HapyumieHus yIriieBoAHOIO
oOMeHa

HapymieHue oOMeHa MOHO-, IU- U
MOJIUCAXAPUI0B



Il1an Jgeknuun

HauboJjiee pactipocTpaHeHHbI€ NATOJIOTHH YIJIEBO/I
oOmeHa:

» HemepeHOCHUMOCTH JIAKTO3bI

» l'ajmakro3zemMust

» OpyKTO3EeMUA

» IVIMKOreHO03bI U arJIMKOT¢HO3bI

» MykonmoJsincaxapuaos3sl.




HenmepeHoCHMOCTH JIAKTO3bI

JlakTo3a

» HemepeHOCHMOCTH JAKTO3bI (MJIH THTNOJAKTA3Us) — TEPMHUH JIJIsS ONUCAHUS
NATOJOTHYE€CKUX COCTOSTHNUI, BBI3BAHHBIX CHUKEHHEM YPOBHS JIAKTa3bl — (hepMeH
HEe00X0AMMOTr0 JJISl IePeBAPUBAHMS JTAKTO3bI, JTUCAXAPHUIA, COACPIKALIETOCS B
MOJIOYHBIX NPOAYKTAaX.

» HenmepeHOCHMMOCTD JIAKTO3bI MOKET ObITh 00YCJI0BJICHA FeHEeTHYeCKOM
MPeAPACIOJI0KEHHOCTHIO UJIN BIMsIHMEM (PaKTOPOB cpeabl. JIakTo3a, Kak qucaxapuj
HE MOKET HEMOCPEeACTBEHHO BCACKIBATHCH Yepe3 CTEHKY TOHKON KUIIKU B KPOBb, 1
IPH OTCYTCTBHU JIAKTA3bI MOJIEKYJIbI ITOI0 caxapa npoxoasit 0e3 pepMeHTATUBHOIO
paciienieHus B TOJCThIN KHILIEYHUK. bakTepuu B TOJICTON KHUIIKE MOTYT
MeTa00JIM3UPOBATH JIAKTO3Y U BbIACJSIOT IPH 3TOM CMeCh ra3oB (BOAOPOaA,
YIJIEKUCJIOTO0 ra3a ¥ METAaHa), YTO NPUBOIAUT K PA3JIMYHBIM KHIIEYHbIM
paccrpoiicrBaMm. HemorionmeHHble yIiieBOAbI U NMPOAYKTHI (pepMEeHTAIMH TAKKE
YBEJIMYUBAIOT 0CMOTHYECKOE JABJICHHUE, YTO IPUBOIUT K IPUTOKY BOAbI B MOJOCTH
KHIIEYHUKA U, KaK CJIeCTBUE, K AUapee.



https://ru.wikipedia.org/wiki/%D0%9B%D0%B0%D0%BA%D1%82%D0%B0%D0%B7%D0%B0

HenmepeHoCHMOCTSH JIAKTO3bI

NAKTO3A I\AKTOSA

HopmanbHbiid cTyn Xuakui cTyn




IluTanue Npu rumnoJIaKTa3uu

JIroasiM ¢ HelmepeHOCUMOCTHIO JIAKTO3bI 00BIYHO PEKOMEHYIOT CO0JI
0€3JIaKTO3HYI0 IHETY, YTOObI YMEHbIIUTH MPOSABJICHUA CUMIITOMOB. O
PUCK, CBA3AHHBbIN C MOJHBIM UCKJIHYCHUEM MOJOYHBIX NPOAYKTOB U3
3aKJII0YAETCH B PAa3BUTHHU Je(PUIMTA KAJbIUA U YXYIIIEHUHU COCTOSTHUS
KocTel. OJHAKO CeroHy MAIMEHTAM ¢ HENEePEHOCUMOCTHIO JIAKTO3bI He
PEKOMEHAYETCS MOJHOCThI0 0TKA3bIBATHCH OT BCEX MOJIOYHBIX NMPOAYKTOB
MOCKOJIbKY 00JILIIUHCTBO MAUECHTOB ¢ HEMEPEHOCUMOCTHIO JIAKTO3bI MOT'Y
MEPEHOCUTH 10 S I JIAKTO3bI 32 OAMH NPUEM -4TO IKBUBAJeHTHO 100 mut

