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nOCTyFIJ'IeHI/Ie N BblaeneHne Boabl y 300pP0OBbIX noaen meHseTcs B WMPOKKUX rpaHnuax, ooHako ocMoTun4eckas
KOHUEeHTpaumna nna3mbl COXpaHAEeTCA B Y3KOM UHTepBane. 970 cBsi3aHo ¢ HanaHcom NnocTynneHnsa un ebiBeieHNSA NoYkamum
BOAbl.

[MoA nHeMnuaapHbLIM CUHOPOMOM NOHMMAOT COYeTaHWe NoOANAUNCUN, NOANYPUN 1 rMnocTeHypun. NMonnanncens —
NaToNorMYecky yCuneHHas xaxaa, yaoBneTBopsieMas NpuemMoM BoAbl B Ype3MepHO H0NbLMX KONNYECTBaxX (B3POCbIMM
6onee 2 n B CyTKW, AETbMU NEPBLIX MecsiLeB Xu3Hu 6onee 160 Mn Ha 1 kr Maccol Tena). MNMonuypus — yBennmyeHHoe, No
CPaBHEHWIO C HOPMOIA, BblAENEHNE MOYM (INs B3pOCNbiX — cBbilwe 2000 Mn B cyTku). B cBS3n ¢ pasHoobpasmem
3TMONOrMYECKMX PaKTOPOB [aHHOW NaTonorMm CUHLPOMaNbHbIA NOAX0L sBNsieTCsl 6a30BbIM 3BEHOM Ha NyTu
OMarHoCTUYeCKOoro noucka 1 oopMrMpoBaHns KNMHUYECKOro anarHosa. Takol noaxon CUCTEMaTM3npyeT 1 yMeHbluaeT
nosieneHve spavyebHbix oWwmnboK.

dusnonorus BOLHO-3/IEKTPONIUTHOrO 06MeHa

B 300poBOM OpraHuame B oNTMManbHbIX YCNOBUAX Yepes Nerkne, KoXy v KAWEYHUK BbiaenseTcs npubnnantensHo
MOCTOSIHHOE KONMYECTBO BOIbI, @ COXpaHeHne BoaHoro 6anaHca obecneyvsaeTcs rnaBHbIM 06pa3oM BblAENNTENBHOM
oyHKLMEN NnoYek, B perynsaumnm KoTopor BaXXHENWyo ponb urpaloT apruHuH-sasonpeccuH (ABIT) — aHTuanypetuyeckmi
ropmoH (ALlN), peHnH-aHrnoTeH3unH-anbgocTepoHoBas cuctema (PAAC), HaTpuitypeTnyeckne nentugpl. MNpu aTom
CBS3bIBAOWMM 3BEHOM AaHHbIX CUCTEM SIBASIOTCS OCMO-, 6apo- 1 BONOMOPELLENTOPbI COCYANCTOM CTEHKMN.

HelipormnogpmsapHbie ropMoHbl — ABI 1 okcuToumH — 06pasytoTcst B napHbIx cynpoonTtuyeckux sapax (COS) un
napaseHTpuKynapHbix aapax (MB4YA) runotanamyca, koTopble pacnonaratTtcs B cTeHke |l xenynoyuka. CMHTE3MpoBaHHble
HepOoropMOHbI TPAHCMOPTUPYIOTCS B CBA3AHHOM C HEAPOOU3NHAMK COCTOSIHUM MO akCoOHaM HENporunogruaapHoro
TpakTa B 3afHI00 AON0 rmnodunsa, rae ckanimealoTcs B BUAe rpaHyn B OKOHYaHUAX KPYMHbIX HEAPOHOB. AKCOHbI 3TUX
KNeTokK, B CBOIO 04epelib, TECHO CBA3aHbI C Kanunnspamm BeHO3HOro COCYANCTOro CNiaeTeHns, Kyaa ak30oLnTo30M
cekpeTupytotcs ALl n OKCUTOLMH. [NaBHbIM CTUMYNATOPOM CMHTE3a U CEKPELMN YKa3aHHbIX FOPMOHOB SBASIOTCA
rnyTamMmMHOBas KMCNoTa, a cynpeccopom — ramma-ammHomacnsiHas kmcnota [1].

MpenwecTtBeHHnkom ABI aBnsieTcs konenTuH (C-TepMMHanNbHbIA y4acTok npoapruHuH-sasonpeccuHa (CT-npoABI)),
KOTOPbI CMHTE3UpyeTCs B aapax runotanamyca. dusnonormyeckas yHKLMs KonenTuHa 4o CMx nop He OO0 KoHUA AcHa.
BeposiTHee Bcero, oH urpaet onpeaeneHHyto ponb B NPaBnibHOM CTPYKTYPHOM 06pa3oBaHuy NpoBasonpeccuHa 1
hyHKLMOHMPYET B KA4ecTBe WanepoHa, yBennymsas obpasoBaHne ak TUBHOWM MacChl FOPMOHOB.

