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TpyoHOCTM KNMHMYECKOW amarHoCcTnkm runotupeosa (C'T) BO MHOrOM 3aBUCAT OT ry6uHbl M ANUTENBHOCTM HegocTaTka
FOPMOHOB WMTOBUIHOW Xene3bl (LK), koTopble NpakTUyecky y4acTeyioT B MeTabonname Bcex KNeTok opraHuama.
Hecneumndmyeckas KnmHuyeckas kapTuHa, HapylweHne yHKLMN pasnmnyHbiX OpraHos MOryT MacknpoBaTb 3T0
3abonesaHve nog Apyryio natonoruio. Takme 60/bHbIE HEPELKO ANNTENbHOE BPEMS NIeyatcs y Bpayei apyrmx
creunanbHocTen.

MMNoTMpeos — 370 KNMHUYECKUIA CUHAPOM, B OCHOBE KOTOPOro NiexXar camble pasHoobpasHble 3aboneBaHus,
Bbi3blBatowWwme CTonkuiA pedonumnt ropmoHos LUK nnan HapyweHue ux 6uonornyeckoro agodpekta Ha TKaHEBOM YPOBHE.
PacnpocTpaHeHHOCTb NEPBUYHOMO KNMHUYECKW BbipaxeHHoro I'T B nonynsummn coctaensiet 0,2—2,0%, cybKMMHMYECKOro
nepeuyHoro ' Ao 10% cpenmn XeHWmH 1 Ao 3% cpean My>X4unH (CooTHoweHue 6:1). 3abonesaemocTb ' T cocTaBnset 0,6—
3,5 cnyyaes Ha 1000 HaceneHus B rog [1].

Bpoxx aeHHbili runotmnpeod (BI'T), B OCHOBE KOTOPOro NEXUT NOMHAsA UM YacTUYHAs HeQOCTaTOYHOCTb TUPEOUAHbIX
ropmoHoB (TI), NpMBOANT K 3a0epXKe pasBMTUS BCEX OPraHoB 1 cucTeM pebeHka, B 0COBEHHOCTM MHTENNeKTa.
PacnpocTtpaHeHHocTb 3aboneBaHns B eBPOnecknx cTpaHax coctasnsieT 1 cnyyaii Ha 4000-5000 HOBOPOX AEHHBIX.
LeBoykn 6onetoT B 2-2,5 pasa valle, 4em Manbyunku. B nogasnstowem 6onbwmHCTBE cnydyaes (85—90%) nmeeT MECTO
nepsuyHbIA BI'T [2].

3mM6puonorus LWUTOBUAHOMN Xenesbl

Baknagka WX nponcxoamT Ha 3—4 Hepnene aMOPUOHANBLHOMO Pa3BMTUSA B BUAE HEMAPHOIO CPEAMHHOIO BbIPOCTA ANUTENUS
rNOTOYHOM KUWKW. MNepBoHavanbHO Xenesa MUrpupyeT Ha LWeko crnepean OT NoabA3bl4HOM KOCTU 1 fAanee nepeMewaeTcs
K HayanbHoi Yactu Tpaxen. OkoHuyaTtenbHo WX nnona dpopmupyetcs k 12-i Henene 6epemMeHHocTH, a ¢ 15- Hepenu
HauymHaeT cuHTe3mpoBaTb TI. [Jo aToro nepuoaa nnoa obecneynBaeTcs MaTepuHckumm T, KOTOpble NPOHUKAIOT Yepes
heTonnaueHTapHblii Hapbep.

AHaToMus n dousmonorus

XX pacrnonaraeTtcs Ha lWwee BRepeau Tpaxen 1 Ha HOKOBbIX CTEHKAX ropTaHu, Npuaeras YacTUYHO K WATOBUAHOMY XPSiLly.
OHa cocTouT 13 AByX [ONel — NpaBol 1 NEBOI, COEANHEHHbIX NEPELLEAKOM, HO YacTo BCTpeyaeTcs TpeTbs fnobaBoyHas
nong (nMpamupanbHas), pacnonoXeHHas Ha nepenHer NOBEPXHOCTM Tpaxeun, OTX04slWas OT nepeLenka, 4To Takxe
SABNSETCA BAPUAHTOM HOPMbI.

OCHOBHbIMU CTPYKTYPHbIMK KOMMNoHeHTamu LXK sBnsioTcs doonnnkynbl. 9T0 3aMKHYThie WapoBUaHbIe 06pa3oBaHNs, BHYT-
PEHHSSI CTeHKA KOTOPbIX BbICTNAHA OAHUM cnoeM Ky6oobpasHbix CEKPETOPHBIX KNeToK (Tupeouutamu). Monoctb
chonnukyna 3anofiHeHa KONNoMA0M, OCHOBHLIM KOMMOHEHTOM KOTOPOro siBnsieTcs Tupeornobynuu (TI1). Kpome Toro, B
Hel KOHLEHTPUPYIOTCS CUHTE3MPyeMble TUpeounTamm NpeawecTBEeHHNKN 1 akTuBHble TI .

MapagonnukynspHele 3HAOKpUHOUNTLI (C-kneTku), pasbpocaHHble B TkaHu LXK, BbipabaTbiBaloT ropMOH KanbLUTOHWH,
yyacTBylowmii B perynauum metabonnama kanbumst n gpocdoopa. OcHoBHoi cpyHkumel LXK aBnsetcs cHabxeHue
opraHmama TI' — TpniAoLTUPOHUHOM (T3) U TUPOKCUHOM (T4), NS CMHTE3a KOTOPbIX HEOOX0AMMbI 04, aMUHOKUCNOTA

TMpO3uH 1 TIJ1.

TupeounT aKkTMBHO 3axBaThiBAET 04 N3 KPOBU, KOTOPLIV NOA AEACTBMEM (DEPMEHTA TUPEOonepokcnaasbl OKUCNSETCS,
opraHuuLMpyeTCcs 1 NpUCoeanHsIeTcs K TMpo3uHy B cocTase TIJ1. B Hayane ob6pasytoTcs NpeawecTBEHHUKN ak TUBHbIX
rOPMOHOB — MOHONOATUPO3UH (T1) 1 aniioaTUPO3nH (Ts). MNpu KoHOeHcaummn asyx Monekyn To hOpMUPYETCS aK TUBHBIIA

ropMoH T4, @ Npu B3anmoaeincTeumn T4 n To B HEOObWOM KONMYecTBe T3, KOTOPbIE AEMOHUPYOTCS B MONOCTM DONAMKYNa
LXK B coctaee TIJ1. 3anacos TI, HaxooswmMXcs B OONAUKYnax, xsatuno 6bl Ha 2 Mecsua.

B Hopme 3a cyTku WX BoipabatsiBaet 80—100 Mkr T4 1 5 Mkr T3. Bonbwas yactb Tg (okono 80%) obpasyetcs B
pesynbTaTte gerioauposaHus T4 NnyTeMm oTlWenneHms 04HOro atomMa inojda non OencTsmMeM genoanHas B nepudepmnyeckmnx
TKaHsx. VIMeHHO noaToMy cBoboaHbI T4 6onee anekBaTHO xapakTepuayeT dpyHkumio LXK, Tak kak obpasyeTcs TONbKO B
TupeounTax, a cBo60aHbIN T3 nnwb Ha 20% B HKX.

OT nonoBuWHbI A0 ABYX TpeTei T3 n T4 HAXOOAUTCS BHE WWTOBUAHOM Xenesbl. Bonblas yacTb LMPKYMPYeT B KPOBY B



komnnekce ¢ 6enkamu. Tonbko 0,03% T4 1 0,3% T3 HAXOASATCS B KPOBU B cBOBOAHON dhopMe. VIMeHHO cBoboHas dhopma
obnapaeT 6MONOrMYEeCcKon akTMBHOCTbIO. T3 — OCHOBHAs akTUBHAs hopMa MOATUPOHNHOB, Ero CPOACTBO K peLenTopam
KneTok-MuweHe B 10 pas Boilwe, YeM y T4. Mpy conanmonormyeckoi KOHUEHTpaLMy rOpMOHOB siAepHblE peLenTopbl 6onee
yeM Ha 90% cBs3aHbl ¢ Tg.

I"naBHbIM adhdpekTOM ropmoHoB LXK sBnsieTcs akTvBaums TpaHCKpUNUMM reHoB B sape. o4 nx BAMSHWEM B KNneTKax
opraHa HauyvMHaeTcsl CMHTE3 60MbLWOro KONMYECTBA (DEPMEHTOB, CTPYKTYPHBIX U TPaHCMOPTHBIX 6enkoB. OHY yBenMynBaoT
aKTMBHOCTb MUTOXOHAPUIA U SAEPHBIX PELLENTOPOB, CTUMYNNPYS Npouece TpaHckpunuum [3]. B pesynbTaTte obpasyetcs
60/bLlWOoe KONMMYECTBO Pa3NMYHbIX TUMOB MHAPOPMaLUMOHHbIX PHK, koTopble NpnBoasit kK 06pa3oBaHmMio MHOXECTBA HOBbIX
BHYTPUKNETOYHbIX 6NKOB, HE06X0ANMBIX 415 PaboThl KNETOK. OTO [OKa3biBAET MHEHME O TUPOKCWHE KaK O NMPOropMoHe ©
0 TPUAOLATUPOHMHE KaK 06 UCTUHHOM TUPEOUAHOM rOPMOHE.

Perynsauus cuHTesa n cekpeummn Tl HAXOAMTCA NOL KOHTPONEM runoTanamo-runodusapHo-TupeonaHoi cuctemsl (M TC)
Mo MPVHUMMY OoTpuULaTenbHO obpaTHOl cBs3u. MunoTanamyc BoipabaTtbiBaeT TUPEOTPONUH-PUAN3UHT-FOPMOH (TPT),
KOTOpPbIA CTUMYNUPYeT BbipaboTKy nepenHelt fonei runogusa tupeotponHoro ropmoHa (TTI), HeobxoamMMoro ans
CVHTe3a WwuToBmaHom Xxenesow TI. Boicokme KoHueHTpauun Tg n T4 nogasnsioT npoaykumio TTI, HU3Kue cTumynmpyioT.

TI 06napaloT WUPOKKMM CNEKTPOM BMONOrMYecKoro AeNCTBMS AN HOPMaNbHOTrO Pa3BUTUS OPraHM3Ma B aHTeHaTalbHOM U
nocTHaTanbHbIX Nepuoaax, y4acTsys B npoueccax ambpuoreHesa, pocta nnoaa, anpepeHUnpoBaHmns TkaHen,
CO3pEBAHNS UMMYHHO, KPOBETBOPHOW 1 APYrNX CUCTEM OpraHn3ma.

Ctumynunpys mobunusauuo u okucneHme xupHoix kucnot (XKK), TI cnocobcTByoT 06pasoBaHmMio SHAOrEHHOMO
xonecTtepuHa (XC), koTopblii He06X0OUM ANS MOCTPOEHUS MONOBbLIX U CTEPOMAHLIX FOPMOHOB, XeNYHbIX KUCNOT. OHK
YBENNYMBAIOT aKTUBHOCTb NEYEHOYHOW NNasbl, BANSIOT HA TpaHcrnopT cesidaHHbix XK, cnocobeteytoT abcopbumm n
BbiBeaeHno XC B cocTaBe XenyHblx KUCnor [4].

