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NBAHOBA UPUHA UT'OPEBHA

POJIb JUCILIA3UM COEIUHUTEJILHOM TKAHA B ®POPMUPOBAHUU U
TEYEHUM NATOJIOT' MY MAIMEBAPUTEJBHOI'O TPAKTA A
MOYEBBIIEJIUTEJIBHON CACTEMBI Y JIETEXA M TIOAPOCTKOB
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PabGora BbeImosHeHa Ha Kadeape NeaUATPUM NeAUATPUYECKOro (akyiapTeTa B
(enepanbHOM rocy1apCTBEHHOM OIOIKETHOM 00pa30BaTEIbHOM YUPEKIECHUH BBICIIETO
oOpa3oBaHus «TBepckoll ~ TOCYIAapCTBEHHBIM  MEOULMHCKUN  YHUBEPCUTET»
MunucrepcrBa 3apaBooxpanenus Poccunickon Penepanuu

HayuHblii KOHCYJIBTAHT — JOKTOP MEIUIUHCKUX Hayk, nmpodeccop I'mycaes Cepreii
DénopoBuy

O¢puuuajbHbie ONMOHEHTHI:

BaabikoBa Jlapuca AjlekcaHApOBHA — JOKTOP MEIUIIMHCKUX HAyK, podeccop, YiieH-
koppecnonieHT PAH, ®I'bOY BO «HauuonanbHbIi HcciaeqoBaTebCKuii MoOp1I0BCKHi
rocyaapctBeHHbld yHusepcurer uMm. H.IL. Orapésa» MunoGpnayku P®, mpodeccop
Kadenpsl nexuaTpuu, IMPEeKTop MeIUIUHCKOr0 MHCTUTYTA

KuasausipoBa Puta PadpraToBHa — 10kTOp MEAUIIMHCKUX HaYyK, npodeccop, PIAOY
BO TIlepBeiii MI'MY wum. WM. CeuenoBa MunznpaBa Poccun (CeueHOBCKUi
YHUBEPCUTET), ITpodeccop kadeapsl MponeaeBTUKN AETCKUX O0e3Hel

Hecrtepenko 3051 BacuiibeBHA — JTOKTOP MEIMIIMHCKUX HAyK, nMpodeccop, NEHCUOHED,
nocnegaee Mecto pabotel — GI'BOY BO «Cankr-IletepOyprekuii rocyapcTBEHHBIH
neuaTpuYeckKuii MEIUIIMHCKUM yHUBepcuTeT» MuHnzapaBa Poccumn, mnpodeccop
Kadenpsl MpoNeIeBTUKU AETCKUX O0JIe3Hel ¢ KypcoM 00IIero yxoja 3a 1eThbMu

Benymas opranmsanusa: OI'bBOY BO  «IIpuBomxckuii  MCCIEI0BATEIBCKUN
MEIUUMHCKUN yHUBEpcuTeT» MuHn3apasa Poccun

3ammra nuccepranuu coctoutcs 14 centsaops 2023 roga B 10.00 yacoB Ha 3aceganuu
nuccepranmonHoro cosera 21.2.062.02 na 6a3e denepanbHOTO TOCYAAPCTBEHHOTO
OroKeTHOro  00pa30BaTEIBLHOTO  YUPEXKJEHUs BhICHIEr0o oOpa3oBaHusi «CaHKT-
[TerepOyprckuii  rocymapCTBEHHBIN TMEIUATPUUECKUN MEIUIIUHCKUN YHUBEPCUTETY
MunucrepcTBa 3apaBooxpaneHusi Poccuiickoii ®enepanun (194100, r. Caskr-
[TetepOypr, yu. JIutoBckas, . 2)

C nwuccepramueii MOXHO O3HAKOMUTHCS B HaydHo Oubmuorexke @OI'BOY BO
CIIOI'TIMY Munsapasa Poccun (194223, r. Cankr-IletepOypr, np. Mopuca Topesa, 1.
39) u Ha caitte ®I'bOY BO CIIGI'TIMY Munsapasa Poccun http://gpmu.org

ABTOpedepart pazociaH « _ » 2023 .

VYueHbIl CEKpeTaph AUCCEPTALMOHHOTO COBETA
J.M.H., JOLIEHT TeipTOBa
JIronmuna BukropoBHa



OBILIASA XAPAKTEPUCTUKA PABOTHBI
AKTYaJbHOCTH UCCJIEI0OBAHUSA

310pOBbE YEIOBEKAa BO MHOI'OM ONPENEISETCS COCTOSHUEM COEIMHHUTEIBHOM
tkanu (CT) [bapanoB B.C., 2010, Bboromonerny A.A., 1957]. Me3eHxumaibHOE
MIPOUCXOXKJIECHNE UMEIOT KJIETKH KPOBH, ONMOPHO-JABUTATEIBLHOTO alllapara, CTpOM BCeX
OpraHoOB M MHOTUX TKaHEW. DTU CTPYKTYPhI MOT'YT OBITh BOBJICUCHBI B MMATOJOTHUECKHE
nporecchl. [Io cCOoBpeMEHHBIM TpPEACTaBICHUSIM AUCIUIA3US COCAMHUTEIHHON TKaHU
(ICT) — rereporennas rpynna 3aboneBanuii CT mnoaureHHO-MHOTO(paKTOPHOU
NpUpOAbl, OOBEIUHEHHBIX B (EHOTHNBI HA OCHOBE OOIIHOCTH BHEIIHUX W/WIH
BUCIIepabHBIX pu3HakoB [Kagypuna T.1., 2014].

Bonbrioit pa3dpoc manueix mo yacrore Bcrpedaemoctu JCT y nmereit (20-70%)
00yCJIOBJIEH 3a4acTyl0 pa3HbIMH IMoaXoaaMu K auarnoctuke [enwco A.C., 2018,
Kanaesa I'.1O., 2018, Yeosmmes H.B., 2018, Pacey V., 2010, ap.], uto oOycnaBiuBaeT
HEOOXOAUMOCTh UX ONTUMHU3AIIUH.

[Tatonorus numeBapurenbHoro Ttpakra (I1T), MOYEBBIACIUTENHHOM CHUCTEMBI
(MBC) BeIOpaHa Kak 4acTO BCTPEUANOIIASICA Y JIETEH M HaMMEHee U3yYeHHas C yu4eToM
JTUCIIJIACTUYECKUX  (PEHOTUIIOB, HO HWMEHHO WX 3HAYUMOCTh IOJYEPKHYTa B
onpeaenenun [ICT. B Poccum 3a mocnegHee Bpemsi KOJUYECTBO JIETEH C MAaTOJIOTHEH
IIT yBemnuunoce B 1,5 pasa [XaputonoBa JILLA., 2019]. PacmpocTpaHE€HHOCTb
3aboneBanniit MBC 3a 20 mer Bo3pocna ¢ 29 go 187 Ha 1000 merckoro HaceneHUs
[Myxuna H.A., 2020], ogHUM M3 caMbIX YacTbhIX M 3HAYMMBIX CPEIM HHUX SIBIISIETCS
nueIoHehPuT.

Oco0eHHOCTH  KIMHUYECKOW KapTUHBI 3abosieBaHui, oOOMEHa BEIIECTB,
BHYTPUKJIETOYHOT'O  DHEPreTHUYeckoro OoOMeHa y  TalMeHTOB C  pa3HbIMHU
JTUCIIIACTUYECKUMHU  (PEHOTHIAMU TMPEJCTABISIIOT CcO0ON Oenple TsATHA Ha KapTe
COBPEMEHHON MEIULIMHBI. BBIABIECHNE HOBBIX 3BEHbEB MATOTC€HETUYECKUX MEXAaHU3MOB
U MPOTHOCTUYECKN HEOIAronpusTHBIX MapKepoB y nereit ¢ 3aboneBanusmu 1T, MBC,
ycTaHOBJIeHHUE 3akoHoMepHocTel (opmupoBanus JICT B mporecce OHTOTeHE3a
ABIIAETCS aKTyaJIbHBIM, IMO3BOJUT pa3pabaTbiBaTh WHIWBUIYAIBHO OPHUEHTHUPOBAHHbBIC
CXEMBbI BEJICHUS U JIeUEHHUs AeTei. Bee BBIIEN3I0)KEHHOE MOCTYKUIIO OCHOBAaHUEM TSI
MPOBEJECHUS HACTOSIIETO UCCIENOBAHNUS, ONPEAETUIIO €T0 LEedb U 3a/1a4u.

Heap wuccienoBaHusi — KOMIUIEKCHOE pEIIEHHE NPOOJIEMbl ONTUMHU3ALUU
OKa3aHMs MEIUIMHCKOM MOMOIIM MauueHTaM AeTCKOro Bo3pacta ¢ marosioruen IIT u
MBC nyrem wm3yuenuss ponmu JICT B dopmupoBaHnrM W TEYCHUH 3a00JICBaHUA |
pa3paboTKH MPOrpamMMBbl Jie4eOHO-PEaOUITUTAIIMOHHBIX MEPOTPUITHIA, HAMPABICHHBIX
Ha KOPPEKIIMIO BBISBICHHBIX HAPYIICHUH.

3agauu ucciaegoBaHusA

1. Ycranosuth xapaktep moauduiupyromero Bnusaus JCT na 3a6oneBanus [IT u MBC
y JIeTeld C YYETOM JIUCIUIACTUYECKUX (PEHOTUIIOB U BBIPAKEHHOCTH HECOCTOSITENIbHOCTH
COEMHHUTENBHON TKaHH.

2. BoisgBuUTH 0cOOCHHOCTH OOMEHA, B TOM YHCJIE SHEPTeTHYECKOTO, B 3aBUCUMOCTH OT
crerieHn BbIpaxkeHHOcTH JICT wu pucrmactudeckoro GeHoTtuna [Jjsi YTOUHEHUS
MaTOreHETUYECKUX MEXaHU3MOB (popmupoBaHus naroioruu y aerei ¢ JICT.

3. YcosepmerctBoBaTh auarHoctuky JCT y mereit B pe3yabTaTe CpaBHEHUS Pa3IMIHBIX



METO/IOB BBISIBJIEHUS JAHHOT'O COCTOSIHUS.
Pa3pabotath MaTeMaTHYECKyI0 MOJENIb OLICHKU MPOTHOCTUYECKOTO PHUCKA Pa3BUTHUSA
TsoKenbix BapuanToB natonoruu [IT u MBC y nereii ¢ JICT.
CocTaBUTh NPEACTABICHUE O IWHAMUKE IUCIUIACTUYECKUX MPOSIBICHUN Yy JETel B
OHTOTE€HE3E.
Hayyno o6ocHOBaTh cHCTEMY OpPraHM3allMOHHBIX MEPOMPUSATUM MO peaduIuTaluu
nanuentoB ¢ 3aboneBanusmu IIT, MBC u JICT, pa3paboraTe MeTOAbl KOPPEKLIUHU
BBISIBJICHHBIX HApylmIeHUH U OLECHUTh J(P(YEKTUBHOCTH HMX UCIIOJL30BaHUS B
KOMIUIEKCHOM TE€paIvH.

CreneHnb pa3padOTAHHOCTH TEMBI

B OonpmmHCTBE UCCIEIOBAaHUM B CpPaBHEHHE BKIIOYAIOTCS TMAIMEHTHI 10
npusHaky Hanuuus/orcytcTBuss JICT, HEOCBEIIEHHBIMH OCTAlOTCS OCOOEHHOCTHU
3a00JI€BaHUI y IETEeH C pa3HBIMH AUCIUIACTUYECKUMU (DEHOTHUIAMU. DTO OTHOCUTCS U K
oOmeny BemiecTB, accoruupoBanHbix ¢ CT, U K 1uTO’HEpreTuueckomMy cratycy. He
pa3paboTaHbl METOJMKH MPOTHO3UPOBAHUS PA3BUTHUS TSAKEIBIX BAPUAHTOB IMATOJIOTHH
I[IT u MBC, yuuteiBaromue mapkepbl JICT y gereit. He ompenenens jedeOHO-
peabunuranmonusie Meponpustus s gered ¢ JJCT u comartuueckoil maTojoruei.
OTCYTCTBYIOT CBEIECHHS O 3aKOHOMEPHOCTSIX pa3BUTHS peOeHKa ¢ TPOSIBICHUSIMHU
HecocroarenbHocTh CT B mpoliecce OHTOreHesa.

Hay4Hasi HOBU3HA HCC/Ie10BAHUSA

Bnepseie mpoBegeHo ucciegoBanue mpoOiembl 3aboneBanuii [IT u MBC Bo
B3aUMOCBSA3U C CHUCTEMHOW HenmoctaroyHocThto CT ¢ ydeToM AMCIIACTHYECKHX
¢enorunos u creneHu BoipaxkeHHocTu JICT. [ToHsiTHe 0 AucIIIacTUYECKUX (PEHOTUITIAX
JIOTIOJTHEHO HOBBIMU JaHHBIMH 00 OCOOEHHOCTSIX KIMHMYECKOW KapTUHBI 3a00J1eBaHUMN
IIT u MBC.

[IpennoxeH HOBBIM opuUTrHHAIBHBIA MeToA AuarHoctuku [CT y nerei.

IIpencraBnenus o narorene3e JCT y manueHTOB ¢ pa3HbIMU AUCIIACTUYECKUMU
(dbeHoTUIIaMu TOTIOJIHEHBI XapaKTepUCTUKON 0OMeHa BeliecTB, accoruupoBaHHbix ¢ CT.
JlokazaHa COMPSHKEHHOCTh OMOXMMUYECKHX OCOOCHHOCTEH C  KIMHUYECKUMH
nposieieHussMu 3aboneBanuii I1T, MBC. BrisaBiaeHbl 0COOEHHOCTH METabOIUYECKOTO
npodusis OMONOTUYECKUX SKUIKOCTEH y JeTedl C pa3HbIMU JUCIUIACTHYECKHUMU
dbeHoTUmaMy, OTIMYAIOIINECS BBIPAXKEHHOCTHIO AKTHBAIMU MPOIIECCOB JIETPaIalluu
0enKkoBbIX U HEOeNKOBBIX CTPYKTYyp CT, perymupyronmx 3TH Hporecchl (GepMEHTOB,
AMHHOKHCIIOTHBIM CIIEKTPOM, COAEPKAHUEM MATHUSL.

Ycranosneno, uro y aerei ¢ JICT uMeer MecTo JaTCHTHBIM SHEProAeHUIIUT C
pa3sHbIMH BapHAaHTaMHW HAPYLWIEHUA y MNPEACTABUTENEW Pa3HbIX JIUCIUIACTUYECKUX
(eHOTHITOB, OTPAXKAIOIINXCS B YPOBHE 00IIIET0 KAPHUTHHA U JUcOAIaHCce ero PpaKIuii.

O06ocHOBaHa HEOOXOAMMOCTh BKIIFOUCHHUS TPEMapaToB MarHus, L-KapHUTHHA B
KOMITJIEKC JIeUeOHO-PeaOUIUTAIITMOHHBIX MeponpusaTiil aereir ¢ maronorueit [1T, MBC
u JICT, mpeacraBinen muddepeHIIMPOBaHHBIA MMOAX0A Yy TMAIMEHTOB C Pa3HBIMU
JTUCIIIACTUYECKUMU  (EHOTUIIAaMU M pa3sHOM  CTENEHBIO  BBIPAKEHHOCTH
HecocrositenpHocTH CT.

PackpbIThl 001IM€ 3aKOHOMEPHOCTH JUCIIACTUYECKON TpaHchopMamuu y aAeTei
B MPOILIECCE OHTOTE€HE3a, BBIJCIEHBI CTaAUU 3TOro mpouecca aAuddepeHupoBaHHO s



MAIMEHTOB C pa3HbIMU (peHOTUNaMU U cTerneHblo BeipaxeHHoctu [[CT.