BHayvane konenTtuH yyacTteyeT B 06pa3oBaHum 0coboro KoMmmnekca — npenpoBasonpeccuHa, coctosiwero n3 CT-npoABIT,
HelpogounanHa-1l (6enok-TpaHcnoptep ABI 13 runotanamyca B Heiiporunodouns) n ABI. B npouecce TpaHcnopTa no
aKCOHaM MPOUCXOAMT OTLENNeHNe 0T NPEeNPOBa30NPeCccHHa CUrHanbHoro nentnaa, obpasyetcs nporopmoH (ABI1-
HelipoduauH-11). B HelipocekpeTopHbIX rpaHynax 3agHen gonm runodmnsa okoHyatensHo npe-npo-ABI1 npoTeonuTtuyecku
pacwennsetcs B ABI, HelipopuamH-Il n konenTuH, KoTopble BoIcBOOOX AatoTCsl B 60NbLON Kpyr KpoBoobpatueHus [2].

B HacToslwee BpeMs yCTaHOBNEHO, YTO B KPOBb KONENTWH Bblaensietcs sBMecte ¢ ABI B akBUBaneHTHbIX konnyecteax. B
OTNNYMe 0T NOCNEeOHero, KonenTuH oTnnyaeTcs 6onbluein cTabunbHOCTbIO B Na3Me U CbiIBOPOTKE, U ero onpeneneHue
nossonset 6onee TOYHO OMArHOCTUPOBATL BCE BUALI HecaxapHoro auabeta, NepBUYHO NONNONMNCAN, TUMOHATPUEMUN.

Opyroii dpparMeHT npeawecTBEHHMKA BA30NpeccMHa — HellpodomauH || — neiictByeT kak 6enok-TpaHcnopTep
BasonpeccuHa n3 runoTtanamyca B Henporunodgus [3].

dusunonornyeckne agpektol ABI1 Bbi3BaHbI BIMSAHWEM rOPMOHA Ha Vo-peuenTopbl, pacnofioXeHHbIE B SnUTenmu
IMCTanbHbIX OTAENOB KaHaNbLEB U cobupaTenbHbix Tpyboyek HedppoHOB. AKTMBUPYSACH Npu cBs3biBaHUM ¢ AN,
peuenTop Vs Bbi3biBaeT nosbiweHne LAM®P. 310 NpMBOANT K NEPEABUXEHMIO B CTOPOHY anvkabHON MOBEPXHOCTM
BHYTPUKNETOYHBIX BE3UKY N, codepxawmx aksanopuHbl (AKIM) — meMmBpaHHble NPOTEUHbI, KOTOPbIE POPMUPYIOT MOPbI B
kneTkax cobupatenbHbix Tpyboyek HedppoHa. CnencTBneM Yero NoBbILAETCS NPOHULAEMOCTb KaHanbLEB ANs BoLbl. [eH,
koavpyownin nHcpopmauuio o AKT, nokanuadyetcs y yenoseka Ha 12-in xpomocome. VMiHakTnsauus camoro AL
NPOMCXOAUT B NMOYKax, NeYeHu, MONOYHbIX Xenesax [4, 5].

Momumo ALIlN, B noaaepXaHnm 0CMOTUYECKOI KOHLEHTpauuy nnasmel, obecrneymneatollein HopmManbHyto paboTy KNeTok,
y4yacTBYeT MexaHn3m Xaxabl. 3T0 cy6bekTUBHOE OLyLWeHWe YenoBeka, BO3HMKatowee npy 0THOCUTEIbHOM UK
abconTHOM fedhuumTe BOAbl B OpraHmame [6].



dopMuUpoBaHMe SaHHOrO YyBCTBA CBA3AHO C BO36Y X AEHUEM NUTLEBOIO LLEHTPA, IOKaNN30BaHHOrO B CTPYKTypax
runotanamyca. Kak u cekpeumns ABIT, yka3aHHbI MEXQHW3M MOXET CTUMYNMPOBATb YBENMYEHNE OCMOTUYECKOrO
NaBNeHUs B NnasMe UNu CHUXEeHNe BHyTpucocyamcToro o6bema umpkynvpyouei kposu (OLK).

OnHako B oM3MONIOrMYECKMX YCNOBMSIX HA BOAHBI FOMeocTas B 60/blUei CTerneHy okasbiBaeT BUSIHNE 06 beM aKCKpeLun
BOAbl C MOYol non penctemem AL, HEXENnn KONNYECTBO XMNOKOCTU, BbINUTOW NOA AEACTBMEM Xaxdbl. Tak,
HEKOHTpONMpyemMoe NoTpebneHune XnaKkocTu NPUBOANUT K M3BLITOYHOMY MOCTYMNNEHNIO BOLbI B OPraHnaM, U3NnwWKu
KOTOPOW B ON3NONOrNYECKMX YCNIOBUSAX SKCKPETUPYIOTCS NOYKaMmn B pedynbTarte nogasneHns cuHtesa AOl [7].

