nerHeri BepKuBaeMoctH y 90% Oosbnbix JIX (Les M., 2014). Pesynbrars
JiedeHHs: OONBHBIX PAaCIPOCTPAHEHHBIMH CTaAWsIMUA 3a00JIE€BaHUs HE CTOJb
yTEIIUTEIbHBI. 3HAUUTENIbHAs YacTh OOJBHBIX JeTell MW MoIpocTKOB B Poccuu
MOCTyIIaeT B CTallMOHAp JUI CICHHaJM3UPOBAHHOTO JICUCHUS B  JAJEKO
3amymieHHbIX craausax 3aboneBanus (I[lomsixos B.I'., 2015). Tepanms mamueHTOB
BBICOKOW TpPYyNIbl pHCKa 3aKIIOYACTCS B HCIOJIb30BAHHUHM arpecCHUBHBIX CXEM
MONMXUMHUOTEPAINH, HEN30€)KHO NPHUBOAAIINM K CEPbE3HBIM PaHHUM U MO3HUM
mobounsM 3 dexram neuenus (Koxprua B.A., 2011). Kpome toro, B merckoid
MPaKTUKE J0 CHX MOp HE CYNIECTBYeT YHH(HIIMPOBAHHOTO MPOTHOCTHIECKOTO
WHJEKCa, M CTpaTH(UKALM TalUeHTOB Ha TPYIIMbl PUCKA BapbUPYeT Cpenu
KOOMNEPAaTUBHBIX TPYNN M KJIMHWYECKHX uchbelTaHuil (AdanaceeB b.B., 2014;
Korholz D., 2004; Jain S., 2016).

Ilo manHbIM EBpomneiickoil OpraHu3aluy IO JIEYEHUIO U HUCCIIEIOBAHUIO
paka (EORTC) xkyMynsSTHBHBIM PHUCK CMEPTH MAaIMEHTOB OT penuauBoB JIX 3a
25-netHuit mepuon HabmogeHMs coctaBun 24,2% W OBUI CONOCTaBHM C
JIETaNbHOCTBIO OT APYrux mpudyuH — 26,2%, B ToM uncie B 13,5% cinydasx no
npuyrHe BTOpUYHBIX omyxonei (Fermé C., 2017). OCHOBHBIM MOBPEXIAOIINM
(akTOpOM SIBNISIETCSl HCIIOJIB30BAHHE AJNKIIMPYIOMIMX AareHTOB M JIydeBOH
Tepamuu B coctaBe komOumHHpoBanHoro nedeHwus JIX (Mmema H.B., 2008).
Cpenn mo3gHuX mNOOOYHBIX 3(PQEKTOB HapsAy C PajuOUHIYyIHUPOBAHHBIMU
BTOpeIMH  omyxoisimMu  (14-16%  ciaywaeB),  BcTpewaroTcs  TOHaIHas
HepocratouHocTh (80-90%), pasznudaHble 3a00JieBaHUS IIUTOBUIHON IKEJIE3bI
(IPX) (60%) n xapauotokcmuHocTh (42%) (Andrea R., 2009). HecmoTps Ha
BBICOKYIO COLHAJBHYI0O 3HAYUMOCTh HapymeHHH (GepTHiabHONH (YHKIHMH, HET
€MHOTO MHEHHS O TOM, HACKOJIbKO CHJIBHBIM TOKCHYECKHH d(Q(deKT y aerei
OKa3bpIBa€T IUTOCTATHYECKas Tepamusl TIocie 3aBepiieHus Tepanuu JIX Ha
(YHKIIMOHAIBHOE COCTOSIHUE THIO(U3apHO-TOHAHON CUCTEMBI.
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HW3BecTHO, 4TO CeMelHas arperanus 3JI0Ka4eCTBEHHBIX JIMM(pOM BCTpeyaeTcst
JIOCTaTOYHO pelKo u coctasisieT Beero 0,7-3% ciyuaes (Adler B., 2000; Czene K.,
2006). Haubonee BbICOKa 4YacToTa BO3HMKHOBEHHs B OIHOW ceMbe (B mapax
«poIuTenb — peOCHOK» U «OpaT — cecTpa») HeXOKKMHCKHX JmMpom (HXIT) u
muMbpombl XomkkrHa. Kak nmpaBmiio, B TaHHOM Cilydae 3a00JieBaHHE OTIMYAeTCs
arpeccUBHBIM TEUECHHEM M BO3HMKHOBEHHEM JINM(OM B Ooliee paHHEM BO3pacTe y
nereit mo cpaBHeHuro ¢ poxutermsimu (Gail M.N., 2000; Haan L., 2006; Kari V.,
2008). Bce pomcTBeHHWKH OONBHOTO, OCOOCHHO 3TO KacaeTcsi CHONMHIOB M
poauTenew, MOATIEKAT TIIATEIILHOMY MOJIEKYJIAPHO-TEHETHIECKOMY
HCCIIEZIOBAHHIO C IIENBIO TOWCKA TePMHUHAIBHBIX MYTAIWi, acCOLMMPOBAHHBIX C
TIOBBIIICHHBIM pUCKOM BO3HMKHOBeHHs JIX. HeoOxonmmo oTmetuts, uTo pador,
MOCBSIICHHBIX MCCIIEIOBAHUIO CEMEWHOI arperaniy 3J10KaueCTBEHHBIX JUMQOM,
JIOCTaTOYHO MAaJIO B CHITY PEIKOCTH TaHHOM MAaTOJIOTHH.

Bce BBIIEHM3NIOXKEHHOE M ONpenenseT aKTyalbHOCTh  HACTOSILETo
HCCJIEJOBAHMs, KOTOPOE HANpaBieHO Ha yiydiieHue 3(Q(GEKTHBHOCTH JICUEHHS
muM(poMbl XOPKKUHA y AETeH U MOJPOCTKOB B 3aBUCHMMOCTH OT TPYIIIBI PHUCKA
MyTeM ONTHMHU3AlMU JIeueOHOH INPOrpaMMbl, HAIpPaBICHHOW Ha CHIKEHHE
BEPOSITHOCTH BOSHUKHOBEHHS TIO3HUX OCJIOKHEHHH.

Ilean uccienoBanus

Viydqmienne  pe3yiabTaToB  KOMOMHHPOBAHHOTO — JIEUCHUS  JIUM(OMBI
XO/DKKMHA Y AeTed W MOIPOCTKOB C IOMOIIBIO MOJIU(HKAIIMNA COBPEMEHHBIX
MIPOTPaMM TEPaIuH.

3agaum ucciae0BaHUSA

1. CpaBuuth 3()(EKTHBHOCTh PHCK-aJANTUPOBaHHBIX NpoTOKONIOB («DAL-
HD», «CII6JIX» u mporpammbl «paHHEeil WHTeHCH(UKALUU») y AETeH U
MOAPOCTKOB € TUM(POMOI XO0PKKHHA.

2. [llpoananu3upoBaTh PAHHIOK TOKCHYHOCTh KOMOWHHPOBAHHBIX PHCK-
amanTHpoBaHHBIX MpoTokoyoB («DAL-HD», «CII6JIX» u mporpaMMsl
«paHHEeW WHTeHCH(UKAMKW») y JeTed M MOAPOCTKOB ¢ JHM(OMOMH
XOKKHHA.

3. Ouenuts mo3gaue moOouyHBIE (P (GeKTH JeueHus JTUMGPOMBI XODKKHHA Y
JIeTeH 1 MOJIPOCTKOB.

4. HccnenoBaTh CeMEHHYIO arperanuio 3J1I0Ka4eCTBEHHBIX JIMM(OM B CEMBbSX
0ONBHBIX TUM(POMOH XOJKKIHA.

Hayuynasi HoBU3Ha paGoThI

1. TlpoBeneHa cpaBHHUTEIbHAs OLIEHKA paHHEH M MO3JIHEH TOKCHYHOCTH PHCK-
a/IalTUPOBAHHHBIX POTPaMM, HCIOJIB3YIOUIMXCS B TEparuu JHUM(OMBI
XOKKHUHA Y IETeH U MOJPOCTKOB.

2. BrwmonaeH aHanu3 (aKTOPOB, BIMSAIONINX Ha BO3SHUKHOBEHUE TUCOYHKIUI
IIUTOBUIHON >KENe3bl W YrHETeHHE (EepTHIHLHOCTH B OTAAJICHHOM IIOCIE
nedyeHust TuM(poMbl XO0DKKHHA TIEPUOJIE.
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3. Ha poccuiickoii momynsuuu neTeil ¥ NoAPOCTKOB ¢ JTUM(pOMOH XO0IKKHUHA

YCTaHOBJICHA 4acTOTa arperauy ceMeHHbIX TUMQoM, cocTaBuBIuas 2,1%.
4. Ha poccuiickoil nmomynsanuu ceMmeiiHoi arperanuu JUM(ombl XOPKKHHA

BBIsIBIICHA TepMuHaiIbHas MyTarws ¢.3397C>T (p.P1133S) B rene KDR.

Teopernueckasi U NpaKTHYeCKasi 3HAYUMOCTh

[Ipumenenne  puck-agantUpoBaHHOW  mporpammbl  «CIIGJIX»  mo
cpaBHeHMIO ¢ mportokonoM «DAL-HD» mo3Bomser ©6e3  CHW)KEHHS
3¢ PEKTUBHOCTH JICYCHUS] YMEHBIIUTh YHCIO HETIOCPEICTBEHHBIX U OTJAICHHBIX
OCIIO’KHEHUH, COTPOBOKIAIOIINX XUMUOIYYEBOE JIEUECHUE.