MOJI0KA. JIedeHMe JIAKTA3HON HEJ0CTATOYHOCTH B OCHOBHOM 3aKJIKYAETCS B
COKPAIICHUH MJIM MCKJIIYCHUHU JIAKTO3bI U3 PALIMOHA 10 TeX MOP, MOKA CUMIIT
He MCYE3HYT, a TaKKe B IPUEMe JIaKTa3bl U alanTallud MUKPOOMOMA KUIIIe
C MOMOIUbLI0 MPOOUOTUKOB. PaiuoHaIbHOE MUTAHME JIKOAEH ¢ HENEePEHOC
JIAKTO3bl, M03BOJISIET U30eKATh CUMIITOMOB M Ae(UIUTA NUTATEJIbHbIX
Ucnoab30BaHue CrienMajibHOM MAPKUPOBKH MOMOKET NAIMEHTAM B
0e30macHbBIM MPOAYKT HA PbIHKE.



I'agdaxkTo3zemMus

» I'ajmakTo3emMusi — HaCJICACTBEHHOE HAPYILIEHUE OOMEHA
YIJIEBO/IOB, B OCHOBE KOTOPOIO JICKUT HApyIIeHHE 0OMEHa
BEIISCTB Ha IIyTH IIpe00Opa30BaHMs ralakTo3bl B IITIOK03Y. IIpu
3TOM B OpraHU3ME HaKaIlJIMBACTCSI N30BbITOK IaJaKTO3bl U €€
MeTa00JIMTOB (TajlakTo30-1-(pocdara u raJjakTUToJIa), 4YTO
0OyCJIOBIMBAET KIMHUYECKYIO KapTHHY 3a00JICBaHUS 1
(OpMHpPOBAHNE OTCPOUYCHHBIX OCJIOKHECHUH.

» TajjakTo3eMusi HacjaeayeTcs 0 ayTOCOMHO-PeleCCHBHOMY
THILY, TO €CTh 0O0JIC3Hb PAa3BUBACTCS TOJILKO B ClIydae, eciau 00a
POAUTENS SABISIOTCS HOCUTEIISIMU PELICCCUBHOIO T'€HA.




MeTa00JIM3M raJdaKTOo3bl

» IlpeBpaineHue rajakTo3bl B INIIOKO3Y MPOMCXOAUT B OpraHu3me 4
AaJIbHEHIIEro uCnoJb30BaHNA INIIOKO3bI B peaKIusiX MeTa0oJau3mMa

» IlpeBpamieHue rajakTo3bl B INIIDKO3Y OCYLIECTBJIACTCH TPeMs OCHOB
(pepMeHTAMM 110 MEXaHU3MY, H3BECTHOMY KaK nyTh Jleayapa. @epme
rajgakToknHasa (GALK), ramakro3o-1-gocharypuauiarpancgepasa (
UDP-ramakro3o-4’-a3numepasa (GALE).

» Ilpouecc HaunHaeTcs ¢ GocHopUIUPOBAHNA IAJIAKTO3bI 0 1-My aToMy
yriepoaa. OTiin4uTe/ JbHO 0CO0CHHOCTBHIO AIBJISIETCS MPeBpPalllecHUe B IIK0
He HANPSAMYI0, a Yepe3 cuHTe3 Y/ MP-rajsakros3bl U3 rajakros3o-1-gocdara.

» Hanee Y®-rajsakro3a usomepusyercs B Y 1PD-rroko3y. danbHermas cy,
o0pa3oBaBIIEHCH IIIOKO3bI MOKET ObITH PA3HOM: OHA MOXKET Y4aCTBOB
peakuuu nepeHoca YM® Ha ranakro3o-l-gocdar, npeBpamarbcs B
CBOOOIHYIO IVIOKO3Y M BbIXOAUTH B KPOBb, OTIIPABJIATHCH HA CUHT
[VIMKOTeHa.