Y 300pOBbIX NOAEN OCMOTUYECKOE JaBeHNe BHEKNETOYHON Xunakoctun coctasnset 270-290 mOcm 1 nopnepxusaeTcs B
y3kux npegenax. [laxe He3HauYMTeNbHOEe YBENNYEHNE OCMONISIPHOTO AaBNeHNs B nnasme (< 1%) Bbi3blBaeT ObICTPHbIl
Bblbpoc AL B kpoBb [1]. Mpu HopmanbHol cekpeunn AL ocMonspHOCTL Moy Beerfa Boiwe 300 MOcM/n n MoXeT
yBennymneatbcs gaxe go 1200 mOcm/n v Bbiwe. Mpu gecomunte AOIT ocmonsapHocTb Moun Huxe 200 mOcm/n.

BoaHbii 6anaHc noaaepXmMBaeTcsl B TECHON CBS3U C 0OOMEHOM HaTPUsl. OTO OCHOBHOM KaTVOH BHEKNETOYHOM XWUAKOCTU, U
VMEHHO OH onpenensietT ocMonsnbHocTb nnasmel, OLIK n aptepuansHoe nasneHune (AL). A 06MeH HaTpusi, B CBOO
ouyepenpb, HaxoanTcsa noA KoHTponem PAAC.

dakTopamu, KoOHTponupytowmmm paboty PAAC, SBNSIOTCS: CHUXEHNE AaBNEHUS B apTeprnonax novyek, KoTopoe
onpenensieTcst HapopeLenTopamu lokcTarnomepynsipHoro annaparta (KOIA); cHuXeHne KoHueHTpauun Na*t B nepBuyHoi
Mouye; noBblweHne ypoBHs Kt (naxe B npefenax oM3nonornyeckoro gmanasoHa).

Mok BNnsiHMEM nyckoBbix MexaHn3MoB kneTkn KOIA, pacnonoXeHHble BAONb TEPMUHANBHOWN YaCcTW NPUHOCSLLNX apTEPUON
NMoYeyHbIX KNyboYkoB, akTUBMPYIOTCS, U N3 HUX B NNa3My KPOBU CEKPETUPYETCS (DEPMEHT peHuH. [onas B KPOBb, PEHWH
npespallaeT aHrMOTEH3UHOMEH, LMPKYNNPYIOWNIA B Nia3Me KPOBU, B aHIMOTEH3WH |, KOTOPLIA He nMeeT B1oNorMyeckon
aKTUBHOCTW. 3aTeM NOCNeAHWIA NPY y4acTM aHrMOTEH3UHMNPEBpalLaowWwero depMeHTa TpaHcopMmpyeTcs B
aHrMoTeHs3uH .

dusnonornyeckoe AencTene aHrnoTeHamHa Il ocywecTsnaoTCa Yepea cneungmyeckme aHrmoTeH3HOBbIE peLenTopbl
nByx Tunos — AT1 n AT2. CepaeyHo-cocyaucTble, NOYeYHble, HaANOYEYHUKOBbIE 3DEKTHI peanuayioTcs Yyepes
peuenTopbl AT1, B pe3ynbTaTte Yero B HaANOYEYHNKax CeKpeTnpyeTcs anbaocTepoH [8].

ANbAOCTEPOH NErko AndoOyHAMPYET Yepes KNeTouHble MeMBpaHsbl, rie 0KasbiBAeT CBOE CNeUnguyeckoe AeicTBmE Yepes
MUHEPANOKOPTMKOMAHBIE peLenTopbl. S MEKTH AENCTBUS anbAoCTepoHa 06yCNOBNEHbI BANSHUEM HA OOMEH Kanus u

HaTpWs B AUCTalbHbIX KaHanbuax 1 cobrpaTenbHbix TpyBoukax HegppoHOB Yyepes Benku-TpaHcnopTepbl Nat, 6enku-

TpaHcnopTepbl K*, chepMeHTbl BOOOPOAHO-KaNNeBoOW ageHO3MHTpudocgartasbl (MPOTOHOBON MOMMbI). AKTUBaLMS
nocnegHeln NpUBOAUT K 3aepXKe HaTpus 1, COOTBETCTBEHHO, nosbiweHntio AL n OLIK.

B perynsiunm BogHO-anekTPOAMTHOrO 6anaHca TakXe NpuMHMMaeT yyacTve NpeacepaHblii HaTpUitypeTnyeckmin nentma
(MHTT), mosrosow HaTpuiypeTuyeckuin nentua (MHI) n Hatpuitypetmnyeckuin nentua C-tuna (CHM). MyckosbiMm
hakTopamu ons Boibpoca HaTpuilypeTmyeckux nenTuaos sensTcs ysenndyenne OLUK, cumnatuyeckuid ctmmyn,
MOBbLIWEHHBIA YPOBEHb aHrMOHTEH3MHa |l. Takum 06pasom, npomcxoanT cHuxeHne akTmeHocTM PAAC v yBennyeHne
HaTpuilypesa auctanbHbIMKU KaHanbuamu [9].