Beinenenne TepaneBTHIECKUX (PAKTOPOB, aCCOLMHMPOBAHHBIX C Pa3BUTHEM
MO3/HEeH TOKCHYHOCTH, TO3BOJISIET MOAM(DUIIMPOBATE COBPEMEHHBIE MPOTOKOJIBI
JICUEHUs], CHIDKAs KyMYJSTHBHBIE JO3bI LUTOCTAaTUKOB (AQHTPAIMKJIMHOBBIX
AQHTUOMOTHKOB, ANKWIMPYIOIUX areHTOB) U J103bI JTy4€BOW TEpanuy.

[MonyueHHbIE JaHHBIE O CEMEHHOM arperanyu JUMQOM CBHIETEILCTBYIOT O
HEOO0XOIUMOCTH MOJIEKYJISIPHO-T€HETHUECKOT0 00CIeI0BaHUS Ha HOCUTEIHCTBO
mytarun ¢.3397C>T (p.P1133S) B rere KDR cubnuHros u poauteneil namuenra
U PEKOMEHJIOBaTh OoJjice TIIATENbHOE HAOMIONCHWE 3a HUMH (OCOOCHHO 3a
TIapaMHy «POIHUTENb — PEOEHOK» U «Opat — cecTpay).

Pe3ynpraThl HWcciemoBaHWS BHEIAPEHBI B paboTy HAy4dHOTO OTIENa
WHHOBALMOHHBIX METO/MOB TEPANeBTHICCKOW OHKOJOTMH W peabHMIMTanud,
MIPaKTHYECKYIO JESTENBHOCTh OTICICHNS XUMHOTEPANH U KOMOMHHPOBAHHOTO
JICYCHUS] 3JI0KAaYECTBEHHBIX OMYXOJeH y JeTell M MCHONB3YIOTCS B y4eOHOM
nporecce ydebHo-metogaumueckoro otaena DPI'BY «MHUIL onkomornu um.
H.H. IlerpoBa» Mun3zapasa Poccuu.

IlomyyeHHble  JaHHBIE MOTYT OBITh  HCIONB30BAaHBl B JETCKHUX
OHKOJIOTMYECKMX KIMHMKAaX CTpPaHBl, OKAa3bIBAIOIIMX IIOMOIIb JETAM U
MTOJIPOCTKAM.

Ios0:keHNs, BHLIHOCHMBbIE HA 3ALUTY

1. TlokxazaTenmu BBDKHBAaEMOCTH JIETeHd M MOIPOCTKOB C JUMQOMOH XOKKHHA
COXPaHSIOT CBOM BBICOKHE 3HAYEHHs IPH  HUCIONb30BaHUM  PHUCK-
aJlalTUPOBAHHBIX IIPOrpaMM, HECMOTPSI HA 3HAYUTEIBHOE CHI)KEHUE B HHX
JIEKapCTBEHHBIX U TY4YEBBIX HArPy30K.

2. HaunmeHee TOKCHUYHBIM M3 BCEX PHCK-aJalTUPOBAHHBIX MPOrpaMM OKa3aJcs
OpUTHHAIBHBINA PUCK-aIalTHPOBAaHHBIN TTpoTOoKOT «CITOJIX».

3. CemeiiHass arperamuss JauMdoM y OompHBIX JuMpomon  XomKKHHA
accorumpoBaHa ¢ myrarmeit ¢.3397C>T (p.P1133S) B rene KDR.

CreneHb 10CTOBEPHOCTH U anpodanus pe3y1bTaToB

Marepuansl nccnenoBanus npencrasieHsl Ha [ u III-m [etepOyprekom
OHKOJIOTHYeCKOM (opyme ¢ MexayHapoaHbiM ydactueM «bemsie Houmn»
(Canxkr-IlerepOypr, 2015, 2017); XX PoccuiickoM OHKOJIOTHYECKOM KOHIpecce



-6 -

(MockBa, 2016); VIII Cosemanuun HarpoHampHOTO 00IecTBa  JETCKHX
onkojoroB u rematonoroB «HOJI'O» (MockBa, 2017); xoHrpecce
MEXAYHapOJHOTO OOIIECTBA JETCKUX OHKOJIOTOB C MEXIYyHApOJIHBIM Y4acTHEM
«SIOP» (Mocksa, 2017); xonkypce monoasix yueHelx ®PI'bY «HUM onkonoruu
uMm. H.H. [lerpoBa» Munsapasa Poccun (Cankr-Iletepoypr, 2017).

Anpobanust  muccepTamm  coctosmiack 23 asrycra 2017 roma Ha
00beIMHEHHONH  HAYYHO-TIPAKTHYECKOH  KOH(EPEHIMM  HAydHOTO  OTAeNa
WHHOBAIIMOHHBIX METOJOB TEPANICBTUUECKOW OHKOJIOTHMHM W  peabWINTaIuy;
OTAEJICHNS! XUMHOTEPANMM W KOMOWHHMPOBAHHOTO JICUEHHS 3JI0KAaUYECTBEHHBIX
OITyXOJIeH y AeTeH; OTAENEHHS XMMHOTEPAlMd W MHHOBALMOHHBIX TEXHOJOTHH,
OTJIETICHUS] OHKOJOTWH, TE€MAaTOJIOTHM U TPAHCIUIAHTAIlMM KOCTHOTO MO3Tra;
HAY4HOTO OTJeJa paJualliOHHON OHKOJIOTHUH U JIy4eBOM TUAarHOCTUKH; OTACICHUS
pamuoTepanuy M PaIUOHYKIMIHOM  AMAarHOCTHKM;  OTICJICHHSA  JIydeBOM
JNIMarHOCTUKH;,  KJIWHUKO-IUarHoctudeckoro otaenenus @DI'bY  «HMUAIL]
onkonoruu umenu H.H. ITerposa» Munszapasa Poccun.

OcHOBHBIE MaTepuasbl HCCIEIOBaHHUA ONMyOIMKOBAaHBI B 17 IeE4YaTHBIX
paborax, n3 HMX | — rmaBa B MoHorpaduu, 6 — CTaTbW B JKypHaJax U3
nepeyast BAK P®, B KOTOpPBIX pEKOMEHAYIOTCS ITyONIHKAIUUA OCHOBHBIX
pE3yNbTaTOB UCCEpTallMii Ha COWUCKAHWE YYEHOH CTeNeHH KaHAWaTa Hayk,
1 — monHOTEKCTOBOE mocoOue, 9 — Te3WCH, OMyOJMKOBaHHBIE B MaTepHanax
KOHI'PECCOB M KOH(EPEHIIHH.

JInuHblii BKJIa1 aBTOpPa

ABTOpPOM BBINIOJTHEHB! Pa300p M OIEHKAa OTEYECTBEHHOH M 3apyOeskHOMN
JUTEPATyphl MO M3ydaeMoi mpobieMe, NMPOBEICH aHAJIW3 MOJIY4YEHHBIX JAHHBIX,
pa3paboTaH Au3aiiH HCCIIeI0BaHks. ABTOPOM JIMYHO BBIIOJIHEHBI HHTEPIIPETAIINS,
rpadguyeckoe U3JI0KEHUE NaHHBIX, (OPMYJIMPOBAHUE BHIBOJOB M MPAKTHYECKUX
peKOMeHaaui.

Hons aBropa B HakomteHuun wuHpopmammu — 100%, B MaremaTHKoO-
cTarucTHyeckoii oopadborke — 90%, 0606uIeHny 1 aHanu3e Marepuana — 100%.

CooTBeTcTBHE AMCCEPTALMH NACTOPTY HAYYHOH CHENHMATLHOCTH

Hayunble  monokeHHMst  JUCCepTallidl  COOTBETCTBYIOT — IAcIOpTy

cneranbHOCTH 14.01.12 — «OHKOJIOTHs», KOHKPETHO TyHKTaM 6 U 7.
CTpykTrypa H 00bEM AUCCEpTALNT

Huccepranust n3noXkeHa Ha 152 cTpaHMIIAX MAIIMHONFMCHOTO TEKCTa Ha
PYCCKOM S3BIKE, COCTOMT W3 BBEACHHWS, / TJaB, BBIBOAOB M IPAKTHYECKHUX
pexkomenmanuid. PaGota wumoctpupoBana 32 Tabmuiamu, 55 pHCYHKaMHU.
Bubmmorpaduuecknii ykasarenp BKIoYaeT 162 myOnukanmuu, B TOM dYHCIE
24 oreuecTBeHHBIX U 138 3apyOexKHBIX.
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MATEPUAJIBI U METO/1bI

B unccienoBanue ObUIM BKITIOYEHBI CBEJCHUS O 143 neTAX M MOAPOCTKaX C
Mopdonornyeckn Bepu(UIHMPOBaHHOW JMM(pOMOH XOJDKKHHA, MPOIICALINX
JIeYeHUE 10 PUCK-aganTHpoBaHHbIM nporpammaM «DAL-HD» u «CII6JIX» B
OTJEJICHUH XMMHOTEpallul U KOMOWHHPOBAHHOTO JIEUEHUS 3JI0Ka4eCTBEHHBIX
onyxoneil y gereid ®I'bY «HUM onxonorum um. H.H. IletpoBa» Mun3npasa
Poccun B mepmoxm ¢ 1993 mo 2015 rr. JluccepTannoHHOE HCCIEIOBAHHE
pPaccMOTPEHO M OJOOPEHO B COOTBETCTBMM C HOPMAaTHBHBIMH JOKYMEHTaMH Ha
3acenannu JlokaneHoro Otnueckoro Komurera ®I'BY «HUU onkomoruu um.
H.H. IlerpoBa» Mun3zapasa Poccumu.