Pazpabotrana mporHocTuyeckass MOJEIb PUCKA Pa3BUTHUSL TSDKEIBIX BapUAHTOB
COMATUYECKOM IATOJOTHM Yy JeTeld ¢ pa3Hou creneHbpto BelpaxkeHHocTH [JCT m
pa3HBIMM  JIUCIUIACTUYECKUMU  (PeHOTHMIAMU € y4eTOM HaJIU4us MPU3HAKOB
HecocTosTenbHOCTH CT, 4TO MO3BOJIMIIO BBIAEIUTH TPYIIIBI MOBBIIIEHHOTO PUCKA CPENIN
nanueHToB ¢ naronorueit 11T, MBC u JICT.

Co3nana KOMIUIEKCHasi IporpaMMa JUCIIaHCEPHOrOo HAOMIOJCHUS M JIeYeOHO-
peabmiuraunonHbix Meponpustuil npu XI'J[ u XpIIH y gereit ¢ JICT, Bxmouaromas
nudGepeHIIMPOBAHHBIN TOIXO0/ B 3aBUCUMOCTH OT CTaauU 3a00J€BaHUS U MPOSBICHUM
JCT.

YcraHoBnieHo, 4TO pa3paboTaHHas MporpamMma JAUCMAHCEPHOTO HAOIIOJEHUS U
ne4eOHO-peaduIuTalluOHHbIX ~ Meporpusatuit st gereit ¢ JJCT ¢ yuerom
nucracTuyeckux ¢GeHoTurnoB u creneHu BbipakeHHocTH JICT sBhsieTcss BaKHBIM
pe3epBOM MOBBIIICHUS A(HPEKTUBHOCTH JICUCHUSI COMATHUECKUX 3a00JI€BaHMIM.

TeopeTnueckasi 1 NPAKTHYECKAS 3HAYUMOCTH PadOThI

[TonyueHHble pe3yJabTaThl CIIOCOOCTBYIOT ©0ojiee TIMOJHOMY TTOHUMAaHUIO
natorere3a JICT, MOMOJHSIOT CHEKTp €€ KIMHUYECKUX M JTa00paTOPHBIX MAapKEpOB,
pacIIMpsIIOT UMEIOIIUECS TIPEJCTAaBIeHUs O BapuaHTax TeueHus narojoruu [T u MBC
y gereil ¢ HecocTosTenbHOCThIO CT. YCTaHOBIEHO, YTO YYE€T AUCILNIACTUYECKOTO
¢enoruna u BeipaxkeHHOCTH JICT mo3BOIUT ONTUMHU3UPOBATH OKa3aHWE MEIUIIMHCKON
roMoIu aetsam ¢ 3adonesanusamu [T u MBC.

[Ipennoxkena opuruHanbHas monudukanus merona auarnoctuku JCT y nereid,
paccuuTaH NPOTHOCTUYECKHI PUCK pa3BUTHUS TsKENbIX BapuaHTtoB mnarojoruu IIT u
MBC y nereii ¢ JJCT. BHeceHbl yTOUYHEHHS] B JUATHOCTUKY YOJEHOraCTPabHOTO
pedmrokca ([I'P). Pa3zpaboran meTon ¢pu3MOTEpanieBTUUECKOTO JICUCHUS TUCKUHE3UU
xemaeBeiBoAAIMX nyTer (JIDKBIT). Co3nansl anroput™sl JieueOHO-peadb TN TaIIMOHHBIX
MeponpusaTuit 1y aeteit ¢ 3adoneBanusamu 11T, MBC ¢ ydeTom craguu 3a0oneBaHus u
nposieinenuii [JCT.

Pazpaborana cxema  JAHWCIUTACTHYECKOM  TpaHChOpMalUM  TPOSIBICHUUN
HecoctositenbHOcTH CT B XO/m€ OHTOreHe3a, MCIOJB30BAHHE KOTOPOW CIOCOOCTBYET
cBoeBpemenHoi nuarnoctuke JICT y neteit 1 KOppeKTHOMY HAOIIOICHUIO TAIIUEHTOB.

IHonoxkeHusi, BLIHOCMMbIE HA 3ALUTY

1. I'pynna neteit ¢ JICT sBisieTcss HEOQHOPOIHOM MO KIMHUYECKUM MPOSBICHUSIM U
OMOXMMHUYECKUM OCOOCHHOCTSAM, 4YTO OOYCIOBIIEHO pPa3HBIMH MaTOTCHETHUYECKHUMU
MexaHu3Mamu QGopmupoBanusi HecoctosTenbHocTH CT u peanmusyeTcss B pasHBIX
JTUCTUTACTHYECKHUX (DEHOTHUTIAX.

2. Momudumupyromee Bausaue JICT nHa Tedenwe 3aboneBanmit IIT m MBC
OTIUYAETCS Yy MAIMEHTOB ¢ pa3sHbiMH (heHoTunamu. J[ns meredr ¢ maphaHOMOmOOHBIM
denorumom (M®D) xapakTepHbl KHUCIBIA TacTpod3odareanbubiii peduroke (I'DOP),
APO3HUBHBIN 330(arut, AedopMars >KETIHOTO My3bIPs; C AINEPCONOT00HBIM (PEHOTUTIOM
(O®) — paHHee BO3HMKHOBEHUE JPO3UBHO-A3BEHHbIX mopaxenunn (DAI1) TIT,
OPO3UBHBIA TacTPOAYOACHUT, TNeperuObl U  aedopManusi KEIYHOrO  Iy3bIps,
(yHKIMOHAJIbHBIE 3alophl, crlaeyHas OOJIe3Hb; ¢ HEKIACCUPUUUPYEMBIM (PEHOTHUIIOM
(H®) — menounoit u kucneii ['OP, JAI'P, spo3uu, moaumnsl B MHUIEBOJE M APYTHUX



otnenax IIT. Jlna nereir ¢ maronmormend IIT m JICT TuUmmyeH HHIOCKONMMYECKU
MOJIOKUTENIbHBIA BapuaHT ractpod3odareansHoil pediokcHor Oonesnun (I'OPB),
peuuauBUpyOImMe M pacnpoctpaneHHbie DIl compoBokaaromuecss MOBBIIEHHON
Jerpajalen KoJulareHa, BBICOKUM coep:kaHueM C-TEpMUHAIBHOIO TEJIONENTHIA
(CTT) u nposiviHa B KPOBH.

3. JCT B MBC peanusyercs, B IepByI0 o4epe/ib, B HOpMUpOBaHUHN 0OOCTPYKTUBHBIX
HapyuieHud. Bpoxxnennsle anHomanuu paszsutus MBC (BAPMC) BcTpeuaroTcs
cymectBeHHo dame npu JCT, ocobenno mnpu JACT 3 crenenu. Pasubie
JTUCIUIACTUYECKHE (DEHOTHUIIBI acCOLMUPOBAHbI ¢ pa3HbIMU Bapuantamu BAPMC: s
M® B GosibllIei CTETIEHN XapaKTEPHBI CTPUKTYPHI MOUEBBIBOASIIUX MMyTel, HeDponTo3
u rugponedpos, mia gereit ¢ OO — runorutazus nouek, yaBoenue YJIC. [dns HD
TUIIUYEH MYy3bIPHO-MOYETOUHUKOBBIA peditokc (IIMP), B T.4. BbicOKkuUX cTeneHeil. Y
nereit ¢ JICT cnekrp Bo3Oyauteneit XplIH B 1,5 pa3za mupe, ueM y manueHtoB 0e3
JCT, peumausl HaOmoga0Tes B 1,5-2,1 paza yarie, THMUYHO MaHU(ECTHOE HAYaJlo B
paHHEM BoO3pacTe, BBICOKA TOTPEOHOCTH B ONEPATUBHOM JICUEHUHU, HEPEIKO
MHOTOKPAaTHOM.

4, VY nereit ¢ M® B 1,5 pa3a BbillIe ypOBEHb MATPUKCHOW METAJTIONPOTEHHA3BI
MMII-9, y nereit ¢ 9P — B 2 pasa Bbiie ypoBeHb MMII-1 no cpaBHEHUIO ¢ IpYyTrUMH
(deHoTumnaMu, 4To KOCBEHHO CBUIETENBCTBYET O Pa3HbIX MYyTAX JAerpajalli KoJulareHa
npu JICT. ¥V nereit ¢ M® BbICOKass akTHBHOCTh OCTE€001aCTOB 00ECIIEUNBAET aKTHBHOE
dbopMupoBaHUE KOCTHOM TKaHU, 3TO MOATBEPKIAETCS BHICOKUMHU 3HAUYEHUSIMH OCTa3bl,
octeokanwsiinaa, MMII-9. Tlpu DO® oTmeuaeTcs TOBBIIMICHHBIN pacrajg OeJIKOBOTO
KOMITOHEHTa MexyTouHoro Bemectsa CT, orpaxaromuiicss B BbiIcokux 3HaueHus1x CTT,
MMII-1. V nanuentoB ¢ H® obmeHHbIe HapylieHUs] B OOJIBIICH CTEIIEHU CBS3aHBI C
COCTOSIHUEM TMPOTEOTIMKAHOB U amMopdHoro MexyrtouHoro BemiectBa CT, d9To
MpOSIBJIIETCA  BBICOKOM AKCKpeuued rimko3amuHoriukaHoB (I'AI') ¢ Mouoil.
['unmomarnuemus Hanbosnee BeipaxeHa y nereit ¢ M® u D@, Bkitouas HU3KUE 3HAUCHUS
o0IIero MarHusi SpUTPOLUTOB (MeHee 6 MMOJIB/JI) U COACp)KaHHUE MarHus B OJTHOU
KJIETKE.

d. Bripaxennas runepmoOunbHOCTh cyctaBoB (I'MC) compsbkeHa ¢ mpolieccamu
Jerpajaliy KoJijareHa, ConpoBoskaaeTcs: noBblieHHbIMU 3HaueHusiMu CTT, MMII-1 u
OKCHUIIPOJIHA ¢ 00Jiee BBICOKUMHU YPOBHSIMH Y AETEH MIIAJIINX BO3PACTHBIX TPYIII.

6. Y npereit ¢ JICT wmmeer MecTto naTeHTHBIA SHeprogeduuut u gaucOaIaHC
KJIETOYHOTO SHEProoOMEHa C pa3HbIMU BapUAHTAMU HApYIICHUN y MpeIcTaBUTEIEH
pasHbIX aucmacTudeckux (enotunos. [Ipu M® oOmuii kapHUTUH OMU30K K HIDKHEH
TpaHUIIE HOPMBI, MMEETCS aucOaTaHc B COOTHOIICHHH €ro ¢pakiuié B TOJB3Y
OTHOCUTEIHHOTO YBEIMYCHUS CBOOOJHOTO W CHWXCHHS CBSI3aHHOTO KapHUTHHA B
COCTaBe OOIIEro MPEeUMYIIECTBEHHO 3a cueT anuikapautuHoB C2, C3, C4, C16, C18. Y
94,7% mnarmuentoB ¢ DD 3HaueHHs] OOIIETO KApPHUTHWHA HIDKE HOPMBI 32 CUET 00euX
dpaxiuii, B OONBINEH CTENMEHW 3a CYET HU3KOTO YPOBHSA CBOOOJHOTO KapHUTHHA. Y
nereit ¢ HO o6muit KapHUTUH HEMHOTO CHUXeEH (52,2%) mian HaxoAUTCS Ha HUKHEH
rpanuie Hopmbl (34,8%) npu cOXpaHEHUHU MPABUIBHOTO COOTHOLIECHUS (PpaKIIMii.

1. PazpabotanHasi mojelb pacyeTa MPOTHOCTHYECKOro pucka paszButus Ol y
neret ¢ XI'JI u Tsoxensix BapuanToB XplIIH crocoOcTByeT HMHAMBUAyaIH3ALUU



IUIAHUPOBAHUS MPOrpaMM  OOCJIEOBaHUS U JICYEHHUS JETed C COMaTHYECKOU
naronormed m  JCT. Ilpm cucremMHbIXx mnpusHakax HecocrosarenbHocTH CT
IIPOTHOCTUYECKUI PUCK CYLIECTBEHHO YBEIUYMBACTCS.
8. B oHTOreHese  THUNMYHO  NPOrPEAUEHTHOE  pPa3BUTHUE  NPOSBICHUU
HecocrositenpHoCcTH CT, peanusyromieecss B KOHTUHYYME NEPEXOAHBIX COCTOSIHUN OT
HaJIM4YMs €IMHUYHBIX MapKEpOB Yepe3 ATarbl MOBBIIIEHHON BucuepaibHoi (111 M® u
H®) unu Buemnel crurMmaruzanuu (st 9@ u HD) k pa3BUTHIO MOTUCUCTEMHBIX
npossienuit JICT u popmupoBanuio gucruiacTuyeckux (EHOTUIIOB.
Q. [IpennoxeHupie JTAATHOCTUYECKUI aJICOPUTM, MO/JIEb pacuera
IPOTHOCTUYECKOTO PUCKA PA3BUTHUS TSKEJIBIX BAPUAHTOB COMATHYECKON MAaTOJIOTHH,
CXEMbl JUCHAHCEPHOro HaOMIOJIEeHU M JIeYeOHO-peabMIUTAllMOHHBIX MEpPONPUSITHI
nauueHtoB ¢ narojorueit 11T, MBC u JICT cocTaBisitoT KOMIJIEKCHYO ITPOTrpaMMy,
NO3BOJIAIONIYIO MEPCOHU(UIIMPOBATH BEJECHUE IMAlIMEHTOB, MOBBICUTH 3()PPEKTUBHOCTD
npoQUIAKTHUECKUX U PeaOUIMTAlMOHHBIX MEPOTIPUATUH.

JIMYHBIN BKJIAJ aBTOPa B UCCJICA0BAHHE

JluccepTaHTOM OIpEIENIEHbl OCHOBHBIE MIEU U TU3alH UCCIEA0BaHUs, IPOBEAECH
aHaJu3 COBPEMEHHOM JIMTEpPATyphl, BBINOJHEHBI OCMOTPHI U JICYEHUE JIETEl Ha BCEX
JTamnax, OCYIIECTBJICH aHAIM3 IMOJYYEHHBIX JAaHHBIX, UX CTaTHCTHUYECKas 00paloTka,
HAIUCcaH TEKCT paboThl, CHOPMYIUPOBAHBI BBIBOJIBI, MPAKTUUECKUE PEKOMEHAAIMU U
OCHOBHBIE I10JIO’KEHUS], BBIHOCUMBIE Ha 3alLUTY.

CreneHb JOCTOBEPHOCTH U anipodanus pe3yjbTAaTOB HCCIe0BAHMS
3HAUMMOCTh TOJYYEHHBIX PE3YJIbTATOB JOCTUTHYTa JIOCTATOYHBIM YHCIOM
HAOJIIOICHU, CTPOTUM  COOJIIOJIEHUEM  KPUTEPUEB  BKIIIOUECHMS/HEBKIIIOUEHUS,
npUMeHeHHeM WH(GOPMATUBHBIX METOJIOB HCCIEAOBAHMS, CTATUCTUYECKUM aHAIH3OM.
BriBoAbI M mpakTHYeCKHe PEeKOMEHAAIIMM OOOCHOBAHBI M 3aKOHOMEPHO CJIEAYIOT U3
pe3yJIbTaTOB UCCIIEA0BAHUS.