Tl noBbIWAOT YPOBEHb MOKO3bl B KPOBU, YCUNINBAIOT IMIOKOHEOrEeHE3 1 TOPMO3SAT CUHTES FIMKOreHa B NEYEHN 1
CKEeNeTHbIX Mblwuax. TakXke OHM yCUNMBaloT 3axBat 1 YTUAN3ALMIO FIOKO3bl KNeTKaMuy, NOBbIWAsA aKTUBHOCTb KITKOUYEBbIX
doepMeHTOB rnnkonunsa [5].

B PU3NONOrNMYECKNX KOHLEHTPaLNSAX TI okasblBaloT aHabonuyeckoe nencrTene Ha obMeH 6eKoB: NOBLIWAOT CUHTE3
6enkoB 1 TOPMO3AT MX pacnag, NonoXUTeNbHO B/IMAA HA a30TUCTbIN 6anaHc.

BaxxHoe mecTo 3aHuMaloT ropmoHbl WX B perynsumm cuHTesa u cekpeuun ropmoHa pocta (I'P). Vx geicteme Ha pocT
CUHeprunyHo ¢ agpdpekToM 'P. Bo Bcex yyacTkax KOCTHOW 1 XpSLWEeBOi TkaHW obHapyxeHa akcnpeccus peuentopos TI kak
B ocTeobnactax, Tak u B octeoknactax. Hesasmcumo ot 'P TI” yckopstoT NPOLOSbHbIA POCT KOCTEN M y4acTBYIOT B
CO3peBaHUN rMnNepTPotUYECKOR 30Hbl POCTOBOM NAACTUHKW. KNoYeByto po/b B 3TOM NPOLIECCE OHM UrpatoT B NepBble
rofbl XW3HW.

B otnnuve ot acpcpekTa NP, T B 6onbluei cTeneHy BANSIOT HA AN depeHLMpOoBaHe, CO3peBaHe TKaHel 1 npexae
BCEro Ha NuUHelHbIn pocT pebexka [6]. TMPOKCKH oKasblBaeT BANSIHWE HA aKTUBHOCTb aApeHannHa u XonuMHacTepassl,
perynvpyet peabcopbLmio XNAKOCTU B NOYEYHbIX KaHanbLax, BO34ENCTBYET Ha KNETOYHYIO MPOHMLAEMOCTb, Ha YPOBEHb
OKWCNNTENBHbIX NMPOLIECCOB B OPraHn3mMe, Ha OCHOBHO 06MeH, Ha apUTPONoas.

OpnHoii 13 goyHkumii LXK siBnsieTcs nopaepxka kanbumit-coocgpopHoro obmeHa B opraHuame [7].

Tl aBNsIOTCS BaXHbIMK perynatopamu cepaeyHon geatenbHoctu. OHu yBENNYMBAIOT YyBCTBUTENbHOCTb PELENTOPOB
CepAeyYHO-COCYANCTON CUCTEMbI K KaTexonammHaM, yyalas putM cepaeyHbiX COKpaleHuit, 1 KOCBEHHO PerynupytoT TOHYC
COCYyOOB, aKTVBMPYS PEHUH-aHTMOTEH3MH-anbaocTepoHoByto cuctemy (PAAC).

Bnuss Ha konmuectBo paboTatowmx Nat/K*-ATd a3 nocpescTBOM BO3OENCTBNS HA TPAHCKPUNLMIO TeHOB,
KOHTponupyowmx konndectso ATd asHbix cy6beanHuy, T okas3biBaloT OrPOMHOE B/MsHUE HA peabcopbumio B noykax,
TEM CaMbIM PErynnpys aNeKTPONUTHbIA 0BMeH B noykax [8].

KonoccanbHyto ponb TI™ urpatot B oopMMpoBaHnM 1 OYHKLUMOHMPOBaHNM Mo3ra. OHW BANAIOT Ha AnddhepeHLMpoBKY
HeMpoHOB, POCT aKCOHOB W OEeHAPUTOB, Yy4aCTBYIOT B DOPMUPOBAHNIN CUHAMCOB, IMOreHe3e, Co3peBaHnn runnokamna v
MO33Xeuka, HauuHas ¢ 5-i Hegenu BHYTPUYTPOBHOMO Neproaa 1 Ha NPOTSXEHUU NEPBbLIX ABYX NET XW3Hu. TI
HeobX0aouMbl 4N51 MUENNHU3ALMN OTPOCTKOB HEMpOoLMUTOB. [ocne poxXAeHVs 0TBeYaloT 3a MHTENNEKTyanbHbI MoTeHuuan,
CnocobHocCTb k 0byyeHuto. Mog nx KOHTPoNeM audphepeHLMpyeTcs ynnTka, goopmmupyetcs cnyx [9].

MaToreHes

B 3aBucumocTm ot yposHS nopaxexus [T TC runoTnpeos knaccuuumpyoT Ha NepBUYHBbIA (TUPEOreHHBbI) — NpoLece
passuBaeTcst HenocpeacTseHHo B LUK BTOpMYHbIA (rnodunsapHbii), CBA3aHHbIN C HApyLWeHeM PYHKLUK nepenHen 4onm
runodoraa; TPeTUYHbI — NaToNorus runoTanamyca, NnocneaHui HeLocTaToyHo BuipabateiBaeT TPIT. B peakux cnyyasx
BcTpeyaeTcs [T, CBA3aHHbIV C HapyleHWeM KoHBepcun T4 B Ts. Mo TaXecTn 3a6oneBaHuns BbIAENAOT TPAH3UTOPHBI,



cyOKnMHMYecKuid, MaHnecTHbll ['T. Y 95-98% BGonbHbix HabnopaeTcs nepsuyHblid I'T 1 nvwb y 2—5% BTOPUYHDBINA 1
TpeTnyHbI [10].

OnutenbHblii nedouumnT cneundmyeckoro aenctems TI Ha opraHbl-MUWEHN MPUBOONT K CHUXEHMIO CKOPOCTM
OKUCNINTENBbHO-BOCCTAHOBUTENbHbIX PeakUnii, CHUXEHWIO ak TUBHOCTU aHabonmnyeckmx 1 katabonmyeckmx npoLeccos, K
YCUNEHNIO TPaHCMeMBpaHHO KNeTOYHOW NPoHMLAeMOCTU. Bee 3To cnocobcTByeT HAKOMNEHMIO B TKAHAX HEAOOKUCEHHbIX
NpoAayKTOB 0BMeHa, YTO CNY>XUT NPUYNHON CPYHKLIMOHANBHBIX 1 OPraHNYecknx HapylweHui pasnnyHbiXx CUCTEM OpraHn3ma.

OCHOBHbIM NAaTOreHeTUYECKMM MEXAHN3MOM MHOrux cumntomoB ' T sBnsieTcs HapylweHune meTabonunsma 6enKa,
3amenneHne ero CMHTe3a 1 pacnana, HakonneHne B TKaHaxX MyLnHa, KOTOprI7I obnapmaeTt cnocobHOCTbIO 3adepXxuBaTtb
BOAY M Bbl3blBaTb CNN3UCTBIN 0TeK opraHos u TKaHew.

MyUWMHbI (MyKONPOTENHbI) — 3TO CEMENCTBO BbICOKOMONIEKY NSIPHBIX FNIMKONPOTENHOB, COAEPXAaLUMX KUCNble
nonucaxapubl. OHN UMEIOT reneobpasHyto KOHCUCTEHUMIO. MI36bITOK rNMKO3aMHOM INKAaHOB, KOTOPbIE HAXOASTCS B
CBSI3aHHOM U B CBOOOHOM COCTOSIHUW B MYLIMHE, U3MEHSIIOT KOMOUAHYIO CTPYKTYPY TKaHW, yCUIMBAIOT ee
rMapPoOUIbHOCTb, YTO NPUBOANT K HAByXaHWIO U pa3pbiXEHMIO KONNAreHOBbIX BONOKOH [4].

Y 60NbHbIX CHMXXaeTcst OCHOBHOM 06MeH. HapywaeTcsi Tepmoperynsaums. NpeobnanaeT Tennootnava Hag
TennonpoaykKumen.

MNoTUpPeos3 — 0JHO U3 HEMHOT KX 3a60NeBaHunii, B AMarHOCTNKE KOTOPbIX HET YeTKMX KNIMHUYECKUX 3HAKOB. MauneHT
MoXeT obpaTuTbCsl 3a NOMOLLbIO K Bpayy ntoboii cneunansHocTu. B cBsian ¢ aTum I'T Hepenko AnarHocTupyeTcs Yepes
MecsiLbl 1 faxe rofbl Nocne nosiBNeHns ero nepebix cMMNTOMOB. K coxaneHuio, ownboyHas TpakToBka
HecneumngUYeckmx 1 MHOrorpaHHbIX NPU3HaKoB aToro 3aboneBaHns oTnansieT CBOEBPEMEHHOe Ha3HavyeHne
rOPMOHaNbHOW Tepanuu, yxylwas Ka4ecTBO XMW3HW NaUNEHTOB W AaNbHERWMNA NPOrHO3.

KnuHnyeckue CUHAOPOMbBI OJZINTEeNIbHO TeKyllero runotmpeosa
r'mnortupeos n Mmerabonunyeckne N3MeHeHUs!

CHUXeHHbIA BriocuHTes 6enka u OOHOBPEMEHHO ero pacnan npuBooAT K 3a4epXKe a30TUCTbIX NPOAYKTOB B OpraHnime,
npum aTom y 60NbWWHCTBA NaLUMEHTOB OTMEYaeTCs NMONOXUTENbHbIV a30TUCTbIN GanaHc 1 NoBbIleHNe YPOBHSA
CbIBOPOTO4YHOI O aﬂbﬁyMVIHa.

B TkaHsIx cHMXaeTcst cogepXaHue HyKNemHoBbIX KUCNOT, HapylwaeTcs 0BMeH MyKononnucaxapunos, B KPOBM
yBENUYMBAETCS colepXaHue obLmx rekco3aMmMHOB, NOBbLIWAETCS NPOLEHTHOE COOTHOLWEHWE ranakTo3aMuHa u
rNOKO3aMuHa, yMeHbLaeTCsl BblAeNeHe C MOYOi YpOMyKoMIoB. B KoXe 1 NOAKOXHOM KneTyatke HakannmBaeTcs
60/1blWoe KONMMYECTBO MYLIMHO3HOIO BELWECTBA, COCTOSILErO rMaBHbIM 06pa3oM M3 MyKomnonmcaxapuaos, ruanypoHoBO 1
XOHOPOUTUMHCEPHOI KMCNOT. HakonneHne aTnx BeWeCTB Bbl3blBaeT CBOE0OPa3HbIi CIN3NCTLIN 0TEK — MUKCEAEMY.