IIporoxkoa «DAL-HD»

B nporokone «DAL-HD» wucnons3oBaH MeTon CTpaTH()UKAIMOHHON
paHIoMM3anui. B 3aBUCUMOCTM OT paclpOCTPaHEHHOCTH OIYXOJEBOTO
mporecca, HaJIW4Ms HeONaronpuaTHBIX  (AKTOPOB IMPOTHO3a  MAIMEHTHI
cTparudpunupoBaauck Ha 3 tepaneBtnueckue rpynnbl  (TI)  Huskod,
MPOMEXYTO4YHON U Bbicokoi: 1-s1 T Bkmouana nmereit ¢ IA, IB, IIA cragusmu
(panHme ctamum 6e3 ¢daktopoB pucka); 2-1 TI' — ¢ 1IB, IIIA, IE A, IE B, IIEA
cranusaMu (paHHUe cTamuu ¢ paktopamu pucka); 3-s TT — ¢ IIIB, IVA, IVB, IIE
B, IIIE A, IIIEB cragmamu (pacmpocTpaHeHHBIE cTaanu). HeOmaronpusTHEIMI
MPOTHOCTHYECKMMHU  (aKTOpaMH  CYMTAINCh HaaWIue B-cUMOTOMOB |
9KCTPAaHOJANIBHOE pacIlpocTpaHeHne 3a0oiyeBaHus. B 3aBHCHMMOCTH OT TPYIHIIBI
pucka 6omsHBIM TpoBomIIoch 2 (OPPA/OEPA), 4 (2 OPPA/OEPA u 2 COPP)
wm 6 (2 OPPA/OEPA u 4 COPP) uuxioB IIXT ¢ mocnemyromeii JrydeBoii
tepanueit (JIT).

ITo mporpamme «DAL-HD» neuenne nomyumnu 42 (29,4%) dgenoBeka.
Cpennuii Bo3pacT manueHToB cocTaBisul 10 ner (mmama3zoH oT 3 ot 15 ner).
Pacnipenenenue mo MopdosiorndeckoMy THUILy ObUIO CIEAYIOIIMM: Mpeobiiaaa
BapHaHT HOZYIApPHOTO ckjiepo3a (28 OompHBIX wWIn 66,6%), cMerIaHHO-
KJICTOYHBIH BapHaHT BBIABIEH y Y mammeHtoB (9 wm 21,4%), mumdongnoe
mpeobmamanme y 3-x  (7,1%) manmeHTOB, B  CAMHUYHBIX  CIyYasx
JIMAarHOCTHPOBAHbl BapHaHTHl JMMQOHUIHOTO IpeobnagaHus U JUM(GOUIHOTO
HCTOIMICHUS (IT0 OHOMY Ciy4aro mwin 2,4%).

Pacripenenenne OONBHBIX 1O TpyINIaM pHCKa OBLIO HEOJAHOPOAHBIM,
mpeobagany ManueHTsl MporHocTHdecku HeOmarompustHoH (18 wmm 43%) u
npomexxyrounoit (14 wmm 33,2%) rpynmn pucka. PacmpocTpanenne omyxond 3a
mpenensl  TUM(ATHYeCKUX KOJUIEKTOPOB B OOJBIIMHCTBE CIIydaeB OBLIO
XapaKTepHO Ui TMAIMEHTOB BBICOKOW Tpymnmbl pucka (15 wim 83,3%), wame
BCETO B MATOJIOTUYECKUH Tpoliecc BoBIeKkanach cenesenka (13 wm 59%), pexe
B PaBHOH CTeNmeHM BcTpedanoch mopaxkeHwe jerkux (3 wmmm 13,6%) m xocreit
ckesrera (3 wmn 13,6%), B eIMHUYHBIX CIIy4asX JUarHOCTUPOBAHO MOpPaKEHHE
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neuenu (4,5%) u xoctHoro mosra (4,5%). MecTHO-pacnpocTpaHeHHbIe (GOopMBbI
3abosneBannst wiu  «bulky» OBUIM CBOWCTBEHHBI B pPAaBHOW CTENEHHW BCEM
MalyMeHTaM BHE 3aBHCHUMOCTH OT Tpymmbl pucka: y 6 (60%), 9 (64,2%) u
12 (66,6%) manueHTOB TPyIN HU3KOro, MPOMEXYTOYHOIO U BBICOKOTO pPHCKa
COOTBETCTBEHHO (Tadnuua 1).

Tabnmma 1 — XapakrepucTuka marueHToB nporpaMMel «KDAL-HD»

Bce
I'pynnal | I'pynna2 | I'pynna3
XapakTepucTuka MAINEHTHI plz;l 0 plf:l 4 p127=18
n=42

BoabHbIe 100% 23,8% 33,2% 43%
Bo3spact:
CpeIHHi Bo3pact 10,3 10,1 10 10,7
KoJeOaHus (J1eT) (3-15) (4-15) (3-14) (4-15)
I'mcronornveckmii Tum JIX:
HOZLYJISIPHBIH CKIIEPO3 28 (66,6%) 5 (50%) 11 (78,5%) | 12 (66,6%)
muMbouIHOE Tpeodiaganue 3(7,1%) 2 (20%) 1(7,1%) -
CMEIIaHHO-KJIETOYHBII
BapUaHT 9 (21,4%) 1 (10%) 2(143%) | 6(33,3%)
TUMGOUIHOE HCTOIICHHE 1(2,4%) 1 (10%) -
HOJYJISPHBIA THII
JTUMQOUTHOTO 1 (2,4%) 1 (10%) -
npeodiIagaHus
JKCTpaHOAAIBHOE
NopaikeHune: 21 (52,3%) 1 (10%) 5 (35%) 15 (83,3%)
TuMycC 1 (4,5%) 1 (10%) - -
cene3eHKa 13 (59%) - 2 (14,2%) 11 (61%)
TeYeHb 1(4,5%) - - 1(5,5%)
KOCTH 3 (13,6%) - - 3 (16,6%)
JIETKUE 3 (13,6%) - - 3 (16,6%)
KOCTHBIN MO3T 1.(4,5%) - - 1(5,5%)
«bulky» 27 (64,3%) 6 (60%) 9 (64,2%) | 12 (66,6%)

INocne oxonuanus mHayktuBHOM [IXT mpoBoauiach KOHCOMMAMPYHOLIAs
mydeBas Tepamus. B OONBIIMHCTBE CiydaeB paJMallMOHHOMY BO3JIEHCTBHIO
MOJ(BEPrajluCh NEPBUYHBIE KJIMHUYECKU BBIABICHHBIE 30HBI MOPAXKEHUS
(22 nammenta wim  52%), pexe B TOJie JIy4eBOW TepanuM BOBIECKAIHCH
TMM(paTHIEeCKUE KOJUIEKTOPBI, CMEXHBIE C 30HAMH IIEPBUYHOIO MOPaKECHHS
(14w 33%), 4 (10%) OosnpHBIM OONyyYasuCh BCE TIPYIIBI JUM(AaTHIECKUX
y370B ¥ OpraHbl TUM(OnAHON TKaHH, U 2 (5%) manuentam JIT He mpoBoanIacs.



-9

Jlo3bl nydeBoil Tepamuu BapbUpoBand B AuamazoHe oT 25 go 40 I'p.
B nedyenny OOJIBIIMHCTBA MALMEHTOB IPUMEHSIINCH CYMMapHBIE 04aroBbIe 1035l
(COM) ot 35 no 39 I'p (14 yenoBek winu 35%), ¢ OJMHAKOBOW YacTOTOM OBLTH
npumenensl go3a JIT 6omnee 40 I'p (10 wmm 25%) u no3el B quanasoHe ot 30 1o
34 I'p (10 mmm 25%). Y 6 (15%) OonbHBIX JydeBas Harpy3ka cocTaBHjIa MEHEe
29 I'p.

OpuruHaJdbHBIA PUCK-a1aNTHPOBAHHBIH MpoToK0a «CII6JIX»

C 2003 r. B oThmeneHWH i JICYCHHUS MAIHEHTOB C MOP(HOIOTHYECKU
BepudunmpoBannoii JIX HayaTo WCHOIB30BAaHWE OPWUTHHAIBHOTO PHUCK-
amanTupoBaHHOro mportokona «CIIOJIX». BeimeneHHble cTpaTH(UKAIIMOHHEIC
TPYIIBl OTINYAINCH IO YUCITy HEONAromnpusATHBIX MPOTHOCTHYECKHUX (haKTOPOB
(Bospact OompHOro 11 JyeTr W crapmie, HadM4Me OOIIUX CHMIITOMOB,
OMOJIOrMYecKOl aKTHBHOCTH IpOIecca, pa3Mepbl HAHOOJIBLIEro KOHIJIOMepara
TUM(ATHIECKUX Y3JI0B 5 ¢M u OoJjice W/IIKM MeAUaCTHHAIBHO-TOPAKATbHBIM
ungexc Oonee 0,33, cragus IVb wnu Hamuyue m060TO SKCTPAHOIAIBLHOTO
mopaxxkenust (E), Mopdonornyeckuii BapuaHT JIUM(OUIHOTO HCTOIICHHUS).
B zaBucumocT 0T  umcia  HEONATONPHATHBIX — NPU3HAKOB  OOJBHBIC
CTpaTnUINPOBATNCH HA TPYNNBI HU3KOro (¢ HanmuneM 0-2 HeOIaronmpusITHBIX
MIPU3HAKOB), MPOMEXKYTOUHOTO (¢ 3-4 mpu3HakaMu) W BeICOKOTO (C 5 m Oonee
NPU3HAKaMH) PHUCKa, 4YTO W ompenemsuio uncio muiioB [IXT: y OGombHBIX
1 rpynmel  pucka TPOBOAMIOCH 2 mwukiIa mo cxeme VBVP (BunOmactuH,
9TOMO3MUJ, OJEOMHUIMH, IIPEIHW30JI0OH), 2 TPYNNBl pHcKa — 4 IHMKIa B
anerepHupytonem pexume (VBVP/ABVD/VBVP/ABVD), 3 rpynmsl pucka —
6 uKIoB B anbTepHUpyonieM pexume. C 2010 1. manueHTsl HeOIaronpusaTHOTO
MPOTHO3a, CTPAaTU(HUIKMPOBAHHBIE B BRICOKYIO TPYIIITY PHCKA, OJIy4ain 6 KypcoB
ITXT no cxeme BEACOPP-06a30Bblii (rpymmna «paHHei HHTEHCUPHUKALIIHY).

