JANCTPODPUU

npodeccop

['apuna MBanoBHa Kpasiiosa



JlucTpodus — maToIoru4eCKuim mpolecc, B
OCHOBE KOTOPOTO JIC;KaT HAPYIICHHUS
TKaHEBOTO (KJIETOYHOI'0) METa00IN3Ma,
BEAYILIME K CTPYKTYPHBIM U3MCHCHHUSIM.
JlucTpodus paccMaTpuBaeTCs Kak OQUH U3
BUJIOB IIOBPECKICHUS (QIBTCPALIN).

Jluctpodus — MOP(POIOrHIECKOE BEIPAKECHUE
HapyIIEHHOTO OOMEHA BEIIECTB



MopdoreHeTnyeckrue MexaHu3Mbl JUCTPOPUM:

1. Maduabrpanus — n306ITOYHOE TPOHUKHOBEHHUE MPOTYKTOB
oOMEHa U3 KPOBHU U JTUM(bI B KJIETKH U MEKKIJIETOYHOE
BEIIECTBO. Hakomnnenune BEmeCcTB CBA3aHO ¢ BO3HUKAIOIIEH
HEJIOCTATOYHOCThIO (DEPMEHTHBIX CUCTEM, META0OIU3UPYIOIIHAX

3TU MPOAYKTHI.

2. Jlekommo3uuus ((paHnepos) — pacnaj yIbTPacTPYKTyp KIETOK U
MEXXKJIETOYHOI'O BEIECTBA, BEAYIIUM K HAPYIIICHUIO TKAaHEBOTO (
KJICTOYHOI'0) METa00JIN3Ma U HAKOILICHUIO IIPOTYKTOB
HapyILIEHHOTO OOMEHA B TKaHAX (KJIETKE).

3. U3BpallieHHbIM CHHTE3 — CUHTE3 B KJICTKE BEIIECTB, HE
BCTPEYAIOIIUXCS B HEW B HOPME.
4. Tpancopmanusi — oOpazoBaHUE NPOAYKTOB OJHOIO BUA

oOMeHa U3 O0IIMX UCXOAHBIX IPOAYKTOB, KOTOPHIE UAYT Ha
IIOCTPOCHHE OCIKOB, KUPOB U YITIEBOJIOB.



Knaccudukanus guctpoduid.
1. B 3aBucumocTtu ot nipeodnaganus MophoI0rudyeCKuX U3MEHEHUM B
CICIIMAIM3UPOBAHHBIX KJIETKAX WM CTPOME M COCyax:
a) TapeHXUMATO3HBIC;
0) CTPOMaILHO-COCYIUCTHIE;
B) CMEIIIaHHBIE.
2. B 3aBHCHUMOCTH OT BHJia HAPYIIIEHHOTO OOMEHa:
a) OCJIKOBBIE (IUCIIPOTEUHO3BI);
0) >KUpOBBIC (JTUMUI03bI);
B) YIVICBOJHBIC;
I') MUHEpAJIbHBIE.
3. B 3aBUCHMOCTH OT paclpOCTPAHEHHOCTH MpoIlecca:
a) MECTHBIE
0) CUCTEMHbIC
4. B 3aBUCUMOCTH OT MPOUCXOKICHUS:
a) IPUOOPETEHHBIE;

0) HaCJIEACTBEHHbIC.
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CTpoMaabHO-COCYOUCTHIE (ME3CHXUMAIbHEIC)
AUCTPO(HH pa3BUBAIOTCS B PE3yJIbTaTe HAPYIICHUH
oOMeHa B COGI[I/IHI/ITGJ'IBHOI\/’I TKAHHU U BBIABIIAIOTCAH B
CTPOMC OPraHOB N CTCHKaX COCYIOB.

Paznu4aroT OEJIKOBBIE, JKUPOBBIE, YIJICBOIHEIC.

benkoBble: MykongHOE HaOyXaHue, ((MOPUHOUIHOE
HaOyXaHuE, THAIUHO3, AMUIIOUI03.

KupoBrsie — 00111€€ OKMPEHUE, KaXEKCUS

YI1€BOHbBIE. XaPAKTEPHO OCIU3HEHUE TKAHEH ;| KAXCKCHS,
HEIOCTAaTOYHOCTh SHAOKPHUHHEIX JKejIe3 (MUKCEeAeMa),
MYKOITIOJINCaXxapuA03bl (HACI€ACTBCHHBIC 3a00JICBAaHUA ).



I manuHo03. XapakTepusyercss HAKOIUIEHUEM B TKaHAX
MOJIYIIPO3PAYHBIX IUIOTHBIX MAacC, HAIlOMHHAKOIIUX
THAJIMHOBBIN XPAIILII.

Bo3Hukaer B ucxone (pMOPMHOUIHOIO HAOyXaHUs,
[J1a3MOPParuu, CKJepo3a, HeKpo3a.

