


[laTonornyeckmn NpoLecc, NoBpeXaeHue
TKaHeN, BO3HUKAOLLIEE NPU HAPYLLEHUN
obMeHa BellecTB, C HapyLleHneM
BUOXMMUYECKNX CTPYKTYP U
KQYeCTBEHHbIM HapyLleHneM OyHKL MK
(U3BpaLleHneM MyHKLUN)




HapyLUeHWe perynmpytoLlen 1
KOOPAMHUPYIOLLEN DYHKLIMK
HENPO3HAOKPUHHOWN CUCTEMbI
HapyLUeHne TpaHCcnopTa

HENoCpeACTBEHHOE MOBPEXAEHNE
BUNOXMMUYECKNX CTPYKTYP KIETOK N TKAHEM

reHeTu4yeckn obycrnoBneHHbIE HApYLLEHNS
obMeHa



MPOSIB/IAIOTCA Y)KE B MEPBbIN rof XXU3HU

COMPOBOXAAIOTCH, KaK NpaBuo,
HapacTalLWMMMU CUMNTOMaMN NopaKeHus
LHC, oTcTanocTbio obLero m3nyeckoro
DA3BUTUS, FrenaTo- 1 CriIeHOMeraamen

[IporHo3 HeEGNAronpuATHLIN




onucaHa ¢paHIly3CKUM
CTYAEHTOM-MeuKoM Dununmnom
[ITapiiem IpuHcrom [ome (P.C.E.
Gaucher) B 1882 r

Ae(pHUIIUT aKTUBHOCTH (hepMEHTa
IJIIOKOLIEPEOPO3U1a3bl

HaKOIUICHHE IIIFOKOIIepeOpo3u/ia
BO MHOT'MX TKaHSX, BKJIHOYas
CEJIE3EHKY, [IE€YEHD, [TIOYKHU,
JIETKHE, MO3T 1 KOCTHBINM MO3T

I'emaro-crieHoMeraius, 001U B
KOCTAX




OnucaHa 6puUTaHCKUM

o Ta/IbMOJIOroM
YoppeHom Teem (1881) u
aMepUKaHCKUM
HeBpoJsioroM bepHapaom
Cakcom (1887)
He3aBMCUMO ApYr OT

apyra

AYyTOCOMHO-PELIECCUBHbIN
TN

[MopakaeT LUHC



« JedeKT aKTUBHOCTU
cpUHromnennHasbl —
dbepMeHTa, KOTOPbIN
OCYLLIECTBISIET
pacLlensieHne
cUHromMmmenmnHa

« HakonneHue
cduHrommenuHa B
FAHINIMO3HbIX K/1ETKaX
rO/I0BHOMO MO3ra un B
KNETKax MakpodarasibHo-
TMCTUOLIMTAPHOWN CUCTEMBI
MHOIMMX OpraHoB




NHUAbTPaLNA — N36bITOYHOE HAaKOMNEHME
BELLIECTB B KJIETKAX U TKaHSAX

ZEKOoMNosnLms — pa3pylueHmne 6enkoBo-
JIMMNOHBIX CTPYKTYP KNETKM

TpaHcgopMaLmsi — npeBpaLleHne OAHNX
BELLIECTB B Apyrue

MU3BPaLLEHHbIN CUHTE3 — CUHTE3 KIETKAMN TEX
BELLECTB, KOTOpblE B HOPME HE BCTPEeYatoTCs



o npouncxoxxgeHuio:
BPOXXAEHHbIE
npnobpeTeHHbIe

Mo Buay HapyLueHHOro obMeHa
6enkosble
XXMPOBbIE
yrneBogHble
MUHEpanbHbIE

o pacnpocTrpaHeHHOCTM
obLwme
MecCTHble

o nokannzaymm
NapeHXUMaTo3Hble (K/1eTOYHbIE)
Me3eHXMMasibHble (BHEKNETOYHbIE)
CMELUAHHbIE



obLee oXXnpeHme, Ty4HOCTb
NapeHXMMaTo3HbIM NUNNA03

OXXMPEHNE MEXYTOYHOIO BELLIECTBA
MHTUMbI apTEPUN



OTnoXxeHne n3bbITOYHOro Kon4vecTsa
NnabunbHOro X1UpPa B XXKUPOBbIX OENO

(>knpoBas KneTtyaTka, anukapa, neyeHsb,
HaZANOYeYHUKN)

