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[Tepoxcucombl, oqHOMEMOpaHHbBIE OPraHEeIUIbl, IPUCYTCTBYIOT BO BCEX KIJIETKax OpraHu3Ma
(32 UCKIIFOUEHUEM 3pEJIbIX SPUTPOLIUTOB) U YUACTBYIOT B CIOXKHBIX META0OJUYECKHX MpOIleccax.
Onu oOecneyuBalOT HavyajdbHBIE OTanbl OWOCHHTE3a IJIa3MaJIOTEHOB. llepOKCHCOMBI Takke
Y4acTBYIOT B OKHCJICHHH psia OpraHMYecKHX BellecTB (Hampumep, (UTAHOBOW U TIIOTApOBOM
KHCJIOT), METaboIM3Me XOJIECTEpUHA M MPOCTaryiaHAMHOB. OJHAKO MPOSBISIETCS CIEU(PHUIHOCTD
(YHKIIMOHMPOBAHMS TEPOKCHCOM, CBSI3aHHas C MX BOBJEUEHHEM B KaTabonuueckue U
aHa0OJIMYECKUE TPOLIECCHI.

Bcenencreue oOecrieunBaHusl 3TanoB OWOCHMHTE3a IJIa3MajOr€HOB MOXKHO CUUTaTh, YTO
MEPOKCHCOMBI KOCBEHHO (OPMHUPYIOT CTPYKTYpy MHelnHA. [IepOKCHCOMBI SIBISIOTCS Ba)KHBIM
3JIEMEHTOM B aKTUBALIMU TPOMOOIIMTOB, IEpepadOTKE XOJIECTepUHA B KeITYHbIe KUCIOTHL. Mcxons u3
(GyHKIUH TIEPOKCHCOM, OYEBHIHA MX Ba)KHAsl POJb B METabOJIM3ME HE TOJBKO KIETKH, HO M BCErO
opranu3ma. Hapymenune Ouorenesa BeAET K H3MEHEHHIO KOJIMYECTBA IMEPOKCHCOM B KIIETKax
Pa3IMYHBIX TKAaHEW OpraHu3Ma.

Bce nepokcrucomubie 601€3HU MOAPa3AeSIOT Ha 1B OCHOBHBIX Kilacca:

» [lepsviii Kk1acc — TEHEPATU30BAaHHOE HApYIIEHUE (QYHKIUH, KOMIUICKCHBIC Ie(eKTh
(mampumep, 6071e3Hb Pedcyma y HOBOPOXKIEHHBIX);

* Bmopoti knacc — coOXxpaHeHUE CTPOCHUS EPOKCUCOM, HO NEPHUIUT SAMHUIHOTO (hepMeHTa
(Hampumep, TUIIEPIUKOIOBAs allIeMuUs, TICEBIOHEOHATaIbHAS aipeHoIeiiKoaAnucTpodus).

Cunapom llensBerepa oOyciiOBlIeH MyTallUsIMU B TeHaX MEPOKCUHOB 1-3, 5, 6 u 12 (reHsl
PMP35 u PMP70). Takxe oH MOKeT ObITh 00YCIIOBIIEH MHBEpCUEH uin aenenuei cermenrta 7q11.3.
[TpumepHas 3a001eBaeMOCTh HAPYIICHUSIMU OMOT€HE3a MEPOKCUCOM CIieKTpa cuHapoMa LlenbBerepa
coctasisier 1:50000 HoBopoxnéuusix B CHIA u 1:500000 HoBOpOoXAEHHBIX B SAnonuun. bonesznp
BO3HHMKAeT B HEOHATaJIbHOM I[E€pPHOJE, MPOSBISLICH KaK IOPOKaMH pPa3BUTHS  OpPraHOB,
BO3ZHUKAIOIIMMH BHYTPUYTPOOHO, TaK M MPOTPECCUPOBAHUEM OOJIE3HU BCIIEJACTBUE HEMPEXOASIIei
TUCPYHKIIMM TEPOKCHCOM. Y MIIaJIeHIeB HaOII0Jal0TCs XapaKTepHbIE TPU3HAKH YENIOCTHO-
JTUIEBOTO TucMop(du3Ma, BhIpaXEHHAs! TUTIOTOHUS M CYIOpOrd. Take MOTYT OTMEYaThbCsl CUIIBHO
BBIMTYKJIOE HE00, W30BITOUYHBbIE KOXKHBIE CKIAIKH Ha IIIee, MHUKPOTHATHsS, MHKpoiedaus,
Makporedanus. OTMedaeTcsi TOBBIIICHHE KOHIEHTPALMU OYEHb JUIMHHO IEMOYEYHBIX KUPHBIX
KHCJIOT B MOYE.

Kpome npocnexunBaHus KIMHUKO-Ia00paTOPHBIX MposiBIeHUH cunapoma LlenbBerepa, Takxke
IIPOBOJSTCS] TEHETUYECKOE TECTUPOBAHHUE (METO/Ibl CEKBEHHMPOBAHUSI HOBOT'O MTOKOJIEHUS ISl TEHOB
PEX), HeoHaTalbHbBII CKPUHUHT U TpEHATaNbHAs TUArHOCTHKA B MEPBOM I BTOPOM TPUMECTpE
OCpeMEHHOCTH B COYETAHWHM C TEHETHYECKUM WIM OHOXUMHYECKHMM TECTUPOBAHHUEM
KYJTbTUBHPYEMBIX AMHHOIIUTOB UM XOPUOHHUYECKUX BOPCHHOK KIIETOK.

JleyeHnne nepoKCUCOMHBIX 3a00JI€BaHMi, B YaCTHOCTH, cUHIpoMa LlenbBerepa, 3akitodaercs
B JIMCIAH3EpPHU3ally, W30UPATEeIbHOM MMHUTAHWW W J00aBIEHUU B MHINY >KAPOPACTBOPUMBIX
ButamMuHoB A, D, E, K; nogaepxke remaroouinapHoi CUCTEMbI; KOPPEKIIUH 3PEHMUS, CITyXa; JICUEHUN
HEBPOJIOTHYECKNX HApYIICHWH C UCIOIb30BaHUEM, Hampumep, (heHobapOuTana; MCIOIB30BAHUU
CTaH/IaPTHON 3aMECTUTENIbHOM Tepanuu MpH JICYeHUH HEJ0CTaTOYHOCTH HAAMIOYEYHUKOB.

622