[ manuH — CI0XKHBIA (PUOPHUILISIPHBIN OCIIOK.
Mopddorenes:
1. paspyuieHue BOJIOKHHUCTBIX CTPYKTYP

2. nponuTbiBaHue UX GUOPHMHOM U APYTrUMH
IJIA3MEHHBIMM KOMIIOHEHTAMH (IJ100yJIMHAMM, OeTa-
JIANONPOTENIAMI, HMMYHHBIMHM KOMILIEKCAMHY H
np.)

Briaenstor ruaJmHo3 COOCTBEHHO COCAMHUTEIBLHOM
TKAHU U THAJHMHO3 COCYI0B; 00a 3TH BUJia THAJINHO34
MOT'YT ObITh PACIIPOCTPAHEHHBIMH U MECTHBIMM.



MecTHBIN IT'HaJIMHO3

* Bo3HUMKaeT B HCXOAE CKJIEpO3a U HEKPO3a

* [Ipumepsr:

* XpOHUYECKAs S3Ba XKEIYIKA; XPOHUUECKOE
BOCIIAJICHNUE; THAIMHO3 PYOLIOB (KEJIOU/IbI),
CTE€HOK COCYAOB IIPH aT€POCKICPO3E,
BOCIAJIMTEIBHBIX SKCCYNATOB (IJ1a3ypHas

CEJIE3CHKA — TMAJIMHO3 KaICYJIbl B UCXO/E
BOCITAJICHHUS ), TPOMOOB, CTPOMBI OITYXOJICH U Ap.



PacripocTpaHEeHHBIN THAJTUHO3

e ['manuHO3 cOCy/10B — B UCXO/IE MJIa3MOpparuu Wiu
uOpruHOMIHOTO HAOyxaHus. I uIepToOHNYECKOM
0OJIE3HU, CaxapHOM AUA0ETE, AJUIEPTUUECCKUX
BAaCKYJINTaX, UMMYHOKOMILIEKCHBIX 00JIC3HSIX

e [ MaMHO3 COOCTBEHHO COEIUHUTEIILHON TKAHU —
CTpOMa OpPraHoOB, KJIalaHbl Cep/Lia MPU PEBMAaTHYCCKUX
1 IMMYHHOKOMILIEKCHBIX 00JI€3HSIX, 8y TOUMMYHHBIX
npoleccax.

* Bo3nukaet B ucxoae (puOpMHONUIHOIO HAOyXaHHs.












AMUIONI03

XapakTepuszyeTcsl MOSBICHHEM B CTPOME OPraHOB U B
CTCHKaX COCYJOB HE BCTPCYAIOILIEIOCSI B HOPME
CIIOKHOI0 OejIKa aMHJIOWIA.

AMUIONU BBIIIAJAET MO XOAY PETHUKYISIPHBIX
(HEpUPETUKYJISIPHBIA aMUJIOU03) WM KOJUIAr€HOBBIX
(IEepUKOJUIAr€HOBBIM AMHUJIOM103) BOJOKOH.

BrIpa’keHHBIN aMHUJIOWI03 BEJIET K aTpO(DUN MTAPEHXUMBI
CKJIEPO3Y OPTaHOB, YTO COMPOBOXKIAECTCS PA3BUTHEM KX
(PYHKIIHOHAJIBHOM HEAOCTAaTOYHOCTH.

Amunounn cocrout u3 (puoOpummsgspHoro Oenka (F-
KOMITOHEHT), CBSI3aHHOI'O C MJ1a3MEHHBIMU
TIIFOKOIIpOoTenaMu (P-KOMIIOHEHT).



AMUIONI03

OulOpunnbl aMHUIOWJA CHHTC3UPYIOTCS KICTKAMH —
MakpodaraMu, IjIa3MaTHYECKUMM KJIETKaMM, Kap-
TUOMMOIINTAMHU, TIAJKOMBIIICYHBIMIA KJICTKAMU COCY-
0B, aIyJOLIMTAMHU U Jp. U3 OCIKOB-MPEIICCTBEHHUKOB

Brigeneno HECKOJIBKO BHUJIOB CIIEIU()UIHOTO
¢uopmiusipHoro Oenka amminonga: AA, AL, ASCI
(ATTR), FAP (ATTR) u ap.

JIng  kaxporo  Buaga  (UOpHIUIIpHOro  Oelka
UICHTU(UIMPOBAHbl OOHApY)XKHBaeMble B HOpPME B
KPOBH OEJIKH-IIPEIIIECCTBEHHUKH.

[ eTeporeHHOCTh amMuiIouja OOBSICHSAET pa3zHOOOpasue
€ro KJIMHUKO-MOP(DOJIOru4ecKkux (HopM, KOTOPhIE MOTYT
OBITb  CAMOCTOSTCIHPHBIMUA  3200JICBAaHUSIMH WU
OCJIOKHEHMSIMU IPYTUX OOJIE3HEM.