MexaHu3Mbl: UHPUIBbTPaLNS,
TpaHchopMaLus
















npl/l‘-ll/IHbI . MH@EeKUMnN, MHTOKCUKaLUMH,
TMMNOKCUN

MexaHU3Mbl: JeKoMMo3nuuns,
MHPUNbTPaLMA













ATepocknepos

[TopaXkaloTca apTepun 371aCTUYECKoro u
MbILLEYHO-3/1aCTUYECKOro Tuna

MexaHu3M: UHPUIbTPaLUS




MakponpenapaT aopTbl:
CTaaya MNUAHBIX MATEH U NOJOC















[na cocyaa: noteps 31acTUYHOCTH,

CY>KeHue NpocBeTa
[na opraHa: aTpoc

DUA+CKIIEPO3, UHC

DaPKT



npl/l‘-ll/IHbI . MH@EeKUMnN, MHTOKCUKaLUMH,
MMMNOKCUA

MexaHU3Mbl: JeKoMMo3nuuns,
MHPUNbTPaLMA













HapylwieHne obmMeHa MyLMHOB U MYKOW/OB
CMellaHHa4









MyKongHoe HabyxaHue;
¢punbpuHongHoe HabyxaHue;
rMasimHo3;

amMusionos




UHGEKLIMOHHO-aneprm4eckne 3abosieBaHus;

peBMaTu4eckme 6one3Hn (peBMaTm3m,
CUCTEMHAs1 KpacHasi Bos1l4YaHKa, CUCTEMHas
CK/1IEPOAEPMUS, PEBMATOULHbIV apTPUT,
Y3€/IKOBbIN NEPUAPTEPUNT U AP.);

aTEPOCK/IEPO3;
ruriepToHn4yeckasi 60/1e3Hb;
rUroKCcUS.






icxoa: rnpouecc obpaTMbiv, NPy NPeKpaLLeHnn
BO3/1ENCTBUSA MATOreHHOro akTopa NponcxoamT NOSHOE
BOCCTaHOB/IEHNE CTPYKTYPbl N OYHKUMKN. Ecnn
BO3/1ENCTBUE NATOreHHOro akTopa npoaoKaeTcs,
MyKOMAHOE HabyxaHWe MOXET NnepenTn B
dunbpuHongHoe HabyxaHue.

3HaueHue. OyHKUMS opraHa B F’MCTUOHE, rae
PA3BMBAETCSH MyKOUIHOE HabyxaHne, HapyLLaeTCs
HE3HAYNUTENbHO



dubpnHong — 3TO C/IOXKHOE
BewecTBo, 0bpa3oBaHHOE 33
cyeT 6enkos u
nonucaxapwnaos
pacnagatoLumxcs
KO1areHoBbIX BOJTOKOH U
OCHOBHOIO BeLeCcTBa, a
TaKXXe nna3MeHHbIX 6enkos
KPOBM N HYKNEONpOTena0B
pa3pyLUEHHbIX K/1ETOK
COEAMHUTENBHOW TKaHMW.
Ob6s13aTeNnbHbIM
KOMMOHEHTOM (hnbpunHounaa
ABNSAETCS PUOPUH.