B coeanHUTEeNbHOM TKaHWN MbIlL, HEPBHbIX CTBOMOB, BHYTPEHHUX OPraHOB BO3HUKAIOT SBNEHUS MyLMHO3HOMO OTeKa.
OJnHoBpeMeHHO HapywaeTcst 0OMeH KonnareHa, yMeHblWaeTCsl BblAe/IeHNe C MOYO OKCUMNPONHA.

Ins 6onbHbix ['T xapakTepHa ancnnnuiaemms. B kposn HabnoaaeTcs NoBbILEHHOE conepxaHne XC, Tpurnuuepuaos,
nunonpoTenaos HM3kon nnoTHocTtu (JIMHIT), dpocponunmnoos, a KoAMYeCTBO MMMONPOTENAOB BbicoOKOW nnoTHocTw (JIMNBIT)
ocTaeTcs HopMasbHbLIM U YMEPEHHO CHUXaeTcs. HapyweHns xXunpoeoro obmMeHa Bbi3BaHbl HU3KOW akTUBHOCTbIO
doepMeHTa nMnonpoTenanunasbl, HapyweHeM TPaHCNopTa 1 BbIBEAEHNS aTepOoreHHbIX TMNUL0B U3 OpraHMama c Xenybto,
yMeHbLleHveM nnoTHocTy peuenTtopos JIMNHI Ha renaTounTtax. Mpu Hannyum oucnunuoemMmn n apTepuanbHon
rMNepTEH3NN NePBUYHBIA TMMNOTUPEO3 MOXHO paccMaTpmBaTh Kak pakTop pucka passutna atepockneposa.

ViameHeHwne yrnesoaHoro obMeHa npu ['T cBA3bIBAIOT C 3aMea/ieHeM BCAChIBAHUS OKO3bl B XeNyA0YHO-KMWEYHOM
TpakTe (XKKT) u cHuxeHmem ee ytmnusaumm. Kpueas rioko30TonepaHTHOro tecta 0bbl4HO Nniockasi, FMkeMmyecknii nmk
HM3KuiA. Cekpeuns MHCYNMHa Ha Harpy3Ky OeKCTpO3bl HEBLICOKAS U OTCPOYEHHas. HekoTopble nccnenosarenm oTMeyaroT
MOBBIWEHHYIO YyBCTBUTENBHOCTb KNETOK K MHCYNuHY [11].

TI SBNSIIOTCS @aHTArOHUCTaMM WHCYMHA, HO HeaaBHO BbiNo BbIICHEHO, YTO MO BAVSIHWIO HA NEpUepMYecKne TKaHu OHK
SABNSIOTCS CUHEPrNCTaMUN MHCYNIMHA U CNOCOBCTBYIOT TPAHCMOPTY M yTUnM3aumm raoko3sl. Mpu I'T cekpeumnsi NpouHey nnHa
N UHCYNNHA CHMUXEHA, HO Ha (hOHEe 3aMeCTUTENbHOWN ropMoHansHon Tepanum (31 T) nocTeneHHo HapacTaeT [5].

HapymeHl/le BOOHOro 06MeHa CBSI3aHO C MOBbILEHHOW FI/I,EI,paTaLI,I/IOHHOIZ CrnocobHOCTbIO MyuunHa n "SMeHeHnem
rMapodUNbHOCTU KONNOUO0B, YTO Bbi3blBAET 3a4ePXKY BOAbl B OPraHn3Me n CHUXeHue guypesa.

I'nnompeon,q Hasi gepMonaruns

OnHMM 13 TAXENbIX OCNOXHeHUR T aBnseTca MukcegeMa — CNmM3ncThlid Nnn MYLIMHO3HbIN OTEK KOXW U MOAKOXHOMN
Knet4yaTku, KOTOprI7I pa3snBaeTCda BCNneancTteme HakonneHms B 3TUX TKaHAX 136bITOYHOIro KONMYeCTBa
rNMOKO3aMNHOT IMKaHOB U rmanypOHoson KMCNoTbl. OTK BelecTBa 061anatoT BbICOKOM rMApOdPUNbHOCTbLIO U B KOMMEKCE C



6enkamu NoBbIWAKT OHKOTUYECKOE AABMIEHNE BO BHECOCYAUCTOM NPOCTPAHCTBE, YTO COMPOBOXAAETCSA 3a0ePXKKOM
XUnAKoCTH. JInuo BonbHBIX CTAHOBUTCS MackoobpasHbiM 3a CHET MUKCEAEMaTO3HOro NNOTHOro oTeka. IMybbl n Hoc
YTOJILEHbI, PE3KO 0TeYHbI BEPXHIEe Beky (MepuopbuTanbHblii 0Tek). POT NOCTOSIHHO NONYOTKPLIT. SA3bIK 6OMbLLON,
BbICTYMNaeT M30 pTa. XapakTepHbl MelkoobpasHas 0TEYHOCTb BEPXHUX U HUXHUX KOHEYHoCTel. B psae cnyyaes
OTMEYaeTCst 0TEYHOCTb B HAOK/OUNYHON 061acTU, HA ThINbHOW NOBEPXHOCTY KncTel u cton. Oteku npu I'T cnocobeTaytoT
NOBLIWEHWIO TKAHEBOrO AaBneHus. [MoaKoXHas TKaHb CTAHOBMUTCS NNOTHOW, HEeNoAaTMBOV NPY HA4ABNUBAHUM.

Mwkcenema passuBaeTca npn onnTenbHO Hene4eHom I'T, yt0 PedKo BCTpevaeTcsd B HACToslee BpeMs.

TeMnepaTypa Tena CHXeHa U3-3a HapyLeHnsi OCHOBHOro obMeHa 1 TepMoperynsuumn ¢ npeobnagaHnem TennooTnaqum
Hag Tennonponykumei. BonbHble Nnoxo nepeHocaT xonod. Koxa Toncras, cyxas, XonofaHas, 6nefiHasi ¢ KCAHTOXPOMHbIM
(xenToBatbiM) OTTEHKOM 13-3a HAPYLWEHNS YyTUIN3ALMN MUFMEHTa KapoTuHa B nevyeHn. OHa He cobupaeTcs B CKnamnku, Ha
NIOKTSAX WeNyWNTCS N3-3a MOHUXEHHOW CeKpeLnn NMOTOBbIX U CalbHbIX Xenes, MMeeT «MPaMOPHbI» PUCYHOK.

Bonocbl nomMkue, Tyck/ble, BbINanatoT Ha ronioBe, 6poBsX, KOHEYHOCTSIX, MeAIeHHO pacTyT. XapakTepHa cebopest
BOJIOCMCTOM YacTu ronossbl, N6a, Bek. BcTpeyaeTcs rHeaaHas NnewnBocTb U ToTanbHas anoneums. Y noApocTkoB
HabntogaeTcst CKyIHOe 0BOJIOCEHMe. XapaKkTepeH CMMNTOM XepTora — BbinaaeHne 6poBeli B laTepanbHOl 30He,
BbiNaaeHve Bonoc B o6n1acTu nobka 1 NoAMbIWeYHbIX SIMOK. Bce 910 siBnseTcst cneacTsmemM guctpodum BONOCSHbIX
doonnukynoe 6e3 PONNUKYNSPHOro KepaTosa.

HorTtu MoryT MeHsiTb LBeT, doopMy. OHU TOHKME C NPOLONbHON UK NMONEPEYHON NCHEPHEHHOCTBIO, CTAHOBSITCS TOMKUMUA U
XPYNKUMK, MeANEHHO pacTyT. Hortesas mnacTvHa 4acTU4HO paccnameaeTcs. Takne N3MeHeHNs CBS3bIBAOT C
HapyLweHusM1M obMeHa cepbl B NpoLEecce oOPMUPOBAHUS KepaTNHA HOrTEBbIX NMNACTUHOK.

I'Mnompeoa Mn cucrteMa opraHoB LObiXaHnsl

MatoreHes paccTpoiicTBa AbixaHus npu T CBA3bIBAIOT C HAPYLWEHWEM PUTMUYECKON aKTUBHOCTY AblXaTENbHOrO LIEHTPA,
HEePBHO-MbILWEYHO NPOBOAUMOCTH, NOBbIWEHHON NPOHNLAEMOCTbBIO NErOYHbIX KannnnspoB, MyLMHO3HbIMWA N3MEHEHUSMU B
CNN3UCTOW ApIXaTeNbHbIX NyTel U MbilLaXx, Y4acTBYOWNX B aKTe ObIXaHUS.

Y naumveHTOoB BbIABNSAETCS CHUXEHNE MakCUManbHOW eMKOCTU NEerkux u BeHTUNAUnoHHoro oteeta Ha CO2. OcHOBHOM
MPUYMHO cHnTaeTcs cnabocTb MblWL AuaddparMbl U FMNOBEHTUASALMS, NPUBOASAILASA K runepkanHun. Y 6onbHbix I'T
HabnoagaeTcs NoBbIWEHHAs BOCMPUMMYMBOCTD K PECMNUPATOPHO-BUPYCHBIM MHADEKLMAM, BPOHXMTaM U 04aroBbIM
NMHEBMOHMSIM, KOTOPbIE PA3BUBAIOTCS BANO, MMEIOT 3aTsXXHOe TedeHne. TemnepaTypHas peakums MoXeT OTCYyTCTBOBATb.
3Ha4YMTENBHO OCOXHSIETCS TEYEHUE U KoMNeHcaumst BpoHxmnanbHon acTMbl. BO3MOXHO cKomneHne XnaokocTu B
nneepanbHol NON0OCTU B peayfbTaTe passBmMTUs MUKCe1eMaTo3Horo noanceposnTa.

Y HekoTopbIx 60/bHbIX Bblpa>k eHHbIA MyLIMHO3HbIA OTEK CNN3UCTOM 060M0YKM AblXxaTeNbHbIX NyTei Ha OOHE CHUXEHHOIA
YyBCTBMTENbHOCTY [bIXaTE€NbHOro LIEHTPAa MOXET BbI3blBaTb CMHAPOM arnHo3 BO CHe. [lpixaTenbHas HefoCTaTOYHOCTb —
04Ha N3 OCHOBHbIX NPUYMH CMEPTU BONbHBIX C MUKCELEMATO3HON (rMNOTUPEON o) Komoi [12].

Huskwia, nHorpa rpy6eiii ronoc npu T sABnsieTCS CNEACTBMEM MYLIMHO3HOMO OTEeKa roN0COBbIX CBSA30K 1 OTeKa ropTaHu, a
Tak>Xe CyxOCTW CIM3NCTOMN ObIxaTeNbHbIX NyTei. Y feTeil paHHero Bo3pacTta n3-3a 06CTpyKLUUM BEPXHUX AbIXaTeNbHbIX
nyTei AblxaHue Yepes HoC 3aTpynHeHo. Houbio BO3MOXXHbI MPUCTYMbI anHO3 C Pa3BUTUEM FMNEPKanHum 1 rmnokKcum.
Bcnencteue nameHeHUs ronoca U 0HOBPEMEHHO OTEYHOCTU s3blka U ry6 peyb CTAHOBUTCS HEBHSTHOW.