CornacHo nporpamme «CIT6JIX» nponeuen 101 manueHT, cpeHuii Bo3pact
KoTOpbIX coctaBuwil 13,6 ner (mmamazoH or 4 no 17 mer). Haumboisee
MHOTOYHCIICHHBIMH TeparneBTHYECKUMHU rpyImaMu ObLTH TPYIIIBI
HeOmaronpusTHoro (42 wm 41,6 %) n npomexxyrounoro (37 wmu 36,6%) pucka.
Pacripenenenne B 3aBHCHUMOCTH OT MOP(OJIOTHUECKOTO BapuaHTa JUM(OMEI
XoKKMHA OBUTO CIIETYIONIMM: HOIYJISIPHBIA CKiepo3 BbIsBIeH y 89 (88,1%)
MAlMeHTOB, B PaBHOW CTETIEHHN INarHOCTUPOBAaHO JMM(OUIHOE NpeodiagaHue u
CMEIIaHHO-KJIeTOYHbIH Bapuant: 'y 5 (4,95%) wu 7 (6,9%) mnanueHToB
COOTBETCTBEHHO. DKCTPAHOJANBHOE PACIPOCTPAHEHHNE OITyXOJIM B OONBITMHCTBE
ciydaeB OBIJIO XapaKTEpHO IS MAIIEHTOB BBICOKOW TpymHmbl pucka (43 wmmm
87,7%), pexe mist OONBHBIX MPOMEXKYTOUYHOW M HHM3KOW Tpymm: 6 (16,2%) u
3 (13,2%) cootrBeTcTBEHHO. [Ipy 3TOM CaMBIMH YaCTBIMH OpPTaHAMU MUIICHSIMH
6butn sierkue (20 6ompHBIX WK 40,8%), ceneszenka (6 wim 32,6%), pexe KOCTH
(7 nm 14,2%), newens (5 wnim 10,2%), Tumyc (3 wmn 6,1%), B onHOM ciaydae
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(2%) ObUIO JAWMArHOCTHPOBAHO MOPAXEHHWE KOCTHOro Mo3ra. MecTHo-
pacrpocTpaHeHHbIe posiBiIeHus 3a0oneBanus («bulky») OBUTH XapaKTepHBI LIS
MAlMEHTOB BCEX MPOTHOCTHYECKHUX TPYIMIL: B TPYIIE BHICOKOTO PUCKA MECTHO-

pactipoctpaHeHHas Qopma BbIsiBIeHa Yy 29 (69%) OonpHBIX, B Tpymme
poMexyTouHoro pucka — y 19 (51,3%) u B rpymnme HU3KOTO pHCKa —
y 11 (61,1%) manmenToB (Tabnmmna 2).
Tabmmma 2 — XapakTepucTuka manueHToB mporpaMmMsl «CIT6JIX»
Bee I'pynna 1 I'pynna 2 I'pynna 3
XapakTepucTuka l]allllflle(l)lil"bl n=22 n=37 n=42
BoJubHbIe 100% 21,8% 36,6% 41,6%
Bospacr:
CpemHuit 13,6 12,3 13,3 14,5
KoJIcOaHusI (4-17) (4-17) (4-17) (9-17)
I'mcrosornyeckuii Tun JIX:
HOIYJISIPHBIH CKIIepo3 89 (88,1%) | 19 (86,36%) | 31 (83,78%) | 39 (92,8%)
sumdouanoe npeodnananue | 5 (4,95%) | 1 (4,54%) 3 (8,1%) 1(2,38%)
CMEIIaHHO-KJIETOYHbIHI
BApHAHT 7 (6,9%) 2 (9%) 3 (8,1%) 2 (4,76%)
TIM(GOUIHOE UCTOICHHE - - - -
HOZLYJISIPHBIN THIT
TIMGOUTHOTO - - - -
npeo0ragaHus
IKCTPAHOLAIIL IO 49 (48,5%) | 3(13,6%) | 6(162%) |43 (87,7%)
nopaxkeHune:
THUMYC 3(6,1%) 3 (13,6%) - -
cerneseHKa 16 (32,6%) - 3 (50%) 13 (38,2)
TeYeHb 5 (10,2%) - 2 (33,3%) 3(6,9)
KOCTH 7 (14,2%) - 1 (16,6 %) 6(13,9)
JIETKHE 20 (40,8%) - - 20 (46,5)
KOCTHBIH MO3T 1 (2%) - - 1(2,32)
MSATKHE TKaHU - - - -
«bulky» 58 (574%) | 11(61,1%) | 19(51,3%) | 29 (69%)

Konconuaupytomas nydeBas Tepanus Oblla mHpoBeleHa OOJBLIIMHCTBY
narreHToB (98 mwiu 97%), B neuennn 3-x (3%) OONBHBIX HCHOIB30BAHBI TOJIBKO
XMMHUOTEPANIeBTUYECKUE PEKUMBI. B OONBIIMHCTBE CIIy4aeB pPajualliOHHOMY
BO3ZICUCTBUIO TIOABEPTAINCh OYard MEPBUYHOTO MopakeHus (81 mammeHT wiu
80%), pexe B mosne JIT Obun BoBieueHBI 30HBI «bulky» W CMEXHBIE C HAMH
30HBI JuM(atuuecknx kojurektopoB (14 wm 14%) m y 3-x (3%) mauneHToB
06mydanich ToapKo 30HHI «bulky». Tpets 60mpHbIX (31 wmu 31,6%) nomyanmm —
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no3y 31-35 I'p, 34 nanuenra (34,7%) — no3y 26-30 I'p, 7 (7,2%) — 21-25 I'p,
5(5,1%) — 15-20 I'p, cebie 36 I'p mosyunn 21 GonpHoM (21,4%).
Cratucrnyeckasi 00padoTka MaTepuasa
OOpaboTka CcBeAEGHMH MNPOBOAWIACH C HCHOJIB30BAHUEM IPOTPaMM

Microsoft Exell u Statistica 10. Bce pa3znuuus cuuTaauch JOCTOBEPHBIMM IpU

JIOBEPUTEIBHON BEPOSTHOCTH He MeHee 95% (ypomenb 3HaumMoctH p<0,05).

ITpn ananu3e JaHHBIX HCHOI30BAINCH CICTYIOMINE CTATUCTHYECKHE METOIBI:

e MaTeMaTHKO-CTATUCTUYECKUH aHAIU3 BBDKMBaeMOCTH MeTonoM KarmaH-
Meitepa (Kaplan E.I., 1958), npu 3ToM paccunTansl mokaszatenu odmeii (OB)
u OeccoOprTuitHoN BeDKMBaeMocTH (BCB); ¢ momombio JOr-paHK TecTa
(;lorapu(MUYECKOr0 PaHroBOrO TeCTa) IMPOBOAMIACH OLEHKAa 3HAYUMOCTHU
pa3MuMii 4acTOT HW3y4aeMOro IpH3HAaKa B HECKOJIBKUX HE3aBUCHMBIX
rpyIIax 3a Bech IepHo]] HAOIIOICHNUSI.

o OOwas BBDKMBAGMOCTh — BpEeMs OT MOMEHTA Hayaja JICUeHHUsS 10 CMEPTH
0T JIt000H NPUYUHEL.

o beccoObITHIiHAsE BBKMBAEMOCTh — MHTEPBAJ BPEMEHU OT Haydauna JIeUeHHUs
70 JI000TO0  «OTPULATEIBHOTO COOBITHS», TAE TOA «COOBITHEM)
MIOHMMAETCsl IPOTPECCUPOBAHNE, PEIIUANB, OTCYTCTBHE HOJHON PEMHUCCHU
mocie oxoHdaHws WHIyKTHBHOW IIXT, cMmMepTe OT mMOOOH NPHYUHEL,
BTOpasi OMYXO0JIb, AUCHYHKIIMA OPTaHOB.

e ROC amamuz (Receiver Operator Characteristic — omepannoHHas
XapaKTepUCTHKa MPHUEMHHKA), C TOMOIIBIO KOTOPOTO BBISBIECHBI IIOPOTOBEIE
rapameTpsbl, HapuMep, 71032 00JIyueHH s, CBSI3aHHAasl C Pa3BUTHEM Pa3JIMYHbIX
TUCHYHKITUI TIUTOBUIHOM KeNle3bl; ObLT MPUMEHEH CTaTUCTHUUECKHHA MakKeT
nporpamm Jiyisi OnoMeauIMHCKUX Hayk «Medcaley, version 12.2.1.0.

e MHorohakTopHbIii aHAJIM3 C NPUMEHEHHEM MOJENN HPOIOPIUOHAIBHBIX
puckoB Kokca MeTOIOM TOIIArOBOrO BKJIIOUEHMS JUIsl OLIEHKH BIMSHHS
pa3iMuHBIX (PaKTOPOB, HAIIPUMEpP, HA YACTOTYy BO3HMKHOBEHHS IUCGHYHKIMH
IIATOBUIHOM JKEIe3Hl.