CucreMHoe nopa)keHne oTMe4deHo npu:

— WHMEKLMOHHO-a/ieprmdyeckmx 3aboneBanusx (ombpuHona cocyoB
rnpu Ty6epKyne3e C rmnepPEPrmyeCcKUMU peaKLUNSIMmn);

— aJ/IVIEPrNYECKMX U ayTOMMMYHHbIX 60s1€3HSX (PEBMaTUYECKME
6os1e3HM, rrioMepyioHepuT);

— aHIMOHEBPOTUYECKNX peaKumsix (¢pnbpuHoua apTepnos rpu
rMNEPTOHNYECKOU BOIE3HN M apTEPMATIbHbIX TMIEPTEH3NSIX).

JlokasibHO GNbpNHOUA BLISIBAISIETCS NPU XPOHUYECKOM BOCMaNIeHnn
(B AHE XPOHNYECKOW A3Bbl XKENYAKa, TPODUYECKUX S3B KOXN)



MaKpOCKONMUYECKM OpraHbl N TKaHW,
B KOTOPbIX pa3BmBaeTca pubpnHongHoe
HabyxaHue, Mano U3MeHEeHbI

MUKPOCKONMUYECKMU: MyYKHn
KOJS1SIareHOBbIX BOSTOKOH CTAHOBATCS
FOMOreHHbIMW, 303UHOPUNIBHLIMU
(bnoknpoBaHMe KMUCIOTHbIX paavkanos Al
nna3MeHHbIMK 6enkammn 1 cmeweHne pH
cpeab! B LLEMO4YHY CTOPOHY), pe3ko LLUNK-
no3nTnBHbIMK. OKpacka Ha pubpuH BCceraa
NooXuTenbHasa. MeTaxpoMasnsa npu
OKpalmnBaHNMN TONYUANHOBLIM CUHUM
OTCyTCTBYET (NpaKTU4ecKu nosiHas
AECTPYKUNS rMNKO3aMUHOITIMKAHOB)



NUcxon: donbprHonaHbIN HEKPOS3

3HauyeHue: OnbprnHonaHoe HabyxaHue
BeJleT K HapyLleHUt0, @ HepeaKo U
npekpalleHnio MYHKLUUN opraHa



[ManMHO3 MOXKET pa3BUBATLCA B MCXOAE .
— 1/1a3MaTU4YEeCKOro rnpornTbiBaHus;
— punbpuHongHoro HabyxaHus (dubpuHonaa),
— CKJ/1epOo3a.

Knaccupukaums.
— r'MaanHO3 COCYyAoB;
— I'MannHO3 COBCTBEHHO COEAMHUTENBHOM TKaHW.

Ka)kabl U3 AByX BUAOB rManiMHO3a MOXET HOCUTb CUCTEMHBIN U
MECTHbIV XapaKTep.



NMpUUYNHBI CUCTEMHOIO r’MasniMHO3a COCYA0B:
— runepToHnyeckasi 60s1e3Hb;

— FMNEPTOHNYECKNE COCTOSIHUS, rMNEPTEH3MMN (601E3HU MOYEK,
Oryxo/in 3HAOKPUHHBIX U MOJI0BbIX JXENE3);

— aAnabert (anabeTnyeckni apTepmosIormaanHoO3);
— peBmaTuyeckme 3abosieBaHus;
— aTePOCK/IEPO3.
BeaywmmMm MexaHn3MaMm B ero pa3BuUTunN SABASIIOTCS:
— JIECTPYKLMST BOSTOKHUCTbIX CTPYKTYD;
— [10BbILLIEHNE COCYANCTO-TKAHEBOU MPOHULIGEMOCTH (r1a3mMopparus).



MPOCTOM, BO3HUKAOLLMA U3 MANIOU3MEHEHHbIX
KOMMOHEHTOB M1a3Mbl KPOBK (BCTPEYAETCS Yallle npu
rmnepToHnyeckon 6one3Hn Ao6poKayecTBEHHOMO
TEYEHUS, aTEPOCKNEPO3E U Y 3[0POBbIX Nt0AEN);

JINMOrnasnH, coaepXxalin nunuabl n beta-
nmnonpoTenabl (0bHapy>XMBaeTCs Yallie BCero npu
caxapHOM aunabeTte);

C/IOXKHbIV raivH, CTPOSILLIMNCS U3 UMMYHHBbIX
KOMMNEeKCcoB, punbprHa 1 paspyLUatomnXcs CTPYKTYp
COCYANCTON CTEHKU (XapaKTepeH ans bonesHemn ¢
MMMYHOMATO/IOMMMYECKUMIN HapYLLEHUSIMU, HanpuMmep,
0N peEBMaTUYeckmx 3aboneBaHmn).