DTV ropMoHbI yMeHbLatoT peabcopbLmio HaTpUsi, yrHeTast ero TpaHcrnopT B cobupaTtenbHbix Tpybodkax, u Mooy vpyoT
Bbloenexnve ABI runotanamycom. MHIM Beiceobox aaetcs npu ysenuueHun OLIK. BnusiHne MHIM Ha noykm onocpenoBaHHo
cBsA3aHo c yrHeTteHmem PAAC.

MHI cuHTe3upyeTcs B Xenynoykax Mosra. M136biTouHoe BbicBOGOX AeHMe ero HabnonaeTcs npy cepaeyHom
HEeLoCTaToOYHOCTU, TMNEPTEH3UN, UHCYbTaxX, YePEenHO-MO3roBbIX TPaBMax, Hempoxupypruyeckux onepaumsx. CHII
BblpabaTbiBaeTCA B MO3roBoli TkaHu. Ero cogepxanue pactet npu ysenndenun MHIM [10].

MatoreHes

WHcmnmpapHbIii CMHOPOM yalle BCero BO3HVKAeT B pesybTaTte HapyleHns peabcopbumy Boabl B MOYEYHbIX KaHanbLax B
yCnoBusix HefocTaToyHoi npoaykumn AN npy nopaxeHusx runotanamyca, Helpornnogr3apHoOro TpakTa v 3agHem
LONM rnnogousa nnu Bbi3bIBAETCS PELLENTOPHLIMU U (PEPMEHTATUBHBIMU HAPYLIEHNSIMU B SNUTENUN AUCTANbHbIX OTLENOB
KaHanbueB 1 cobupaTenbHblx TPY6oueKk noyek.

Mpw cHuxeHun Bosgericteus ALl Ha Vo-peuenTop rnaBHbIX KNeTok cobupartesbHbiXx TpyBouek NponcxXoanT HapyweHne
«BCTpauBaHusi» ABI1-2 B anvkanbHyo KNeTo4YHyto MembpaHy, 4To Bbi3blBaeT CHUXeHUe peabcopbummn Boabl U NPUBOAUT K
MOBbIWEHMWIO OCMOJIIPHOCTY M/1a3Mbl BMECTE CO CHUXEHWEM OCMONSIPHOCTM MoYn. Bona akckpeTtupyetcsi B 601bwom
KONMYeCTBE, Bbi3blBas 00€3BOXVBAHNE OPraHn3mMa 1 HEYTONMMYHIO Xaxay.

B otcytcTBue AN MoyeBmHa He peabcopburpyeTcs B cobupaTtenbHbIX Tpyboukax, YTO CHUXaeT 0CMONSNbHOCTb
WHTEPCTMLMNS MO3rOBOr0 BELECTBA MOYEK, M TEM CaMblM HapyllaeTcsl BcackiBaHUe BOAbI, HO peabcopbumst HaTpusi B 3TUX



cnyyvasix coxpaHsietcs. Moykuy BblaenstoT 6onblume KONNMYECTBA MTMNOTOHUYHON MOYN. [TMNOOCMONSIPHOCTL KPOBY He
BO3HMKAaeT A0 Tex Nop, Noka KONM4YecTBo NoTpebnseMon XMaKoCTu He NPEBLICUT Pe3epBbl 3KCKpeLnmn (0Kono 12 NMTPoB B
CYTKN).

B ocHoBe naToreHesa HepporeHHoro HecaxapHoro gmabeta (HHJIL) nexat BpoXXAeHHbIe peLenTopHbie Uun
hepMeHTaTUBHbIE HAPYLIEHNS B ANUTENWN AUCTaNbHbIX OTAEN0B KaHanbLeB 1 cobupaTenbHbix TPy6ouek noyek,
NpUBOASIUME K PE3NCTEHTHOCTM peLenTopos K fencteuto AL [edekTHbll reH Vo-peuenTop HecrocobeH pearmposatb
Ha ALl". CHuxaTCca akTnBaums ageHwnaTumknassl u obpasosaHune LAMD, 4To Bbi3bIBAET HapyleHUe BcTpavsarus ABI-
2 B NlOMUHAnNbHYO0 MeMBpaHy kneTok cobupartenbHbix Tpybouek. MNocnenHwe He pearvpytoT Ha ALlN, HapywaeTcs
peabcopbums Boabl, pa3smBaeTcs nonuypus [7].