HDecouumnt T accounmpyeTcs ¢ pecnupaTopHbIM ANCTPECC-CUHAPOMOM HOBOPOXAEHHbIX, Tak Kak TI™ yyacTsyloT B
NpoLyKumm cypdakTaHTa u B co3pesaHmu nerkux nnoga. Jecouunt cypdpaktaHta npu BI'T moxeT ctatb NpuumHoi
MUKpOATEeNekTa3oB, KOTOPbIE HE BU3YanvM3npyoTcsa Npy peHTreHorpadmm [13].

CepaeyHo-cocynucrasi cucreMa

B ocHOBe M3MeHeHWi aesiTenbHOCTM cepaua npu [T NeXnT MHTEPCTMUMANbHBIA OTEK CepLEeYHOMN MbILLbl, CHUXEHWE
OKMCNUTENbHBIX MPOLIECCOB, YMEHbLLEHUE POCHATHBIX COEANHEHWIA, N3BBITOYHOE OTNIOXEHUE FMUKOreHa B MUOKapae,
aHemus. MNManeHre cekpeLmmn KaTexonaMmmMHoOB, HapylleHUe YyBCTBUTENBHOCTM MMOKapAa K UX OEACTBUIO OTpULATENbHO
CKa3blBaAIOTCS HA COKpaTUTENbHON CNocobHOCTU cepaua. CTpanaeTt HacocHasi OYHKLWS NIEBOMO Xenynoyka,
XapakTepusyiowascs MeaneHHbIM paccnabneHmemM Mrnokapaa U MU3MEHEHNEM paHHel (pasbl ero HanoHeHWs. PassuBaeTcs
TOHOreHHas ounatauus nonoctei cepaua. Hapywaetcs kpoBocHabxeHne cepaeyHoi MbiwLbl. CepreyHblii BEIGpOC
MoXeT BbiTb CHUXeH Ha 30—-40% OT HOpMbI. B TaXenbix cnyyasix passBMBaeTcs 3acToliHas cepliedHasl HeoCTaTOYHOCTb.
970 NPMBOAMT K PACLIMPEHMIO TPAHWL, CEPLEYHON TYNOCTM NPY NEPKYCCUM 1 YBENMYEHMIO Pa3MepoB cepaLa Ha
peHTreHorpammax.

Y 30-80% 60onbHbIX ['T BhISBNSIETCS HANMYMe XUOKOCTU B neprkapae. B coyeTaHnm ¢ OpyrnmMm nposiBNeHUSIMM
rMNoTMPEonaHoOro ceposnta (rMapoTopakCcoM, acCLUMTOM) 3TO MOXET Bbl3biBaTb CMIOXHOCTM NPW NOCTAHOBKE AnarHosa [14].
BbinoT B nepukaphe HakannneaeTcs MeaneHHo, o6bem ero ot 10-30 go 100-150 mn. TamnoHana cepaua passuBaeTcs
ouYeHb penko. JlabopaTopHbie N3MEHEHUS MPU FTUMOTUPEOUAHOM NONNCEPO3NTE MUHMMASBHBI.



I'T BbI3bIBAET HapacTaHWe obLWero NneprutepUYECcKoro CoNpoTMBIEHNS COCYI0B, C YEM B ONPeAeNeHHO Mepe CBA3aHO
MOBbIWEHME ANACTONNYECKOro apTepmansHoro gaesnenns (OAlN). YmepenHasa OAl npu I'T Boisnsetca B 15-28%, uto
npubnnManTenbHO B 3 pasa vaue, Yem B 300p0BoI nonynsumun. CoaepxaHue anbnocTepoHa U peHuHa B niasme Kposw
CHVXXEHO B 3TUX cnyyvasix, T. e. Al npu ['T HOCUT rMNOPEHUHOBBIN 1 HATPUN3aBUCKMbIA XapakTep. Y Takmx 601bHbIX
MOBbIWEH NMOPOr BKYCOBOI YyBCTBMTENBHOCTY K NMOBAPEHHOW COMK, 4TO ycyrybnset teveHne OAl [15].

CHuxenune TI Hapywaet prHKLI,I/HO 3HOO0TENNA COCynoB, C YEM CBA3bIBAIOT HApyLleHne 06pa303aH|/|s| NO-crHTa3bl B HEM.
3rT y 60NbHbIX Cy6KJ‘II/IHI/I'-IeCKI/IM r’mnoTnpeo3om 6es cepnequ-cocy,u,MCTon naTosiornn BocCtaHaBnmBana Bblpa60TKy
aTOro dpepmeHTa [16].

B KNMHUKe xapakTepHbl paclupeHne rpaHuL, cepaua, ruyxocTb TOHOB, 6paanKapans, CUCTONIMYECKMIA WyM Ha BepXyLKe.
CucTonmyeckoe 1 nynbCoBOE AABMEHUE YMEPEHHO CHUXEHbI.

Ha 9K onpenensieTcs cuHycosasi 6paavkapans, CHUXeHMe BofbTaxa, CrinaxeHHocTb 3ybua T, yanvHeHne nHtepeana
P-R, pacwupenne komnnekca QRS, yonnHeHne nHtepsana QT.

CeovictBeHHas ' T runepnunuaemmns — noebliweHHoe cogepxanue XC, JIMNHI, Tpuravuepnnos Ha doHe cHuxeHus JTTBI
MOXeT CrocobCTBOBATh YCKOPEHMIO aTeporeHesa 1 passuTumio Nemmyeckoi 6onesHn cepaua.

O gpekTmBHas 3T cnocobCTBYET perpeccun NepedncneHHbIX Bollle CUMMITOMOB.
XKeny.noyHo-kuiLeYHbIA TPaKT

MopaxeHue nuwesapuTenbHo cuctembl Npu [T NposiBNsieTcs MyUMHO3HbIM 0TekoM cTeHokK XKT 1 HapyweHneM doyHKLMiA
BCEX €ro 3BeHbeB. CekpeTopHas AesTENbHOCTb XenyiKa XapakTepnayeTcs rmrno- U axnopruapueli co 3Ha4NTENbHbIM
YMEHbLUEHNEM COLEpPXaHns NnerncuHoreHa B Xenyno4Hom coke [17]. 3ameansieTcs ONnopoXHeHNe Xenyaka n naccax
MUK NO KNWEYHUKY. B pesynbTtate CHUXeHWst MbllweyHoro ToHyca XKT, ocnabneHust ero oBuraTeibHON goyHKLUN
BO3HMKAET PaCTSXEHME XeNyaKa y KMWeYHrKa C YNOPHbIMK 3anopamu, He NoAAaloWwmMMUcs Tepanmmu cnabrtenbHbIMU.

Mpwn Ts5xenom TeveHnn T BO3MOXHO pa3BuTME MEFAKOOHA M AaXe NapannTUYeckon KNWEeYHOW HENPOXOAMMOCTW.
YKazaHHble U3MEHEHNs MOTyT BbITb CNeACTBMEM aBTOHOMHOM HeMponaTi U MMonaTum kKuweyHrka. Hapywaetcs
nepenava HePBHbIX UMMYbCOB B MUOHEBPAbHbIX COeaMHeHMsX [18]. CnuancTtas obonoyka Xenyaka v KUeyHmka
0TeuHa, pasBMBaloTCs atpogouyeckune npouecchl. Abcopbums BCeX KOMMOHEHTOB MWLM B KMIWEYHVKE Le30praHn30BaHa,
nepuctanbTuka 3amenneHa. B Tsxxenbix cnyyasix BO3MOXHO pasBuTre CHApoMa Manbabcopbumu.

HapyweHuve yrnesoaHoro obMeHa nposiBAsSieTCs MEANEHHBIM BCAChIBAHUEM T IIOKO3bl B KULWEYHWKE U CHUXEHWEM e
yTunuaaumm. CUMNTOMbI FMMNOr IMKEMUN PERKO cpmkeupytoTcs. CHUXEHUE YPOBHS IIOKO3bl B KPOBW KOMMEHCUMPYETCS
pacnanoMm rnvkoreHa B neYeHu.

BonbHble XanylTcs Ha Ancdarnio, TOWHOTY, CHUXeHWe anneTuta us-3a Hanmdus 306a v oTeka MArkux TkaHen. s1sblk He
nomeLaeTcsi BO PTY, YTO/WEH, MACTO3HLIA, CO CNefaMm 0TneyaTkoB 3y60B Ha ero 60KOBbIX MOBEPXHOCTSAX. Hepeako
HabnoaalnTCa NapoaoHTO3 1 NOBLIWEHHAS CKNIOHHOCTbL K Kapuecy 3y0oB.

MeyeHb npw I'T yBennyeHa, XoTa yHKLMS ee 0ObIYHO HE HapylleHa. B To Xe BpeMsi BO3MOXHO YMEPEHHOE MOBbILEHNE B
CbIBOPOTKE KPOBW NakTaTaernaporeHasbl, acnaprarammHoTpaHcdepasbl 1 kpeaTuHdocdokunHassl (KPK) [19]. Y
60nbHbIX I'T HEPEnKO BCTPEYAETCH AUCKMHE3NS XENYHBIX MyTEe N0 rMNOTOHMYECKOMY TUMy. 3acToi Xenum B
XEeNYEBLIBOASILMX NYTSX HA POHE FMMNepXonecTepruHeMun cnocobcTeyeT kamHeobpaszoBaHuto. MoCTOSHHBIMM CUMITOMaMK
3ab6oneBaHuns SBNSIOTCS 3aAMOP U METEOPU3M. YBENMYEHNE MACChl TeNa y Takmx nauneHToB 0B6yCnoBneHo npex e BCero
3a4epXKOom XNIOKOCTHU.

Moykn

Moykyn ypesBblvaiHO YyYBCTBUTENbHBI K AedouumnTy 1 Tem 6onee otcyTtcTBmio TI. Mpu I'T nponcxoanT yMeHbleHme
Na+/K+-ATdasbl B 6a3anbHo MEMBpaHe, B pe3ybTate Yero HapylwaeTcs TpaHCNopTHas hyHKLUMUS NoYek. 910 NpUBOAUT
K MOBbIWEHWIO 3KCKPELIMN HATPMS U CHUXEHNIO 9KCKpeLun Kanmsl.

CtpanaeT PAAC, HapylwaeTcs CUHTE3 PeHUHa NoYkaMmu, CHUXaeTcsl obpasoBaHue aHrnoTeHauHa ll. ManaeTt noyeyHsbiii
KPOBOTOK, KOTOPbI/ MOXeT cocTaBnsTb npu 'T fo 60% 0T HOPMbI, U CKOPOCTb KNyBoukoBoi dounbTpaumn (CKD). B
pesynbTate y 60NMbHbIX 3a4epPXUBAETCH XMNOKOCTb M PA3BUBAIOTCSA OTEKM, MOBbIWAETCSH NPOHULAEMOCTb Kanunnspos,
HakannMearTCs rMMKO3aMUHOT NNKaHbI.