XapakTepUCTHKA OCHOBHBIX (DOPM aMHJION 1034

e 1. AA— ammionnos

e bennok-npeamecTBeHHUK — SAA (CBIBOPOTOYHBIN
AMUJIOUIHBIN O€JIOK, CHHTE3UPYETCS
rernaTonuTaMy, aHAJIOTHYEeH ocTpodazHoMy C-
PEAKTUBHOMY OEJIKY)

e XapakTepu3yeTcsa reHEPaIn30BAHHBIM
ITOPAKEHUEM

e THI OTJIOKCHUS aMHUJIONUAa — IPEUMYILICCTBEHHO
NEPUPETUKYIISPHBIN (IIOYKH, ICYCHb, KUIIICYHUK,
HAJAIIOYCYHUKH, MEJIKHAE COCYIHI )



XapakTepUCTHKA OCHOBHBIX (DOPM aMHJION 1034

e 2. AL—amMmionnos.

* benok-npeaecTBEHHUK — JIETKUE [EITH
MMMYHOIJIOOYJIMHOB.

* XapakTepu3yeTcs reHepaaIn30BaHHBIM TUIIOM
TOPAXKECHUA

e Tum oTmoXKEHUA aMUIIOUA NEPUKOIATCHOBBIN

* (cepaue, KpynHBIE COCYIbI, HEPBBI, KOXKa,
OIIEPEYHOIIOI0CaTas U IJIaAKOMbIIICUHAs
TKaHU U IIp.)



XapakTepUCTHUKA OCHOBHBIX (DOPM aMHJION 1034

3. ASC1 (ATTR)—amuionao3

benok-npeamectseHHUK — TTR-TpancTupeTrH (ctapoe
Ha3BaHWE — MPEaIbOyMHH) — CBIBOPOTOYHBIN OEJIOK,
CBA3BIBAOILIMU U MIEPEHOCIIINN TUPOKCUH U PETHUHOIL.

Kak nmpaBui1o SIBIAETCS N'€HEPATU30BAHHBIM C
ITIOPpAXXEHUEM CEpALIa U COCYIOB.

Crap4eCKrui reHepaaIn30BaAHHBIN AMHUIIOUI03
4. FAP (ATTR) — amuiounaos.
benok-npeamectseHHUK — TTR (mpeanbOymuH)

[TopakaroTcst nepudepudeCKue HEPBbI —
HacJIeACTBEHHAas ceMerHasi aMUJIOnIHas
MOJIMHEUPONATHA.



Mopdosornueckas JMarHoCTUKAa aMUJION103a

Makpockornunueckas AUArHOCTUKA aMWJIOWA03a: MPU JACHUCTBUM HA
TKaHb JIIOTOJIEBCKOTO pa-pa U 10% cepHOM K-Thl aMHJIOU
IpUOOpETAET CUHE-(HUOJIETOBBIN WIIN I'PS3HO-3€JICHBIN 1IBET.

MukpocKonuYeCcKue OKpaKku:

a) IpH OKpacKe reMaTOKCUJIMHOM M D03MHOM aMUJIOW HPEACTaBICH
aMOp(HBIMHU Y03UHO(PUILHBIMU MacCaMHu;

O0) IpU OKpacKe KOHIO KpacHbIM (cmenu@uyueckas OKpacka Ha
aMMJIOM/]T) AMHUJIOU]] OKPAIIIMBACTCSI B KHPIMTMYHO-KPACHBIN 1IBET;

B) IIpM IIPOCMOTPE OKpallleHHbIX THO(dIaBHMHOM T IpemaparoB B
JTIOMHUHECIICHTHOM MHKPOCKOINE — CHEHU(PHUIESCKOE 3EJIECHOE
CBEUCHHE

Makpo: oprassl yBEJIUYEHbI, OYEHb IUIOTHBIE U JJOMKHE, Ha pa3pes3e
IpUOOPETAIOT CAIBLHBIN BUI.















CMeEIIaHHbIe TUCTPO(rr

CMeEIIaHHBIC OACTPOPrM — 3TO
MOP(OJIOTUUECKUE MPOSBICHUS HAPYIICH-
HOI0 META00JM3Ma, BBISBISIEMBIC KaKk B
MApCHXUME, TaK U B CTPOME OPraHOB M
TKAHEW, BO3HHUKAKOIIME MPU HAPYIICHUU
OOMEHA CIIOXKHBIX OEJIKOB — DHIOTEHHBIX
IIUTMEHTOB (XPOMOHOPOTEHUIOB), HYKIIECO-
OPOTEUA0B W MHUHEPAJIOB.



HapyuieHust 00MeHa 3HAOTeHHBIX MUTMEHTOB —
JHAOTC€HHbIE MUTMEHTAIIUA

DHJIOTCHHBIE IIUTMEHTHI (XpOMONIIPOTEUIBI) —
OKpAaIll€HHbIE  BEIIECTBA  PA3JIUYHOU  XUMHUYECKOU
IIPUPOABI, KOTOPHIE CHHTE3UPYIOTCS B OpPTaHU3ME.