M36bIToYHas noTeps BoAbl TakxXe HabnoaaeTcs Npy BLICOKOM COAEPXaHnn B KNy60YKOBOM (on/bTpaTe 0CMOTUYECKM
aKTUBHbIX BEWECTB (CONbBEHTOB). K HAM OTHOCSITCS Kanuii, HaTPWiA, Kanbuuidi, MOYEBMHA, FOKO3a 1 Ap.

Monnypnsa cuntaeTcs Knaccnm4eckmm CUMNTOMOM runepkanbuuemmn. B aToM cnyyae akTMBMpPYoTCa KanbLuii-
yyBCTBUTENbHbIE peuenTopbl (CaSR) B Bocxoasiwei neTtne ["eHne, Bbi3biBas MHrMbuposaHue koTpaHcnoptepa (Na*t-K+-
2CI7), 4TO NPMBOAMT K CHUXXEHUIO peabcopbuun Kanus, XNopuaa u HaTpus, n3bblITOUHAS SKCKPeLMs KOTOpbIX HapylwaeT
peabcopbumio Boabl. [OMUMO TOro runepkanbLMeMns TOPMO3nNT adpdekT aencteus ALl Ha akTUBHbIA NeEpPEHOC
aKBanopvHOB U3 LMTOMNa3Mbl ANUTENMOLMTOB cobmpaTenbHbix Tpybouek B x MembpaHsl [11]. Oba 371 MexaHuama
OOPMUPYIOT MHCUNUOAPHbIA CUHAPOM.

"mnokanmeMmnyeckoe NoBpeXaeHNe anNnTeNns NoYeYHbIX KaHanbLeB Ha hoHe ODLLEro rMnoKanMeMmnyeckoro ankanosa
HapywwaeT psg NoYeYHbIX OYHKLWIA 1, rnaBHbIM 06pa3oM, KOHLEHTPMPOBaHUE MOYM. CHUXaEeTCs YyYBCTBUMTENBHOCTb Vo-
peLenTopoB cobupatesbHbix Tpybouek HedppoHoB K AT, NO3TOMy, HECMOTPS Ha ero u3bbIToK B KPoBM, peabcopbums
BOAbl PE3KO CHUXeHa. YKasaHHas naTonorns NnpuBoanT K NoAnypun, rMnocTEHYPUn, HUKTYPUX, MPOTEUHYPUN 1
CKNIOHHOCTU K runoruapaTauum.

Mpwn conbTepsiowmx HedpponaTusx peabcopbumns HaTPUS HapyLaeTCcs 13-3a NOBPEXAEHNS KaHANbLEB WX N3-32
CHVXXEHUS YyBCTBUTENIbHOCTU KaHanbLeB K anbA0oCTEPOHY. [T MNepoCMONSAPHOCTL NNasMbl NpU runepHaTpuemMnn B
coyeTaHum ¢ runornapartaumein NpUBOANT K Ype3MepHoMy BO36YXXAEHWIO LIeHTPa Xaxabl B runotanamyce, 4to
KJIMHWYECKM NPOSIBNSAETCS NONUANMICHEN.

Monunypus npn caxapHom anabeTe No CBOEMY reHE3Y SBNSETCS OCMOTUYECKON. [ nukemus, npesbiwatowas 10 Mmonb/n,
npMBOAMT K chrnbTpaumm B knyboukax rnokossl 6o/blue, 4em MoxeT peabcopbrpoBaTbes B kaHanbuax. Mpouncxoaut
HapacTaHue HepeabcopbrpyeMoro 0OCMOTUYECKM aKTUBHOMO CONTbBEHTA, KOTOPbIV yAEpXMBaET BOLY B NPOCBETE
KaHanbua. Yem Bbllle ravkemMms, TEM pesye BbipaxeHa nonmypus.

Y CrNeHHbI MOYEYHBbI KNIMPEHC CONbBEHTOB 63 MOBLIWEHWS! UX YPOBHS B KPOBU XapakTepeH A5 NoCTOBCTPYKTUBHOW
nonnypun, ConbTepsitoWwero HedopmTa, XPoHuyeckoin 6oneanmn noyek (XBI), runepanbaoctepoHnsma [9].

MN36biTo4HOE ynoTpebneHne Boabl, BBELEHUE TMMOTOHNYECKMX PACTBOPOB B COCYANCTYIO CUCTEMY NMPUBOAAT K CHUXEHUIO
KoHueHTpauun ALl B nnasme KpoBW 1, COOTBETCTBEHHO, YMEHbLIEHUIO peabcopbumm Boapl B KaHaNbLEBON cucTeme
HedppoHa. Mpu orpaHnyeHUn ynoTpebneHns XUOKOCT caMoyyBCTBUE BONbHBIX OCTAeTCs YAOBNETBOPUTENbHBLIM, MPU
9TOM YMEHbBLAETCS KONMYECTBO MOYM, @ €€ OCMOMISIPHOCTb NOBLIWAETCA A0 PU3NONOTUYECKUX NPEaenoB.