IlpeBpalnenue rajakro3bl B INIIOKO3Y
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CxeMa npeBpanieHue rajJakTo3bl B INIIOKO3Y
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MeTtabonueckue 0JIOKH HA IIYTH MPeBpaLleHUs]
rajJakTo3bl B IVIIOKO3Y
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l'adaxkTo3eMus MOXKeT OBITH HECKOJbKHUX THUIIOB

» tan I ('AJI 1) — nepBas onucanHasi 1 HauboJiee yacras
(popma 3a00/1eBaHMsA, BbI3BaHHAasA MyTauusamMu B rene GALT,
PACIOJIOKEHHOM Ha XpoMocome Ip13.3, 4TO NPpUBOIUT K
ne(pUuUIUTy rajakro3o-l-gpocharypuauiarpancdepasnbl
(TAJIT);

» tin Il (I'AJI II) — meHee yacTas ¢gopma u 6oiee
OslaronpusiTHasi, 00ycJjioBjieHa myTauusamu B rene GALKI1,
PaCIoJI0:KeHHOM Ha xpoMocoMme 17q25.1, uyTo BbI3bIBaeT
aepunut ragakrokuHasbl (I'AJIK);

» tun I (IAJI 11I) — peakas ¢gopma 00J1e3HH, CBSI3AHHAS C
myTanusaMu B rene GALE, pacnosioxkeHHOM Ha XpoMocoMe
1p36.11, yTo npuBOAUT K Ae(pUUUTY YpUuAUH-AUpochaT
(Y1d)-ranakro3o-4-anumepassnl (I'AJII).
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HekoTopbie CMMIITOMBI T'aJIAKTO3EeMHUH

. B IIepBbIe JHU U HeAeJH KUZHU —
BbIPAa'KeHHAs KeJITyXa, YBeJIUUYeHHe
IeYCHHU M CeJIe3CHKH, PBOTA, 0TKA3 OT
edbl, CHU:KEHHEe MacChl TeJla.

HEeBPOJIOTHYeCKAsi CHMIITOMATHKA
(cymoporu, HucTarm —
HENPOMU3BOJILHOE IBUKEHHE IVIA3HbIX
s10J1I0K), TUIIOTOHHUS MBbIILIIILI.

B JaJIbHEHIIIEM — OTCTABaHMeE B
(pU3MIEeCKOM U HEPBHO-TICUXUIECKOM
Pa3BUTHUH, YMCTBEHHAS 0TCTAJIOCTbD,
KaTapakra.




J/ImarHocruka rajJaKkro3eMuu

» B HacTosinee BpeMs NPOBOAUTCHA MACCOBOE 00C/IeI0BAHUE
HOBOPOKICHHbIX HA rajlakro3emMuro. Onpeaensiercss YypoBeHb
TOTAJbHOHU (0011ei) rajJJaKTO3bl B IATHAX BbICYLLIEHHOM
KpoBH uiyopecuieHTHLIM MeToa0M. IIpu BhIsiBJIeHUH
MOBBIIEHHOI0 YPOBHS 001IEH rajakTo3bl IPOBOAUTCS
MOATBEPKAAIIAA JUATHOCTHKA onpeaeJeHueM YPOBHS
AKTHBHOCTH (pepMeHTOB: rajakrtokunasbl (GALK),
rajgakro3o-l-gpocharypuauiarpancdepasnsl (GALT) u UDP-
ra;jakro3o-4’-amumepasnsl (GALE).

» Tsxéiabie (pOPMbI 3aKAHYUBAKTCA JICTAJIBHO B IEPBbIE
Hele/IU )KU3HU, IPU 3aTHAKHOM TEYCHUHU HA NMEPBbLIA IJIAH
MOI'YT BBICTYNIATH SABJICHUS XPOHUYECKON HEAOCTATOYHOCTH
IECYCHU WU MOPAKCHUS HEHTPAJIbHOU HEPBHON CHUCTEMBbI.




JleueHHe rajJjaKkro3seMun

» Jleuenue 3akirodyaeTcsa B UCKIIOUEHUU
MUIIEBBIX TPOAYKTOB, COACPKAIINX
rajjlaKTo3y, IPEXKJI€ BCEro IPyaIHOTO
MOJIOKA M JIPYTMX MOJIOYHBIX cMecen. Mx
MOT'YT 3aMEHUTh CHEIIUATBHBIMU CMECIMH,
IPUTOTOBJICHHBIMU Ha OCHOBE COH,
KOTOPBIE HE COJIEPIKAT rajIaKkTO3Y.