OHJIOTCHHBIC IHUIMEHTAIMM OOBIYHO CBSI3aHBI C
M30BITOYHBIM HAKOIICHUEM MUTMEHTOB, 00Pa3yIOIIUXCS
B HOPME, PEXKE — TOJIBKO B YCIOBHSIX MATOJIOTHH.

OHJIOTEHHBIE  NUITMEHTAUMKd  MOTYyT  OBITh  Kak
IPUOOPETCHHBIMU, TaK U HACJICACTBCHHBIMHU.

Cpean SHAOINCHHBIX ITMTMEHTOB BBIJCISIOT
T€MOITIOOMHO-TE€HHBIC, IPOTECUMHOTCHHBIEC
(TUPO3UHOTICHHBIC) U JTUIHAOICHHBIC.



[ eMOTTIOOMHOTEHHBIE IIUTMEHTBI

 [IpeacTaBissioT cOO0M pa3IMUHbLIC MIPOU3BOIHBIC
reMOINIOOMHA, BO3HHUKAIOIIME IIPU CHUHTE3EC WM
pacrajie SpUTPOILIUTOB.

a. B HopMe 00pa3yroTcs peppuTHH, TEMOCHICPHH,
OmnmupyornH ©  noppupuHbl  (DOP(PUPHHEL,
SBISSICh IIPEAIICCTBEHHUMKAMH TI'eMa, MOTIYyT
O0OHapY’>KMUBATbCd B MUHUMAJIbHBIX KOJIWYECTBAX
B KPOBH I MOYE B HOPME).

0. B ycinoBusax maronorun — o0Opa3yroTCA
reMaTOUuANH W TIeMAaTHUHBI  (COJITHOKHCJIBIM
IrEMaTHH, (OpMaJIMHOBBIM [IUTMEHT,
MAJIIPUUHBIA MATMEHT (T€MOMEJIAHHH).



I emocuaepos

BO3HHMKAaEeT mpu MNOBBIIIEHHOM TIE€MOJIM3E —
pPa3pYyIICHUU 3PUTPOLIUTOB.

MokeT OBITh MECTHBIM H OOIIMM, WU
PACIIPOCTPAHCHHBIM.

MeCTHBIN TEMOCHUIIEPO3

* Bo3HuKaeT 1pu BHECOCYAUCTOM I'E€MOJIM3E B
o4arax KpOBOMBIHSHHUM (T€MaToMax).

* [emocuaepo3 jaerkoro (Oypass WMHAYypalus
JIETKUX) IIPA BEHO3HOM 3aCTOE€ BCJICACTBHUE
[IOPOKOB CEPALIA.



OO0 reMOCHIEPO3

* BodHukaer npu BHYTPHUCOCYAMCTOM I'€MOJIM3E,
Pa3BUBAIOIIEMCH:

a) mpu 3a00JIEBAaHUSIX CHUCTEMbl KPOBHU (aHEMMSIX,
JeHMK03aX, BPOXKACHHBIX JIe(DEKTaX IPUTPOIUTOR
1 T€MOINIOOMHA);

0) IIpu OTPABIICHUSIX FEMOJIUTHYCCKUMHU SIaMU;

B) NMPYU HHQPEKIIMOHHBIX 3a00JE€BAHUAX (MaJISPHUS,
CEIICHUC, BO3BPATHBIM TU( U JIp.)

I') IpU IIEPEIIMBAaHUSIX HECOBMECTHMOM KPOBHU M
pe3yC-KOH(IUKTE.



 'emMocuaepruH  TOABISICTCA  IIEPBOHAYAIBHO U
IPEUMYIIIECTBEHHO B MOHOHYKJEapHBIX (paromurax
CEJIE3CHKH, ITEYCHU, JTUM(DATHUYECKUX y3JI0B U KOCTHOTO
MO3ra, a TakXe B Makpodarax, pa3z0OpOCaHHBIX IIO
APYTMM OpraHaM — B KOX€, ITOJKEIYIOYHOH >XEJe3e,
moYykKax. B JajibHEUIEeM MOXKET MOSBISATHCS U B KIIETKaX
MapEHXUMBI (FeNaTOMUTAax ).

e [Io Mepe HaKOIJICHHUS MUTMEHTAa OpraHbl IPUOOPETAIOT
Oypy1o (pKaByr) OKPaCKY.

* MUKpPOCKOIIMYECKN T€MOCHACPUH KOPUYHEBOIO IIBETA,
npu peaknuu Ilepica roay0oBaTo-3€1€HOBATOTO IBETA.

« B OOJpIIMHCTBE CJy4yacB HAKOIUICHUE IIMIMEHTa B
OpraHax He NPUBOAUT K UX JUCQPYHKIIHH.