Benkosoe rononaHune nnn 6ecconesas aveTta TakXe HapywatoT KOHLUEHTPALMOHHYIO (OYHKLMIO NOYEK 1 BbI3bIBAIOT NOMM-
yputo. Mpu aTom conepxaHue aHgoreHHoro AL MoxeT 6biTb HOPManbHbIM UK NOBLIWEHHBLIM, a NnpveM AL He
yCTpaHseT cuMnNToMbl 3a60neBaHns, 3T0 CBA3aHO C MHOT UMK hakTopamu, B TOM Yncne ¢ aecouumutom AKB-2 [7].

Ho3onornyeckune coopmbl HapyLLueHUs BOOHOro 6anaHca
LleHTpanbHbI HecaxapHbii gunaber

B knuHUYecko NpakTuke yalue BCTpeyYaeTcs LeHTpanbHbIi (rrnoTanammyeckuii, runodunaapHbiil) HecaxapHblin auabet

(LHO). OedbmumT BasonpeccrHa MoXeT ObiTh CBS3aH C HapylleHneM 06pa3oBaHns B sapax runotanamyca, TpaHcrnopTa
Mo rMnoTanamo-runorn3apHoOMy TPakTy, BbIOENEHUs FOPMOHA U3 runodgousa B Kposb. Yauwe 3abonesaHue BcTpeyaeTcs

npy nopaxeHusx B 06nacTv BOPOHKM runogmaa.

TeHAEeHUMIO K POCTY pacrnpoCTPaHEHHOCTU LeHTpanbHbIX (OOPM HecaxapHoro anabeTta CBsS3bIBAOT C MOBbIWEHVEM YKCna
onepaTmBHbIX BMeWaTenbCTs, NPOBOAMMBIX HA FONIOBHOM MO3re, C BbICOKOW 4acTOTOM YepenHO-MO3roBbIX TPaeMm, Npu
KoTopbIx cnyyam passutuma LIHL coctaBnsot okono 30%. Cuntaetcs, yto LUHM oanHakoBo Yyacto cTpagaroT Kak
XEHLUVMHBI, TaK 1 My>X4uHbl. Mk 3abonesaeMocTu npuxoamnTcs Ha Bo3pacT 20—-30 net [12]. KnnHnyeckn aaHHas dopma
HapyLeHUs NposiBNsieTCcs akekpeLumei 601bWoro Konm4ecTsa Mo4M C HU3KOM OTHOCUTENbHOM MAOTHOCTbIO,
perngparaumen n Xaxaon. 3Tm CUMNTOMbI MOSBASIOTCS NPU NopaxeHun He meHee 80% CeKpPeTOpPHbIX KNeTok.

TeHeTu4eckuii HeviporunogpunsapHoin HI



CewmeiiHblin LIHL, coctaBnsieT okono 5% Bcex cnyyaes 3abonesaHusi. HacneayeTtcs B OCHOBHOM MO ay TOCOMHO-
JOMVHaHTHOMY TUMNY U pa3BMBaeTCs B pe3ynbTarte NHaKTMBMpYoWwmx Mytauuin B reHe AVP-NP11, npusoaswmx K
NPOLyKLUMM NPOBa30MNpeccrHa ¢ UAMEHEHHOW NPOCTPAHCTBEHHON CTPYKTYPO. MyTaHTHbI NPOBa30NPeCcCHH CTUMYNPyeT
ayTocparoumTapHblil NPOLECC, KOTOPbIV OKa3biBaeT HEMPOTOKCUYECKoe felicTBUE U Bbi3biBaeT rnbenb ABI-
cekpeTmpyowmnx HeipoHos. MoaobHble MyTaumm B reHe AVP onucaHbl B NOCNELOBATENBHOCTSAX CUrHANBHOrO NenTuaa,
HempodmanHa Il n camoro ropmona [1].

KnnHnyeckm npun poxageHnn n B paHHeEM 0eTciee BOAHbIA BanaHc HOpMaHbeIVI. CvmMnTOMBI KOMNYNbCUBHOIo n0Tpe6r|eH|/|s|
XKNOKOCTU NOABNAKTCA B OHOCTU, U 3aTEM NONNONNCUA U MONNYPUA COXPaHAKTCA Ha NPOTAXEHUN BCEN XN3HU.