OcHOBHBIE TIOJIOXKEHHSI JAMCCEpTAllMd OOCYXKJIEHbl Ha 3acenanun Kademp
neANaTpUYECKOro U TepamneBTudeckoro npoduist Teepckoro IMY M3 P®. ®parmenTst
paboThl mpencTaBieHbl B 36  BBICTYIUICHHMSX Ha KOHTpeccax MeauaTpoB,
racTpodHTEeposioroB, TepaneBToB B MockBe, Cankr-IletepOypre, apyrux ropomax
Poccum, B I'oHKOHTE.

[lo Teme u mMarepuanam auUcCEepTAIUU OMYOIMKOBaHBI /3 Tie4aTHBIE PaOOTHI, B
T.4. 26 B HAyYHBIX PELECH3UPYEMbIX H3JAHUSAX, PEKOMEHIOBAHHBIX IJISI ITyOJIHMKAITUU
OCHOBHBIX IOJIOKEHUW AUCCEPTAMU HAa COMCKAHUE YYEHOM CTEIIEHW JOKTOPA HayK, B
T.4. 11 B XypHanmax, BKJIIOYEHHBIX B MEXAyHaponHyko 0a3zy Scopus, 1 crtaths B
3apyOC)KHOM Tedatd, S5 ydeOHO-METOAWYECKMX TOCOOMM, TIOJNIydeH IIaTeHT Ha
HU300peTeHHE.

CTpyKkTypa U 00bEM aUCCEPTALINH

Huccepranus n3noxeHa Ha 309 crpanuax MammHONMUCHOTO TekcTa (umeet 115
wunoctpauud 1 47 TalnuIl), COCTOUT W3 BBEJAEHUS, 0030pa JIUTEpaTyphl, TIaBHI,
MOCBSIIIEHHOW OpraHu3ald W METOJaM HCCIENOBaHMs, 8 TJaB COOCTBEHHBIX
HaOJIOICHUM, OOCYXKIEHUSI PE3yJbTaTOB, BBIBOJOB MU IMPAKTUYECKUX PEKOMEHIALIMI,
MIPUJIOKEHHUSI, CIIUCKA JINTEPATyphl, BKItOUaroniero 353 paboTsl 0Te4eCTBEHHBIX U 0
paboT 3apyOe’KHBIX AaBTOPOB.



COAEP/KAHUE PABOTBI
JAun3aiiH 1 MeTOAbI MCCJIETOBAHMS

B xone pabotsl o0cnenoBano 960 nereit u nogpoctkoB 3-17 net. MccnenoBanue
SABJISJIOCH  KOTOPTHBIM,  OTKPBITBIM, TPOCIEKTHUBHBIM, KOHTPOJHMPYEMBIM. THI
HCCIIEIOBAHUSI — CEPHUSI CIIyYaeB.

| aTanm — npocToe oAHOMOMEHTHOE ob1iee obcienoBanue 564 nereil Ha HaJIUYUE
I'MC, ucnonb30oBaHa KJIaCTepHAsl OJIHOCTYIIEHUYATasi TEpPUTOpPHATbHAS BBIOOPKA.

I sran — onHoMoMeHTHOe oOcnenoBanue 396 nereit ¢ 3aboneBanusimu IIT u
MBC c ouenkoii crenenu BeipaxkeHHocTH JJCT u nucnnactuueckoro ¢peHoTHmna.

[I sran — yrnyGneHHOEe MHCTPYMEHTalIbHOE M OHOXMMHUYECKoe oOcieoBaHHe
180 nereit u3 BiItOUeHHBIX BO II 3Tam.

IV sran — u3yuenue spdextuBHoctu BeneHus aeteit ¢ JICT u 3a0oneBaHusIMU
IIT, MBC (175 gen) ¢ moMOIIbIO MEIUKAMEHTO3HBIX U HEMEIUKAMEHTO3HBIX METOJIOB.
PacyeTr mporHocTHuecKkoi BEPOSTHOCTH IMOBBILIEHHOTO PHUCKA TSKEIIBIX BapUaHTOB
naronoruu [T, MBC y nereii ¢ JICT.

Boinenenst rpynmel uccnegoanus ¢ JJCT 3 crenenu (ct) (98 uen), 2 cr (206 gen)
u 0e3 JICT (92 gen), a taxke ¢ M® (79 gen), DD (88 uen) u HO (137 gen). ['pynmsr
OBLIM COTOCTaBMMBI O BO3pacTy W moily. Kaxmoe siBieHHe paccMarpuBajioch B 3
miockocTsax: cpapHuBanuch Aety ¢ JICT u 6e3 JICT; ¢ ACT 3 u 2 cT, ¢ pa3HbIMU
JTUCIUTACTUYECKUMH (PEHOTUITAMH.

Ha Il sTane paboTsl BceM 1eTAM IPOBEEH KOMIUIEKC Je4eOHO-TMarHOCTHUECKUX
MEpOIPUATHI B COOTBETCTBUM C HMEIOIIEHCA coMmaTuyeckoil mnaronoruei: Y3U
opranoB OptromHoi monioctu, MBC, cepana, OKI'; mo mokazanusm — cyrouHass pH-
metpusi, DI’ JIC, peHTreHoyposiorudeckoe uccienoBanue, cuuaturpadus nouek, MPT
BUCOYHO-HIXKHeueTrocTHOro cycraBa (BHUC).

il R I M
| r | ;m

hm..,,.,______‘_,_______‘“ﬁj[ | et PR W \\,,_L I N ]‘Mﬁ_~| | l - ,.J'i )

Pucynoxk 1 — pH-rpammer gereit ¢ JITP B 1, 2 u 3 OGamra cOOTBETCTBEHHO (aHTPAJbHBIN OTIEN
KEIy/IKa)

JAI'P B cooTBeTcTBHM € pa3pabOTaHHBIM aBTOPOM CIOCOOOM OIIEHUBAJCS 32
HOYHOM mepuoy Bpemernu (puc. 1): 0 6amioB — oTcyrcTBue kosiebanuii pH Beimre 5; 1
6amn — JII'P xpaTkoBpeMeHHBIE, 3aHUMAIOT He Oonee 1/4 aHamu3mpyemoro nepuoja; 2
6amma — JII'P 3anumaror He Oomee 1/2 wuccnemyemoro Bpemenu; 3 Oamma — JII'P
3aHUMArOT 6ojiee 1/2 HOYHOTO MepHuo/Ia.

Hanuuue JICT ouenuBanock no T. MunkoBcka-JumutpoBoit u A. Kapkaiiesy,
JI.B. A66akymonoii, T.1. Kanypunoii, aucriactndeckue (GEHOTHUIBI — MO KPUTEPHUSIM
n3 Poccuiickux pexomennaunii «HacnencrBeHHble U MyiabTH(AKTOPHBIE HAPYIICHUS
CT y nmereii. AnropuT™Mbl TuarHocThku. Taktuka BeneHus» (2015), I'MC — o metony
beiitona. 3a e¢ Hanmuure npuHUMATUCH 2-5 (4-6 6aymoB) u 3-51 cteneHu (7-9 6amios).

NccnenoBanbl BelecTBa, accouuupoBanHbie ¢ oomMeHoM CT: B kpoBu — oOias
menounas (ocdaraza (D) u ee koctHas ¢pakums (ocrtaza), ocreokanbiuH, CTT,
MaTpUKCHbIE MeTaypionporenHassl (MMII-1,9), maramii, 15 aMHHOKHCIOT, OOUIHiA
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KAPHUTUH U (QpaKkuu; B MOYE — OKCUIIPOJUH, TMIPOKCUIPOJIHH, CyJIb(paTUpOBaHHbIE
I'AT". UcnonwzoBanuce MDA, B-CrossLaps Tect, dhoTokamopumeTpusi, >KUAKOCTHAS
TaHAEMHasi XpoMaTroMacc-CeKTpoMeTpus. B xoxe uccnenoBanus pa3paOoTaHbl HOBBIE
METOJMKH OIICHKH ToKa3zaTesnedl (OTHOolleHHe KOCTHOM ¢pakuuu u oodmeit D,
npuBeneHnbie 3HaueHust CTT).

Hnst ob6paGoTku monydeHHoW uHpopmauuu mnpumensiace IBM® SPSS®
Statistics23. HeoOxomumble pa3Mepbl BBIOOPOK OIPEIEICHbI C IOMOIIBIO ITaKeTa
WINPEPI©11.65, onenka pacnpenencHus nepeMeHHbIX — kputepus [llamupo-Ywuikca.
MopenupoBaHie  MPOrHOCTUYECKOTO  pUCKAa  3a00Ji€BaHUN  MPOBEACHO  C
UCIIOJIb30BAaHUEM KOPPEISLUOHHOTO U PErPECCMOHHOIO aHAJIM30B, MHOMXECTBEHHOMN
JIOTUCTUYECKON perpeccuu. B KkadecTBe MNOTrpaHUYHOIO YPOBHS CTAaTUCTUUYECKOU
3HAYMMOCTH NpuHUManu 3Hauenue p=0,05.

PE3YJIBTATBHI U OBCYXIEHUE

Onnnm n3 kmoueBbix MapkepoB JICT cuurtaerca I'MC. Ona ouenena y 115
JOIIKOJIbHUKOB U 449 mikoasHUKOB (53,6% ManbunkoB, 46,5% neBoYeK) U BBISBIICHA Y
100% B 3 roma, 63,3% — B 7 ner, 12,2% — B 17 ner. CnemoBarensHo, ITMC —
(M3HOIOrMYECKOe COCTOSHUE JJIsl JOIIKOJBHUKOB M HE MOYET CIIYXKUTh PEelIaloiinuMm
npusHakoMm it auardoctuku JICT 6e3 o0HapyKeHHs APYTUX CUMIITOMOB ITaTOJIOTUH.

[IpoBeneno cpaBuenue meromoB auarHoctuku JICT, mna dvero e€ cremeHb
BBIPQYKEHHOCTH OLIEHWIN oJHOBpeMeHHO 3 criocobamu y 340 nereii. [ICT BoisiBiieHa y
46-48% mno T. MwikoBcka-/{lumutpoBoi, JI.B. A66akymosoit u y 70,3% mo T.HU.
Kanypunoii. B mepBom ciyuae JICT 0OBIYHO AMArHOCTHPOBAJIACh NPH HATHMYHUH
ymepenHoit 'MC, HapylieHnii OCaHKU U 3peHUsl, UTO BcTpedaeTca He Toabko npu JCT.
OrpaHnyeHHOE KOJUYECTBO OMPENEIIEMbIX CHMITOMOB 0€3 ydeTa BHUCIHEPAIbHBIX
MapKepOB HE MO3BOJISIET CAENATh MOJTHOLIEHHOE 3aKII0YCHHE.

ABTOpOM paspaboTan HOBBIHM criocod nuarHoctuku JICT y nereit (ta6a. 1). B aém
yuutbiBatotcst 40 yacto Berpeuaromuxcs MmapkepoB JCT ¢ muddepenumpoBanHom
OIICHKOM B 3aBHCHMOCTH OT CTENICHU BBIPAKEHHOCTH M JTUATHOCTHYECKOW 3HAYUMOCTHU
cumntomoB. Cymmupyrorcss Oaminsl 3a umerommuecss npuszHaku, 1 crenenn JCT
COOTBETCTBYET 9 u MeHee 0aiioB, 2-oi — ot 10 mo 15, 3-eii — 16 u Gonee GauIoOB.

[To atomy meromxy ACT muarHoctupoBaHa y 68,2% oOcCIeqOBaHHBIX ACTEH, UTO
omm3ko k pesymbratram crnocoba T.M. Kamypunoit (70,3%). BrwisiBiersl HOBbIE
cumntombl JICT: acummerpuunsie BnaBnenus B obmactu pédep (11,5% u 2,2% npu
JNCT u 6e3 JACT, p<0,05), muchynkmus BHUC (32,8% u 9,5%, p<0,05), crmoucras
CTEHKA YKETYHOTO My3bIps, pyOmoBeiii humos. [Ipossienus aguchynkinuun BHUC — sto
1IEIKaHbE, XPYCT, CMEUIEHNE HI>KHEH YeIFOCTH U 00JIb MPHU OTKPHIBAHUU PTa, HEMOJIHOE
OTKpBIBAHME, ACUMMETpHUsS Jina. Y Takux aeredi MPT BwisiBHIIa pa3Hble BapHaHTHI
CMENIeHUS AUCKa (MTOJBBIBUX/BBIBHX, OTPHIB WM JACCTPYKIIMIO MEHUCKA) U U3MEHEHUS
KOCTHOW YaCTH TOJIOBKU HIYKHEHN 4eNtoCTH (1edhopMaIiiio, 3p03un, KUCThI, OCTEO(HTHI).

JInsi OLIEHKM KIMHUKO-(YHKIIMOHAIBHBIX OcoOeHHocTel 3aboneBanuit [T y
nereit ¢ JICT obcnenoBano 224 marmenta ¢ XI'J[ (58 ywen 6e3 JICT, 166 yen ¢ JICT, B
T.4. 48 wen ¢ JACT 3 crenenn). Y OonpmimHcTBa M3 HUX umenack JDKBIIL, y wactu —
si3BeHHas Oone3ns (S1B), 'DOPB.
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Tabnuua 1 — 3HaUUMOCTh KJIMHUKO-UHCTPYMEHTAJIbHBIX MIPU3HAKOB B OLIEHKE CTETICHU
BeipaxkeHHoctu JACT y neren

kol

Komugecteo- |H
Cucremat IIpuzHaku o ——
KA ORI CHMIITOM]
Kocrras-cucrema Crommoz- 1- c1.- xmdoz, - JIBT - acuvmeTpia- rpyvaosodi- 2 -Dammali ot
waetsw, - JIA-TITOIT, -TMC- 2- cr*, - mnockoctonme- 1 -c1,-
CAHJAICBHIOHAA Ik, - spina- bifida, -IHII, - amonam-
OpHEVCA,” CKVICHHOCTR' 3VOOB,” BBICOKOE: HedO,-
JOMHXOCTEHOMeTHAC
Crommoz-2-3-cT. xuneengHas qedopMalHa - TPV IHEEL - 4-pamma o}
mnockoctonme-2-3¢r, T MC-3 ¢
BopouxkoobpasHag-gedopMalig TPV IHMHEEBL 6-0ammosl o}
Komax IlaTHa- OHTMEHTANHH,: CIPHH.- pPVOIBL- KHCTA," 2 -Dammali o}
CHIEPPaCTTEHMOCTE KO 1
I 'perEs, CIpHE HAZ TI03E OHOIHHEOMI 4-bamma H
JpenHel Muzomma-1-cT, kocormazmel 2-bammal o}
Muzomma-2-3 ¢ 4-bammal o}
Cepge=amo- IIME- 2-3- ¢I.- mpomancel- OpyIHX® KIANDAHOE, 2-0amnad H
COCYIHCTAA CHCTeMAaT | Tpabekyna”,  MHOKECTEEHHEBIS XOPILL, KPOBOTEdeHHA, *
remMaHTrHOMEIC
IIumeraputenensdi- | [lomin, 2anopsr, gommxocHrMal 2-Damnad H
TpaKTd JposHEHO-A3EeHHEIe" mopakenns- 11T, xucmeni- 2P, - 3-bammal f
OedopMALTHA e TIHOT 0 TIVIEIPAT
Mogeprigenutensnas- | ¥geoegue WIC, 112 TIIIII -medponTosz, TIMP-1-2 1 2 -bammad 1]
cHcTeMal TIMP-3-4-cT. aMCTONHA TIOTKHL 4-bammal
IexaTensHas Pemmmaueupyiomue uadekmHE O 2-pamman
cHcTeMal
™ -
Ilpumeuanue. * — nus nereit crapme 12 Jer; # _ nnsa pmeredt muamme 12 jer; A — B COYETAHUHM C

npyrumu MAPC

IIpu JACT orMmedeHa CKIOHHOCTh K JECTPYKTHUBHBIM Tiporieccam B IIT ¢
OIHOBPEMEHHBIM WJIM IIOCJIEIOBATEIBHBIM MOPAXKEHUEM HECKOJIBKUX OTHAEJIOB, HX
pPEIUANBUPOBAHKE, [JIMTEIHOE TOPHMUIHOE TeueHue. Y HHUX OOJbIIe YacToTa
BozHukHOBeHUs DI B nemom (50,6% npu ICT u 15,5% 6e3 JICT, p<0,05) u pasubix
BapuaHTOB B oTaenbHOCTH (19,3-22,9% npu JACT, 1,7-8,6% 6e3 ACT). A1l npu ACT
BO3HUKAIOT paHblIE, HEPEAKO SBISIOTCS MHOXKECTBEHHbIMH (23,8%), wuMeroT
TEHJCHLUHUIO K pEUUIUBUPOBAHUIO, JUIUTEIBHOMY TOPHUIHOMY TEUEHHUIO. OTH
ocobeHHoCcTH sipue BbIpakeHbl y mamueHToB ¢ JICT 3 cremenu: »po3um y HHX
BCTpeyanuch B 2,5 paza yaie (37,5-39,6%), uem npu 2 cTeNeHH, TUIIMYHBI TOBTOPHBIE
1 MHOXeCTBeHHBIE HedekThl (56%), BOZHUKAIOMIME KaK B OJTHOM, TaK U B COCEIHHX
ornenax [IT omHOBpEMEHHO W/WJM TOCIEAOBATEIBbHO, 3epKanbHbIe s3BHI (37,5% mpu
Ab JAIIK), spo3un monumnoB. Jledopmamus xemanoro my3sips (13,3%), OunmapHbIin
cnamx (81,3%), nonunsl B nuieBojae u xenyake (10,2%) gamie BoisiBisuiucs npu JCT,
ero ciouctas crenka (10,4%), racrpontos (8,3%) — pu JICT 3 cTenenHwu.