[ emaTHbl — OKHCJICHHas (opMa Irema HOpu

TUJIPOJIM3E OKCUIE€MOIIOONHA

1. reMOMenaHuH — HAKaIInBACTCsl BHYTPH SPUTPOLIUTOB
O] BO3JACMCTBUEM MAISIPUMHOTO IIJIa3MOANS (MMEET
BHUJ MEJIKWUX YEPHBIX 3€PEH), OCIE pacnaaa J.
3aXBaTHIBACTCSI MaKpodaraMu Me4€HU, CEJIC3CHKH.
MoxeT HaKarIMBaTbCs B TOJJIOBHOM MO3T€ (KOMaTO3HAs
dopma ocTpoit Masipun). Oprassl, CoIepKaIINUC
IIUTMEHT, TEMHO-CEPOTO 1IBETA.

2. COJIIHO-KHWCJIbIM T€MATHUH — B CIM3UCTOM KEITYIAKA IIPU

KPOBOMBJIHUSHUAX ( B OPO3UAX U OCTPBIX A3BAX) —
TEMHO-KOPHUYHEBOI'O I[BETA

3. (OopMaIIMHOBEIN TUTMEHT- IIPU HOMEIICHUN TKAaHEH B
(bopMaJiMH C KUCIION p-Iiuei




bumnpyonH. OCHOBHON ITUTMEHT KEJTYH.

e OOpa3yercs B KIETKE MPU Pa3pyLICHUH T'€MOITIOOMHA,
KEeJ1e3a HE COJICPKUT.

* B KpoBU CBA3BIBAETCS C ATLOYMUHOM.

* B remaronuTax npouCXOAUT KOHBIOTAIMS — CBSI3bIBAHUE
OuaMpyOMHA C IIIIOKYPOHOBOM KHCIJIOTOM, IIOCJE YEro
OH BBIACIISICTCS C KEITYbIO.

e [Ipy M30BITOYHOM HAKOIUICHHMH OWJIMPYOHHA B KPOBH
(Oosniee 20 MKMOJIB/JI) B TKaHSIX Pa3BHUBACTCS JKEITyXa
(DOSIBIAECTCS JKEATYIIHOEC OKpAaIIMBAaHUE KOXH, CKIIEP,
CIIA3HUCTHIX 000J0YEK H IIp.).



Pa3nunyaror cienyrommne BUIbI )KEITYXHU.

|.Hagneuenounas (reMoIuTHYECKas) — BOZHUKAET IIPU BHYTPHUCOCY-
AYMCTOM TIE€MOJIM3E Hapsaay C OOIMM T'€MOCHACPO30M; B KPOBH
YBEJIINUHUBACTCS COJCPKaHUE HEKOHBIOTMPOBAHHOIO OMINpYyOHHA.

2.1leyeHouHas (mapeHXMMaTO3Hasl) — BOZHUKAET IIPHU 3a00JICBAHUAX
IeYeHU (renaTruThl, TEMATO3bl, IUPPO3bI);

— HapyIIATCS 3aXBaT U KOHbIOTAIlUs OMIMPYyOrHA MOBPEKACHHBIMHU
rernaTonuTaMu;

—  YBEJIWYMBACTCS COJICPKAHUE KOHBbIOTUPOBAHHOTO 7|
HEKOHBIOTUPOBAHHOT'O OWJIMPYOHHA.

3.IloaneueHoyHas (Me€XaHUYECKas) — BO3HUKAET IpU OOTypaluu
KEITYHBIX MTyTEH (OMyXO0JIbl0, KAMHEM);

— HApPYIIAETCAd YKCKPEIUsS KEJIYH, KOHBbIOTMPOBAHHBIN OWIMPYyOHH
IIOCTYHAET B KPOBb; COMPOBOKIAETCS XOJIECTAZOM.












[IpoTernHOreHHbIE (TUPO3UHOTCHHEIC)
IATMEHTHI: MEJIaHUH, aIpEHOXPOM, IUTMEHT
rpaHyd SHTEpOoxXpoMa(p(PUHHBIX KIETOK

MenanuH. CHHTE3UPYETCA B MEJTAHOCOMAX B KJIETKAX
(MeJIaHOIIUTAaX) W3 TUPO3WHA MO JCUCTBUEM
TUPO3UHAZHI.

MenaHOIMTBI — KJIETKH HEUPOAKTOACPMAILHOTO
IIPOUCXOXKICHUS , OOHAPYKHUBAKOTCS 0a3aJIbHOM CJI0€
SIMUJCPMHCA, CETYATKE U PadyKHOW 000J0YKE I1a3a,
MSITKHX MO3TOBBEIX 000J0YKaX.

[IMrMEHT MOKET MOMIOIAThCA MaKpodaraMu —
MeJIaHO(araMmm.

['ucroxumudyeckn MeToll — apreHrappuHHas
peakuus.