O6pa3oBaHue rmaanHa

[poncxoanT cna3m CoCyzi0B, NOBPEXAEHUE ITIUKOKA/IMKCA SHAOTENMA/bHBIX
KJIETOK, YCU/TMBAETCS MUHOLMTO3, U BHYTPEHHUIA C/IOM COCyAa CTaHOBUTCS
NOBbILLEHHO NPOHMLUAEMbIM A/151 NNa3MeHHbIX 6enkoB 1 anbda-
MnonpoTenaoB. BonoKHUCTbIE CTPYKTYPbI (6a3arnbHble MeMbpaHhl)
HaxoAATCsl B COCTOSIHUM MyKOMAHOro HabyxaHus. lNMponcxoanT MeasneHHas
MHCCYaLMsa C HaKOMJIEHMEM Na3MeHHbIX 6enkoB. OAHOBPEMEHHO Yepes
oTBepcTne 6azanbHbiXx MEMOpPAH BO BHYTPEHHWUI CIOW U3 CPpeAHEro Cos
NPOHWKAIOT MMaAKOMbILIEYHbIE KIIETKM. _OHu pacrnosiaratoTcs LIMpKysipHo,
06pa3ysa Tak Ha3blBaeMbIN "BHYTPEHHUIN MbileYyHbIn cnon”. NaeT
MeasieHHoe obpa3oBaHue rmanuHa. NMuKpnHodunbHble CBEXne bernku
CTaHOBATCA OKCUUNbHBIMA. Kpome rannHa, obpasytoLlerocs nyTem
nHccyaaumm (MHPUNLTPATUBHBIN MexaHM3M), FMasivH NosIBNSIETCH B
Heb60/1bLLIOM KOMMYECTBE rMaAKOMbILEYHbIX KNETOK, KOTOpble Ha4YMHAoT
CUHTE3UPOBaTb pmnbpunnsapHble 6enku. [ocTeneHHo HapacTaeT pnbpos,
NOeT KonnareHusaums ¢ nocneayoLwmnM CKiepo3omM.
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[ nanuHo3 cocyaos 1 benbix Ten B
ANYHUKE




[lepBUYHO CMOpIIIEHHAS [IOYKa

y “
.

MepBUYHO CMOPpLUEHHAA NOoYKa




Ncxopa. B 60nbLUIMHCTBE CriydaeB HEONAronpuaTHbIN, MOCKONbKY
npouecc HeobpaTuM. 'MannHO3 MeNKux apTepum U apTepUon BeaeT
K aTpodun, aedpopMaumm n cMopLiMBaHmiO opraHa (Hanpumep,
pas3BUTME apTEPMOSIOCKIEPOTUYECKOrO HedpoLmMppo3a).

3HauyeHue. Pa3inyHo B 3aBUCMMOCTM OT JIOKANMU3aLUumn, CTENEHN U
pPacnpoCcTpaHeHHOCTU FManmMHo3a. PacnpocTpaHeHHbIM r’ManmHo3
apTepMON MOXET BECTU K (PYHKLIMOHAIbHOM HEAOCTAaTOYHOCTH
opraHa (noyeyHast HeAOCTAaTOYHOCTb MpwU
apTepu1osIOCKIEPOTUYECKOM Hedpounppo3e). JIOMKOCTb COCy10B
BEAET K Pa3BUTUIO KPOBOU3NUAHNK (HAanNnpUMEpP, reMopparnyeckmm
NHCYNbT NPU FMNEPTOHNYECKON 6one3Hn).