JCT B Gouibliiei CTENEHU CIOCOOCTBYET BO3HUKHOBEHHUIO APO3UBHBIX AE(EKTOB B
IIT, yem s3BeHHBIX: pUCK UX Bo3HUKHOBeHUA Ha ¢oHe JICT Bo3pactaet B 4-10 pas, 5138
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— B 2 pa3a. Buaumo, s3BeHHass 00Jie3Hh UMEET MHOTOKOMITIOHEHTHBIM MaTOTE€HE3, B
KOTOPOM HMT'PaAIOT POJib HE TOJIBKO HecoCcTOosATeNbHOCTh CT, HO U pyrue pakTophl.

Bce Buapl Hapymenuit motopHoil ¢pynkuuu IIT y nereir ¢ JICT Bcrpewanuch
yarnie u Obutu 6oJee BoipaxkeHHbIMU: KuCHbi ['OP y 39,1% c JICT u 15,5% 06e3 JICT,
menounot —y 27,1% u 3,4% cootBerctBeHHO (p<0,05), 6amist JAI'P coctaBnsnu 2,16 u
0,65 B rpymmax ¢ JICT u 6e3 JCT (p<0,01), 3amopsl B OCHOBHOM (DYHKIIHOHAJIbHBIC
Bcrpeuanuck yaie npu JACT (23,5%, 52,1% u 8,6% y neteit ¢ JICT, JICT 3 crenenu u
6e3 JICT, p<0,05 nnsa Bcex nap). Jns nanurenToB ¢ BeipaxkenHo JICT nmaTomoruueckuii
['DOP Ob1n eme OoJiee XapaKTepeH: KUCIBIA BapUaHT BBISBICH y 64,6%, 1IEJI0UYHON — Y
39,6%, cMmemannbii — y 12,5%. Jlna gereid OCHOBHOW Tpymmbl  TUIIAYHA
sHocKonuuecku mno3utuBHas Gopma ['OPb (94,8%), B rpynme cpaBHenus y 36,4%
UMeJICA IHAOCKONMUYECKH HEraTUBHBIM BapuaHT. BhIsBIieHAa mpsiMas KOppENSIIUOHHAs
cBs3b Mexay BeIpaxkeHHOCThIO JICT um Hamuuumem spo3uBHOro 33odarura (p=0,534,
p<0,01). JIns nmammentos ¢ DAII [1T xapakTepHa MOBBIIIEHHAs JeTpajalivs KoJjlareHa,
4TO MOATBEpkIaeTcs y Hux BbicokuMu ypoBHsimu CTT (p=0,327, p<0,05) u nponuna
(p=0,258, p<0,05).

B cpaBaenue matonioruu [T y manueHTOB ¢ pa3sHbIMU (PEHOTUIIAMH BKIIOUEHO
166 uenosek: 42 ¢ M®D, 46 ¢ DD u 78 nereii ¢ HO. ¥V nanuentoB ¢ M@ yaiiie, 4em npu
apyrux (enorunax Bcrpeuanuch kuciabii ['DP (54,7%), 33odarut (57,1%), B T.4.
spo3uBHbIA (33,3%), MHOXECTBEHHBbIC SPO3UU B THILIEBOJE M JKEIYAKE, MaTOJOTHS
KEIyI0YHO-TIHIIeBOHOTO Tepexona (23,8%). Y HUX BBISIBICHBI CIIOMCTas CTEHKA
(11,9%) u nedopmarus xemuHoro my3bips (21,4%), nonmuxokonon (11,9%), ractponro3
(7,1%). Herssm ¢ D® B Ooiblileil CTENEHH CBOMCTBEHHBI OTHOCHUTEIBHO paHHEE
BosHukHOBeHHUE DTN IIT B Bume sposuBHoro racrpoayoaeHuta u Ab JIIIK, nmeperuos
(50%) u nedopmanus xemunoro my3wips (19,6%), Ownmapusiii cnamk  (73,9%),
dbynkimonanbubie 3anopsl (39,1%), cnaeynas 6omxe3nb (10,9%), He cBsI3aHHAsA ¢ paHee
MIEPEHECECHHBIMU ONEpPAaTUBHBIMU BMmemartenbcTBaMu. st nerer ¢ HO xapaktepHbl
kucibiii (38,5%) u menounoi (34,7%) I'DP, maromorus >Keiaya04YHO-IIUIIEBOIHOTO
nepexozaa (19,2%), spo3uBHbiii 330¢arut (25,6%), JAI'P (2,5 6amna), HOIUIBl BEPXHUX
otaenoB 1T (15,8%), B T.4. ¢ 3po3upOBaHUEM CIU3UCTOM, coueTaHHbIe BapuaHThl DSII
C OJIHOBPEMEHHBIM WJIM TOCJIEIOBATENIbHBIM IMOpPaXKE€HUEM HeCKOIbKuX otaenoB IIT.
VYcraHoBiieHa mpsiMasi KOPPEISILMOHHAS CBSI3b MEXAY HAJIMYUEM IOJIUIOB y JETEH C
H® u wenounsim I'OP (p=0,327, p<0,01), AI'P (p=0,487, p<0,01), nnss M® — mexay
APO3UBHBIM 330(paruTOM U BhIpakeHHOCTHIO kucioro ['OP (p=0,609, p<0,001).

OcobGoro Buumanusa mnamueHtsl ¢ JCT T1peOyroT B TepHOABI pPHCKA IO
BO3HUMKHOBEHUIO JIECTPYKTUBHBIX W3MeHeHuil B IIT, koTopble 0T/IMYaOTCs 10 BPEMEHU
y nereid ¢ pasHeiMH (peHotmmamu. B OGomemumHcTBe ciaydaeB OSI1 IIT Bmepswie
Bo3HUKaU y geteit ¢ OO u HO B 11-14 net B BuAe 3p03UBHOrO racTpoayOJACHUTA WIH
Ab AIIK, npu M® — B 14-16 ner xak 3po3uBHBIN 330¢arut. Yem paspiie y peOeHKa
ne6rotuposan XI'Jl, Tem Beiiie B Oynymiem y Hero Obut puck BosHukHoBeHust DAII I1T.

O6cnenoBano 142 mnanuenta 6-17 7er ¢ XpPOHUYECKUM  BTOPUYHBIM
nuenoneppurom (XpITH) (34 gen 6e3 ACT, 108 wen ¢ JCT, B T.u. 41 wen ¢ ACT 3
crenean) Cpeaun manmeHntoB ¢ XpIIH mnpeoOmaganun  aesouku  (67,6-70,4%).
OOGctpykTuBHas ¢gopma 3aboneBanus umenach y 44,1% nereit B rpynme 6e3 JACT u
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yanie y mauueHToB ¢ aucruiactudeckum (onom (95,1% mnpu 3 ct, 59,7% npu 2 cr
JCT). DOto mnomuyepkuBaeT mpeapacnonararoimyo poiab JCT kK BO3ZHMKHOBEHHIO
oO0ctpykTuBHBbIX W3MeHeHu B MBC. ¥V 60,2% u 79,4% B rpynnax ¢ JICT u 6e3 JACT
BBISIBJIICHBl JUCMETA0OIUYECKUE HapylIeHUs. ITO ObUIM MalMeHThl ¢ OOMEHHOM
dopmoit  XpIIH, a Taxke dacTh JeTel ¢ OOCTPYKTUBHBIMU HM3MECHEHUSMHU.
Jucmerabonuyeckue HapylleHuss MOryT ycyryonars teuenue XplIH y gereit ¢
oOcTpykTUBHOM (hopMoOit 3a00sIeBaHMs.

VY nanuentos ¢ BeipakeHHo JICT yamie BcTpeuyanuch OonbiinacTBo BAPMC:
runorutazus mouku (29,3% u 7,5% npu 3 u 2 cr JICT, p<0,05), ruaponedpos (17,1%
u 7,5% ananornuno, p<0,05), yasoenue UJIC (9,8% u 9%), cTpukTypa MOYETOUHHKA
(9,8% u 4,5%), nedponro3 (34,1% u 19,4%, p<0,05). V 0,9-4,5% B rpynnax ¢ JICT
UMEJTUCh TOJIKOBOOOpa3Hasi Mouka, KJamaH 3aJHEd ypeTpbl, Merayperep, AUCTOMHS
nouku, Tp. B rpynmne cpaBHeHUs Takue U3MEHEHHUs He OoTMeueHbl. CleoBaTeNbHO,
nposeienus [JCT 8 MBC Bo mHOrom peanusyrorcs uepes BAPMC.

OmnepaTuBHOE JieueHHE MOTpeOoBanock B 4,6 pa3 vamie naruentam ¢ JICT, uem u3
rpynmnbl cpaBHeHus (26,9% wu 5,8% coorBercTtBeHHO, p<0,05), mpuueM MM HEPEIKO
NpOBOIMIKNCH TOBTOpHBIE (62,1%) u pagukanbHble omeparuu. Camblii 4acTBIA BUJ
BMeIIateabcTB — 3Hpomiactuka (55,6% mnpu JICT u 100% y nmereir 6e3 JICT),
nokaszanue — [IMP.

3ameTHble ouarm Hedpockiepo3a Mo cpaBHeHHIO ¢ Tpynmnod 6e3 JCT
onpenensuck B 5,9 pas vame npu JICT 3 ct (17,1% u 2,9%, p<0,05), B 2,1 pa3a yarie
npu JCT 2 ct (6%). OT™MeueHO CHIKEHHE HaKOIUIeHus paauodapmipenapara B
pasnmuuHbIX oTAenmax modek Ha 10-22%, B oTaenbHBIX ciydasx — Ha 30-36%.
Cnoco6ctBoBai stomy mpoueccy [IMP, on Bctpeuancs game (30,6% npu IACT u 23,5%
6e3 JICT, p<0,05) u B 601ee Bricokoi crenenu y nanueHToB ¢ JJCT, ocobenno ¢ JICT 3
ct. Tak IIMP 3-4 ct ormeuancs y 14,3% nereit Tonpko ¢ JICT 3 cr; [IMP 2-3 cr y
81,8% mpu HACT, TIMP 1-2 ct y 50% B rpynne 6e3 JJCT. Ilepuoguueckue moabemsl
apTepuaibHOTO [aBliEHUs, B TIEPBYIO OdYepeqb, Y NAIMEHTOB ¢ HedpockiIepo3oMm
BbIsiBNIeHB! B 5,7 pa3 wame npu HCT 3 cr, uem 2 cr (17,1% u 3%, p<0,05) u =He
Bcrpedanuchk B rpynne 6e3 JICT. CHmwkeHue KOHIEHTPAMOHHONW (YHKIIMU B TIEPHO]
pemuccun XplIIH 3apeructpupoBano y 9,3% nereit ¢ JICT, B 2 paza vame npu JICT 3
ct (17,1%) u He ormeueno B rpynme 6e3 JICT (p<0,05).

CampbiM vacteiM Bo3Oynutenem XplIH sBnsinace kumeunas namnouka (46% mpu
JCT u 61% 6e3 JACT, p<0,05), nanee xnedcuemna (18-20%) u cuHerHoiHas najiodka
(8%) (p>0,05). Bce ocTaibHBIE MEKPOOPTaHU3MBI BCTPEYAIHCH B HEOOIBIIIOM TTPOICHTE
ciyyaeB, ux cnektp Obul B 1,5 paza mupe y nauuentoB ¢ JICT. Dnuzoasl anemuu mno
JaHHBIM aHaMHe3a M KartamHe3a B 3,4 pa3a uaine, 4eM B TpyHIe CpaBHEHUS,
BcTpevanuck y aereut ¢ ACT (39,8% u 11,8%, p<0,05), B 6,2 paza game npu JICT 3 cT
(73,2%).

Y nereit ¢ JICT XplIIH manudectupoBan dyame B paHHEM BO3pacTe, 4eM B
mwkoiabHOM. Cpoku Ae0roTa 3aBUCEIM OT HapyIIEHWH YpOJAMHAMUKU M BHIA
CTPYKTYPHBIX OTKJIOHEHUH. KiuHnuecku sipko 3a0oieBaHue MPOSBISIOCH ¥ 67,6-61,8%
namuenToB obeux rpymi; 4vame npu JACT 3 cr, yem 2 ct (80,5% u 59,7%, p<0,05).
O6octpenus Bozuukanu y aeteit ¢ JICT B 1,5 paza uvaiie, uem B rpymnrne cpaBHEHUS MpU
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ouenke 3a rof (1,71 u 1,32 snuzonos, p<0,05) u B 2,1 pasza yamie npu pacuere 3a 5 geT
(3,16 u 1,47 snu3onos, p<0,01). JlarentHoe Teuenune XpIIH B Gomnblieii cTenenn ObLIO
XapaKTEPHO JJIS TPYIIIbI CPABHEHUS.

Hetn ¢ XplIH n JICT paspeneHsl Ha Ipyniibl ¢ pasHbIMU JIHCINIACTHYECKUMU
dbenotunamu: 31 yen ¢ M@, 33 yen ¢ DD u 44 yen ¢ HO. O6¢cTpykTuBHas dhopma
BbIsiBieHa y 90,3% nereit ¢ M® u 2/3 mamuentoB ¢ apyrumu denotunamu (69,7% u
63,6% npu OO u H®). ¥V nonosunsl aereit ¢ M, DO (51,7% u 54,5%) u 70,5% nereit
¢ H® umenuce aucmeradonnueckue Hapymenus (p<0,05 mns map MO-HD, DD-HD).