HapymieHusi o0MeHa — pacnpocTPpaHeHHbIe H MeCTHbIE
rUNEPIUTrMEeHTAIIMM U THIONMUTMEeHTAI[MH.

I'unepnurMeHTanuu (runepMeIaHo3bl)

a.

0.

Pacnpocrpanennbie. IlpuoOpereHHblie: AnaucoHoBa  O-Hb
(TyOepKyne3, OIyXOdd, AaMHJIOHJI03, AayTOHMMMYHHBIE ITOPAKECHUS
HAJIMOYEYHUKOB), MPHU KaXECKCHUM, IIPU SHIOKPUHHBIX paCCTPONMCTBAX —
aJlcHOME TUIO(pH3a, TUIOTOHAJU3ME, THUIIEPTUPECOUIU3ME, Cax.
nua0deTe, OIl. SMYHUKOB, a TaKKE IPU UCIIOJIb30BAaHUH TOPMOHAIBHBIX
KOHTPAILIENTUBOB M  OepeMeHHOCTH. MakKpo: MeIaHOACPMHUS
(KOpUYHEBas OKpacka KOXH, CyXOCThb €€ M IuenyiieHue). Mukpo:
MIOBBIIIICHUE COACPKaHUS MEJIaHWHA B 0a3aJIbHBIX CJIOSX 3MHUACPMHUCA,
arpous >3MUACpPMHUCA, TUIIEpKepaTo3. BpoxkaeHHbIe: IHUIMEHTHAs
KcepoaepMa (IMATHUCTAS MUTMEHTALMUS KOXKH, OTEK, TMIIEPKEepaTo3) —
IIpEIPAKOBBIN MpoIecc (paK, MEIaHOMA)

MecTHBIE: HEBYCHI, MEJITAHOMA

I'nnmonurMeHTaAlMM: a. PACNIPOCTPAHEHHbIE — AJTLOMHU3M,

0. MeCTHBIE — BUTHJINIO, JICKKOJIEpPMA



JIunmmnoreHHple MUTMEHTEI

e J/IlumoycumH — NUrMEHT CTAPEHUSI, U3HALIIUBAHUA.
[Ipu kaxexkcuu, CTapeHUM B KJIIETKaX MEYEHU, MUOKap/Ia,
CKEJIETHBIX MBIIIIII,

* 1. bypasi arpodus cepaua: cepaie MaJICHbKOE,
KOJIMYECTBO KMPOBOM KJIE€TYATKH MO/ AIIHUKAPAOM
3HAYUTEIbHO YMEHBIIICHO, BEHECUHBIC apTEPUN U3BUTHIE,
MHOKap/ IJIOTHBIM, Oyporo 1BeTa, MUKpPO — B
[IATOILIa3ME OyphIC 3€pHA MATMEHTA.

* 2. bypas arpojus nne4yeHu —TicUeHb YMEHBIIICHA,
IJIOTHAs, Kpal €€ OCTPhIM, Oyporo nBera. MUKpo:
MCTOHYCHHUE IIEUCHOUYHBIX 0AJIOK, 3€pHA OypOro
UTMEHTA B IIUTOILIA3ME T'€IIaTOIMTOB.






Hapymenne oOMeHa HyKJI€OMPOTEHU 0B

[lomarpa, MouekaMmeHHast 00JIE3Hb MOYECKHUCIIBIN HH(DAPKT,

Ilomarpa — xp. 3a00JieBaHHE, CBI3aHHOE C HACJIEACTBEHHBIM
ne(hEKTOM IIypPHUHOBOTO OOMEHA.

My>xunnbl 40—50 et
[ unepypukemMus, ruepypuKypusl

[IeproanyecKoe BBITAACHHUE YPAaTOB B MEJIKHUX CyCTaBax
NaJIbIIEB PYK U HOT, B CYXOKHJIHSIX, OKOJIOCYCTaBHBIX
TKaHSX, B OTBET — HEKPO3 U BOCHAJICHUE (apTPHUTHI.
OypCHUTHI) C Pa3BUTHEM COEH. TKAHU U 0Opa30BaAHUEM
oJarpuuecKux mumek (aegopmanus). MUKpPO: HEKPO3,
aMOp(HBIE MACCHI C KPUCTATJIAMHU MOYEKHCIIOTO HATPHS,
BOCITAIMTEIbHBIA MH(UIBTPAT C TUTAHTCKUMU
MHOTOSIAEPHBIMH KJIETKaMH MHOPOJHBIX TEJI U Pa3BUTHUE
coea.TkaHu. [logarpuyeckas moyka (BbIIaJICHUE CONECU —
aTpo(Husi, CKIEPO3, BOCHAICHHUE).