CUCTEMHBIN TMa/TMHO3 COEANHNTE/IbHOU TKaHW M COCY/10B
pa3BmBaeTcs 06bl4YHO B ucxoae pmubpuHonaHoro HabyxaHus,
BeAyLWero K AeCTpyKunmn KosinareHa v rnponuTbiBaHUIO TKaHW
6enkamMu naasmbl U NoMcaxapmaamu. TOT MEXaHU3M pPa3BUTUS
CUCTEMHOIO r’MannHO3a COeANHUTENBHOM TKaHU 0COBEHHO YacTo
BCTpeyaeTcs nNpu 3aboneBaHnsX C UMMYHHbIMW HapyLUeHUsIMU
(peBMaTuyeckme 6onesHn).

MeCTHbIVM rMa/InHO3 Kak Mcxo CK/1epo3a pa3BMBAETCS B pybLax,
(pMOpPO3HbIX Crarkax CepO3HbIX NOOCTEN, COCYANCTON CTEHKE Npu
aTepoCK/1Iepo3€, NHBOMOLMOHHOM CKNepO3€e apTepun, nNpu
opraHusaunu TpoMba, NHaApPKTa, 3aXKNBNEHUN S3B, PaH, B
Kancynax, CTpoMe onyxonu u T.A4.



CTPOMaibHO-COCYAUCTbIN AUCNPOTENHO3,
KOTOPbIN COMNPOBOXAAETCS NyOOKUM
HapyLweHneMm 6enkoBoro obmMeHa u
NosiBNIEHNEM aHOMAaJIbHOro (nbpusiIIpHOro
Y/IbTPACTPYKTYPHO, HO rOMOIr€HHOIro
CBETOONTNYECKM 6es1Ka C OT/IOXKEHUEM €ro B
MEXYTOYHOWN TKaHW N CTEHKAX COCYyAOB.




Teopun aTUONOrnu

ANCNPOTENHO3a

MMMYHoOornyeckas (aMmmnona, Kak pesynbTaT
B3ammoaenctems Al n AT)

6) Teopus NokasbHOro KJ1eTO4HOro CMHTE3a
(aMmunouna NpoayLmMpyeTcs KneTkamm
Me3eHXNUMasIbHOro NPONCXOXAEHNS)

B) MyTaLMOHHaa Teopus (amunona
npoayumpyeTcs MyTaHTHbIMU KNEeTKaMK)



[ncnpoTtenHo3a

Co3aaHue 3Ton TEOpUN CBA3LIBAIOT C UMEHEM
BupxoBa, KOTOpbIWM paccMaTpmBan aMUMNona Kak
"MNpoAYyKT KpPoBW'". 3Ta Teopus pacCMaTpmnBaeT
aMuIona, Kak NpoAayKT HapyLLleHHOro 6enKoBoro
obMeHa. OCHOBHbLIM 3BEHOM B NaToreHese
SIBNSIETCS ANCMIPOTEMHEMUS C HAKOMNEHMNEM B
nna3me rpyboamncrnepcHbix 6enkoBbIX dpakunmv u
aHoMarsbHbIX 6e/51koB (MapanpoTenHOB),
KOTOpble, BbIASA 3a Npeaenbl COCyaANCTOro
pycna, obpa3syioT aMUIOUAHYI0 CybCTaHLUMIO.