PE3VJIbTATHI COBCTBEHHBIX UCCJEJIOBAHUM

Ananus3 evrcusaemocmu y oemeii u ROOPOCMKOE ¢ 1UMPomoil Xoorckuna,
ROJIYUAGUIUX SleHUeHUe RO NPOZPAMMAM PUCK-AOANMUPOBAHHBIX NPOMOKOJI08
«DAL-HD» u «CIIoJIX»

B amammupyemoil rpymme OoipHBIX (n=143) DOCTOBEpHOW pa3HHUIBI B
YPOBHE BBIKMBACMOCTHU BBIABJICHO HE 6BIJ'IOZ OB MalMUECHTOB, IPOJICYCHHBIX I10
mporpamme «CII6JIX» u «DAL-HD», coctaBuma 93,64+3,8% u 88,4+5,5%
cootBercTBeHHO (p=0,47) (pucyHOK 1).
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Pucynox 1 — 10-neTHsis 0011ast BBOKHBAEGMOCTh MAIUEHTOB € TMM(POMON
XomKKIHA B 3aBUCIMOCTH OT JIeYeOHBIX mporpamm (p=0,47).

BCB 06pl1a 10CTOBEpPHO BHIIIIE B TPYIIE MANUEHTOB mporpamMmbl «CIT6JIX)
u cocraBmia 87,6+4,1%, B rpymme «DAL-HD» - 77,2+7,2% (p=0,03)
(pucyHOK 2).
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Pucynox 2 — 10-netHs1s1 6eccoObITHIIHAS BEBDKMBAEMOCTb OOJIBHBIX TUM(POMON
XO0/UKKHHA B 3aBHCUMOCTH OT JIe4eOHBIX rporpamm (p=0,03).
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B mpoBemeHHOM  wHccienoBaHMM — HauOojee  BBICOKME — I1OKa3aTesd
BBDKMBAaE€MOCTH OBUIM BBISIBICHBI Yy TIalMEHTOB OJIarONPHUATHOTO IPOTHO3a,
OB kotopsix cocrauia 100%. BCB nanuenTtoB nporpamMmsl «DAL-HD» 6bu1a
Heckosbko Hmke — 80+10,4% mo cpaBHeHuto ¢ mporpammoit «CIT6JIX» —
92,6+6,8% (p=0,15).

INoxazarenn 10-merHedt OB mammeHTOB NMPOMEKYTOYHOH TPYHIIBI pHCKa
mporpamm  «CII6JIX» n «DAL-HD» cocraBmm: 96+3,7% u 82,4+11,2%
(p=0,14); 10 — nermeit BCB mamapix mammeHToB coctaBumn 90,0+5,2% wu
74,0+£12,9% (p=0,17).

Amammz 10 —  jeTHed — BBDKMBAGMOCTH  IAIMEHTOB  TPYIIIBI
HeOIaronpuaTHOrO  MPOTHO3a  IOKa3ajl  CONOCTaBUMYIO  3(deKkTHBHOCTH
HCIIOIb30BaHU IIporpaMm «DAL-HD», «CII6JIX» u «paHHEH

unTeHcudukamm»: OB coctaBuia 88,2+7,8%, 83+7,7% u 90,0+9,4% (p=0,89);
torna kak BCB - 75,1+10,9%, 83+7,3% u 90+9,4% (p=0,132) cOOTBETCTBEHHO.
Ananu3z pauneit mokcuuHocmu y 0emeil U nOOPOCMKOG
¢ aum@pomoii X00)cKuna, ROAyuaguiux jieuenue no npozpammam
puck-aoanmuposanuvix npomokonos «DAL-HDy u « CI16J1X»

IIpu cpaBHEHMM HENOCPEACTBEHHOM TOKCHYHOCTH pexumoB [IXT,
npuMeHseMbix B mporpammax «DAL-HD» wu  «CII6JIX», momydeHs!
CTaTUCTHYECKU TOCTOBepHbIe paznuuus. [Iporpamma «DAL-HD» no cpaBHEHHIO
¢ «CII6JIX» xapakTtepu3yercss Oojee BBIPAXCHHOW paHHEH TOKCHYHOCTHIO:
remartojoruueckon — a"emmen 3-4 cr. (9,5% vs 5%, p=0,0067) wu
tpomborronenun 3-4 cr. (11,9% vs 1%, p=0,0024). Kpome Ttoro, IIXT
mporpammbl  «DAL-HD» o6namana 06ojiee  BBIPaXCHHBIM — 3METOTCHHBIM
s dextom (38%), HECMOTPST HA MPOBOIAMMYIO COMPOBOAUTEIBLHYIO TEPAIHIO, C
pasButueM runotpodpun 1-2 cr. (30,9%); y nammentos nporpamMmsl «CITOJIX»
JAaHHBIE OCJIO)KHEHHWs ObUTH JOCTOBEpPHO pexke u coctaBmiun 5% u 4,9%
cootBercTBeHHO (p=0,00; p=0,001).

Ananu3z no3onux nobdounvix Ippexkmos neuenun aumgomvt Xo0xnckuna
Yy Oemeil u nOOPOCMKOG

AHanmu3y MO3JHEH TOKCHYHOCTH ITOJIBEPTIIMCH CBEICHHS O 98 OONBHBIX,
MPOLIEAIIUX JIEUEHUE MO PHUCK-aJanTUpOoBaHHbIM nporpammam «DAL-HD» u
«CII6JIX» B mepuox ¢ 1993 mo 2015 rr. Ilo3mame mnoGouHble >PQEKTHI
XMMHOIYy4EeBOTO JEUCHHUS JTUM(POMBI XO/KKHHA Yy AETell M IOAPOCTKOB OBLIH
MIPEeACTaBICHb BTOPHYHBIME omyxomsiMd B 10,2% cirygaeB, TOHagHOH
HEZI0CTaTOYHOCTHIO Y 21% OOJIbHBIX, Pa3IMYHBIMU 3200JICBAHUSIMH IIIATOBHUIHOM
xkene3pl B 28% HaOMOIEHUH, KapAHOTOKCHYHOCTBIO B 12,5% W JerouyHbIMH
OCIIOKHEHHUSAMH B 25,6% citydacs.
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Yacmoma emopuix onyxoneil, 603HUKWIUX 6 OMOATEHHOM nepuooe
nocne neuenus aumgpomvl Xo0xsncKuna

Cpenu 98 00cie10BaHHBIX BTOPBIE OIyXOJIX BBISBICHBI y 10 4enoBek, 4To
coctaBmwio 10,2%. Bo Bcex ciyuasx 3To ObUIM COJNMAHBIE HOBOOOPa30BaHMSI.
CpenHuit nepuosn HaOJIIOAEHUS 3a TMaleHTaMu coctaBmi 15,7 ner (ot 3 ner oo
23 net). B 7 (70%) nabmogeHusx OBUIH IHArHOCTUPOBAHBI HOBOOOPA30BAHUS
IIATOBUIHON Xeme3bl, y 6 (60%) manueHToB OHM HOCHIIM JOOpPOKAadeCTBEHHBIN
xapakTep (KOJUIOMAHBIA 300 IO JaHHBIM LHUTOJIOTHYECKOTO HCCICAOBAHUS) U B
omHoM (10%) cimydae BbIABIEH (QOIMKYISAPHBIA pak. B  eguHHYHBIX
HAOIIONCHUAX OBLIM OOHApPYKEHBI paK MOJIOYHOW JKENe3bl, aleHOKapIMHOMA
0000YHOH KHWIIKH, Oa3anvoMa TepeAHedl TpyAHOH CTEHKH H CHHIPOM
Optreiima-Yecrtepa.

Ouyenka no3oneli mOKCUYHOCMU (CO CHOPOHbBL WUMOBUOHOIL Jicene3bl)
aeueHus aumpomovt Xo0xncKuna

C uenbi0 BBUBICHHS OTAAICHHBIX IIOCJEICTBHH JIEUECHHS KaXKIOMY
MAlMeHTy TPOBEACHO O0OCIeOBaHUE B CIEAYIOIIEM O0beMe: KIMHUYECKHUM
OoCMOTp, ompejeneHue ¢  ucroib3oBanneM MDA  HabopoB  ypoBHei
tupeorpormHoro ropmoHa (TTI), cobomaoro TtHpokcuHa (T4cB) (dhupma
npousBoxuTens HabopoB DRG), amtmren « tupeomepokcumaze (AT x TIIO)
(¢upma mpousBogurens Habopos Bekrop-bect). [IpoBoannock ynpTpa3ByKoBoe
HCCIIEJOBAaHWE LIUTOBHUAHOW JKENe3bl, MPU BBIIBICHUU Y3JIOBBIX 00pa30BaHUH
Gosiee 1 cM BBINOJHATIACH TOHKOMTOJIbHAS aciiuparonHas ouoncus (TAB) yznos
C TIOCJIEAYIOIIMM ITUTOJIOTHIECKHUM HCCIIEJOBAaHUEM.

Pe3ynbraThl 0 KOMIUIEKCHOM 00CieI0BaHUM (DYHKIIMOHAIBHOTO COCTOSIHUS
LIMTOBUIHOM KeJe3bl YIAIOCh MOJYYHUTh y 78 MalMeHTOB, BO3PACT KOTOPHIX Ha
MOMEHT JiIeueHust cocTaBui oT 3 1o 17 ner (cpenuuit 13,1 neT), cOOTHOIIEHUE TIO
nosty 066110 ouHaKoBBIM (1:1).