Ananu3z BAPMC y nanuieHToB ¢ pa3HbIMH (PEHOTHIIAMH TOKa3all, YTO HEPPOITO3
(45,2%), tupponedpo3 (32,3%), crtpuxktypa ModeTouHuKOoB (16,1%) B OombIei
CTerneHu acconuupoBanbl ¢ M®, runomiazus nouek (24,2%), yasoenue UJIC (15,2%) —
c DO®. [Muenoskrazus yaiie BcTpeyanach y nanuentoB ¢ H® (19,4%, 21,2% u 38,6%
npu MO, 5P u HD, p<0,05 st nap MO-HD, DD-HD), kak u snypes (25,8%, 30,3% u
40,9% aHanmoruyHO); CTEHO3 U CTPUKTYPA MOUEBBIBOSIIINX MyTEH HAa pa3HOM ypOBHE —
y aereit ¢ MO (22,6%, 9,1% u 6,8% npu M®, D0 u HD, p<0,05 mans nap MD-D0,
M®-H®), ruapokannko3 — y namueHToB ¢ 9D (9,7%, 24,2% wu 4,5%, p<0,05 ans map
M®-D®, 5O-HD), kak 1 MOBbIICHHAS MOJBIXKHOCTH (21,2%), poTtatus nmouek (9,1%).

[IMP BoisiBaeH vamie npu DD u HO (19,4%, 30,3% u 40,9% npu MO, 30, HO,
p<0,05 ms map MD-DD, MD-HD). Ero Oosee Tsxenble CTENEHH XapaKTEpPHBI IS
H®: [IMP 3-4 ctenenu BcTpeuasncsi Toyibko y manueHtoB ¢ H® (11,1%); IIMP 2-3
creneHn HaOmoxainca B 90-94,4% cnyuaeB npu D@ u HO; [IMP 1-2 crenenu Obut
TUTIMYEH 17151 ntarreHToB ¢ MO (83,3%).

OnepaTBHOE BMENIATENBCTBO MOTPEeOOBAIOCh B 2 pas3a dalle MalMeHTaM C
naronorueit MBC u D® (22,6%, 39,4% u 20,5% npu M®, DO u HO), nokazaHusmu
cinyxunu [IMP u BAPMC. Ha | npoonepupoBanHoro namuenta ¢ M® npuxoaunock
1,33 BmemarenscTBa, ¢ 9@ u HO — no 2,2. Jletam ¢ M® yaiie Bcero nmpoBOIUIUCH
CTEHTHPOBAaHHE MOYEBBIBOJIAIINX ITyTEH, IUTACTUKA MPUITIOXaHOYHBIX CETMEHTOB; ¢ HD
— sHpomnactuka (80%), koTopas y HOJIOBUHBI MPOONEPUPOBAHHBIX MALUEHTOB IS
yctpadenuss [IMP tpeGoBana 2-4 mnoBtopenuid. I[lamuentam ¢ D@ BBHITTOJTHEHBI
HH/IOIJIACTUKA, HEPEIKO MHOTOKpPATHAs, MOJOCTHBIE aHTUPEQIIIOKCHBIE OMepaluu, a
TAaK)KE€ YpEeTEepOIJIaCTUKA, CTEHTHPOBAHUE MOYETOYHUKA, HAJ0KEHUE BPEMEHHOU
MAETIOCTOMBI, JIp.

VY mammentoB ¢ M® B 1,5 pasza uamie BcTpeuascs JaTCHTHBIM BapHaHT Jae0roTa
3aboneBanus (58,1%), yem manudecranus ¢ sapkoi knuHukon (41,9%, p<0,05), npu
apyrux (QeHoTHurax, Hao0OpoT, ocTpoe Hadayio Habmomanochk y 75,8-79,5%. Jletu c
pa3HbIMM  (pEHOTMIAMHU HE OTIMYaluch 1o Bujgam Bo3Oyauteneir  XplIH,
dbopMupoBaHUI0 04aroB HePpOCKIEpPO3a, XOTS OTMEUEHA TEHACHIMS K WX OOJbIIeiH
BeIpaxkeHHOCTH Tiprt HO (9,1-13,6%). AHemus BcTpevanachk B 3-4 pasa garie y JeTei ¢
DD (25,8%, 78,8% u 20,5% npu MD, DD u HO, p<0,05 mig map MD-D0, DD-HD).
[Tepuonnueckn Bo3HuKaroe nmoabeMbl AJl ormedensl y 16,1% mamuentoB ¢ MO,
6,1% ¢ DD u 4,5% ¢ HO (pmo-no»<0,05). CHIkeHME KOHIIEHTPAIMOHHON CIIOCOOHOCTH
no npode 3uMHHIIKOrO B mepuon pemuccuu XplIH BBISIBIEHO y KaKI0TO AECSTOTO
pecoenka ¢ pasaeiMu  (enotmmamu  (9,1-9,7%). Beimeyka3zaHHbIC — JaHHBIC
CBUJIETENBCTBYIOT 0 Oosiee TskenoM tedeHuu XplIH y mammentos ¢ JICT, ocobenHo ¢
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JICT 3 crenenu.

Pe3ynpTaThl OMOXMMHYECKHX HMCCJIENOBAHUWA y JE€Ted C pa3sHbIMM BapUaHTaMU
JCT 0600mens! B Tadi. 2. [lo HammmM ganueiM y aeteit ¢ JJCT umeercs noBBIIIEHHBIH
KaTaboJIU3M Kak OEJIKOBBIX BOJIOKOH (KOJIJIAreH), TaK M TNIMKONPOTEHMHOB MEXYTOYHOTO
BemectBa CT. O06 3TOM CBUAETENBCTBYIOT BBICOKHE YPOBHHU psifa aMUHOKHUCIOT B
OMOJIOTUYECKUX  JKUAKOCTAX  (IpOdMHA,  OKCHUIIPOJIMHA,  TUAPOKCHUIPOJIMHA,
acraparuHOBOM KHUCJIOTHI), BXOAsAIIUX B coctaB kosuiareHa, CTT komnarena 1 Tuma,
SIBJISIIOIETOCST MPOJIYKTOM pacnaaa koJjuiareHa, MMII, ¢gepmeHTOB, TUApOIU3YIOMINX
kosareH. C apyroi CTOpOHBI, OBBIIIEHA 3KCKpenust ¢ Mouoil ['Al’, cocraBisronux
OCHOBY YIJIEBOJIHO-OENKOBBIX COEAMHEHUH aMOp(HOI0 MEXYTOUYHOIO BeUIeCTBa. Y
nereit ¢ JJCT naGmromaercs qucOanaHc MHOTUX IMOKa3aTelled ¢ U3MEHEHUSIMU Pa3HOM
HAIPABJICHHOCTU U CTENIEHU BBIPAXKEHHOCTH, OTpaXkasi HEOTHOPOJHOCTb IPYIIIIHI.

Hns mamuentoB ¢ JICT xapakTepHbl aKTHBHBIE MPOLIECCHl PEMOACIUPOBAHUS
KOCTHOW TKaHU, OJJHOBPEMEHHO €€ CHHTE3 U JECTPYKIMs, MHTEHCU(PULIHUPOBAH OOMEH
BemiectB B CT. OO0 3TOM CBHAETENHCTBYIOT NOBBIIEHHbIE 3HaueHUs octasbl, CTT
komtareHa | tuna, MMII-1 kpoBu, 'Al" Mmoun. 3a CYET BBICOKMX 3HAYEHHI OCTa3bl y
31,7% nereit ¢ JICT nossimena odmas [P, B To Bpems Kak B IpylIie CpaBHEHHUS 3TO
ObuTM enuHuyHble ciydan (2,4%, p<0,05). ¥V mnamumentoB ¢ JCT ypoens CTT
IpEeBbILIAT TAKOBOU B rpymmne cpaBHeHus B 1,5 paza B 10-17 net u Ha 16-18% B 7-9 ner,
OoTpakasi aKTUBHYIO JIECTPYKIIMIO KoyutareHa, yposeHb MMII-1 6v11 B 2,3 paza, MMII-9
— B 1,3 paza Baie, uem B rpynme 6e3 JICT. V nanuentos ¢ JICT 3 ¢T o cpaBHEHHIO C
2 cT 3TH TIpoliecchl 6oJiee BrIpakeHbl: B 1,5 pas3a BbIlIe OCTEOKANbIIMH KPOBH, B 1,7 pa3
MMII-1 u B 1,5 paza I'AI' moun. OcTeokanblMH NpeBbiiai HopMYy y 19% nanueHToB ¢
JCT, y ocTtaibHBIX HaxoAwics B pPePEpeHTHBIX TMpejenax, HO CO 3HAUYUTEIbHBIM
pazdpocoM 3HAYCHHIA.

KoppensunonHelii aHanu3 MNOATBEPAWI MPAMYIO CBSI3b MEXIAY YPOBHSIMHU
octa3el U ocreokanpiimHa (p=0,245, p<0,05), ocreokamblilyHa U BBICOKUMH
3HAYCHUSIMH COOTHOIICHUST KocTHOM u obmied D (p=0,203, p<0,05), ypoBHEM
octa3bl U poctoMm nauueHtoB (p=0,247, p<0,05), mexnay crenenpto 'MC u ypoBHEM
CTT (p=0,428, p<0,01), a taxxke MMII-1 (p=0,514, p<0,01), yTO COOTBETCTBYET
KIIMHUYECKUM JaHHBIM O TOBBIIIIEHHOW THOKOCTH TMpPEACTaBUTENCH MIIaAIInuX
BO3PACTHBIX IPYII U jieTen ¢ DO.

Oxcumnponun (B Moue) mpebiman Hopmy y 69,5% nereit ¢ JIICT u 7,7% 6e3
JCT (p<0,05), mponun (B kpoBu) — y 35,6% mnamuentoB ¢ JACT. Eme y 45,8% oH
Haxoamiicsa B npeaenax 75-100% mo oTHoIIEHHIO K BEpXHEH TrpaHmIe pedepeHTHOTO
kopuaopa B cpaBHeHuu ¢ 11,1% B rpynne 6e3 JICT (p<0,05). [ToBbllieHHBINH YPOBEHD
mponuHa ObUT XapakTepeH s manueHToB ¢ Bbhicokumu 3HaueHmsiMu CTT (p=0,327,
p<0,01) u Beipaxxennoit I'MC (p=0,361, p<0,01), B ochoBHOM 310 netu ¢ JJCT 3 ct u
O®. Ypoenb ['Al' B Mode ObL1 BbIIIE Y JA€Tel MIAIIIMX BO3PACTHBIX TPYIN; IPHU
CpaBHEHHH JIeTel oJluHaKoBOro Bo3pacta — B rpymie ¢ JJCT.

s mauuenToB ¢ M® B OojblIel CTENEHH XapaKTEPHO MOBBIIIEHHE OCTa3bl
(0cOOEHHO y BBICOKHX JIETE), OCTEOKaNIbI[MHA (OH MpEBbIIAT HOPMY Y 55,6% nereli ¢
M® u jguiib y 5,3-14,3% ¢ D@ u HO, p<0,05), MMII-9 (B 1,5 pa3sa BbiiIe, 4eM MpU
Ipyrux (QeHoTunax), CBUACTEIbCTBYS 00 aKTUBHOM OOMEHE BEIIECTB B KOCTHOM
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tkauu. [Tpu DD ormedarorcs 6onee Boicokue 3Hauenus CTT (nwa 15-20%), MMII-1 (B
2,5 paza Oomblie), TPOJMHA, OKCUIIPOJIMHA, OTPAXKAIOIIME AKTUBHYIO AETpajlallvio
OCHOBHOTO Oenka MexytoyHoro BemectBa CT komiareHa.

Beipaxennas I'MC comnpoBoxnanace BelIcOKMMHU 3HaueHusmu CTT, nponuna
KPOBHU M OKCHUIIpOJIMHA MOYH (6osiee HOpMbI y 53% ¢ M® u'y 73,9-78,9% ¢ HO u D0,
p<0,05) uro B OGOJIbIIICH CTENEHU TUMIUYHO s marueHToB ¢ DD, J{na neteit ¢ HO no
CpPaBHEHUIO C APYrUMU (PeHOTHIIAMM XapaKTepHa MOBbIMICHHas SKckpeuus Al ¢
MouoH, pazutue nposiiieHud JICT y Takux nmanueHTOB B 3HAYUTEIBHOW CTENEHU
CBSI3aHO C MPOTEOrIMKaHaMu MexxyTouHoro Bemecta CT.

BrisBieHHBIE OTIIMYMS MEXAY TPyNIaMu JeTed ¢ pa3sHbIMH JUCIIIIACTUYECKUMU
dbeHoTunamM MOTYT CBHUJCTEIHCTBOBATH O JOMUHUPOBAHWM Yy HHUX pa3HBIX MyTeu
Jerpajaliii  KoJjulareHa W Pa3HbIX BEIYIIMX MATOTEHETHYECKUX MEXaHHU3Max
peanuzauuu JCT.

['mnomarnuemusi BcTpeudanach wamle y mnamueHtoB ¢ JCT (36,7-48,3%
UCCJICJIOBAaHUN MarHus B IUIa3Me€ W OOIIEro MarHusl 3pUTPOIIUTOB), PEKE B TPYIINE
cpaBuenus (11,1-13,8%, p<0,05), gamie y nereit ¢ M® (57,9%) u 3D (37,5%), uem ¢
H® (23,1%, p<0,05). Conepkanre MarHusi B OAHOM 3pUTpoLdTe MeHee 1,2 MMOJb/I
Haomonanock y 53,3% ¢ JICT u 24,1% 6e3 JACT, npuuem y 31,1% narmuentoB ¢ ICT
COJICp’)KaHME€ MAarHusi B OHPUTPOIUTE ObUIO OYEeHb HHU3KMM (MeHee 1 MMOJb/1).
VYcraHoBrieHa mpsMas KoppensiuoHHas cBsa3b (p=0,185, p<0,05) mexay ypoBHEM
Mar"usi B SpUTpoOIUTaX U HaiuuueM aHemuu y nanueHtoB ¢ JCT (wame npu 20),
MEXIy rurnomariuemMuend u BbiICOkUM ypoBHem CTT (p=0,241, p<0,05), uyto
MOJITBEPKIAET BIUsSHUE AePUIIMTA MArHWs Ha TOBBIIIEHHBIE MPOILECCH JeTpaaaliu
KoyareHa. [wmoMarHueMuss CHOCOOCTBYET 3aMENJICHHWI0 CHHTE3a CTPYKTYpPHBIX
moiekyn CT u ctapennto ¢pudbpo61acToB.

J11s1 BBISIBIIEHHsI 0OCOOCHHOCTEH BHYTPUKIIETOUHOTO SHeprooomeHna y 77 nereit 12-
17 ner (59 gen ¢ ACT, 18 6e3 JACT, 47 ven ¢ XI'Jl u 30 uen ¢ XpIIH) ompeneneno
coJiep’KaHue B KpOoBHM 001Iero kapHutuHa u ero ¢paknuid. Y aereit ¢ JICT BbIsBICHBI
NPU3HAKU JIATEHTHOTO SHEPreTUYECKOro Ae(UIINTa, YTO MPOSIBISIETCS B UCXOIHO Oojee
HU3KOM ypoBHE 10 cpaBHeHuto ¢ nanueHTamu 0e3 [ICT kak o61miero kapHUTHHA, TaK |
ero moaBuaoB. OOmmMA KapHUTUH MeHee HOpMbl oOHapyxkeH y 55,9% c JCT, B
mpeaenax HoOpMbl Ha HEBBICOKUX Iudpax 10 50 mxmons/n — y 25,4% mamuentos ¢ JICT
u 66,7% nereit 6e3 JICT (p<0,05). CBobonubIi kapautuH y 28,8% neteit ¢ JICT umen
3HAuUeHUs MEHee 25 MKMOJIIb/J, B T.4. HIXKE HOPMBI ¥ 6,8%, B TO BpeMs Kak B TpyIIIe
CpaBHEHHS y BceX JeTell Haxomwics B mpeaenax 25-45 mxmonw/n. [lomumo Gomee
HU3KOTO YpPOBHSI CBSI3AHHOTO KapHUTHMHA B OCHOBHOW TpYIIE BBISBICH AUCOanaHC B
CoZepKaHUM €T0 OTAEIbHBIX BUJIOB — CHIDKEHBI anuiakapHutunbel C2, C3, C4, Cl6 u
C18. HenocpencrBeHHass (GU3HOJIOTHYECKAs] POIb KAXKIOTO W3 AlNUIKAPHUTHHOB B
HHEPTreTUIECKOM OOMEHE KJIETKH TpeOyeT MaabHEHIIero N3yIeHHUS.