MIMMyHONOrm4yeckas

OCHOBOIMOJI0XXHWUKOM 3TOM TEOPUM, PAaCCMATPUBAIOLLEN
obpa3oBaHMe aMmunonaa Kak pesynbTtaT peakuum
aHTUreH-aHTUTeNno, cuntaetcs Loeschke (1927) u
Letteter (1934) . OHK ncxoaunn U3 TOro, YTo NpwU
3ab0n1eBaHUsIX, OC/TOXHSIOLLNXCS aMUITIONA030M,
0bpa3yoTca NpoayKTbl pacnaga TKaHEW, JIEUKOLMUTOB U
TOKCUHbI BakTepun, KoTopble MoryT obnaaatb
aHTUreHHbIMU CBOMCTBAMKN N BECTU K NPOAYKL MM
aHTuTen. ObpasoBaHue amunonaa SIBASIETCS
pe3ynbTaToM peakuum npeumnutauum 6enkoBoro
KOMMeKca B MecTax NpoAayKumMn aHTuTen



CTpoeHue amunonaa

P-KOMMNOHeHTa (N/71a3MeHHOro) - rnmkonpoTenasl
Nnn1a3Mmbl

6) F-koMnoHeHTa (pnbpunnnsapHoOro) - reteporeH,
yeTblpe pa3HOBMAHOCTU F-KOMMNOHEHTA:

1. AA-6enok - HeaccoummnpoBaH C Ig - N3 CbIBOPOTOHYHOIO
-rnobynunHa SSA

2. AL-6enok - accoumnmnpoBaH c Ig - u3 [Li- n LI-nerkunx
uenen Ig

3. FAP-6enok - obpasyetcs 13 npeanbbyMmnHa

4. ASC1-6enok - obpasyeTtcs U3 npeanbbyMmHa




Mop@oreHes

[lpegaMmmnongHasg ctagmsa - npespalleHne 4Yactu
KNeToK (pnbpobnacTbl, nnasmMaTnyeckue
KIETKU, PETUKYNSPHbIE KITETKMU,
kapanomuouuTsl, MK cocynos) B
amunonaobnacTbl

2. CuHTE3 PUbpUNIAPHOro KOMMOHEHTA

3. Blanmoaencreme dpmnbpunn ¢ obpasoBaHneEM
KapKaca amuionaa

4. B3anMoaencTame Kapkaca C njia3MeHHbIMU
KOMMOHEHTaMWN U XOHAPOUTUHCYNb(ATOM C
obpasoBaHMeM amunonaa



[lepBNYHBIN CUCTEMHbIN aMUIONA03 C NMPENMYLLECTBEHHbIM
HaKOM/IEHWEM aMuiouaa B cepaue, XenyaodHO-KULLIEYHOM TPaKTe,
A3bIKE, KOXXe N HEpBaX.

BTOPUYHBIV amMn/10M03 C MPENMYLLECTBEHHBIM HAKOM/IEHNEM
aMUIoOMaA B MEYEHU, CENE3EHKE, MOYKaX, KNLLEYHUKE,
HaAMnoYe4YHMKax.

CeMenHbIN BPOXAEHHBIN aMMNona03

CeHWNbHbIX aMnnNonao3: HebonblMe KomyecTsa aMmuaonaa 4acTto
0BbHapy>XMBAOTCA B cepALE, NOMKENyA04YHON XKENE3E U CENE3EHKE Y
NOXXUNbIX Jloaen

JIoKanbHbIN ONMYXONEBUAHbLIA aMUIONA03









g~

AMUNIONA03
CEJIE3EHKM




Ncxoa. HebnaronpuaTHbINM, NpakTUYECKU HEOBpaTUMBIN.

PyHKLMOHAsIbHOE 3HAYeHue ornpeaensercs
CTENEHbIO Pa3BUTUSA aMUIoNa03a. Bbipa)keHHbIN
aMUIONA03 BeAET K ANCTPodun U atpodun napeHXmMsl
N CK1EPO3Y CTPOMbI OPraHoB, K UX (PYHKLNOHANbHOM
He4oCTaTOYHOCTU. [1pn Bbipa>e€HHOM aMuIoMAa03e Yallle
BCero HabnaaeTcs XpoHM4YecKas rnoyeyHas, pexe —
neyeHoYHas, cepaeyHasl, neroyHasi, Haano4ye4yHKoBas,
KuweyHas (CMHAPOM HapyLleHHOro BCcachbiBaHUS)
HeJOoCTaTOYHOCTb.