NuMcpoToK yXyAawaeTcs, CHAXAaEeTCs KOHUEHTPaLMOHHast cnocoBHOCTb MOYEK, YTO MOXET COMPOBOXAATLCS YMEPEHHOA
npoTevHypveii. PassmBaeTtcs runotupeonaHas TybynonaTtus, xapakTepusyowascs HapyLweHMeM oCMopery nupytowei u
KMCNOTOBbIAENUTENBHON OYHKLMUN noyek [20].

ﬂpm rT NpakTn4eckn HUKOroa He pa3smBaeTCcsa noyevyHada HegoCTaTto4YHOCTb, HO Y HEKOTOPbIX MAaUMEHTOB BbIABNAKOT
CHUXXEHWe KNnpeHca KpeaTunHnHa, a 'y 4acTtu O6Hapy)KI/IBa}OT nosbllleHne ero B CbiIBOPOTKeE. OTN N3MEHEHNs



HopManuaytoTcst nocne komnexHcauum T,

YpOBEHb CbIBOPOTOYHOIO HATPUSA MMEET TEHAEHLMIO K CHUXEHMWIO N3-3a MOBLIWEHHON YyBCTBUTENbHOCTM NOYEK K
Ba30MNpeccuHy, cHuXxeHnto CK® 1 yMeHbleHNo NOCTYNNEHNS NEPBUYHOM MOYM B KaHaNbLEBYIO cuctemy noyek. OgHako
BHEK/IETOYHbIV HATPUA MOXET 3a4epXMBaTbCH 3a CYHET CBA3bIBAHNS C BHEKIETOYHbIMU MyKononucaxapugamm [21]. Ons
I'T xapakTepHO HapyweHne NypuHOBOro obMeHa. YMeHbLLeHe NOYEYHOr0 KPOBOTOKA 1 HapyweHue CKd mMoryT npusoaut
K runepypvikeMun, kotopas eoisiensieTcs y 30% 6onbHbix ['T, y 7% — passuBaetcs nogarpa [22]. Mpu rucTtonornyeckom
uccnenoBaHnn novyek obHapyxusaeTcs ytonueHne 6asanbHolx MeMBpaH kNybo4YKoB M KaHanbLEB, paclmnpeHne
Me3aHrnassbHOro MaTprKca, BHy TPUKIETOYHbIE BKIIIOYEHMSA U SKCTpaLeNoNsapHble aMoppHble 0eno3nTbl, COCToAWwme N3
KMC/bIX MyKOMonncaxapuaos.

KoctHast cucrema

HOedcpmumt T rpybo HapywaeT Npouecchl pocta 1 AN EPEHUNPOBKIM BCEX TKAHEN U CUCTEM OpraHuama. Tsaxenble
N3MEHEHUs pa3BMBalOTCS CO CTOPOHbI KOCTHO cucTembl. B nepByto ovepeap a1o oTHocutcs kK BI'T. CkopocTb
peMoLenvpoBaHns nagaeT B 2—3 pasa, NpUyYeM CHIXXEHa CKOpOCTb 06emx COCTaBNAOWMX PEMOAENMPYIOWEro Lmkna —
KOCTHO pe3opbumu n KocTeobpasoBaHns. TO CONPOBOXAAETCS UBMEHEHWEM MAPKEPOB Pa3PYLIEHNSI KOCTHOW TKaHN —
CHMXaeTCs aKCKpeLmMs OKCUMPONHA C MOYOIA U YPOBEHb OCTEOKa/bLMHA B KPOBU (MApKepOB KOCTHOTO
pemogenmpoBaHus). YpoBHU Kanbums 1 dpocgpopa B KPOBM U MOYE Yalle OCTalTCs B Npenenax Hopmbl [23].

BsinoTekyuee kocTeobpasoBaHve NPYBOAMT K 3aMeANIeHN0 MHepanmaaumm koctun. OTMeyaeTcsl NOBbIWEHHAs XPYNKOCTb
KOCTEW, YBENMYMBAETCS PUCK PA3BUTUS NATONOrMYECKUX NepenoMoB. bonbHbie pe3ko oTcTaloT B pocTe. [Nponopuun Tena
y neteii ¢ I'T npubnnxaroTcs K XOHAPOANCTPOMNYECKUM (KOIPPULIMEHT «BEPXHUA/HUXHUIA CEFMEHT» Bonblue
HOpManbHbIX 3HaYeHuin). XapakTepHbl HeAOPa3BUTME NINLIEBOIO CKENEeTa, WNPOKO pacCcTaBNeHHbIe MMa3HnLbl
(rvnepTenopuam), WMpokas 3anaswas nepeHocuua. 3anasabiBaeTt NpopesbiBaHe MONOYHbIX 3y60B U NX cMeHa
NOCTOSIHHBIMU.

3I'II/IC*)I/I3aprIe 30Hbl poCcTa ANNTENbHOE BPEMA OCTAKOTCA OTKPbITbIMU. Bonbwoii 1 manbii POAOHNYKK 3aKpPbIBAKOTCA
Nno34HO, a Y HEeKOTOpPbIX 60/bHBIX OCTalOTCS OTKpPbITbIMKX BNNOTb 00 WKONIbHOIro BO3pacTa.

3anepxka pocta npu I'T 06 bSACHAETCS HE TONbKO AedUUMTOM T4 1 Tg, HO 1 HapylweHuem cyHkumm I'P. N3BecTHO, YyTo I'T

NPUBOAMT K CHUXEHMIO CMIOHTAHHOW 1 CTUMYNMPOBAHHOW cekpeuun TP, 3To CBSA3LIBAOT C NOTEHUMPYOWWM aeicTerem TI
Ha npoLecc cuHTe3a comatonmbepuHa B runotanamyce [6].

KoCTHbI BO3pacCT y Takux 60NbHbIX OTCTaeT OT nacnopTHOro, HapywaeTca nocnenosaTteNlbHOCTb NOABNEHNA a0ep
OKOCTEeHeHUA.

Mpw peHTreHorpadoun y feteli 0TMeYaeTcs 3epHUCTas CTPYKTypa BEPXHUX aNvgpr3oB 6epeHHbIX KOCTe, KoTopble
OKOCTEHEBAIOT C OMo3aaHueM. Japa OKOCTEHEHNS NMOSIBSOTCS HEPaBHOMEPHO, OKOCTEHEHWE SNMAPN30B HAYMHAETCS 13
pasHbIX, XaoTUYHO pa3bpOocaHHbIX MO NAoWanmn anNMgrU3apHoOro xpswa, okycos. Yacto obHapyXunBaeTcs runonnasus
NepBOro NOSICHUYHOrO NMO3BOHKA UMW NEPENoM ero Tena ¢ aedoopmauueii [7]. B 6onee no3nHeM Bo3pacTe y nauneHToB
pasBrBaeTCsl 0CTEONOPO3.

HepBHaﬂ cucrteMa n runoTnpeongHasi Mmonarnus
HepBHO-MbIUJe‘-IHbIe OCNOXHEHWS NPOABASAOTCS B BUAE NONUHEAPONaTUnN, TYHHENbHOro CUHAPOMA, MMonaTum.

MonuHeponatus BctpeyaeTcs y 18—72% 60nbHbiX ['T. Ee BO3HUKHOBEHMWE CBA3bIBAIOT C KOMMPECccHel HepPBOB B
pesynbTare MyLMHO3HON NHPUNbTPALMM NEPUHEBPUS, & TAKXe HapYLIEHNEM OKUCINTENbHbBIX NPOLECCOB B pe3ynbTarte
HexBaTky TI'. OTO NPUBOAUT K CErMEHTapHOW AeMUenMHu3aumm nepugepmnyecknx HepBos [24].

KnuHnyeckn rmnoTumpeongHas I'IOJ'II/IHGIZpOI'l&TI/IFI nposaBnAaAeTca 6onamm un napacrte3nsaminm B JUCTanbHbIX OTOenax
KOHEYHOoCTEN, NONVHEBPUTUYECKUMWN HAPYLIEHNAMU YYBCTBUTENBHOCTN, CHUXEHUEM CYXOXUNbHbIX pedpnekcos,
ocnabneHneM MblleYHOW CUJbI.

Mpw anekTpoMMorpagun PerncTpUpyoT HU3KYIO aMnanTyay U NageHne CKopocTyu NPOBeAeHUs HEPBHOroO UMMy bca Mo
YYBCTBMTE/bHbBIM U ABUraTe/IbHbIM HEPBaM.

Bonn B KMCTSIX MOryT BbITb CBSI3aHbl C (DOPMMPOBAHNEM TYHHENIBHOIO CUHAPOMA, KOTOPbIA pa3BMBAETCS B CBSI3N C OTEKOM
CBSI30K, MbILWLL, CyXOXMWNbHbIX BRaranuw, gpacumit. CUHAPOM 3ansicTHOro kaHana obHapyxunBaeTcst npuMepHo y 30%
60bHbIX T [25].

Mpuponoii ero sBnseTcs coaBneHne CPeamMHHOro HepBa CBA3KOM crubaTteneit B 06nacTu nyye3ansicTHOro cycTasa B
pe3ynbTaTte OTN0XEHNA B NapaapTUKYNAPHbIX TKaHAX MyKononncaxapmnaoos, oteka n ynjiaoTHeHUA TKaHen, 4TO OYEHb
XapakTepHo On4 IT. CLII/ITaETCSI, 4YTO BbisABIEHNE CMHOPOMA 3an4CTHOINo KaHana CnyXxXumuT noka3aHunem ona nccnenosaHums
dyHkumm WX. TyHHenbHble HedponaTv Apyron nokannsaummn BCTpeyatTcs ropasno pexe.



Co CTOPOHbI MbIlWEYHO cUCTEMbI Ans 60NbHbIX, cTpagaowmx T, xapakTepHa runoTupeoniHas MmonaTus, KoTopyo
onucan E. Cocher B 1892 r. y getei ¢ 3HOEMNYECKNM KPETUHU3MOM KakK runepTpogomIo MbiliL, NPy CHUXEHHON cune. B
JanbHenweM Takon BapuaHT runoTypeonaHon MmonaTum (reHepanm3oBaHHas runepTpodus ckeneTHom MyckynaTypbl,
COYeTaLWAanACs C Mbllle4yHon cnabocTbio U MEANNTENBHOCTBIO B ABUXEHUSAX) Y AeTei Nonayynn Ha3BaHUe cruHapoma
Koxepa—Iebpe—CemonaiiHa, KOTOpbI BCTpeYaeTcs yalle y ManbynkoB. [MnoTnpeonnHas MmonaTuns cocTaBnset okono
5% Bcex NpuobpeTeHHbIX Mronatuii. Y 60nbHbIX ¢ NepBuyHbIM ['T 3TOT cMHAPOM BCTpedaeTcs B 25—-60% cnyyaes [26].