VY 72,4% nereit ¢ M® oOuii KapHUTUH ObLT OJM30K K HUYKHEW TPaHUIIE HOPMBI,
HO Y HUX OTMEUEHO BBIpa)KEHHOE HapyIlIEHHE COOTHOIICHHS (pakiuil cBOOOIHOrO U
CBS3aHHOTO KAPHUTHHOB, O YEM CBUJCTEIbCTBYIOT HU3KHM  KapHUTUHOBBIN
koappumment (0,25, y 41,2% menee Hopms 0,2), moBbIIIeHHEe CBOOOTHON (pakiuu (B
35,3% ciy4aeB BbIIIIE HOPMBI).
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Tabnuia 2 — [lokazaTenu KpoBU U IPYTUX OMOJIOTUYECKHUX KUJKOCTEH y 00CIe10BaHHBIX JIeTEH

-
HDRHHE:M-_ KPOBRT o HOpPMA, ¢ THHHIIEIL 'T:I‘CTJE; oez- JICTz| OCT3crz| JCT2-cIo Moz € it Hez
OPVIHE HHIKOCTeRT IEToMS
oomag 1dx 180=( 100-645-Eg/m= 478 2= 460, 7= 454 5% 523, 7= 568,98 395 4% 547 6z
oCTazas 180=( 2,7-14 3 Mz 15,89%x 11.12= 14 86z 16.15= 18.1%sx 14.75= 15,1=
OTHOIIEHHE- rocrHaz-| 180=| go-12%x 12 8%z 10 5= 13, 1= 12 4= 14,5%x 13, 2% 10,6
ofmaz 1@

OCTEOKATBITHES 48x | 6.5-42 3 -mErvoz 28,19z 22, 1o 35.28%x 23 36z 41 35%x 34.42%x 23,67
CTT= 85z | %oz 380%x 321= 396,83z 3683z 379 3£z 434 6% 361.6z
MMIT-1z 85z | mr/immz 23 493 %z 10,051z 30,973 % 18,493 15.016:8x 37.055%x 14,614
MMII-9= 85z | 165-T05 Hr/ Mz 389.21% 30534z 375,69 402,52z 465,79%2x | 318,55z 329 33z
TAT -(mow=a)-= 143z mr/m= 29 134%%x | 24 112z 27.225%a 23 936z 26 466x 24 759 24 918x
TAT -(ntowa)-= 143z Mr/MMonez 2.554%x 1,803z 3.105%z 1,972z 1,981sx 1.494%x 2,351z
MATHHH -TTA3MEIT 38= | 0.85-1,2 Mmoaw/ 1= 0.79%x 1.14= 0.68= 0,85z 0, 74= 0.71= 0,83z
MATHEH - CIR0HA 35z | 0,4-0.9 mmone/no 0,1453%x 0,27z 0,105z 0,147 0,107z 0,122z 0,150
OOmHi- margmd-| 1192 muvons/mz 6,72%x 7.52x 6.21%x 7,06z 65.15%x 6.27%x 65,860
IPHIPOIHT OB
MATHHH-B-3pHIPOLHETAXT 119=( 1,65{1.2)-2,65- 1,385%x 1.62= 1,302%z 1.464= 1.36= 1,32%x 1.47=
MMOIE/ I

IpOIHED 7z | 108-228 MrMone/ m= 222 4%z 152 5= 276,2%x 205, 7= 235,18 294 3%z 196 3=
OECHITP OJTHH -~ 38z | mo-23.6-MEMOIR/ T 24 T*a 20,1z 28.2%x 212z 21 54 30,9%x 23,1z
OECHIIP OIMHE-(Mo9a J= 53z | go-274-uET/cvTs 281.8%z 245 1= 289, 8z 276,59 281,54z 298 5%z 279, 7z
THIPOKECHIPOIHH {Moma i 38T | MEMOIR/ T 254 6% 176 3z 261 4= 239 5z 223 T&o 271, 7= 251 2=
KApHHTHH-00ITHES TTz | 41-149 -MEMOIR/ TT 40,918%x 51.046= 41,043z 40,804 50,164%2x | 34,455%z 41,598
KAapHHTHH-CEODOIHEITT 7z | 19-45 MEMOIR/ T2 31.235%x 37.315= 31,229 31.240= 40,124%zx | 25 463 31,264
KApHHTHH-CEA33HHEIHT 7z | 6-15 MEMOIR T 9,683 % 13.767= 9814z 9. 564z 10,0418 8,992 %z 10,334z
OTHOIIEHHES - CBEIAHHEIN- /-| 772 | Domee-0,2o 0.310%x 0,369 0.314= 0.306= 0.250%zx 0,353z 0.331=
CEODOIHEIH KapHHTHHED

7z | MEMOIE/ T 5.355%0 0141 5.623x 5,270 5487 5.133%x 5,825z

Ilpumeuanue: * — p<0,05 npu cpaaenun nereit ¢ JICT u 6e3 JICT, ¢ JICT 3 crenenu u 2 crenenn, ¢ M® u HO, 50 u HO,

AUHNEApHETHE C22
[

# — p<0,05 npu cpaBHeHuu aereid ¢ M® u O@; N — npuBeneHbI JaHHbIE ISl BO3pAacTHOU rpymnmbl /-10 et

= G =

= S = A = R = S §

= = = G = |

=

= S = A = S = R = = A = A =
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Jns nmauueHtoB ¢ D@ XapakTepHbl CaMble HHU3KHE 3HA4Y€HHUsS OOILEro Hu
cBOOOHOTO KapHUTHHA. Q01U KapHUTHH (MeHee HOpMBI y 94,7%) CHIDKEH, B IEPBYIO
ouepesb, 3a CYET HHU3KOIO YpOBHSI CBOOOJHOIO KAapHUTHMHA (MEHee 25 MKMOJb/I Y
68,4%, menee HOpMBI y 21,1%). 3HaueHHs CBA3AaHHOIO KApHUTHHA Y HUX TaKXe ObUIM
HAaWMMEHBIIIMMU CPEAX BCEX TPYII, B T.4. 32 CYET OTHOCHUTEIBHO HU3ZKHX YpPOBHEU
otnenbHbIX (ppakuuii anuikapauTUHOB (C2, C3, C16). OOuuii KapHUTHH y MAIlUEHTOB
¢ H® B nonoBuHe ciiydaeB ObUI HEMHOTO MEHBIIE HOPMBI, Y OCTaJlbHBIX — Ha €€
HIDKHEW TpaHUIle TPU COXPAHEHUHU MPABUIBHOTO COOTHOIICHUS (PpaKIuii KapHUTHUHA U
BHJIOB allWJIKAPHUTUHOB.

ComocraBiieHHE C KIMHUYECKMMU JAHHBIMHA YCTaHOBUJIO KOPPEISLIMOHHYIO
B3aUMOCBSI3b MEXK]Iy BBICOKUMU 3HAYEHHUSIMH CBOOOJHOTO KapHUTUHA U KHUCIBbIM ['DP
(p=0,339, p<0,01), uro B OoJblIEl CTENEHH XapaKTepHO s mnamnueHToB ¢ MD. V
JIeTeil ¢ BBICOKMM YPOBHEM CBOOOJHOTO KapHUTHHA KHUcibii ['OP Betpeuancs B 2,5 pasza
yamie, 4YeM y MalUEHTOB C €r0 HEBBICOKUMHU 3HAYEHUSIMU. Y MAIUEHTOB C HU3KUM
OOIIIMM KapHUTHHOM 3aIopbl BCTpeuanuch B 4 pasa yaiie (69,7%), yeM y aeTeit ¢ ero
HOpMaJTbHBIMU 3HaueHussMu (15,9%, p<0,05). B ocHOBHOM 3TO ObuTH MarueHTh ¢ DO.
Bce 910 momguepkuBaeT B3aMMOCBS3b HapymieHuid MoTopHOM ¢yHkuuu [T u
[IUTOPHEPTeTUYECKOT0 OOMEHA, JUKTYeT HEOOXOAMMOCTh OIICHKHM KapHUTHHA U €ro
dpakiuii y maireHToB ¢ COOTBETCTBYIONICH KIMHUYECKOW CUMITOMATUKOM.

Pa3HoHampaBieHHbIE TEHACHUMM W3MEHEHUN KAapHUTHHA U €r0 COECIUHEHUN Yy
pa3sabix noarpynn gerei ¢ JICT cBUIETENbCTBYIOT O HEOAHOPOAHOCTH ATOM KOTOPTHI
NAIMEHTOB U, BUAMMO, O PA3IMYHBIX MATOT€HETUYECKUX MeXaHU3Max (HOPMHUPOBAHMUS
HapyIIeHUH y neTeit ¢ pa3sHbIMU (PEHOTUIIAMH.

C yderoM Hanmuyus JaTEHTHOro »sHepreTudeckoro aedumura aetsm ¢ JICT
NaTOreHEeTUYeCKH 0O0OCHOBAaHO Ha3HadeHHe mnpenaparoB L-kapuutuna. Ero momyunnu
77 monpoctkoB 12-17 et B MepHoOJ PEMHUCCHU IO COMATHYECKOMY 3a00JICBaHHIO
(mpenapat Dnpkap®, 30% pactBop A mpueMa BHYTph B no3e 30 mr/kr, kypc cyt 30
THEH).

[locne nedyeHuss TeCT 6-MUHYTHOM XOABOBI MPOJAEMOHCTPUPOBAN YIYyUIIICHHUE
NEPEHOCUMOCTH (hu3nyeckorl Harpy3ku y 63,6% mnanueHToB BHE 3aBUCHUMOCTH OT
Hamuuus 1 Buga JICT, HO nimyMHa mMpoHaeHHON JUCTAHIIMKM OKasallach OOJIbIIEe Yy JeTei
6e3 JICT (mpupoct 3,9% npu JICT, 7,1% 6e3 ICT, p<0,05).

OOmmii KapHUTHH HOPMAIM30BAJICS y BCEX MalMeHToB, XoTsA y nereir ¢ JCT
MOKAa3aTeNy IMUTOIHEPTETUYECKOTO CTaTyca MO-TPEKHEMY OCTAIUCh Ha 0oJjiee HU3KOM
ypoBHe. IIpu JICT mpupoct mpoumsomien B OOJbIIeld CTEMEHH 3a CYET CBOOOJTHOTO
KapHUTUHA, 4eM cBs3aHHOro (26% u 18%), B rpymnme 6e3 [JCT — 3a cuér ux
PAaBHOMEpPHOTO yBEeJIWYEeHHUs. Eciu HCXOQHbIE YpOBHM JaHHBIX [OKa3zaTelneu y
MalMEeHTOB OCHOBHOM I'pYIIbl ObUIM HUXKE, TO CTENEHb MX YBEJIMYECHUS T0CIIE JICUEHUs
Boiie — Ha 18-26% y gereit ¢ JICT mo cpaBuenmio ¢ 8-10% y nereit 6e3 JICT, B
Oonpmieit crerienn y aui ¢ DD (Ha 21-46%), menbine y nereit ¢ M@ (na 11-13%).
Hcxonno Oosiee HHU3KME MOKA3aTENU ILUTOIHEPIETHUYECKOro cTaryca OOyCIIaBIMBAIOT
HEOOXOJMMOCTb MOBTOPHBIX U MPOJOHTUPOBAHHBIX KYypCcOB L-KapHUTHHA y MAlMEHTOB
¢ ACT 3 ct, OO.

42 pebenka ¢ JICT u runomarHueMueil mosiydaaud MarHusi opoTrara AEruapar
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(Marnepot®, 23 uen) u Maraums Jjakrtara jgeruapar (MaruuiiB6®, 19 dyen) B
BO3pacTHOU no3upoBke 4 Hepenu. OOl Mmarauii sputpountoB y 19,4% ysenuuuncs
Ha 4-7 mMonb/1, y 61,3% — na 1-3 mmounb/n, HO auiib y 35,5% ero 3HaueHus JOCTUTIIN
ypoBHA Oojnee 8 MMoiab/n. [Ipu ucxoaHo Gosiee HU3KUX 3HAYCHMSIX MarHus y JeTey c
M® u O® ero koHeUHbIE 3HAUEHUSI TIOCIIE TEpANIUU OBbLIM TAK)KE HHXKE 110 CPABHEHUIO C
H® (7,56 mmons/n, 8,15 mmons/n1 u 9,6 mmois/n npu M®, 3O u HD, p<0,05 mis map
M®-H®, 5D-H®). CnenoBatenbHo, nanuentam ¢ M®, O® u JCT 3 cr ciemyer
KOHTPOJUPOBATh ~ YPOBEHb  MarHuss W NOpU  HEOOXOJUMOCTHM  Ha3HAyaTh
MPOJIOHTMPOBAHHBIE W/WIIKA MOBTOPHBIE Kypchl Tepanuu. Paznuuunii no 3¢ pexTuBHOCTH
pa3HbIX MpenapaToB MarHus He OTMEYEHO.

JUKBII sBnserca yacteiM 3abosieBaHueM y neredt ¢ martonorueit IIT u JICT.
[Ipennoxxen cmnoco0® anekTpoiedyeHuss pasHbix BapuaHToB JXKBII ¢ mnomomibio
yHuBepcanbHoro amnmapata «KuBuxom». PabGota mnpubopa B pa3HBIX pexHUMax
OKa3bIBa€T pacciafisioniee WM TOHMU3UpYIOLIEee JEHCTBUE Ha MYCKYJIATypy
XKemueBbIBOASAIIMX TyTei. [IpoBeneHo ynedenne 56 MOAPOCTKOB C pa3sHbIMH (hopmamu
JUKBII (o 28 ven). KynupoBanue 6oneBoro cunapoma otmetwiu 62,5% naiueHTos,
ero ymenbiienue — 21,4%. VY3U-xonenuctorpadus noarsepamia 3¢h(HEeKTUBHOCTH
BO3sIecTBUA Y 92,9% npu runoknuHeTH4eCKOM U 85,7% NpHu TMNEPKUHETUYECKOM THUIIE
JIKBIL.

[lo pe3ynpTaTaM AaHHOTO MCCIEIOBAHMS IPEIJIOKEHBI IPOrpaMMbl BEICHUS U
HaOmonenus nanueHToB ¢ 3aboneBanusmu [T, MBC u JICT. AIropuT™Mbl YYUTHIBAIOT
cucteMHOCTh BoBJieueHus CT, puCK peuuauBUPOBaHUSA, CTAAUNHOCTH TEUYCHUS
3a0oneBanuii. PeanuzoBan auddepeHMpoBaHHBIA TOIXO0J K MalUEHTY C Y4YEeTOM
crenieHu BeipaxkeHHOCTH JCT u BUaa MuUCIIacTUYeCKOro (peHOTHIIA.