MuHepajabHbIe TUCTPOPUMN

HapylmeHusi oOMeHa KaJabUus

C KanpLuMeM CBSI3aHbl OPOLECCHI NPOHUIIAEMOCTH
KJICTOYHBIX MEMOpaH, BO30yIMMOCTH HEPBHO-
MBIIIICYHOI'O aIlmnapara, CBEPThIBAEMOCTH KPOBH,
PETYJSIIMKA  KHUCJIOTHO-IIEJIOYHOTO PAaBHOBECHS,
(OpMHUPOBaAHUS CKEIICTA.

MeTa00J113M KAJALIIUA

 Kanpiuii BcacwkiBaeTcs B BuAe (Qocdara B
BEPXHEM OTPE3KE TOHKOW KHUIIKH.

o Jlast agcopOuMuU KaablKs B KMILIKE HEOOXOAUM
BUTAMUH D, KOTOPHIN CTUMYJIUPYET
00pa3oBaHUE €ro PaCTBOPUMBIX (PocPaToB.



OcHoBHas Macca Kallblius ACIOHUPYETCS B KOCTSX:
KOMIIAKTHasI KOCTh — CTAOMJIBHOE AEM0, I'y04yaTast KOCTh
3MHU(U30B U METAPU30B — JIAOUIIBHOE JIETIO.

PacTBOpeHNE KOCTU U BBIMBIBAHUE KaJbIIMS U3 JICTIO B
OJTHUX CIIydasix IIPOUCXOIUT C ITOMOIIBIO
OTCTEOKJIACTOB (JIAKyHApPHOE PacCachIBaHUE), B JPYTUX
— 00pa3yeTcs <«OKMIKas KOCThb» 0€3 y4acTHs KJIETOK
(ragkas pe30opOnus).

IlocTyruieHne Kaabplsd € THMINEM U W3 JIENHO0

YPABHOBEUIMBACTCS IKCKPELMEN €0 TOJICTOU KUILIKOW,
ITOYKAMHM.

[TapaTropMOH (TOPMOH OKOJIOIIIUTOBUIHBIX JKEJIE3)
CIIOCOOCTBYET BBIMBIBAHMIO KaJlblIUd M3 KOCTEH
(CTUMYJIMPYSI OCTEOKJIACTHhI); KaJbIIMTOHHH (TOPMOH
IIIATOBUIHOM JKEJIE€3bl) JCUCTBYET IPOTHUBOIIOJIOKHBIM
00pas3oM.



RaJbIVHO3BI (U3BECTKOBLIE TUCTPOMUN, WU
00bI3BECTBJICHHS).

e XapakTEpU3yIOTCA OTIOXKEHUSIMM B TKAHAX
COJIEU KAJIbIIUL.

* MoryT OBITh CHUCTEMHBIMH U MECTHBIMHM

* [1o MexaHu3My pa3BUTHUA PA3TUYAIOT
METACTaTHYECKOE, TUCTPO(PUUECKOE U
METa00INYECKOE OOBI3BECTBIICHUE.



1. MeTacTarnueckoe 0ObI3BECTBIICHUE.

* OCHOBHYIO pPOJIb UTPaAcT TAIIEPKAIBIIMEMUS,
BO3HUKAKOIIASA:

1.IIpu marosioruu OpraHoOB PEryJIsiud OOMEHA KaJIbIIUs —
TUIEpIapaTupeoniu3Me  (alecHOMbI,  THNEPIIa3us
OKOJIOIITMTOBU/IHBIX JKEJIE3);

2. IIpu maTonaoruu Aemno Kajlblius — MAaCCUBHOMN pe30pOLuu
KOCTHOM TKaHU (MuUEIOMHas OO0JIe3Hb, MeETacTa3bl
3JI0KAYE€CTBEHHBIX OMYyXOJIell B KOCTH, MHOXKECTBCHHbIC
IIePEIOMBI, JINTEIbHAS UMMOOMIN3AIHS KOCTE);

3. Ilpy maroioruu OpraHOB BBIACICHUS KalblLusa (IpH
XPOHUYECKOU IIOYECYHOU HEJIOCTATOYHOCTH,
XPOHHUYECKUX KOJIUTAX).



Hocur cucTteMHbIN XapaKTep:

— HOpaXxarTcsd IO4YKHW, MHUOKAPHA, KpPYIHBIC
apTepud, JErkue (T.e. opra”bl, B KOTOpbIX pH
HECKOJILKO BBIIIIE, YEM B JIPYTHX);

— CONM Kanbllus B BuAE (ocdara (amarura) B
IEePBYI0  Oduepedb BBIMAJAIOT HAa  KPHUCTaX
MUTOXOHJIPHH M B JIM30COMaX, KOTOPBIC SBIISIOTCS
MaTpuIliei 0OBI3BECTBICHUS;

— II0CJIE THUOEIH KJIIETOK OOBI3BECTBIICHUE
PacCIpOCTPAHAETCS Ha BOJIOKHUCTBIE CTPYKTYPHI.