Bce nanuenTsl nosyJainy JieueHrne 10 PUCK-aJanTHPOBAHHBIM MPOrpaMMamM
«DAL-HD» u «CII6JIX». CormacHo nporpamme «DAL-HD» 6put0 mposedeHo
17 (21,8%) gemoBek, cormacao «CIIOJIX» — 61 (78,2%) mamuent. I'pymmbt
OOJIBHBIX CYIIECTBEHHO HE OTIMYAJINCH T10 IOy, BO3PACTY, CTAANH 3a00JIeBaHM,
rpynne pucka, COJl nydeBoi Tepamnuu.

VY nanueHTOB, MpolIeAmUX JedeHue 1o nporokory «DAL-HDy,
TUCYHKIMS IMUTOBHUIHOMN kene3bl Obiia BbisiBIeHa B 10 ciydasx (58,8%).
CaMoli 4vacTOil THPEOWIHOW NATONOTHEH OKa3aJCs BTOPHUYHBIA THUIIOTHPEO3,
nuarHocTupoBaHHBIN y 7 (41,2%) manmentoB. Y 2 (11,8%) GOIBHBIX BBISBICHO
ayronmmyHHoe nopaxkenue DK, mpossisromeecs: noBeimenneM ypoBas AT k
TIIO. V 8 (47%) wnccrnexyeMbIX AMArHOCTHPOBAHBI CTPYKTYpHBIE H3MEHEHUS
MapEeHXUMBI IIUTOBUIHOHN kene3bl, B 5 (29,4%) ciydasx MX KOTOPBIX JaHHBIE
M3MEHEHHs COUYETAINCh C TUnodyHKIuerd opraHa, a B ogHoMm ciydae (5,9%) —
C ayTOMMMYHHBIM THpeonauToB. ¥ 3-x (17,6%) OGombHbIXx BbINONHeHa TAB
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¢ nuTojorudeckuM uccienosanueMm: B 2-x (11,8%) cmydasx BbIsBIEH
KOJUIOMJHBIN 300, y ostHOTO (5,9%) nmanneHTta 1MarHocTUpOBaH (OTUKYIISPHBIHI
pak IUTOBUIHOM JKeJe3bl.

B rpynme nanueHToB, MpOJNEYEHHBIX coriacHo mnportokony «CII6JIX»,
JUChYHKIMS ITUTOBUAHON *kKeJie3bl Oblia BelsBieHa y 12 (20%) maumenrtoB. Kak
U B TIPEABINYIIEH KOTOopTe OONBHBIX, BEXyIIEH MaTOJIOTHEH OBLT THIIOTHPEO3,
muarHoctupoBaHHB y 11 (18%) mamumentoB. Y omuoro (1,6%) OompHOTO
BBIABIICH ayTOMMMYHHBIN THpeonmut. Y 6 (9,8%) manuentoB Y3U muroBuaHON
XKEJIe3bl MOKa3ano CTPYKTYpHbIE M3MeHeHus, y 5 (8,2%) naHHBIC H3MECHEHHS
codeTaichk ¢ runoyHKnuer oprana, y oxHoro (1,6%) manmeHTa CTpyKTypHBIE
HW3MEHEHHs HE COIPOBOXKAAIHNCH HapyIIEHHEM TOpPMOHAIBHOro craryca. B 3
(4,9%) cnyuasx mnorpeboBamack TADB. Ilo naHHBIM HUTOJIOTUYECKOTO
HCCJIEJOBAaHMSI K3MEHEHUS HOCUITU JOOPOKaYeCTBEHHBIH XapakTep.

CpaBHuBas OONBHBIX MO PACHPOCTPAHEHHOCTH BO3HMKHOBEHHUS PA3IMUHON
natosoruu 11K mocne puck-amantupoBanHoit Tepanuu JIX, ciaenyer OTMETUTS,
4yTro HauboJjee 4acTo 3Ta MATOJIOTHs BBIABIIIACH y MAIMEHTOB, MPOJCYEHHBIX
cormacHo mporpamme «DAL-HD» (58,8%), B TO BpemMs Kak dacToTa
Berpedaemocty nucynknuu DK B rpynme manuenToB mporpamMmer «CITOJIX»
cocrauna 20% (p=0,0015). docToBepHO dUalie OTMEYCHO BO3HHKHOBCHHE
runotupeosa u cTpykTypHeix uameHeHuil DK y mauumenroB «DAL-HD» mo
cpaBHeHMIO ¢ rpynmoit «CIIOJIX»: 41,2% u 18,03 (p=0,0452); 47% u 9,8%
(p=0,0004)  cOOTBETCTBCHHO. 3HAUYMUMBIX pa3IUYUA  MEXKIY  YacTOTOH
BO3HHUKHOBEHUS ayTOMMMYyHHOTO THpeouauta (p=0,118) u paka LK (p=0,217)
BBISIBJIEHO HE OBLIO.

C uenbio BbIsIBIEGHHS (DAKTOPOB, OKAa3bIBAIOIIMX BIMSHUE Ha PHCK
Bo3HMKHOBeHHs auchynkiun DK y manueHToB, mposieueHHBIX OT JTUM(OMBI
XOIKKMHa B JIETCKOM M TOAPOCTKOBOM  BO3pacTte, OBUI  BBINOJHEH
onHoGakTopHbIil  aHanu3. CTaTHCTHYECKH 3HAYUMBIMHM JIETEPMUHAHTaMHU,
OKa3bIBAIOLIMMH BIIMSIHAE HA YAaCTOTY BOHHUKHOBEHHUS MATOJOTWH LIMUTOBHIHOW
JKeJe3bl, OKa3aJHCh CIEAYIOIIMe: BO3pacT Ha MOMEHT JieueHHus MeHee 12 et
(AUC — Area Under Curve — mmomans nojg ROC-kpusoit 0,718+0,0606,
p=0,0011, uanexc FOnena 0,36), nmporpamma teparmmu «DAL-HD» (p=0,001) u
JUIMTENIFHOCTh TepuoAa HaOmoaenus Oonee 12 mer (AUC 0,688+0,078,
p=0,0167, uanexc FOaena 0,48).

IIpu y4yeTe COBOKYNHOCTH TpeX NEPEMEHHBIX C LENbI0 ONpEeAeTICHUS
Bemymero (akropa, JOCTOBEPHO TOBBIMIAIONIETO YacTOTY BO3HHUKHOBEHHS
muchynkmmm DK, Opmm mpoBemeH MHorodakropueii anamms. Ilo  ero
pe3yiapTataM  BeOymmM  (aKTOpOM  OKaszajlach JUIMTENBHOCTh  IEpHoja
HaOJNIONIEHUsT 3a TMalMeHTaMu, 3aBepmuBImMu Jedenne ot JIX (p=0,056991,
otHomreHue puckos 0,0000) (Tabmuna 3).
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Tabnuna 3 — Mogens nponopuroHaiIbHEIX puckoB Kokca
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Bo3spacr -0,1040 | 0,12686 | 0,672679 | 0,412119 | -0,3527 | 0,14460 | 0,901181

IIporpamma | -5,5813 | 11,94777 | 0,218220 | 0,640399 | -28,9985 |17,83591 | 0,003768

IIepuon

-30,1062 | 15,81722 | 3,622865 | 0,056991 |-61,1074 | 0,89496 | 0,000000
HaOIIOACHHUS

Ouyenka no3oneii mMOKCUYHOCMU (20HAOHOT MOKCUYHOCIMU) 1e4eHUA
aumepomol Xoorckuna

CeezieHHsI O COCTOSIHUM PENPOIYKTUBHOW (YHKIMH YAAJIOCh MOJYYUTH Y
52 nanueHtoB. Jlnd omeHkH (epTWIBHOW (QYHKIUM y MYXYHH H SKSHIIUH
OTIpENIEISIICS. YPOBEHb AaHTUMIOIUIEpOBOrO TopmoHa (AMI) m wHrHOMHA B
(pedepencupie 3HaueHuss AMI 4-6,8 Hr/mn, warnOmHa B 23-260 Hr/MII).
Jleuenne no nporpamme «DAL-HD» nomyunmu 14 (26,9%) genosex, «CIT6JIX»
— 38 (73,1%). TI'pynmel OGONBHBIX HE OTIMYAINCH CYIIECTBEHHO IO IOy,
Bo3pacTy, craauud 3aboneBanmsa. B mporpamme «CIIOJIX»  ormeueHO
npeo0iajaHue TaMEeHTOB 2 Tpymmbl pucka — 23 denoseka (60,5%), mo
cpaBHeHHIO ¢ mporpaMmoit «KDAL-HD» — oxus 60mnbHOi (7,2%) (p=0,0005).

Cpennuii BO3pacT MalMEHTOB HAa MOMEHT OOCJEJOBAaHHMsI, MPOIICIIINX
neuenue no nporpamme «DAL-HD», coctaBun 29+0,9 ner (24-35 ner), cpenHuii
nepuot HabmoaeHus 6su1 17,240,9 ner (11-22,36 ner). YraereHue GpepTHILHON
¢byHknun ormedeHo y 6 (42,9%) obcnenosanubix. Y 8 (57,1%) ypoBeHb
TIOJIOBBIX TOPMOHOB ObLT B Ipeziesax HOpMbl. [ nnodyHKIms ronan Obuia Oombiie
XapakTepHa sl MyX4uH (5 dvenoBek wim 35,7%), CHMKEHHE OBapHAaIbLHOTO
pe3epBa 3aperucTpupoBaHo y onHod marmeHTku (7,1%). BompmmHCTBO
00cIIeI0BaHHbIX COCTOAT B Opake, B 6 CEMbSIX €CTb JICTH.