[IpoBeneHo MopaenIMpOBaHME pacyéTa BEPOSTHOCTH pPAa3BUTHS y JeTei
HeOMaronpusATHEIX BapuaHToB mopaxkenus I[IT, MBC B 3aBUCHMOCTH OT Haau4us
mapkepoB JICT. B kadectBe TspKenbIXx (OPM paccMaTPUBAIHCH PELUIUBUPYIOIINE W
MHOxkecTBeHHbIe ODSII, TIMP 3-4 crenmeHm w/wim KOMOWMHAIIMM aHOMAJIUM Pa3BUTHUS
MBC, uyacteie o6octpenust XplIIH ¢ BbepakeHHBIM Hedpockiiepo3oM, TpeOyrolue
MHOTOKpAaTHBIX  olepauuid, T.m. B KayecTBe mnpumepa NOPUBOAUM  CXEMY,
JeMOHCTpUpYIONTYI0 puck passutus IAIl y aereit ¢ matonorueit [T B 3aBUCUMOCTH OT
Haymuus npuszHakoB JICT (puc. 2), norut (1) m ypaBHeHUe perpeccuu (2) Iuisl 3Toi
IPYIIIbl NALUEHTOB.

logit=7,099+1,635%x;+:--+0,923%X11 (1)
y=exp(logit)/[1+exp(logit)] (2)

Puck Bo3nukHoBenus 11 y aereit ¢ naronorueit [T noseiaercs B 5,1 pa3 npu
nammauu JICT, B 2,5 paza npu 7 u Gosiee cturmax nucomOpuorenesa, B 5,5-7,2 pasa npu
naronornyeckux ['DOP u JII'P, B 4,3 pa3a npu oOHapyKEHUU MOJUIIOB B KEIyJIKE U
numesoAe, B 1,7-3,1 pa3za mnpu naToJOTMM KOCTHOW CHCTEeMBbl. Bce deHOTHUIbI
CTaTUCTUYECKHU 3HAYMMO Yalle aCCOUUUPOBAHBI C Pa3BUTHEM TSKENOro nopaxkenus [1T
o cpaBuenuto ¢ nerbmMu 6e3 JICT: M® (p=0,362, p<0,005), 2P (p=0,319, p<0,008),
H® (p=0,387, p<0,001).
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ACT Hanuuue =
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OTHOCHTENbLHbLIA PUCK

Pucynox 2 — OTHOCHTENBHBIA PUCK PAa3BUTHS SPO3UBHO-I3BEHHBIX IOPAKEHUH Y AeTel ¢ maTojoruei
IIT B 3aBUCHUMOCTH OT HAIMYHS OTACIbHBIX Mpru3HakoB [[CT

Puck Tsoxenbix BapuantoB XpIIH y nereii nosbrmaetcst npu vamwauu JICT (B 1,8
pa3), JICT 3 cr (B 2,6 pa3), rpeik (B 7,7 pa3), kucthl (B 4,4 pasa), miockocTomnus 2-3 ¢t
(B 3,8 pa3), ip. Y nereit ¢ pazHbiIMU (EHOTUIIAMH BBIJICJICHBI CBOM MPOTHOCTUYECKUE
Mapkepbl, Hanpumep, it DD sto spina bifida (puck yBenuuusaetcst B 3,2 pasa), npu e
JIOKaJu3aluu B MOSICHUYHO-KPECTIIOBOM OTJIENIE PUCK BO3pacTaeT B 6,7 pa3. Y gerelt c
H® puck Bo3pactaer B 2,8 pa3 npu Hamuuu 6onee 8 mapkepoB JICT, uro eme pas
NOJTYEPKUBAET, YTO cucTeMHoe BoBieueHrne CT nmpoTekaeT y nmaiueHToB 0oJiee TIKEINO.

[Ipy moBBIIEHNN TPOTHOCTUYECKOTO pUCKa B 2-3 paza peKOMEHIYETCs 4Yallle Ha
1 pa3, yeM 3TO mpeAnojaraercs Mo CTaHAApPTHOM cxeMe HaOIIoJIeHUs, TPOBOIAUTH
OCMOTpHI JeTel, Ha3HauaTh YriayOJieHHOe oOcieqoBaHWe NpH HEOOJIbIIOM Habope
xano0. [Ipu moBeIIeHNN prcka B 4 u OoJiee pa3 cieayeT MPOBOAUTH OCMOTPHI Ha 1-2
pa3a damie B TEUYEHHE T0Ja, pPACCMOTPETh BOMPOC O HA3HAYEHUHM NALUEHTY
IIPOJOHTUPOBAHHBIX KYPCOB TEpanuu, (PU3NOTEPANEBTUIECKOTO, TPOTUBOPEIIUIUBHOTO
Y CAHATOPHO-KYPOPTHOTO JIEUECHHUSI.

dopmupoBaHUE MNPOSBICHUM HecocToATeabHOCTH CT TPOUCXOAUT y pPa3HBIX
MalKUEeHTOB pa3HbIMU NMyTsAMHU. [IpociexeHa TUHAMUKA UX Pa3BUTHUS y OJHUX U TEX XKe
neteit B 3, 6 u 14 net. Y GONbIIMHCTBA NE€TEH U3 TPYIIBI CPABHEHHS B 3 r0/1a UMEIHUCH
enuanyHble  Mapkepel JICT (mo 4), B mompocTkoBoM Bo3pacte y 55,4%
JUArHOCTUPOBAaHbI MOBbINICHHAsT BHEIIHsA, y 33,8% — MOBBIIEHHAs] BUCLEpalbHas
crurmatuzarusi. B rpymme ¢ JICT B 3 roma y 10,2% yxe MoxHO OBLIO
nuarnoctupoBath JCT, y 82% uMenach MOBBIIIIEHHAS CTUTMATH3aIUs B TOW WU MHOU
dopme. B panpneiimeM HaOmoganach TpaHcopMmalus yKa3aHHBIX COCTOSHUN B
noiHoneHHbie posiBiieHust [{CT 2 unu 3 crenenu (puc. 3).

®opmupoBanue MO wdyame BCero MNPOUCXOAUT YEPE3 OTal MOBBIIIEHHOU
BHCIIEpaJIbHOM cTurMatuzauuu. s Hux xapaktepHsl komruieke MAPC, kuneBumHoe
WM BOPOHKOOOPA3HOE M3MEHEHUE TPYAUHBI, MUOMUS, CIJIAHXHOMTO3bI, OTHOCUTEIBHO
nozHee nosiiuenue DI IIT.

®opmupoBanue DD TPOUCXOIUT Yalle BCEro YEpPe3 CTAAUI0 IOBBIIMICHHOU
BHEIITHEH CTHUTMATH3aIuU. Y HUX PaHO MOSBISIOTCS SKTOJEPMaNIbHBIE TIPU3HAKH, B 3-5
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JEeT IJIOCKOCTONHE, (PYHKLIHMOHAIBHBIE 3alOpbl, HOCOBBbIE KpOBOTeUeHHs; B /-11 et
TUnM4YHO ObicTpoe popmupoBanue B/II', ckonnosza, snn3oael anemun. Panplie, yuem npu
apyrux penorunax BozHukaroT DAL IIT.

[ToBbImIeHHAs \
/ BHEIIHSSA CTUTMaTH3aIUs
EnuHuYHBIE CTUTMBI JCT 2 T we JICT 3 CT

IloBrIIIEHHAS
BUCLIEpAJIbHAS CTUTMATU3ALUAS

Pucynox 3 — Tpanchopmanus nposisienuit ICT y neteii B mporiecce OHTOreHe3a

[Tpu H® MHorne cuMnromsl GOPMUPYIOTCS MO3/IHEE: CKOIMOTUYECKAs OCaHKa U
mockoctonue B 6-8 net, muonus, [IMK 1 ¢t u ckonmo3 1 ¢cT — B IKOJIBHOM BO3pacTe.
B 12-15 net Bo3moxubl DAII IIT, obpazoBanue nonunos, naronoruueckuit JJI'P, 'OP.
®opmupoBanue HO® mpoucxoauT depe3 dTambl IOBBILIEHHOM BHEIIHEHW WU
BUCLIepaIbHOM  cTurMatuzanuu. Cpenu oOcineOoBaHHBIX JeTedl B 2 cilyyasx
HaOmonanace Tpanchopmaius HO B DD, Buaumo, Takxke Bo3MoxkeH mnepexoq HD B
M®. Jlunamuka GopMUpOBaHUS AUCIUIACTUYECKUX (DEHOTUIOB y JI€Tel MpejcTaBiIeHa
Ha puc. 4.

IToBbIlLIEHHAS = 2D
/ BHEIHAS CTUTMATHU3ALHAS \

EnuHu4uHbBIe CTUTMBI H®
\ IloBeImIeHHAS b~
BUCILIEpaIbHAsA CTUTMATH3AINY  pm) S Mo
Pucynoxk 4 — Jlunamuka GOpPMHUpPOBAaHMS AMCILNIACTHYECKUX (EHOTUIIOB Y JAETeH B MpoIlecce
OHTOI'CHE3a

Takum oOpazom, nmnsa gered ¢ JCT TUOUYHO TPOrpENIUEHTHOE pa3BUTHE
CUMIITOMOKOMIUIEKCOB BO BpeMeHHW. B oHTOreHese HaOmOAaeTCsd KOHTHUHYYM
MEPEXOHBIX COCTOSHUW OT HaJW4Ydsl E€IUHUYHBIX MapKepOB 4YEpe3 BapUaHThl C
MOBBIIIEHHONW BHEIIHEM WM  BHUCLUEPAJIbHOM  CTUTMAaTU3allM€ K  Pa3BUTHUIO
nonucucteMubix mposiienuid JICT pa3Hoil cTeneHu BbIpaxkeHHOCTH. DopMuUpOBaHUE
JTUCIIIACTHYSCKUX (DEHOTHUITOB IIPOMCXOIUT YePe3 CTAIUIO IMOBBIMICHHON BHUCIIEPATBHOM
crurmatu3auu 'y gered ¢ M® u HO, noBBIIIIEHHON BHENIHEHM CTUTMATH3AlUU — Y
nanueHToB ¢ DD u HOD.

CoenuHuTeIbHOTKAHHAS JUCIUIa3Us JOJDKHA paccMaTpUBATHCSA B MPOCTPAHCTBE
CHCTEMOT€HE3a, C IMO3UIMKA OHTOI€HETUYECKUX W TKAHEBBIX OTHOIICHUW, KOTOPBIE
peanu3yroTcss B JUCIUIACTUKO3aBUCHUMBIX HapYyHIICHUAX (DYHKIIMHA OpPraHOB U CHCTEM.
Hcnonp3oBanue KOMIUIEKCHOro mnonaxona y gered ¢ maromorueit IIT u MBC,
yuuThiBaromero BelpaxkeHHocTs JICT, Bux gucruractmdeckoro (QeHoThma U
MIPOTHOCTUYECKUH PHCK II03BOJIICT BBIOpAaTh MPABWIBHYK) TAaKTUKy BEACHUS U
HaOJIIOACHUS 3a TAIIMEHTOM, HAMETUTh MYTH 10 JaJbHEHIIIEeMY Pa3BUTHIO MOJXOJ0B B
JICUCHUH TaHHOW MAaTOJIOTUM B IETCKOM BO3pACTE.
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3AKJIFOYEHUE
BoIBOABI

1. ICT oxa3siBaeT Moauduuupymomiee BausHue Ha Tedyenue natojoruu IIT u MBC,
OHO OTJIMYAETCS y JeTel C pa3HbIMH AHUCIUIACTUUYECKUMU (PEHOTHUIIAMH, 3aBUCHUT OT
BBIpaKEHHOCTU HecocTosiTeibHOCTH CT.
2. Jlna nperet ¢ marosorued numeBapurenbHoro Tpakta u o JCT Tunuuen
SHAOCKOMUYECKH MOJOXKUTEIbHBIN BapuaHT ['DPb, nedopmanus sxemyHoro mysbIps,
CJIONCTOE CTPOEHHE €ro CTEHKH, 3alopbl, PEUUAUBHUPYIOLIANA M PACIPOCTPAHEHHBIN
3PO3UBHO-SI3BEHHBIM  MPOLIECC, COIPOBOXKAAOIIMNICA TOBBILIEHHOW Jerpajalnuei
KoJutareHa, BoicOkuM conaepxkanueM CTT u nponuHa B kpoBu. J[aHHBIE W3MEHEHUS
6onee Beipaxensl y manueHToB ¢ JACT 3 crenmenu. ns nereit ¢ M® xapakTtepHbl
kucaelii I'9P, spo3uBHBINA 330¢arut, negopmanus KeaTqHoro my3sips, ¢ 9O — paHHee
BO3HUKHOBEHHUE SPO3UBHO-SI3BEHHBIX MopaxkeHud IIT, 3po3uBHBIN TacTpOAyOJICHUT,
neperuosl U AedopMalus KEITUHOTO My3bIps, (DYHKIIMOHANBbHBIC 3aIOphl, CHacyHas
6ose3np; ¢ HO — menounoit u kuciwiii ['OP, JIT'P, spo3un, mosaumsl B BEpXHUX OTIENIax
IIT, coueTaHHOE IOPaKEHUE ETO PA3HBIX OT/EIIOB.
3. JCT -cnocobctByer (opmupoBanuio oOCTpyKTUBHBIX Hapymenuid B MBC.
Bpoxnennbsie anomanuu €€ pa3BuTus BbisiBIIeHBI Y 66,7% nauurentoB ¢ XplIH u JICT u
y 11,8% B rpymnme 6e3 JACT, wame npu JACT 3 crenenu (97,6%), yem 2-oit (47,8%).
[Tuenonedpur B 2/3 ciaydaeB mpeacTaBieH oOCTpyKTHBHOM ¢opmoii npu DD, HO u
game npu MO (90,3%). Hnsa namuentoB ¢ M® B Gosbliueit CTENEeHH XapaKTEPHBI
CTPUKTYpPhl MOYEBBIBOASIIUX NyTeW, HedpomTo3, TUApoHEe(dpPOo3, JATEHTHBIN 1e0roT
3a0oneBanus; 15 geteit ¢ D@ — rumoruiasusi, MOBBIIICHHAS] TOJBHKHOCTh U POTAIUS
NOYEK, YABOEHUE YaAIEYHO-JIOXaHOYHON cuctembl, aHemus. it H® Tunuussl
peunauBupyronmi [IMP, B T.4. BBICOKHX cTeneHEN, dSHYpe3, MUET0IKTa3usl. Y JETE C
JCT cnextp Bo3oynuteneit XplIH B 1,5 pasza mmupe, peunauBsl B 1,5-2,1 pa3 game, yem
y narieaToB 0e3 JICT, Tunnuno manudectHoe Hayano B panneM Bo3pacte. [Ipu JICT 3
creienn [IMP OGonee BwIpaxkeH, nocturas 3-4 CTENEeHH, IBYXCTOPOHHHH, oOdYaru
Hedpockiepo3a obmupHee. [Ipu JICT BbIcOka MOTPEOHOCTH B ONMEPATUBHOM JICUCHUU
(26,9%), Hepenko MHOTOKpaTHOM (1ipu P u HO).
4. BeisBiaennsie ocobeHHoctn obmena y gereit ¢ JICT cBuumerenbCTBYIOT 00
AKTUBH3AIIMU TPOIECCOB pacmaga OEIKOBOTO M HEOEIKOBOTO KOMIIOHEHTOB MAaTpUKCa
CT (moBbiieHHbie ypoBHu MMII-1, TAIL, CTT, mnpoiuHa, COOTHOIIEHUE
KocTHasi/meueHounas gppaxius LD Gonee 12%).
5.V nereit ¢ M® B 1,5 pa3za Beiie yposeHs MMII-9, y nereit ¢ 9@ — B 2 pa3a Bblile
ypoBerb MMII-1 1o cpaBHEeHWIO C JApyruMd (EHOTHNAMH, YTO KOCBEHHO
CBUJIETENICTBYET O pa3HbIX NyTsAx naerpaganuu kosiarena npu HCT. V nereir ¢ MO
BBICOKAsl aKTUBHOCTH OCTE00JIACTOB OOECTIEYMBAET aKTUBHOE (POPMUPOBAHUE KOCTHOMU
TKaHH, 3TO TMOATBEPKAACTCS BEICOKUMH 3HAYCHUSMH OCTa3bl, ocTeoKanbimHa, MMII-9.
I[Ipu D@ ormeuaeTcsl MOBBIICHHBIA pacnajy OEIKOBOTO KOMIIOHEHTa MEXYTOYHOTO
BeniectBa CT, orpaxkaromuiica B BeiCOkMX 3HadeHusx CTT, MMII-1. ¥V nmanuenTtoB ¢
H® oOmennbsie HapyiieHHss B OOJNbIIEH CTENEHH CBS3aHbl C COCTOSIHUEM
MIPOTEOrIMKAHOB U aMOP(PHOTro MeKyTouHOTO BetecTBa CT, 4TO MposIBISETCS BHICOKOM
skckpenuen ['Al' ¢ Mmodo.
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6. Bepaxennas ['MC comnpsbkeHa ¢ mpoueccaMH —JAerpajalldd  KOJUIareHa,
conpoBoxaaercs mnopblleHHbIMA 3HaueHussMu CTT, MMII-1 u oxkcunposnnHa ¢
CUHXPOHHO 00Jiee BLICOKUMH YPOBHSIMH y JIeTe Miaaux Bo3pacTHeiX rpynn. ['MC y
nereit r. TBepb BcTpeuaetcs y 71,4% nomkonbHUKOB 3-6 siet u 'y 31,1% MIKOTBHUKOB,
YMEHBIIASACh MPSMO MPOMOPLHOHAIBEHO BO3PACTY.