MuonaTtus NposiBnsieTcs yMepeHHo cnabocTbio B MPOKCUMAbHBIX OTAENAX KOHEYHOCTEN, MAANruei, CKOBaHHOCTbIO B
MbllwLax, 0COBEHHO Mo yTpaM, 3aMeaNeHHOCTbIO ABUXEHWIA. B peknx cnyyasx B naTonornyeckmin NpoLecc BOBIeKanTCs
nuctanbHas n 6ynsbapHas Myckynatypa, Mblwupl nvua. MoryT Habnionatbcs Cyaoporu, TOpPMOXEHWE penakcaumm.
BblpaxeHHOCTb Mronatm nponopumoHanbHa TsxecT ['T. B cbiBOpoTKe KPOBW ONPenensoTCs NOBbIWEHHbIE
KoHueHTpauum KPK n muornobuHa.

CneumngryHO CHMXEHME MbllweyHon cunbl 6e3 BuanMoi atpodoun. Ho nHorpa HabnopaeTcs NceBLOrMNepTPOHNS MbllL,
3a cyYeT MH(UNbTPaUMK Mykononucaxapuaamu. MbllweyHasi Macca yBeNM4MBaeTCs, MbILLbl CTAHOBATCS NAOTHBIMY,
TYrornoABMXXHbIMU, 3aMETHO KOHTYPUPYIOTCS, 4TO COMPOBOX1AETCS BbICOKUM YPOBHEM CbiIBOPOTOYHOM KDK B ycnosusx
TSXKENOoW MbllweyHoi cnabocTn. OTo COCTOsHUE MONYYUno HasBaHue crHapoma ModdomaHa. Yale BCcero BoBnekatoTcs
LeNbTOBUAHbIE, UKPOHOXHbIE U TpaneunesnaHas Mbiwwbl [25].

TunnuHbiMM cuMnToMamm I'T ABRSOTCSH CHUXEHNE CYXOXUNbHbBIX PEdNEKCOB, TOPMOXEHME COKpalLeHns 1 paccnabneHus
MblwL,. MPUYNHO 3TOMY CNYXUT OTCPOUEHHBIV BO BPEMEHM 0OpaTHbIi 3axBaTt KanibLus capkonnasmaTnyecknm
PETUKYTYMOM.

Psin uccnepoateneii onucbliBaeT NoAMMMo3nTonoa06HbI cuHAPOM npu [T, KOTOPLI CONMPOBOXAAETCS BbIpaXXEeHHOM
Muanrmei n 3HaunTenbHbIM NoBbllweHneM ypoBHsS KDK [27]. CoobwaeTcs 0 naumeHTax ¢ pabaoMnonnsom, 0CNOXHEHHbBIM
OCTPbIM MbILEYHLIM HEKPO30M, NPUYMHO KOTOPOro Bkl BOBpEMS He AMarHOCTUpPOoBaHHbIn [T [28].

Matomopdhonormueckm B Mblwuax 6onbHbix [T 06HapYyXMBaOT NPU3HAKN HECNEUNEMYECKOrO AUCTPOGMYECKOrO
npouecca. JnnHa MblleyHbIX BONOKOH CTAHOBUTCS HEOAMHAKOBOM, MCHEPYEHHOCTb HEPEOKO TepsieTcs. BuisBnseTcs
HEKpPO3 1 aTPOOUs MbllEeYHbIX BONOKOH, Pa3BMBAETCS 3aMECTUTENbHbIV CKIEPO3, HApYLWAEeTCs MUKPOLIMPKY NSILUSL.
KoMneHcaTopHO-NprcnocobutenbHble peakLmm BbipaXkatoTcs B Pa3BUTUN rMNepTPOMMUN MbllEYHbIX BONIOKOH 1
KONbLEBMAHBLIX MMOONOPMIN, OPMMPOBAHUM apTEPUOBEHO3HbLIX aHACTOMO30B.

Oedcovumt Tl NprBOANT K HAPYLEHWIO SKCMPECCMU FreHOoMa TSXXerbiX Lenei MMo3nHa, nepepacnpenenieHunto ero n3oopm,
noaaBneHnto 6eNKOBOro CUHTE3A W, CNefOBaTENbHO, MbILEYHOrO POCTA, YTO TakXe MOXET UrpaTb OnpeaeneHHyio posb B
cnabocTy MblWL, U CHUXeHUW paboTocnocobHocTu [29].

Habnionaemoe npw 3TOM yBenn4eHne Konn4ecTea MbllleYHON TKaHU He CONPOBOX 4AETCS NOBbIWEHNEM MbllEYHOWN CUNbI,
No3TOMY 4YacTo AaHHOEe COCTOSHME OMnUCbiBaeTCS KakK ncesnornneptpodons.

MopaxeHue MblweyHol cuctembl Npu I'T B HEKOTOPbLIX CNyYasix CnocobHO BbI3BaTb CNnabocTb AblxaTeNbHON MycKynaTypbi,
4TO MOXET MPUBECTY K AbIXaTe/IbHOM HeJOCTaTOYHOCTN.

MN3ameHeHns HepBHO-MbmJe‘-IHOVI CUCTEeMbl HOCAT 06paTI/IMbII7I XapakTep n, Kak npasuo, NOIHOCTbIO NCYe3akT nocne
CBOEBPEMEHHOro fie4eHns TupeonaHbIMK npenapaTtamun.

CycraBbl npy runoTupeose

MopaxeHune cycTtaBoB y 6onbHbIx ¢ I'T pa3smBaeTtcs B 20-25% cnyyaeB 1 HOCUT Hecneundmnyeckmnii xapaktep. B npouecc
BOBJIEKAIOTCS KaK KONEHHbIE, TaK U MeJIKNe CycTaBbl KUCTEl 1 noaows. BonbHble Xxanytotcs Ha 60Ne3HEHHOCTb U
MPWMNYXIOCTb CYyCTaBOB, CKOBAHHOCTb M OrpaHnyeHne NoaBUXHOCTU B HUX. [Npn obcnenoBaHum HaxoasT yToNWeHme
CUHOBManNbHO 060104KU1, CKONNEHME HecneumgmnyYeckoro BoinoTa B Noa0CTH cycTasa. llatonornyeckne n3aMeHeHns Ha
PEHTreHorpaMmax CycTaBoB 4acTo He o6HapyxuBatoTcs. MNpw onutenbHoM TedeHun [T passmBaeTcst AU EY3HbIN
CUCTEeMHbI ocTeonopos [30].

B 22% cnydaeB y 60nbHbIx ¢ ['T pa3BuBaeTcst KOHTpakTypa diontomtpeHa. 31o 6e3bonesas crmbaTenbHas KOHTpakTypa
nanbLeB pyk, BO3HMKawoWas B pesyibtate (oMbpo3HOro nepepoxaeHns nafoHHOro anoHEBPO3a C NPOrPECCUPYIOLLMMU
pU1bpo3HO-PyOLIOBEIMU N3MEHEHNAMU. BonbHble XanytoTcs Ha cnabocTb B pykax, OHEMEHUE NaibLEB Ha X0no4e 1 aaxe
npu KoMcpopTHOI noroge. OTe4yHoCTb 1 HONE3HEHHOCTb KUCTEW PyK yCunuesaeTcs B yTpeHHne Yacbl. Koxa nagoHHbIX
NoBEpPXHOCTEN ManonoasuXxHa n nnotHas [25].

Mpw anutenbHoM TeueHun I'T HapywaeTcs yHKUMS xBaTaHus. MNanbubl crmbarTcs K NafioHun, Ux noaHoe pasrubaHue
HEeBO3MOXHO. [M0ABNXHOCTb CYCTAaBOB OrpaHnyeHa, UMETCS CUHOBUAMbHBIE BbINOTbI, YTONWEHNUS CYXOXWUNA.

Y HekoTopbIx 60MbHBIX BCTPEYAETCA aare3uBHbIi kancynmT. B peaynbTtarte yTonwaeTcs u cMoplimBaeTcs Kancyna
MNeYeBoro CycTasa, YTo Bbl3blIBAET 3HAYNTENBHOE OrpaHNUYeHEe NOABUXHOCTY 1 60/b, KOTOpas ycunuaeTcs npu
OBuxeHnsx [31].



MpuymnHoir apTponatuii npy I'T NPUHATO cYMTaTh CTUMYNSLMIO aKTUBHOCTU afeHnNaTUMKNa3bl CUHOBUOLMTOB MNOA,
Bo3neicTemem TTI, 4TO BeOeT K yBENMYEHUIO MPOOYKLMW FManypoOHOBOW KUCNOThI onbpobnactamm 1 yBeNMYEHMIo
CUHOBMANbHOW XUAKOCTY B CyCTaBax.

C Lpyroi CTOPOHbI, HapacTaHne YPoBHS rmanypoHOBOM KMCOThI CBSA3bIBAIOT C HApYLIeHeM ee pacnana, 06yCnoBneHHbIM
HU3KWUM YPOBHEM T4. M36bITOK 3TOro NpoaykTa 0TKNanbiBAaeTCs B CMHOBMASbHBIX 060/104Kax 1 B APYrUX COEANHUTENbHbIX

TKaHsx [25].

NabopatopHble Npr3HaKku BocnaneHns 06blYHO He BbipaxXeHbl. Y 60NbHbIX FTMNOTUPEOULHON apTponaTrell BOSMOXHO
Hebonbwoe yBennyeHne CO3. Mpu neyeHun 3T BbIpa> kX eHHOCTb MMONATUM 1 apTPONAaTUM CHUXAETCA napannenbHo ¢
apyrumm cumntomamm T,

J1OP-cucrema

Y neteir ¢ BI'T npu kpuke obpawaeT Ha ce6st BHUMaHUe HU3KUIA 1 rpyBbiil roNoc 13-3a 0Teka W YTONILEeHUS FO/I0COBbIX
CBSI30K. HacTo BCTpeyaeTcs LnaHo3 HOCOrybHOro TpeyronbHrKa, 3aTpyAHEHHOE HOCOBOE 1 WYMHOE CTPUAOPO3HOE
LblIXaHWe, KOTOpble CBSI3aHbl C 0TEKOM CNM3NCTOM Hoca ropTaHu 1 6poHXoB. B nanbHeiwem aTn netn yacto 6onetot
OPBW.

B cTapliem Bo3pacTe Takve naumeHTbl XanyloTcst Ha ocnabneHue opraHoB YyBCTB, OLLyllEHEe AUCKOMAPOpTa B ropie,
olLyLEeHNEe KOMKA NPU rMOTaHWK, Ha roIOBOKPYXEHWE, N3MeHeHUe TeMbpa ronoca, HapylweHe HOYHOTO 3PEHWSI, YacTbili
Kawenb. Mpy ocMOTpe ropTaHu BhISIBASIOT M’MNOTOHWYHbIE, YTO/WEHHbIE FO/I0COBLIE CKNaAKW, YTO 00YCNaBIMBaeT HU3KW
ronoc. FonocoBas wenb UMeeT oopMy oBana.