» [10JIHOCTBHIO BHLJICYUTH TAJIaKTO3EMUI0
HeJIb351, HO MOXHO OCTaHOBUTbH
HETAaTUBHOE BJIIMSHUE HA OPTaHU3M IIYTEM
COOJIIOZICHUSI JUETHI HA POTSHKEHUN BCEU
KU3HU.




MeTa0013M (PPYKTO3bI

PDpykTOo3a MeTa00IU3NPYETCS B OpraHu3mMe

. . CtpoeHue (ppyKTO3bI
nyTéM pochopuaInpoBaHUA MOA ACUCTBUEM

1 CH,OH

dpykToxknHa3bl 10 GpykTo30-1-docdara, 23%:0 HOH g —
KOTOPbIH JaJjiee, oA AeicTBHEM Lo HO
bpykTo30-1-Pocharannmonassl :Ei:g H S
npeBpamaercs B B

auruapoxcuanerongocdar u D-
NIMIEPUHOBLIA ajbaeruja. TpuodoxkuHasa
npespamaer nocjaeAHu B
ranepaabaerua-3-gochar. Takum
oOpa3oM, npu MeTadoU3Me (PPYKTO3bI
00pa3yrTcs NMPOMEKYTOYHbIE MPOAYKTbI
VIMKOJIN3A.

®pyKkT03a - KETOCNUPT.




MeTa001u3M PPYKTO3bI
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MeTa0011u3M PPYKTO3bI
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DpykTO3eMus

MeTtabonusm ppyKTO3bl B KNeTKax NevyeHun
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B rmukonutuyeckum atan oKkucrneHus
HapyLweHus:
* acceHumanbHasa ppykTo3ypus

** HacnencTtBeHHas HeNepPeHOCUMOCTb (PPYKTO3bI




Hapyumienuss MeTa001u3Ma GPyKTO3HI

I'eHeTnueckui 1eHeKT (PPYKTOKUHA3BI IPUBOIUT K TOOPOKAYCCTBEH
ICCEHIHMAJIBLHON GPYKTO3YpHH, IPOTECKAOIIECH 0€30 BCAKMX CUMIITOM

D®pyKkTO3eMHUsT — HACJIEACTBECHHASI HEIIEPEHOCUMOCTh (PPYKTO3bI, CBsI3a
nedexToM PpPYKT030-1-hocharanabaoaazbl. ITO NPUBOIAUT K HAKOIIJICHU
IIPOJYKTOB META00IM3Ma, TOKCHYHBIX /1151 OpraHU3Ma.

IedekT ppykT030-1-hocharanbaonasbl, KOTOpas B HOpPME NPUCYTCTBYET
[IEUYCHU, KUIIICYHUKE U KOPKOBOM BEIIECTBE ITOYEK, IPOSBISICTCS MOCIIC BBEIEC
B pallMOH MJaJICHIIa COKOB 1 (DpYKTOB, COAEPKAIUX (PPYKTO3Y.

IlaToreHe3s cBsi3aH CO CHMKEHHEM MOOMIM3AIMY INIMKOIeHa U3-3a
MHTMOUPOBAHUS TTIMKOTeH(pochopuiasbl Ppykro30-1-pochdarom.



JIMarHocTUKAa M JIeYeHue

Ilpu nogo3peHun HA (PPYKTO3EMHUIO
BAKHBIM MOMEHTOM SIBJISIIOTCH
aHAMHECTHYeCKHEe JTaHHbIE.
IIpociaexnBaercsa YeTkasi CBA3b
MEKAY yIoTpedjieHueM
(GpyKTO30COoAEPKAINUX MPOAYKTOB U
BO3HUKHOBEHHEM CUMIITOMOB. JlJ1s1
MOATBEPKIACHUS TUATHO3A IPOBOAAT
TECT TOJIEPAHTHOCTH K (PpyKTO3e.
JledyeHne BKIIIO4aeT AUETY €
OrpaHUYECHHUEM CJIAJ0CTEeH, PPYKTOB,
OBOIIIEH.