7. 'mnomaruuemust Bctpeuaercs y 44,7% nereit ¢ JICT 3 crenenn, 30,8% nereit ¢ JICT
2 crenenu u y 13,8% nereit 6e3 JICT, Haxonsichk B mpsiMOl KOpPPENALMH C BBICOKUM
ypoBHeM CTT, 4Yro nOAYEpPKHUBAET BIUSHUE TUIOMATHUEMHM Ha TMOJJIEPKAHUE
MPOLIECCOB Jerpaaaluu kKojuiareHa. Hambosnee HU3KHME 3HAYEHUsT MArHUs XapaKTEpHbI
s marueHToB ¢ M® u D@, 3T0 BBI3BIBAET HEOOXOIUMOCTh HA3HAYEHUS UM
MPOJIOHTUPOBAHHBIX Y MOBTOPHBIX KyPCOB MpenapaToB MarHusl.

8. ¥V nereit ¢ JICT umeer MecTo JaTeHTHBIA dHEProAeULUT ¢ pa3HbIMU BapHaHTaMU
HapyIIeHW Yy TMpeacTaBUTENe pa3HbIX Auciiactudeckux ¢enotunon. I[lpu MO
oOmuii KapHUTUH OJM30K K HWKHEM TpaHWUIlE HOPMBI, HMEETCs AucOaliaHc B
COOTHOIIEHWH €ro (Ppakiuii B TOJIb3y OTHOCHTEIIBHOTO YBEIWYEHHS CBOOOTHOTO H
CHWIKEHHUS CBS3aHHOTO KapHUTHHA B COCTaBe OOIIEro MPEUMYIIECTBEHHO 3a CYET
anunkapautuHoB C2, C3, C4, C16, C18. YV 94,7% naruentoB ¢ P 3Ha4YeHHS OOIIETO
KapHUTHHA HUXKE HOPMBI 3a c4eT o0enx (ppakiuii, B OOJIBIICH CTEIEHH 3a CUeT HU3KOTO
ypOBHS CBOOOJHOTrO KapHuthHa. Y jaetedt ¢ H® oOmuii KapHUTHUH HaXOIAUTCA Ha
HIWKkHeW rpanurie HopMmbl (34,8%) wiu HemHoro cHuxeH (52,2%) mpu coxpaHeHUU
NPaBWJIBHOTO COOTHOIIEHUS (pakuuid. BkitoyeHne B KOMIUIEKC TEPANEBTUYECKUX MEP
npernapatoB L-kapHuTuHa mMOBbIIAET 3PHEKTUBHOCTH JeueOHO-peadUIUTAIIMOHHBIX
MeponpusTuil y nereit ¢ 3adoneBanusmu [1T, MBC u JICT.

9. Pazpaborannblii opurnHaNbHBIM MeTon auarHoctuku JICT y nmereit Bkiouaer
onpenenenre 40 (QEeHOTUNMUYECKUX M BUCHEPAIBbHBIX MPU3HAKOB, OOecreynBas
KOMIUICKCHBI ~ TIOAXOJ,  TO3BOJISIET  ONTUMHU3HPOBATH U YHU(DHUIIUPOBATH
JUArHOCTUYECKUE MPUHIIUIBI OLEHKU MPOsBIEHU HecocToATenbHOCTH CT.

10. TIporuocTrdeckuii puck BO3SHUKHOBEHHS SPO3UBHO-SI3BEHHBIX OPAXKEHUMN y IETEH C
XTI'1 npu Hanmuuuu kucaoro I'DOP w/unu JII'P noseimaercst B 3,7-5,6 pa3 y aereit ¢ MO,
O® u B 6,1-7,6 pa3z npu H®; npu nannuun komimekca MAPC — B 2,9-2,6 pa3 ipu DD u
H®; B 4,7 paza npu nedopmaruu rpyqHoi KIeTku u B 1,7 pa3a mpu BBICOKOM pOCTE Y
nanueHToB ¢ J@. Puck Bo3HUKHOBEHHUS TsxkelNbix BapuantoB XplIH noBeimaercs B 1,8
pa3 y nereid ¢ JCT u B 2,6 paza npu [ACT 3 crenenu, B 4,9 pa3 npu Haluuuu
AKTOJIEPMAaJIbHBIX ITPU3HAKOB, B TOM YHUCJE B 7,7 pa3 Ipu HAJIMYNUU T'PBIK.

I11. B  oHTOreHe3e TUOUYHO  MPOTPEIUECHTHOE  Pa3BUTUE  NPOSBICHUUN
HecocTosTeIbHOCTH CT: KOHTUHYYM MEPEXOIAHBIX COCTOSIHUI OT HAJIM4YMS €JUHUYHBIX
MapKepoB 4epe3 ATallbl MOBbIIEHHOW BUcLepaibHOl (11 M® u H®) unu BHeuiHen
cturmatuzaiuu (s 9@ u HD) x pazsututo nonucucteMubix mnposiienuit ICT u
(bopMHUPOBAHUIO TUCIIIIACTHYCCKUX (PEHOTUTIOB.

12. IIpennoxeHHbIe AUArHOCTUYECKHUNM aJrOpPUTM, MOJAEIb pacuyeTa MPOTrHOCTUYECKOTO
pUCKa  pa3BUTHA  TKENBIX  BAPHUAHTOB  COMATHUYECKOW  MMATOJIOTMH,  CXEMBI
JMCIIAaHCEPHOT0 HAOIOAEHUS U JIeUeOHO-PeaOUIMTAllMOHHBIX MEPONPUSITUN MAIITUEHTOB
¢ maromoruer IIT, MBC wu JCT cocTaBasiioT KOMIUIEKCHYIO IPOTrpaMmmy,
MO3BOJIAIONIYIO MEPCOHUDUIIMPOBATh BEICHUE MAIMEHTOB, MOBBICUTH 3()PEKTUBHOCTD
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NpO(PHUIAKTUUECKUX U PeadMIINTAlHOHHBIX MEPOTIPUATHUH.

I[IpakTHYecKue peKOMeH AU

1. IlennatpaM  pEKOMEHAYETCA  HCIOJIB30BaTh  HOBBIM  ABTOPCKUM  METO.
nuarnoctuku JCT y nereid.
2. I'actposHTeponoram npemiaraercs oueHuBarb creneHb JII'P mo gaHHBIM

cyrouHoii pH-merpum B 1 Gamn, eciam pedirokc Ha rpadguke 3aHumMaer MeHee 1/4
HOYHOTO nepuoja; B 2 Oamia — npu Bapuante ot 1/4 no 1/2; B 3 Gamna — B ciyyae
nnurensHocTH JII'P 6onee 1/2 HoOuHOTO nepruoaa BpeMeHH.

3. [lenuatpaM peKOMEHIYETCS YUYUTHIBATH JAUCILIACTUYECKUN (PeHOTHT, (PaKkTophl,
MOBBIMIAIOIIAE TPOTHOCTUYECKUN PUCK pa3BUTHS 0ojee TsHKENBIX BapUaHTOB
naroioruu 11T u MBC, nis nmporHo3upoBaHusi TEYEHHUS] COMATUYECKOW MATOJOTUH, a
TAaK)K€ OpPUEHTUPOBATHCS HA CXEMYy JHUCIUIACTHYECKON TpaHchopMamuu  Jis
cBoeBpeMeHHOM auarHoctuku JICT y nereit, KOppeKTHOro 00OCJIeIOBaHUS W BEJACHUS
nanuenToB. [Ipennaratorcst nHGOpPMAIIMOHHBIE MaTepUalibl IS MAIlUEHTOB U Bpayel,
nomoraromue opueHtTuponarses B mpodieme JCT.

4, Bpauam-dusnorepaneBraMm TmpejiaraeTcsi HCIOJIb30BaTh ammapatr «KuBuxoi»
npu runepronnyeckoit ¢popme DKBII y gereit B 1 pexxume, mpu rUNOTOHUYECKON
dbopme — Bo 2 pexume. Kype 10-15 nneii.

d. [legunaTpam, cnenuanucTaMm Apyroro mnpoduisi peKOMEHAYEeTCs OIEHUBATH Y
nanuentoB ¢ marojorue IIT u MBC na ¢one ACT oOmuii Marauii SpuTpOLUTOB,
KapHUTUH U ¢pakuuu. [Ipu cHKeHHH OMOXMMHYECKHX TOKaszareled — Ha3HayaTh
npenapatsl Maraus (MaraunitB6®, Maraepor®, ap.), L-kapautuna (Dnpkap®, ap) Ha 4
HEJEIN B BO3PACTHOM [I03UPOBKE B KAa4€CTBE MOHOTEpANMHM B MEPHOJ PEMHCCUHU IO
OCHOBHOMY 3a00JICBaHHUIO HE paHee uYeM depe3 2-3 HeOelau IO0cie OKOHYAHHS
OCHOBHOTO Kypca JiedeHHs comaTudecko matonoruu. Ilpm mabopatopHOM
MOJITBEPKJACHUN BBIPAKCHHOTO CHUIKEHUS OMOXMMHUYECKUX IIOKa3aTele — Kypcehl
POJIOHTUPOBaHHbIE A0 6 HeNIelb W MOBTOPHBIE 10 2-3 pa3 B TeueHwe roaa. llpu
OTCYTCTBUU JTAOOPATOPHBIX AHHBIX MCXOJUTh U3 CIEAYIOIIEro ajlropuTMa: Mpenapar
MarHusi Ha3HA4aeTcsi B BO3pPacTHOM n103€ | Kypc B TOJ IJUTEIbHOCTBIO 4 Henenu
namuentam ¢ JICT 2 crenenu u H®; 2-3 xypca B roa JIUTEIbHOCTHIO 4-6 HEnenb —
naupeHtam ¢ JICT 3 crenenu, M® u DO®. Ilpenapar L-kapuutuHa 1 Kypc B rop
JUTUTENBHOCTRIO 4 Henenu nokazaH nanuenTaM ¢ JICT 2 crenenu, M® u HO; 2 kypca B
roJi JUIMTENBHOCTHIO 6 Henenb — maruentaMm ¢ JICT 3 crenenu u 0.

6. [legmnaTpam, AETCKUM TacTpOIHTEpoOJOTaM U HedpojioraM TpH HAOMIOACHUH U
BEJICHUM MAI[MEHTOB PEKOMEHIyeTCsl UCTIO0JIb30BaTh «lIpakTnuueckue peKkoOMeHIaluu 1o
nucnancepuomy Habmiogenuto gerert ¢ XI'JI m JACT» (M.M. Hsanoma, 2022),
«lIpakTHueckue peKoMeHAauMuW MO JUCIAHCEPHOMY HaONIOJCHUIO JeTell ¢
nuenonedpurom u JICT» (U.U. UBanosa, H.}O. Kosanb, 2022).
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Cnmcok cokpameHniu
APTp — aHOManbHO PacnoioKEHHbIE TPAOEKYJIbI
BJII" — BopoHnkooOpa3Has aedopmanus rpyiuHbl
BHYC — BUCOYHO-HUKHEUEIIIOCTHON CyCTaB
I'Al" — rIMKO3aMUHOTIIMKAHbI
I'MC — runepMoOHIBHOCTH CYCTaBOB
['DOP — ractposzodareanbHbiil peduitokc
I'OPb — ractpoazodareanbnas pediitokcHas 0051e3Hb
JI'P — nyoneHoractpaibHbIi pedItoKc

JAN IIOII — nucnnacTUYecKrue U3MEHEHUS IISHHOI0 OT/Iea MO3BOHOYHHUKA

JIKBII — nuckuHe3us AKem4eBbIBOASIINX MyTEH
JICT — aucriiasust COeIMHUTEIIBHOM TKaHU
WNHII — uckpuBiieHHEe HOCOBOU NEPErOPOIKHU
JIBI' — nerkoe BaaBiieHUE I'PYIUHBI

MAPC — manas anomainus pa3BUTHUs cepala
MBC — MO4YeBBIIEIUTEIILHASI CUCTEMA

MMII — MaTpUKCHBIE METATIIONIPOTENHA3BI
M® — mapdanonogoOHbIi GpeHoTumn

H® — nexnaccuduimpoBanHbiii heHOTUI
[IMK — miponanc MUTpaabHOTO KJlaraHa
I[IMP — ny3bIpHO-MOYETOUYHUKOBBIN peITIOKC
[IIII1 — moBbIlIEHHAs TOABUKHOCTD ITOYEK
[IT — nuieBapUTENIbHBINA TPAKT

I19 — nuenoskrazus

CCT — C-TtepMUHaIBHBIN TEJIOMEITHT

CT — coequuurenbHasd TKaHb

XI'Jl — XpOHUYECKUMN TaCTPOIYOJCHUT

XpIIH — xpoHunueckuii nuenoHepput

YJIC — yanieyHo-JI0XaHOYHAsl cUCTEMa

HI® — menounas ¢gocdarasa

OKX — 3KTONMMYECKU Kpensinecs: XOpbl

D@ — snepconoao0HbIN (peHOTHIT

D11 — 5p0o3UBHO-S3BEHHbBIE TOPAKEHUS

Ab JIIK — s3BeHHas 001€3Hb IBEHAAIATUTICPCTHON KHUIIKH

[Toxnucano B neuats 22.05.2023 1.

Tupax 120 3x3.
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	2. Модифицирующее влияние ДСТ на течение заболеваний ПТ и МВС отличается у пациентов с разными фенотипами. Для детей с марфаноподобным фенотипом (МФ) характерны кислый гастроэзофагеальный рефлюкс (ГЭР), эрозивный эзофагит, деформация желчного пузыря; ...
	3. ДСТ в МВС реализуется, в первую очередь, в формировании обструктивных нарушений. Врожденные аномалии развития МВС (ВАРМС) встречаются существенно чаще при ДСТ, особенно при ДСТ 3 степени. Разные диспластические фенотипы ассоциированы с разными вари...