Mpwn menneHHom TeueHu I'T nepBbIM CUMNTOMOM 3a60neBaHNs MOXET BbiTb HAPYLLEHUE CNyXa, YTO SIBNSETCS NOBOLOM
ons obpatleHnsi K oTonapuHronory. MpUYnHON CHUXEHNS CyxXa SBNSeTCs MyLMHO3HbIV OTEK CNyX0BOro Npoxoa,
€BCTaxmeBoi Tpy6bl U CTPYKTYP CPenHero yxa. M3-3a 3aTpyJHEHHOrO HOCOBOMO AbIXaHUsl, CKOMNEHNS MyLIMHA B CIIU3UCTbIX
060104Kax NONOCTW PTa, PECNMPATOPHOrO TPakTa, 0TeKa si3blka U ryb peyb CTaHOBUTCS! HEBHATHOIA.

mnoTupeos n NcuxoHeBpPo/10rn4ecknii cratyc

Ocobyto ponb TI" MrpatoT B nepmom, BHyTpUYTPOOHOM U paHHe NocTHaTanbHOM Xn3Hu. B nocnenHve rofbl NpoBeaeHHble
Hay4Hble uccnenoBaHus fokasbisaloT Beayulyto ponb WX B dpopmmuposaHum cTpykTyp Mosra [32]. MNpu nedomumnte TI Mo3r
OCTaHaB/IMBAETCS B Pa3BMUTUN, NOABEPraeTcs AereHepaTUBHbIM U3MEHEHWNSM, YTO PE3KO yXyAwaeT MHTeNNeKTyanbHble
cnocobHocTy pebeHka.

M3BecTHo, 4To WX nnona HaunHaeT cuHTeauposaTtb Tl Tonbko ¢ 15-i1 Hegenu, a oo aToro oH obecneynsaeTcs
MaTEPUHCKMMMN FOPMOHaMM, KOTOPbIe MPOHUKAIOT Yepes peTonnaleHTapHblin 6apbep.

Hanuune BblpaXeHHON rmnoTPoKCUHeMUn y 6epemMeHHo NPUBOANT K HEBPONOrMYECKOMY KPETUHU3MY Y NNoAA, Tak Kak B
3TOT NEepPVOL NOET aKTUBHBI/ HeporeHes Kopbl FONIOBHOro Mo3ra. Y 3[0pOoBbIX sioepHble peuenTopbl TIT B3aMoaeicTBYOT
C peLenTopamm B KNeTkax Mo3ra nnoja v akTBMPYIOT YyBCTBUTENbHbIE K 3TUM FOPMOHaM reHbl, KOTOPbIE CTUMYIMPYIOT
cuHTE3 6enkoB, He0OX0ANMbIX AN PA3BUTUS HEPBHOMN cncTemsl [33].

B aT0T Xe nepuoa oM hepeHUMPYeETCs yInTKa, TO eCTb (POPMUPYeTCs CyX U Te LepebpalbHble CTPYKTYPbl, KOTOPbIE
OTBEYAOT 32 MOTOPHbIE (PYHKUMU YenoBeka. Huakunit ypoeeHb T, 0cOBEHHO B NEPBbIE MECSLIbI XU3HU, MPUBOAMUT K
3aQep>xKe NpoLeccoB MUENMHN3aLMN HEPBHbIX BOSIOKOH, HAPYLWEHWIO akKyMynsumMm NMnnaos v raMkonpoTenaos B
HEPBHOW TKaHW, YTO B KOHEYHOM UTOre BELET K MOPGOYHKLMOHANBbHBIM HapyLleHWsIM B MeMBpaHax HEeMpPOHOB
nposoawWwmx nyten mosra. Baxnyto ponb T urpatoT B perynsaumm ak TUBHOCTU FreHOB, KOAMPYIOWUX CUHTE3 M1enuHa [2].

HeobpatumocTb nospexaeHus LIHC npu BI'T 6e3 neueHus o6 bscHAeTCS 0COBEHHOCTSMU Pa3BUTUSA FONIOBHOIO MO3ra y
HOBOPOXAEHHOro. TupeonaHas He[oCTaTOYHOCTb B Nepuos Hanbonee BbICTPOro pocta 1 ak TUBHOrO HelporeHesa
NMPUBOAUT K HeOBPaTUMOW NCMXMYECKO OTCTanocTu. Y nnoaa 1 B nepeble rofbl XU3HU pebeHKa pe3ko HapylaeTcs
WHTENNeKTyanbHoe N MOTOPHOE pa3BUTUE.

Takve oeT BSfbl, HE Aep>XaT ronoBy, He NEPEBOPAYMNBAIOTCS CO CMUHBI HA BOK, Yacamu MOTYT nexartb CMOKONHO, He
nposiBnsis 6ecnokoncTBa K ronody U MOKPOM NeneHKe, He MHTEPECYIOTCS UrpyLIKaMU, NO3AHO HAYMHAKOT CULETb, XOAUTb.
Y HuX BblpaxeHa 3amepxkKa NCMXOMOTOPHOrO 1 PEYEBOro PasBnTusS.

Ecnu B nepeble Mecsiupbl 6onbHble ¢ BI'T He nonyyatot 3T, To 0TCTaBaHMe B UHTENNEKTYalbHOM Pa3BUTWM OCTAETCS Ha
BCIO XW3Hb [9].

PasnuualoT nBe popMbl S3HAEMNYECKOr0O KPETUHN3MA — HEBPONOrNYECKUIA 1 MUKCeaemMaTo3Hblil. Hanbonee yacto
BCTPeYaeTCsl HEBPOJIOrMYECKUI BHOEMUYECKUA KPETUHN3M, B KIMHUKE KOTOPOro Ha NepBblii NnaH BbIXoaaT
HeBponoruyeckue (MMpamnaHble 1 aKkcTpanupammiHble) HapylweHns. KpanHasa cteneHb MHTeNnekTyanbHbIX paccTpOCTB
— pasBuTre nanoTum n nmbeuunbHoctu. KnuHuyeckue npusHakm T npu atoit coopme cnabo BoipaxeHsl. Ons
MUKCEOEMaTO3HOr0 3HAEMMNYECKOro KpeTMHN3Ma XapakTepHa BbipaXeHHas opraHHas cumntomatuka M.



3aMecTuTenbHas ropMoHanbHas Tepanusi BI'T, Hayatas BCKOPE Nocie poXAeHUs, MUHUMU3MPYET PUCK pas3BuUTKS rpybbix
N3MeHeHNin co cTopoHbl LIHC.

BonbHbIM ¢ NprobpeTeHHbiM [T, pasBuBIMMCS Nocnie 3 NeT, CBOMCTBEHHbI COHIMBOCTb, XPOHUYecKas ycTanocTb, anartus,
3aTOPMOXEHHOCTb, AN3apPTPUS, 3aMeLNEHHOCTb PeyM, TUMo- U/MN aMUMUS, CHUXEHME NaMsaTu, Lenpeccus,
bpaandgopeHuns.

PaHHsAs guarHoctvka u 3I'T neBOTUPOKCUHOM HUBENMPYIOT yKa3aHHble HapyweHns. KOrHMTUBHbIE pacCTpoicTBa
BOCCTaHaBNMBaOTCS. Ha faHHbI MOMEHT HET €AMHOIr0 MHEHNS, Hackonbko T cnocobHbl okasbiBaTb BAUSIHWE Ha
aHepreTuyeckuii Metabonuam mosra u notpebneHue knucnopona. Ho B HekoTopbix paboTax nokasaHo, 4TO MO3roBoM
KPOBOTOK, NoTpebneHune rnioko3bl 1 kucnopona npu I'T yMeHblaoTes [34].

I'T okasblBaeT BAMSIHWE HA MCUXONOrMYECKMii cTaTyc nauMeHToB cTapluero Bo3pacta. C HegoctaTtkom TIT cBsizaHoO
CHUXEHUE YPOBHS ONTMMM3Ma, XU3HeNobusi n ak TuBHocTU. Mpu cybknnHuyeckom T yalwe Bcero cTpagaeTt
amMoumoHanbHas cipepa. ns 601bHbIX XapakTepHO NoAaBNeHHOe HacTpoeHne, HeobbSICHMAas Tocka, BblpaXXeHHas
enpeccusi, OTNIMYNTENbHOM 0COBEHHOCTbIO KOTOPOI SIBNISIETCS MPUCYTCTBMUE YyBCTBA MAHUKU U HU3Kas 3 DEKTUBHOCTb
aHTmaenpeccaHToB. CybknMHuYeckuii I'T He ABNSeTCA NPUYNHOK PasBUTUS OENPECCUM, HO OH MOXET CHMXaTb Nnopor
pasBUTUS LernpeccuBHbIX COCTOSIHUIA. Mpu MaHndecTHOM I'T HEPBHO-MCUXUYECKME pacCTPoCcTBa Hambonee BolpaXkeHbl.
mnoTupeonaHas sHuedanonatus xapakTepmayeTcs 0bwel 3aTOPMOXEHHOCTLIO, FOIOBOKPYXEHNEM, CHUXXEHNEM
couuanbHoi aganTaumm, CyWecTBEHHbIM HapyleHneM UHTennekTa. bonbHble 0TMeYatoT, YTo C TPY.AOM aHaNU3npyoT
npoucxoasiume cobbiTs. CHUXEHME MHTeNNeKTa Yyale Bo3HKaeT Y 60nbHbIX MOXUIOro Bo3pacTta v, Kak npasuno,
npoTekaeT MOEHTUYHO CEHUNBHOWM AEMEHLUN, HO B OT/IMYNE OT Hee HOCUT 0BpaTuMbI XxapakTep.

Wtak, T HenocpeaCcTBEHHO BAUSIIOT HA pa3finyHble OYHKLIMKN HEe TONIbKO pa3BrBatoLeincsl HEPBHOM CUCTEMbI, HO U Ha
meTabonuam ee B 3penom BospacTte. OHM UrpaloT ONpeaensitoLyio posib BO MHOMMX BUOXUMUYECKMX NpoLieccax, a
neduunT noacopepxawmx ropMOHOB SBNSIETCA OOHON U3 NMPUYMH, CNOCOBCTBYOWMX BO3HUKHOBEHMWIO KOTHUTUBHbIX,
HelipoBereTaTMBHbIX, COCYANCTbIX, ABUraTeNbHbIX, MCUXNYECKUX 1 NOBEOEHYECKMX PACcCTPONCTB. CHUXEHME YPOBHS
ropmoHoB LUK B paHHeM NocTHaTanbHOM NEPUOAE XU3HW 3HAYNTENBHO CHUXAET YMCTBEHHbIE BO3MOXHOCTUN YEN0BEKA,
HO npw 3TOM BoBpeMs Hayatasa 3 T Bcerga okasbiBaeTcs 9 PEKTMBHON 1 NO3BONSET MNONHOCTBIO BOCCTAHOBUTH
WHTENNeKT yenoseka [33].

Kposb npu runorupeose
["'MnoTupeos okasbiBaeT pasnuyHbie 3 eKTbl Ha reMonoas, Nnepmdeprnyeckme KNeTkn KPOBY U CBEPTHIBAIOLLYIO CUCTEMY.

Anemus npu I'T BcTpeyaeTcs y 25-50% 60nbHbix. U3-3a HapyweHus BcacbiBaHus xenesa B XKT 1 n3bbitouHoi
KpOBOMOTEepM, 0COBEHHO MPY MEHOPPAruK, BOSMOXHO PasBUTUE XeNe30AeULNTHON aHeEMUMN.