CpenHuil BO3pacT MaIMeHTOB, JIe4eHHbIX 10 mporpamme «CII6JIX», Ha
MOMEHT o0cnenoBanus coctaBisun 19+0,9 ner (7-30 nmet), mepuox HaOMIOACHUS
B cpenmHeM mpeBbicun 5 ser (0,6-13,6). U3 38 oOcieqoBaHHBIX CHU)KCHHE
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¢deptunbHOl (yHKIMM OblI0 BbIABIEHO Yy 5 (13,2%) manmenros: y 3 (7,9%)
My>X4MH 4 2 (5,3%) KEHIIUH NPH HOPMAJIbHOM MEHCTpYyalbHOM Iukie. /laHHas
KOropTa TNalUeHTOB Ioiydana Tepamnuio 1o cxeme BEACOPP-6azoBbril. Y
octanbHbIX 33 manueHtoB (86,8%), mpoieueHHbIX Mo mporpamme «CII6JIX»,
HapymieHnid (epTribHOM (QyHKUMHM BbIIBIEHO He Obuto. B 9 (23,7%) cembsx
€CTh JICTH.

C nomompl0 O0JHO(GAKTOPHOTO AaHAJIN3a OMNPENENCHBl TEPANCBTUYECKUC
(akTopsl, TPUBOAAIINE K BO3HUKHOBEHHIO TIIOJIOBOM IUC()YHKIMH TIOCIC
3aBepIIeHsI JeueHus (Tabmuma 4).

Tabmuna 4 — Ananmu3 (GaxkTopoB, BIMSIOIIMX Ha yrHeTeHHE (EPTHIBHOCTH
B OT/IQJICHHOM HOcJIe JiedeHus TuM(poMbl X0HKKHHA repuoje (n=52)

Cpennee

dakTopsI 3Hal£)enne, o, 95 AU, % p
JIT Hm:xe nuadparmsl:
HE MPOBOJIUIIACH 7,1 [0,3; 17,3]
IIPOBOIMIIACH 37,5 [-3,0; 17,3] | 0,00685
IIporpamma JjieueHus:
«DAL-HD» 42,8 [13,2;72,5]
«CIIOJIX» 0 [0; 0]
«BEACOPP — 6a30BbIii» 71,4 [26,3; 16,5] | 0,00000
Cymmapnas n03a XT uukiaodochamuaom:
nuxnopocdamua meree 3900 mr/m> 7 [- 10:92] |3 h0001
nukopocdamua 3900 mr/m> u Gonee 61,5 [30,9;92,1]|
Cymmapnas n03a XT npokap06a3uHom:
npokap6asus Meree 3000 mr/m> 0,3 [-0,3;9,4]
npokap6azun 3000 mr/m? u Gonee 50 [25,9; 74] | 0,00002
Bo3pacT Ha MOMEHT JieYeHus :
ot 3 10 12 ner 58 [25,6;91]
13 neT u Oonee 10 [2,8;19,7] | 0,00017
[pumeuanne — */1M — noBepUTENBHbIA HHTEPBAIL

IIpoBenenue JIT Ha nmumdaTrnyeckne KOUIEKTOPHI, PACIIONOKECHHBIE HIKE
YpoBHSI  auadparMpl, CTaTUCTUYECKH  3HAYMMO  IOBBIIIANI0O  YacTOTY
BO3HUKHOBEHHs THUNO(YHKIMU ToNOBBIX jkene3 (p=0,00685). Taxxke nokazaH
JI0303aBUCHMBI ~ TOHAJAOTOKCHYHBIH  3(G(EKT  aNKWIHPYIOIMIUX  areHTOB:
IpUMEHeHne NpokapbasMHa u IuKiIopochamMuna B 033X, IPEBHIMAIOIINX
3000 mr/M> m 3900 Mr/M?> COOTBETCTBEHHO, JOCTOBEPHO IOBHIIIAET
4acToTy pa3BuTus QeprmwibHol ancdynkunu (p=0,00002; p=0,00001). Cpeau
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ucnonb3yeMbix pesxxuMoB I1XT HanOosbiIell TOKCHYHOCTBIO 00JIaIaeT PEeXUM
«BEACOPP-6a30Bs1ii» (p=0,00000) (Tadbmuua 4). Bospact 6osnpHOTO 110 12 Nt
Ha MOMEHT NPOBE/ICHHS CIeU(PUIECKON Tepaluy Tak)Ke OKas3bIBaj BIHMSHHE Ha
puck pasButus nonopoit auchynkuun (AUC 0,716+0,104, p=0,0378, unnmekc
KOnena 0,5144) (p=0,00017).

Takum o6pazom, nmporpammel JtedeHns TuMpomel Xomkknaa «DAL-HD» u
«BEACOPP-62a30BHIi1» COIPOBOXIANHCE Oo0Jlee BBIPAKCHHBIMH TOOOYHBIMH
OCIOXXKHEHHSIMH CO CTOPOHBI (EepTHIBHOH (YHKIMM TIO CPaBHEHHIO C
mporpammoii  «CII6JIX». OCHOBHBIMH  TEpameBTUYCCKAMH  (haKTOpPaMH,
OKa3bIBAIOIIMMH  TOHAJOTOKCHYHBIH  3(G{QeKT,  S[BISUINCE  NPHMEHEHHUE
ATKWINPYIONIMX ~ areHToB M oOmydeHHWe JMMQATHYECKUX  KOJUIEKTOPOB,
PAacIoI0KEHHBIX HUKe quadparMebl.

Brinenenne (pakTopoB Je4EeHUsI, aCCOLMUPOBAHHBIX C PAa3BUTHEM MNO3THEH
TOKCUYHOCTH, TI03BOJISIET MOIU(PUIIPOBATH COBPEMEHHBIE TPOTOKOJIBI JICYCHUSL.

H3yuenue cemeninoil azpezayuu 310Ka4ecm@eHHbIX TUMPOM
6 ceMbaX 0ONbHBIX TUMPOMOLI X00dHCKUHA

Jlumpomy XoOIKKMHA acCOUMHUPYIOT C HaJIWYMeM HHAKTHBUPYIOIINX
mytarmii B8 rere KLHDC8B (Salipante S.J., 2009). KLHDC8B - omuH u3
MHOTHX T'€HOB, 00ECIICUYNBAIONINX MUTO3, €TO JUCHYHKIHS, BEPOATHO, IPUBOJHUT
K TOSBJICHHUIO IBYSAAEPHBIX KICTOK. BaXKHO, YTO XpOMOCOMHas IepecTpoiika
Hanpsamyro 3atparuBaeT reH KLHDCS8B, HO KOCBEHHO MOTYT OBITh BOBJICUCHEI U
apyrue reHsl. KpoMe «IOJTHOIEHHOI» WHAKTUBHPYIOIIEH MYTallid aBTOPEI
HAIIUTK CIIe PEIKUH MoJuMOpdu3M, ¢ OOJbIIEH YaCTOTOM BCTPEUAIOIIMHCT Y
0oJIbHBIX, YeM Y 310poBbIX. 1o manHbIM nuTepaTypbl B rene KDR B 2 u3 46
cemeil ¢ JIX paHee BbISBICHA OUYEHb peAKas B IONYJSALUU aKTHUBUPYHOIIAS
mucceHc-myTtanusa p.A1065T (Rotunno M., 2016). /lanHBIe 0 3HAYUMOCTH ITOH
MyTaIiy MOJy4eHbl B He3aBucuMoM uccienoBanuu C.R. Antonescu (2009). M.
Rotunno u coast. (2016) Tak >ke OMyOJMKOBAJIM IaHHBIE O HECKOJIBKO
KaH/IN/IaTHBIX TeHOB

Cpemu nereit u mogpoctkoB ¢ JIX (n=143) 6su10 BEIABIICHO 3 cirydast (2%)
CeMeHHOM arperanmy 3J0Ka4ecTBEHHbIX JmMdoMm. B 2-x ceMmpsix oTMmMeudeHO
BO3HMKHOBEHHE JTMM(POMBI XO/DKKMHA B Tapax «pOIUTENb — pPEOEHOK», B
TpeTheM Cilydae B Iape cectep auarHoctupoBaHa JIX u B-kpymHokieTowHas
MeauactrHanbHass HXJI. Bcem mamueHtam ¢ ceMeiHOW arperarueil JTumMQom
ObLT IpoBeieH aHanu3 nocneaosarenbHocTH JIHK-knHazHoro nomena rera KDR
(mmu  VGFR2) wu Bceit komupyromieit mocnenoBatensHoctn JIHK rena
KLHDCS8B. ITpu monexynspHoM uccienoBanun myTtanuii B reie KLHDC8B y
STHUX MAIUEHTOB HE OOHAPYKEHO.

B oaHoM HabmrofeHWM y MAlMEHTOB B Mape «POAMTENh — PeOESHOK» OBLIT
HaiaeH peakuit BapuanT B rene KDR, ¢.3397C>T (p.P1133S) (pucynoxk 3).
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Pucynok 3 — MonekynsapHO-TeHETUUECKUN aHAIU3 Ha HOCUTEIHCTBO MYTaIlUU
B reHe KDR y GosbHBIX ¢ ceMeliHO# arperamyeii 3J10Kka4eCTBEHHBIX TUM(POM,
BapuaHT myTanuu B rene KDR, ¢.3397C>T (p.P1133S).

IMo manubiM 0a3bl manHbix EXAC 3t0oT Bapmant (rs192975612 B Gase
dbSNP) wumeer mnomymsaiuonHyo dvactory 0,000368, T.e. reTepo3UroTHbIC
HOCHUTENU MyTalluu BCTpeyaroTcs ¢ yactoTou 1:1359.

I'pynnoii KOHTpOJISA B 3TOM HCCIENOBaHUM CTas 833 300pOBBIX JOHOpA U3
KOJUISKIIMHM  JTa0OpaTOpHH MOJICKYJIIPHOM JHAarHOCTHKH, TE€HOTHIIMPOBAHHUE
KOTOPBIX HE BBISIBIJIO MYyTallUi.