I 1MKoreHo3sbl

» I IMKoreHo3nl — 001ee HA3BAHUE CHHAPOMOB,
00yCJIOBJIEHHBIX HACJIeACTBEHHBIMHU Jde()eKTaMu (pepMEHTOB,
YUYACTBYIOIIMX B CHHTE3€ WM pacuienjieHu INIMKoreHa.
Cpennsisi yacrora Bcrpeuaemoctu cocranisier 1:40000.

» JedekT pepMeHTOB CHMHTE3a UJIH MOOMIN3ALUU INIMKOI€HA
IMPUBOAUT K HAKOIJIEHUIO NI U3MEHEHHUI0 CTPYKTYPbI
IMIMKOTeHA B PA3HbIX TKAHAX, Yallle B IeYeHHU U
mbllnax. Cieayer OTMETHTh, YTO NIPH INIMKOT€HO03aX
KOJIMYECTBO INIMKOIeHA He BCeraa M3MEeHEeHO, M3MEeHEeHHU
MOI'YT OBITH TOJIBKO B CTPYKTYPE €r0 MOJIEKYJIbI.

» Bcero n3BectHo 12 TMIIOB INIMKOT€HO30B.




I 1MKoreHo3bl

I1o maToreHeTHYECKOMY NMPU3HAKY IVIMKOT€HO3bI
NeJISAT:

» Umeuenounnie — 0O, I, 11, 1V, VI, VIII, I1X, X, XI
THIIOB,

» [OMmbpinieudbie —V u VIl Tunos,

» Ocmemniannpie — |1 Tuna.




IleueHOYHBIC POPMBI INIMKOTCHO30B

» IlposiBJASIIOTCS B HAPYILIEHUU UCIOJIb30BAHUS IVIMKOTE€HA JIJIsI
MOAAEePKAHUS YPOBHS IVIIOKO03bI B KPOBH.

» OO0muM CUMIITOM 3TUX (GOPM —THNIOIVIMKEMHUS B
MOCTA0COPOMOHHBIN MEPUOI.

» K oar1oiu rpynne orHocsaTcesa rimukorenossl |, 1, 1V, VI, IX 1 X
TUNOB 110 HyMepauuu Kopwu.




MWKOTEHO3bI

FIUKOTeH ;T rntoko30-6-pocdpar Ai* rnKo3sa

rnukoreH-thocopunasa rnoKo30-6-tpoccparasa

NeYeHOYHbIe <;1;> MbILLEYHbIe
(6one3nb MNpke)

reHepanu3oBaHHbIN

KPOBb

l | MbilleyYHan cnabocTs,
rMnornukemusi netanbHbIN UCXoA, cypoporu




IleueHOUYHBIC ININKOT€HO3bI

CaMbIil YaCThIN INIMKOTeHO3 | Tuna uiaun 00J1e3Hb (DOH
I'upke (uactora 1 : 50000-100000 HOBOpO:KIEHHBIX) 00YCJI0B
AyTOCOMHO-PeleCCUBHBIM e eKToM III0K030-0-ochara3ssbl.
TOI'0, YTO 3TOT (pePMEHT €CTh TOJbKO B MEYCHU U MOYKAX,
NPEUMYILIECTBEHHO CTPAAAKOT 3TH OPraHbl, U 00JIe3Hb HOCHUT €
O/THO HA3BAHME — IeNaToOpeHaAJbHBIN ITIMKOTreHo03. /laxe y
HOBOPOKICHHBIX JIeTed HAOJIIOIAKTCA renaroMerajius u
He(ppoMerajausi, 00yCJIOBJIEHHbIC HAKOIJICHUEM INIMKOIeHA He
TOJBKO B IUTOILIA3Me, HO U B S/IPaX KJIETOK. Tak Kak (pepMeHT
HeoO0xoauM st edochopunnpoBanusa ri0Ko30-6-gocdara ¢
MOCJIEeAYINUM BbIX0JA0M IVIIOKO3bI B KPOBb, Y 00JILHBIX 0TM
TMIOIVIMKEMUS U, KaK CJIeACTBHE, alleTOHeMUs, MeTado 11
aluI03, AHEeTOHYPHUS.