CuHapom Bonbgppama (DIDMOAD-cuHLpoMm)

OT0 penkuii reHeTmyecky 06yCnoBNEHHbIA CUHAPOM, MPU KOTOPOM COYETAOTCS HecaxapHblil U caxapHblil ouabeTol,
aTpodpust 3pUTENBHBIX HEPBOB U HEMPOCEHCOPHAS TYroyXoCTb. B 0HUX cnyYasix BO3HWKHOBEHME 3ab01eBaHUs CBS3aHO C
NHakTBMpylowmmm mytaumsamm B reHe WFS/ (nokycel p16.1 n g22—24 Ha xpomocome 4), KoTopbiit kogupyet 890-i
aMUHOKUCIOTHbIA FIMKONPOTENH (BONbdopaMuH), o6HapyXMBaeMbI B 3HAONNA3MaTUYECKOM peTukynyme. HapyweHue
PYHKLMM BONbbpamMmHa NPUBOANT K HapYLLEHWIO BHYTPMKIETOYHOIO KanbLMeBOro obMeHa ¢ nocnenytoulein rubensto
KneTkun. B ppyrux cnyyasix CUHOPOM Bbi3blBaeTCs AeNeunsiMn B MUTOXOHAPUANbHOM reHome. Hacnenytotcs o6e oopmbl No
ayTOCOMHO-peLieccusHomy Tuny [13].

O6biuHO 3aboneBaHune oebloTUPYeT caxapHbiM AuabeTom u aTpodpreli 3puTenbHbIX HEPBOB B MEPBOM AECATUNETN
Xun3Hu. B nocnegytowme gecatb net Bo3HukaroT LUHI n HelpoceHcopHas TyroyxocTb. Bo B3pocnoM cocTosHUm
pasBMBalOTCS peaKkue NPOSIBNEHNS 3TOr0 CUHAPOMA — AnaTaumns MOYEBLIBOASWMX NyTeR, HapyLWeHne MOTOPUKN
XenynoYyHO-KMILEeYHOro TpakTa, Nporpeccupytowas atakcus ¢ atpodorein CTsona ronoBHOro Mo3ra, rmrnoroHaan3am,
HapyweHue ncuxmkun. Cneundomyeckas Tepanvs ons cuHapoma Bonbdpama He paspabotaHa. MNpu caxapHom u
HecaxapHoM AanabeTe NPOBOAUNTCS 3aMECTUTENbHASA Tepanus.

Cunnpom ae Mopcbe (centoonTudeckasi aucriasuns)

3abonesaHue cBsi3aHo ¢ MyTauueid B reHe HESX1, koTopeblii Haxoautcs Ha 3-i xpoMocoMe (cermeHT 3p21.2-p21.1). Yawe
BCTPEYaeTCs Y NULL XEHCKOro nosa v xapakTepusyeTtcs OTCyTCTBMEM NPO3payHOn Neperopoaku, runonnasmnem
3pUTENbHbIX HEPBOB, XMaambl 1 runoduasa. CrHapom ge Mopcbe NposiBASEeTCA B paHHEM OeTCcKoM BospacTe [14]. B
neproL HOBOPOXAEHHOCTU chrkcUupytoT Bonee ANMTENbHOE TEYEHWE XENTYXWU, CUMNTOMbI FUMNOT IMKEMUM, MAOTOHMUN,
OoTCTaBaHve B OM3NYECKOM Pas3BuUTUN.

OpnHako 4acTo AaHHble M3BMEHEHMS OCTalOTCS HE3aMEeYEHHbIMU, U poountTenn snepsbie OGan.laIOT BHMMaHne Ha npo6neMy,
Korna snepsblie O6Hapy)KI/IBa}OT naTtosiornto 3puTenbHOro aHannsartopa pe6eHKa: Yy JeTen oTMeyatoT HUCTarm,
Kocornasue, HapyleHue ukcauum 3peHuns. C nporpeccunposaHnemMm CMHOpOMa BbISABNAOTCA OTCTaBaHue B
NHTEeNNneKTyanabHOM pa3BnuTn, BOSMOXHO BO3HMKHOBEHME annnenTn4ecknx npnnangkos.

SHJJ,OKpI/IHHbIe HapyweHns O6yCHOBneHbI nopokamun pa3snTuA rvmocpmsa, Bblpa>XeHHOCTb KOTOPbIX BAPbUPYET OT
Mn3onmpoBaHHOro ,ueopmuma Kakux-nnbo FTOPMOHOB 00 NaHrunonnuTynTapua3ma. |_|03TOMy 4yacTto ,El,eq.')eKTbI rmnotanamo-
runogomaapHoit obnactu covetarotcs ¢ LUHL, [9].

JnarHocTuka oCHOBbIBAETCS HA JaHHbIX OCMOTPa NaumneHTa, HeBPOOrMYeckoro 1 odpTansMonornyeckoro obcnenoBaHms,
MarHUTHO-PEe30HaHCHON ToMorpadoum rofoBHOro MO3ra, MONEKYNSAPHO-reHeTMYeCKUX MeTOA0B NccnenoBanHns. JleyeHue
TpebyeT cTaHOapTHOW 3aMecTMTeNIbHOM ropMOHOTEepanmu.