ITo nanHBIM OMOMH(OPMATHUECKHX «IIpeACKa3aTelnbHbIX» nporpaMm SIFT
(Y4uTBIBaET HBOJIIOIMOHHYIO KOHCEPBATUBHOCTh, COXPAHHOCTH AaMUHOKHUCIIOTHI B
MOCTIeIOBATENbHOCTH Oelika B pSAAY >KMBOTHBIX: 0ojiee CTOWKHE aMHHOKHCIIOTHI
Ba)kHee, yacTo MeHsmoumecs He BaxHbl): deleterious; PolyPhen2 (yuuthiBaer
KOHCEpBAaTMBHOCTh W MOJISIUPOBaHHE H3MEHEeHUs KoHdopmanmu Oeika oT
3aMeHbl aMmuHOKHCIOTH) 0,734 — probably pathogenic (0 — mocroBepHO
HermaToreHHas, 1 — TaTOreHHas), YTO MOJTBEPIKAAET 3HAUYMMOCTh JaHHOM
mytarun. CADD score (Kircher E.A., 2014) paBen 24.1 (DOBOIBHO BBICOKHIt
YPOBEHb BEPOSITHOCTH TOTO, YTO MyTallUsl 3HAUNMA).
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BbIBO/IbI

Oo61mas u 6eccodbiTuitHas 10 — JeTHSAS BBDKUBAEMOCTh OOJBHBIX JTUM(OMOI
XOMKKUHA, MOyYUBIINX JICYEHUE IO PUCK-aJaITUPOBAHHBIM IIPOrpaMMaM,
coctraBmia 94,3+2% u 87+3,2% COOTBETCTBEHHO; MIPH ITOM BBDKHBAEMOCTH
y zereil m moxpoctkos rpymmsl «DAL-HD» — 88,4+5,5% u 77,2+7,2%
cootBercTBeHHO, Tpymmbl «CII6JIX» — 93,6£3.8% wu 87,6+4,1%
COOTBETCTBEHHO. JlOCTOBEpHBIE pa3Iuuusi OBUIM JHIIb B IIOKAa3aTENsiX
6eccoOrITHitHOM BEDKHBaeMocTH (p=0,036) 3THX ABYX TPYIIIL.

AHanu3 HENOCPEACTBEHHON TOKCHYHOCTH MOJIMXUMHOTEPANINN MOKa3all, 4To
JedeHne coriacHo mpoTtokory «DAL-HD» obmagaer Gosee BbIpakeHHBIMHU
reMaToJIOTMYeCKUMH OCJIOKHEHUSIMU: aHeMHsl ¥ TpoMOoruTonenus 3-4 cr.,
TpeOyromasi  NPOBEACHHUS  3aMECTUTEJbHOW  reMoTpaHc(y3un  Oblia
quarHoctupoBaHa y 9,5% wu 11,9% mnamumentos rpynmel «DAL-HD»
COOTBETCTBEHHO, II0 cpaBHeHHIO ¢ mporpammoirn «CIIOJIX»: 5% u 1%
(p=0,0067 u p=0,0024 cooTBETCTBEHHO). 3HAUMMBIC pPA3IUUUI MEXKIY
nporpaMMaM# OBbLIM BBISBICHBI M B OMETOTCHHOM JCHUCTBHU CXEM: Y
60spHBIX Tpynmel «DAL-HD» 3toT mo6ounsti s¢dext BosiBieH y 38%, npu
stoMm y 30,9% B mocnexmyromeMm pasBwiack rumorpodus 1-2 cr., mpu
ucrionp3oBanun nporokona CIIOJIX »tm mokaszatemn Ovumm 5% u 4,9%
cootBercTBeHHO (p=0,00; p=0,001).

CnexTp No3gHHX TOOOYHBIX 3(D(PEKTOB PHCK-aJalTHPOBAHHBIX IPOTPaMM
JIeYeHUs JIeTeil U MOJPOCTKOB ¢ JuM(poMol XOIDKKHHA ObUI MpecTaBleH
BTOpHUYHBIMU omyxoJisiMu B 10,2% citydaeB, TOHaJHON HEAOCTaTOUYHOCTBIO y
21% OONBbHBIX, pa3IMuHbIMU 3200J€BaHUSAMH IIUTOBHIHOI Kene3bl B 28%
HAOJIFOICHU, KApAMOTOKCUYHOCTBIO B 12,5% U JIErOYHBIME OCI0KHECHUSIMH
B 25,6% ciyuaes.

Hawubosnee yacto qucyHKIHS IUTOBUIHON JKeJIe3bl OblIa THATHOCTUPOBAHA
B IpYIIE MalUeHTOB, NpoJIedeHHBIX corjacHo nporpamme «DAL-HD», no
CPaBHEHHUIO C NAalMEHTaMH, MOJYYaBIIMMU TEPaNHIO0 C HCIOJIB30BAHUEM
opurnHasnsHOTO mpotokona «CII6JIX» (58,8% mpotus 20,0%, p=0,002).
CraTucTH4ecky 3HAYMMBIMH TPH3HAKAMM, OKAa3bIBAIOIIMMH BIMSHHE Ha
4acTOTY BO3HUKHOBEHHUS IaTOJOIMM INUTOBHIHOM 3JKeJe3bl, OKa3alluCh
CJIe/IyOlIMe: BO3pacT Ha MOMEHT JiedeHUs! JTUM(OMbI XO/PKKMHA MIlaIie
12 rer  (p=0,001), mnporpamma Ttepammu «DAL-HD» (p=0,001) wu
JUINTENIFHOCTh TepuoAa HabmiogeHuss Oomee 12 mer (p=0,001). Ilpwm
MHOTO()aKTOPHOM aHaJIM3e BeOylIed OKa3ajach IIUTEIBHOCTh MepHoIa
HaOJII0/IeHUs 3a MaIMeHTaMu, 3aBepiuBIumMu Jederue (p=0,056).
HanOonmpmmM  TOHAIOTOKCHMYHBIM  JCHCTBHEM o00Jajaia Iporpamma
«DAL-HD» u cxema xumuorepanuu BEACOPP-6a30BbIii 110 CpaBHEHHIO
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¢ nporpammoii «CII6JIX»: yruerenue QepTuibHON (QYHKIHHU BBISBICHO y
42,9% mnanuentoB rpynnsl «DAL-HD» wu 13,2% rpynnsl  «paHHeH
MHTEHCUUKaIU»; y 001mbHBIX rpynnbl «CII6JIX» runodyHkumy momoBbx
JKeJle3 BBIABIICHO He Obuto. Ilpu crarucTryeckoM aHajM3e Ha pa3BHTHE
(depTunabHOW TUCHYHKIMHM 3HAYMMO BIMSUIO OOJydeHHE IHM(pATHIECKHX
y3JI0B, pacroiiokeHHbIX Hmke awmadparmsl (p=0,00685), ucmomb3oBaHme
nporpamm «DAL-HD» u «panneit naTeHcHpuKanum» (p=0,00001), Bozpact
He MoMeHT Jjedermsa g0 12 mer (p=0,00017), xymymaruBHas mo3a
muxnodochamuaa, npesbmanmas 3 900 mr/m? (p=0,00001), npokapbasuna
— Beimre 3 000 mr/m? (p=0,00002).

YacToTa arperanuu ceMeiHbIX JuMdpoM coctaBmia 2,1%. B omHoit u3 Tpex
ceMeil OOHapy)XEH pPEIKWil BapHaHT HOCUTENhCTBA MyTamuu B rene KDR
¢.3397C>T (p.P1133S), mo mkane CADD wumeromieil BBICOKHI YpPOBEHb
3HaYMMOCTH (24,1).

IMPAKTUYECKHUE PEKOMEH/JALIIUN

Jus nedenus Aetedt w MOIPOCTKOB ¢ iuMpoMoit XomKKHHA HE0OXOAUMO
WCIIONB30BaTh PUCK-aJalITHPOBAHHBIC MPOTPaMMBI, OCHOBHBIM IPHHIIHIIOM
KOTOPBIX SIBIICTCS TTOA0OP JeUeOHBIX HATPY30K B 3aBUCUMOCTH OT HAIWYHS
WIA OTCYTCTBHS TIPOTHOCTHYECKH HEONArompHUATHEIX (aKTOPOB. ITO
MO3BOJIsIET M30eKaTh BO3HUKHOBEHUS TO3HUX HEXKEIATEIbHBIX SBICHUN B
OT/IaJICHHOM TIepHO0Jie MOHUTOPHHTA 32 U3JI€UEHHBIMU MAI[UEHTAMH.

B amroputm mucmancepHoro HabmoaeHHs HEOOXOIUMO  BKIIOYATh
WCCIIeTIOBaHMsI, HAMPaBJICHHbBIE HA TIOUCK MATOJOTHH IIUTOBUIHOM KeNe3bl U
OIIeHKY ()EePTHUIIBHOCTH, C LEIbI0 PaHHEH JIMArHOCTUKHA M KOPPEKIMU THUX
HapyLICHUH.

Bce poacTBeHHHKH OOJBHOTO, OCOOCHHO 3TO KacaeTcsi CHUOJHHIOB |
pomuTenel, TOMISKAT  TINATEIBPHOMY  MOJEKYJISPHO-TCHETHICCKOMY
WCCIICIOBAaHUIO C IENBI0 TOMCKa TepMUHAIbHOW Myrtamuu B reHe KDR,
¢.3397C>T (p.P1133S), accoumupoBaHHON C TIOBBIIICHHBIM pPUCKOM
BO3HUKHOBEHUS TUM(POMBI XOPKKHHA.
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