MpubnuantenbHo y 10% naumeHToB ¢ T BCNeACTBUE ay TOMMMYHHOIO TUPEOMANTA AMArHOCTMPYETCS MEPHULMO3HAS
aHemus (oedovumnT ButammnHa B12), BbiaBaHHas naTeHTHbIM ayTOMMMYHHbLIM racTpuToM. KpoMe Toro, aHemms ycunmsaeTtcs
B pe3ynbTaTe yrHeTeHNs 9puTponoa3a u CHNXEeHWS BbIpaboTKy 3pMTPOMNOaTHA B MOYKax.

AHeMuns MoXeT BbiTb pe3ynbTaToM CHUXeHNs NoTpebneHns nepudepuyeckmMm TKaHsiMm kucnopoda. Y MeHbleHne
o6bema UMpKyvpytolwei nnasmbl MoXeT BbiTb CBS3aHO C YMEHbLWEHWEM MAcChl 3pUTPOLIMTOB. ¥ HEKOTOPLIX NaLMEHTOB
remMaTokput Huxe 35%. YpoBeHb NEKOLUTOB U nelikoumMTapHas doopmyna y Takmx 60nbHbIX 06bI4HO HEe N3MeHeH I [35].

I'T okasbiBaeT BAUSIHWE Ha CBEPTbIBatOLWYO cuctemy. Hanbonee 4acTbiMM M3MEHEHUSIMU CHUTAKOTCS CHUXXEHNe
KoHueHTpauuu B nnasme VIl doakTopa cBepTbiBaHWS KPOBU M YMEPEHHOIO YBENNYeHNs TPOMOOMNIacTUHOBOIO BPEMEHMN.
Bo3MoxHo cHuXxeHune dhaktTopa BunnebpaHma. XapaktepHble ans I'T HapylweHus TpoMbouMTapHOro pocTka BeayT K
CHUXEHUIO arperauuy TpoMOboLIMTOB, YTO B COYETAHUN CO CHUXXEHMEM YPOBHS B nnasme gakTopa VI, a Takxe
MOBbIWEHHON NIOMKOCTbIO KanunisipoB ycyrybnsieT KpoBOTOUYMBOCTb.

Y naumeHToB MOryT HabnMOLATbCS NOBEPXHOCTHBIE FEMATOMBI, KPOBOTOYMBOCTb MOCNE CTOMATONOMMYECKMX U OPYrX
MaHuny nsaumnii [36]. AHeMUs 1 HapyleHne reMocTasa B 60/bIWMHCTBE CyYaeB HUBEMPYIOTCS Yepesd HECKONLKO Helelb
UK MecsiLieB NMoc/e Havyana Tepanun NeBOTUPOKCUMHOM.

Bnusinne runortnpeos3a Ha 3HLOOKPUHHYIO CUCTeMYy

OnnTenbHblii HEKOMNEHCMPYEMbIA NepBrYHbIf I'T cnocobCTByeT pa3BUTMIO rOPMOHaNbHOro ancbanaHca.
["'MnoTupokcrMHemMmsa NpnBoauT K ysennyennto TPIT. MocnegHuin, BInAS Ha runogpua, CTUMyNMPyeT Kak CEKPELMIO
nponakTuHa (M), Tak n TTT . MNoBblWweHWe ero KOHUEeHTpauum NpUBOOUT K rmnepcekpeLmn nocneaHmx Asyx ropMoHos. MNpu
OMTeNbHOM HeKOMNeHcpyeMoM neperyHoM [T HepeaKo BbISBASETCS runepnnasnsa runodusa.

Bo3moxHo, uto TPI™ oka3biBaeT CTuMynupytowee BnusaHue Ha cekpeuuto I yepes nosbiweHne akenpeccun reHos M u
peLenTopoB K HEMY HenocpeacTBeHHo B runodumse. Kpome Toro, aedoumumt T3 HapywaeT obpasoBaHue gonammHa —
BelecTBa, Heo6X0AMMOro A1l HOPMabHOro MybCOBOMO BbIAENEHUS PUNN3UHT-CDaKTopa NIOTENHU3MPYIOLWEro FroOpMoHa
(Nr) — nonnbepuHa.



Y Manb4vkoB C TSXEeNbIM EKOMNEHCUPOBaHHbIM IT'T BO3MOXHO pasBuTre cuHapoma BaH Buka— pombaxa, KoTopblii
XapakTepusyeTcsl TSXenblM AEKOMNEHCUPOBaHHbIM [T, NpeXAeBpeMEeHHbIM MONOBbIM Pa3BUTUEM, TMHEKOMACTUEN,
YBENMYEHNEM TECTVKYN NPY OTCYTCTBUM UK Cnaboli BbIpaXXEHHOCTW CUMNTOMOB aHAPOreHm3auum.

Y Takux 60NbHbIX BbISIBASIETCA 3HAYNTEIbHOE MoBbiweHune ypoBHel TTI, M, JIT 1 dponnmkynoctmMy nnpyowero ropMoHa
(®CI). YpoBeHb TecToCcTEpPOHA He NpeBblwaeT fnonybepTaTHbIX 3HaYeHWn. HekoTopble aBTopbl 06 BSACHAT 3T0
UHrMbupyowmm aencterem N Ha roHafloTPONHbIe peLenTopbl B TecTukynax [37].

Y neBoYeEK NepBbIMY NPU3HAKaMM NPEXAEBPEMEHHOrO NONOBOIr0 Pa3BUTUS SABNSIOTCS YBENMYEHNE MOMOYHBIX XENES,
WHOT fa C nakTopeeii, nosisfieHne MeHapxe. JTobkoBOe 1 akCUNNSPHOE OBONIOCEHUE HexapakTepHbl. Y Bcex 60MbHbIX
BbISBNAOTCS Bbicokue ypoBHU TTT u I, yposHm NII" n ®CI™ yBenuyeHsl ymepeHHo. MNpu Y3 manoro tasa o4yeHb 4acTto
BM3YaNn3nPYOTCA KUCTO3HO-U3MEHEHHbBIE SUYHUKU.

Y nesouek runepnponaktuHemus (FMJ1) HapywaeT UMKAMYHOCTb BblAeneHus nonmbepuHa, BCIeACTBUE Yero CHXaeTcs
ceKpeLunsi MPorecTepoHa SnYHMKamm n 6nokmpyeTcs AencTeue roHafoTPONMHOB Ha YPOBHE SIUYHIKOB. HapywaeTtcs
MEHCTpYasnbHbIV LUK, BO3MOXHbl OIMFrOOMNCOMEHOPES, aMeHOpes, aHOBYIATOPHbIE LK /IbI, ranakTopes, BTOPUYHbIIA
MOMIMKNCTO3 SIMYHKKOB, BbiNafeHNe BOMOC Ha N06Ke, B NOAMbIWEYHbIX BNaauHax.

AnekBaTHas 3amMecTuTenbHas ropMoHanoHas tepanus TIT Hopmanuayet cekpeunto I u nukenanpyet ruHekomactuio [37].

Mpw nepeuyHoM I'T cHUXaeTcs cekpeumnst [P, pe3ynbTaTtoM 3TOro SBASETCA HU3KUE YPOBHW UHCY NUHOMNOLOBHbIX
pocTtoBbix cpakTopos (MPP-I, NDP-Il n NPPCB-3). BamennseTcs NpoaoAbHbIA POCT KOCTEW U CO3PEBaHNE
rMnepTpodMYECKO 30HbI POCTOBOI NNACTMHKKU. 3amecTutenbHas Tepanus T BblpaBHMBAET yka3aHHble casuru [38].

MepBnYHbIA T, NPUYMHOK KOTOPOrO SABNSIETCS XPOHUYECKUNA 2y TOUMMYHHBIA TUPEOUANT, MOXET CoYeTaTbCs C ApYrumMun
opraHocneumguyeckMy ayToMMMYHHbIMW 3HOOKPUHHbIMK 3aboneBaHnsiMi. B neTckoM Bo3pacTe valle BCTpeyaeTcst

Ay TOMMMYHHBIA NonvrnaHaynsapHeii cuHapom (AMFC) 1-ro tuna, y B3pocnbix AMNIC 2-ro tuna. CnuHaopom sBnsetcs
MHOrohaKTOPHbIM, UMeeT HacNenCTBEHHYIO NPeapacrnonoXeHHOCTb U MOXET MMeTb CEMENHbIN XxapakTep, NPUCYTCTBYS Y
POACTBEHHMKOB naumeHToB ¢ AMNIMC B BuOe coyeTaHHOW ayTOUMMYHHOI NaTtonorum UM OTAefbHbIX €ro KOMMOHEHTOB.

AMPC 1-ro Tvna onpepenseTcsa xapakTepHol Tpmanoii. MNepBbiM NPOSBAEHNEM 0ObIYHO SBNSETCS XPOHUYECKUIA CAN3NCTO-
KOXHbI KaHOWA03, Yalle BCero B Co4eTaHuu ¢ runonapatmpeosoM. [1osaHee nosBsioTCS NPU3HaKN XPOHUYECKOW
Haano4ye4yHNKoBoW HegocTatoyHocTu (XHH). MIHoraa npoxodsaT aecsatuneTns Mexay nepsbiMy U Nocnenyowmmm
cUMNTOMamu 3a60neBaHNs y 04HOIO W TOro e 6onbHoro.

Knaccuueckoit Tprane 3abonesaHns 4acTo CONyTCTBYET 1 NaTONOrs APYrux opraHos v cucteM. bonbHele ¢ AMITC 1-ro
Tvna cTpagaloT anoneumnen, CMHAPoMoM ManbabcopbLmm, He[OCTaTOYHOCTbIO MOMOBbLIX Xene3. Pexe BcTpeyaeTcs
XPOHWYECKMIA aKTUBHBIA renatuT, NEpHULMO3HAs aHeMUs, U NpUMEPHO y 4% pasBmBaeTcs caxapHblil avabet 1 tuna (CL 1
Tna). AMFC 2-ro Tuna npeactasnsiet coboi coyetaHne XHH 1 ayToUMMyHHbIX 3a60neBaHUiA WNTOBULHON Xenesbl n/vnu
CA 1 tuna [10].

MauneHTbl ¢ ay TOMMMYHHbIMW NONN3HAOKPUHONATMSMU OTHOCATCS K rpynne prcka no passuTimio XPOHNYECKOro
ayTOMMMYHHOIO TUPEOUANTA C NCXOL0M pa3sutus 'T. CneayeT NOMHUTb, YTO XPOHUYECKWIA 2y TOUMMYHHBbIA TUPEONANT
HepeaKo co4YeTaeTcs C peBMaTUYECKMM 3a60NEBAHNSMN — PEBMATOMAHBIM apTPUTOM, CUCTEMHOM KPaCHOM BONYaHKOM,
KOTOPbIE UMEIOT 2y TOUMMYHHYIO NPMPOLY.

lNpononxeHne cTatbu Yutavite B caeayrolweM HoOMepe.
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