OkynouepebpopeHabHbIN cuHAPoM Jloy

Penkoe MynbTucncTeMHoe paccTponcTBo, BbldbiBaeMoe MyTaumamm B reHe OCRL (xpomocoma Xq25-26), KoTopbliii
KOAMpyeT nHoanT-nonugocat-5-gpocparasy. Bctpeyaetcs TONbKO Y MyXUMH, XEHWMUHbI SBASIOTCSH HOCUTENbHULAMKN
3TOro reHa. TUNM4HbIM AN CUHAPOMA SABNSETCA HaNMyne BPOXOEHHON KaTapakTbl, NPOKCUManbHON ANCAYHKLUN
NoYeyHbIX KaHanbLeB, yMCTBEHHOW oTcTanoctu [15].

nepBbIMI/I nposBNEeHNAMN MyTaunm ¢ CaMoro poXXaeHnsa ABnsanTCAa USMEHEHMA CO CTOPOHbI 3PpUTENbHOINo aHanmn3artopa un
TdXenas Mblle4yHasa rmnoToHNA, KOTOpble MOTyT CHATATbCA OTAE/IbHbIMA CUMITTOMaMK Pa3HbIX 3abonesaHnii. Tunnyex
BHeWHWIA Bua 6onbHOro: 6onbluve ywwn, CcennoBuaHbIA HOC, Bblpa>XeHHble NMPpU3HaKn paxmTta, FOJ'IY6bIe cKknepbl.

MoueyHas oUCHYHKUMS pa3BMBaAETCS ropasfo no3nHee, HO UMEHHO HU3KOMOEKYNSpHAs NPOTENHYPUS ABNSIETCS TNaBHbIM
npu3HakoM cuHapoma Jloy u HabnopaeTcs y BCex NauneHToB. OTO COCTOSHME OTPaxaeT HapyLleHe 3HAoLMUTO3a,
onocpeAoBaHHOroO NedPeKTOM MeranvH-kybyMHOBOro peLenTopa B NPOKCMMAanbHbIX KaHambLax.

JunarHoctuyeckumy 0oCoOBEHHOCTSIMU SIBASIETCS HANM4ne peTUHONCBA3bIBatoLero 6eka B MoYe, KOTOPbIA yBeNMYMBaeTCs
npumepHo B 1000 pa3 Bblle BEPXHEro Npeaena HopMbl. AnbTEpHATUBHBIMU MapKepamn SBAsSOTCA anbga-1 n beta-2
MUKpornobynvH, nocneaHuii Xxe HectabuneH npy pH Moun < 5,5. XoTa akckpeLmns HU3KOMONEKY NSiPHbIX 6ENKOB C MOYOWA
MOoBbIWWEHa, KOHLIEHTPaUMs CbIBOPOTOYHOrO anbbyMunHa B HOpME.



Lpyrue xapakTepHble 0cOBEHHOCTN — Mporpeccupyollee oTCcTaBaHne B (o3MYECKOM 1 MCUXOMOTOPHOM pPasBuTim,
KoTopoe HabntogaeTcsi B NepBble roabl Xn3Hu pebeHka. Y MHOrMX NauueHToB pa3BuBaeTCsl U3HypUTENbHas apTponaTus.
NeyeHune cuMnTOMaTMYECKOE, MPOAONXUTENbHOCTD XN3HN Peko npesbiwaeT 40 ner.

TpuobpeTeHHbIN LLeHTPaTbHbIN HecaxapHbii guaber
KpaHnogpapnHreoma

JobpokayecTBeHHas anuTeNManbHas onyxonb C BHYTPUYEPENHON nokanusauvei, pa3suBatollascs BCleacTane
HapyLWeHUs NPOLECCOB MHBOMIOLMY 3MOPUOHaNbHBIX KNEeTOK KpaHWodapuHreoHanbHoro nyTu (kapmaH Patke). Y
6onblwUHCTBA 60MBHbBIX BbISBASIETCS MyTaUms B reHe B-kateHnHa. B 6onbwuHcTBe cnyyaes 3abonesaHune
IMNarHoCTMpyeTCs Ha NO3AHeN CTaaum, HOTa Yepes HeCKONbKO NeT nocne nepsbix cuMnToMoB. B nebiote 6onesHu vawe
BCTpeyaeTCs BHyTprUYepenHas runepTeH3uns, ConpoBOX AatoWascs ronoBHbIMy 60N1SMU, TOWHOTOW.

B 3aBMCMMOCTU OT pacnofioXeHNs ONyXonn Mo OTHOLWEHMWIO K Xa3Me BO3HUKAIOT pa3/iNyHble BApUaHTbl Cy>XeHNs nonemn
3peHusi. HecaxapHsblin onabet oo onepaunmn Habniogaetcs y 17% nauveHToB. Bcnenctere nopaxeHus CTpykTyp
rMnoTanamo-runocou3apHoOro TpakTa HapylaeTcs CeKpeLns ropMoOHOB POCTA, FOHAAOTPOMHbBIX, TMPEOTPOMHbLIX FTOPMOHOB,
aL4PEHOKOPTUKOTPOMNHOro ropMoHa runogomsa [16].
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