Jluarnocruyeckue kpurepuu 00s1e3Hu ¢poH I up

» KiIMH NpH3HAKH I'NNOIJIHKEMHH
(BAJIOCTD, aAMHAMUS, PBOTA,
CYAOPOKHBIH CHHIPOM)

> YBeqmueHue pasMepoB KUBOTA

» YBesmueHHe pa3MepoB MEYEHH,
CeJIe3eHKH, MOoYeK,

» XapakTepHbIM BHEIIHUH BUJ pedeHKA
(Kpyrji0e «KyKOJbHO€» JIHIIO,
MAJICHBKHU POCT, KOPOTKHUE PYKH U
Iesi, MbIIIEYHAS CHJIA CHUKEHA,

» AHOpekcHus



boJiesHb GoH 1 npke




IleyeHOYHBIC ININKOICHO3BI

Iiiukorenos |11 tuna niaun 6o0se3up @opoca-Kopu niu
JIAMUT-AEKCTPUHO3 — ITO AyTOCOMHO-PeleCCUBHbIN
nedexT amuia0-01,6-rII0K03MAA3HI, ' I€BETBANIETO
(pepMeHTa, THAPOIU3YOLIETO 0.1,6-TVIMKO3UIHYIO
cBA3b. boJie3Hb MMeeT 0oJ1ee 100poOKaUYeCTBEHHOE
Te4YeHHe, M 4aCTOTAa ee COCTABJSIET MPUMeEPHO 25%0 oT
BCeX INIMKOTeHO030B. /[yis1 00JIbHBIX XapaKTepHa
remaroMerajus, yMepeHHas 3aJiepKKa (pUu3n4ecKoro
Pa3BHUTHSA, B IOAPOCTKOBOM BO3pacTe BO3MOKHA
He0OoJIbIIAs MUONIATHA.




IleyeHoUyHBIC ININKOI€HO3bI

» IIpu raukorenose |V tuna (0o1e3up Angepcena, 1%
BCeX INIMKOT€HO030B), CBSI3aHHOIO C
nedexkToM BeTBALIEr0 (pepMeHTa, o0pasyercs
IVIMKOTE€H ¢ MAJIbIM KOJIHYECTBOM BETBJICHHUIA, YTO
pe3K0 YMEHbIIAeT CKOPOCTh ININKOTeHO0IH3A.

» Imukoreno3 VI tuna (60s1e3Hb Xepca, 25%0 Beex
IVINKOT€HO30B), CBA3aH ¢ Ae(HINTOM NeYeHOIHOI
(pochopuiassl rimukorena. Ilpu aTtom orcyrcreyer
MOOMJIM3AlMA [VIMKOIeHA, PpA3BUBAETCS
remaroMerajus U TunorjInKeMus.




MbBIIICYHBIC ITIMKOI'€HO3bI

» /11 3TOM rpynnbl INIMKOT€HO30B XapPAKTEPHbI
U3MeHEeHUs (pepMEHTOB MbBIIIEYHOM TKAHU. ITO
MPUBOIUT K HAPYIICHUIO YHEProodecrneyeHuss MbIIIIIL
npu (pU3UUYEeCKOl HATPY3Ke, K 00JIIM B MBIIIIAX,
CyA0poOram.

» I'muxoreno3 V tuna (6oj1e3ub Mak-Apajis) —
OTCYTCTBHE MbIlIedYHOU (hochopuiasel. llpu
TAKEJI0U MBIIIEYHON HATPY3Ke BOSHUKAIOT
CyAOPOI¥, MHOIJIOOMHYPHH, XOTH JIerkas padora He
BbI3bIBaCT KAKHUX-JIH00 MPOdJIeM.




CMelIaHHBIC INIMKOI'€HO3BI

ITH 3200/1IeBAHUA KACAIOTCH M MeYEeHH, M MbIIIL, U APYTHX
OpPraHoB.