N3BecTKOBBIE (POKYCHI — (DOKYChl METACTATUUECKOIO
OOBI3BECTBIICHUA:

— MAKPOCKOIINYCCKH OOBIYHO HE BBISABJIIAIOTCA,

— MHKPOCKOIMMYECKH OOHAPYKMBAIOTCSI MHOTOYHCIICHHBIC MEJIKHE
odaru TEMHO-(pHOJIETOBOTO 1[BETA, [IPEACTABIICHHBIE
UHKPYCTUPOBAHHBIMHU COJIAIMHU KaJIbIMs, HEKPOTHU3UPOBAHHBIMHU
KJIETKaMM (KapAuOMHOLMTHI, SIIUTEINNA KaHAJIbIEB IMOYKHA U TIp.),
4acTo € MPUICKANMMHU Y4YaCTKAMU CTPOMBI, BOKPYI KOTOPBIX
MOT'YT OBITh BOCHAJIUTEIbHBIA MH(PUIBTPAT U CKICPO3;

—  cHenu@UUecKor  OKpacKou IS  BBISABICHHS  (JOKYCOB
OOBI3BECTBIICHUS ABIACTCS cepeopeHue nmo Kocce, mpu Kotopom
OHH OKpPAIIIMBAaIOTCS B YEPHBIM 1IBET;

— OOBIYHO METACTATUYECKOE OOBI3BECTBICHUE HE MOPUBOAUT K
HapYIICHUIO (PYHKIWH, JHUIIb HU3pEAKa B CBSI3U C IOPAKCHHUEM
JETKAX  Pa3BMBAETCA  AbIXare€lbHasd  HEAOCTATOYHOCTh, a
MACCHUBHBIM HE(QPOKAIbILMHO3 MOXET IIPUBECTH K IIOYECUYHOU
HEAOCTATOYHOCTH.












2. Inctpodrueckoe 0OBI3BECTBICHHUE.

YPOBGHI) KaJIbITWA B KPOBHU HC MCHACTCA.

Bo3HHKAeT MECTHO MPH HEKPO3€, TUCTPODHH,
CKJIEPO3E.

JI1s pa3BUTHS UMEIOT 3HAYCHHUE OISIaYuBaHUE CPEIbI
1 MTOBBIIICHUE aKTUBHOCTHU (hocdaras,
BBICBOOOKAIOIIUXCS M3 ITIOBPEKICHHBIX TKAHEH.

®oKyChl AUCTPOPUUCKOTO OOBI3BECTBICHHUS
Ha3bIBAIOTCS IIETPpUPUKATAMH.

[leTpuupoBaTHCS MOTYT KaK OT/ACIbHBIC
HEKPOTHU3UPOBAHHBIE KJIETKH (IICAMMOMHBIC TEJbIA),
TaK ¥ OOJIBIIINE YYACTKH HEKPO3a



« HanbOonee 4acTo BCTpEYaArOTCS CICAYIOIINEC
IPOSIBIICHUS TUCTPOPHUIECKOTO
OOBI3BECTBIICHUS:

a) neTpu(UKaThl B JECTKUX, BO3HUKAIOIIWE MPH
3aKUBJICHUM (DOKYCOB KAa3€03HOTO HEKpO3a IpH
TyOepKyjJae3e — odard Oeloro  IBeTa,
KaMEHUCTOM IUIOTHOCTH, OKPYKEHHBIC
COCIMHUTEIIbHOTKAHHON KaIlCYJIOu;

O0)  OOBI3BECTBICHHBIE  ATECPOCKICPOTUYECCKUE
OJISIIIKH (aT€POKAJIBIIMHO3).



3. MeTaboanuyeckoe 0ObI3BECTBICHHUE

(MHTEepCTULMAIBHBIN KaJbIIMHO3, H3BECTKOBAs I10arpa).

* YpOBEHb KaJIbIIUsl B KPOBU HE MEHSIETCS.
B pa3zBuTHmM 00CyX1a€TCs pOJb CASAYIOMNX (haKTOPOB:

a) HECTOMKOCTh Oy(EpPHBIX CHCTEM, YIACPKUBAIOIINX KaJbIUH B
PACTBOPEHHOM COCTOSIHUH;

0) KalbLUM(UIAKCUS — IOBBIIICHHAS YyBCTBUTEIBHOCTh TKaHEHW K
KaJIbIIHIO.

* Moxer OBITb  CHUCTEMHBIM  (pacIpOCTPAaHCHHBIM) WU
OrpAaHUYECHHBIM:

a) IpH CUCTEMHOM KaJbIIMHO3€ COJIM KaJIbLMS BBIIAJAIOT B KOXKE,
MOAKOKHOM KJIETYATKE, O X0y CYXOXKWJINH, (Paciiyii, B MBILIIAX
U COCYyIax;

0) IpH OrpaHMYCHHOM KaJIblIMHO3€ XapaKTEPHbI OTIOKCHHUS
M3BECTH B BU/JIC INIACTUHOK B KOKE ITAIBIIEB PYK.