I'mukoreno3 || Tuna (6oe3un Ilomne) — mopaskarorcsa Bce
MIMKOreHCcoAep Kalnue KJIEeTKH U3-3a

OTCYTCTBHS JIN30COMAJIbHOM (KHCI0MH) 0-1,4-r711I0K031Aa35l,
[103TOMY JaHHAasl 00J1e3Hb OTHOCUTCSI K JIM30COMHBIM 00J1€3HSIM
HakonJieHusi. IIporcxoauT HaKoMJIeHHE IIMKOreHa B JIN30COMAaXx
1 B uTOIIa3Me. 3adoseBanue cocrapisieT mourtu 1090 Becex
[NIMKOT€HO30B U SIBJIsIeTCS Han0oJ1ee 3J10Ka4eCTBEHHbIM.
BoJibHBIE IPY OTCYTCTBHHM JICYEHHSI YMUPAIOT B PAaHHEM
BO3pAacTe U3-3a KAPJAUOMETAJIMH U TAXKEJI0i cepaedHo
HET0CTATOYHOCTH.



ATJIMKOTeHO3
(rmukoreno3 O mo kjaaccupukamun)

» ATJIMKOIeHO3 — 3a00/ieBaHMe, BO3SHUKAIOIIEEe B pPe3yJibTa
nedexTa rNIMKOreHCUHTA3HI.

» B nevyeHn u Apyrux TKaHsX HAOJII01AeTCHA O4YeHb HU3KO0E
colepsKaHHue INIMKOIeHa.

» JTO NPOABJSAETCH PE3K0O BbIPAXKEHHON IMNOIIMKEMHUEN B
MOCTA0COPOTUBHOM IEPHOIE.

» XapaKkTepHbIM CUMIITOMOM SIBJISIETCS CYyI0POTrd, 0COOCHHO 10
yrpam.

» boJje3Hb coBMecTHMA C /AKU3HbIO, HO HAIIUCHTHI HY?K1A10TC
B 4aCTOM KOPMJICHHUMU.



MyxkonoJjmcaxapuao3bl

» Mykonojucaxapuao3bl - Tpynna MeTad0JJuuecKux
3200J1€BAHUN COENUHUTEJILHON TKAHU, CBA3AHHLIX C
HapylIeHueM 00MeHAa KHUCJIbIX INIMKO3AMHUHOIIMKAHOB
(GAG, MmykonojmcaxapuaoB).

» IlpuynHoOii MyKONOJMCaxXapua030B SIBJISIETCSA

HETOCTATOYHOCTh JIM30COMHBIX (pepMEHTOB 00MeEHA
GAG.

» IlposiBiasiroTcs B BUAE JIM30COMHOM 00J1€3HH
HAKOILICHUSA PA3JIHYHbIX TKAHEH. KOCTHOM, XPAIIEBOI,
COCIMHUTEJILHOM .




MykonoJucaxapuao3bl

» Beiaeasror 14 tunos

>

MYKOIIOJIUCAXaPHI030B

HauboJIee 4acTO BCTPEYAKTCSH
nepBbii (cunapoM I'ypiepa) u
BTOPOU THUIBI

HAKOIICHUE ININKO3AMUHOIIUKAHOB
B JIN30COMAX TKAHEH MPUBOIUT K
rpyobIM KJIE€TOYHBIM U3MEHEHUSIM H
(GopMHUPOBAHMIO XapaKTEePHOU
KJIMHUYCCKON KAPTUHBI

®eHoTun 601bHOO cMHAPOMOM lypnepa



MYKOIIOJIUCAXAPUIIO3 TUTIA I-H
(CUHIIPOM I'YPJIEP).

BnepBbie onrcaH HEMEIITKHUM
nenuatpom ['ypaep (G. Hurler) B 1919
T,

© Yacro HabomaeTcs y OeTeH, POOMUTEJIH
KOTOPBIX HAXOOSATCSI B KPOBHOM
POICTBE.

YacToTa cpeny HOBOPOKIEHHBIX
1:20000 — 1:25000.

IIpu Tssxenion ¢popme cuappoma 'ypiiep meTn
YMHUpPAaKT B Bo3pacTe 6—10 JieT oT cepmedyHOH U
JIETOYHOH JEKOMITeHCALIUH.

[Ipu nerkou chopme moskUBAIOT B cpegHed mo 30 Jier.




