CAHKT-NMETEPBYPICKN
MEOVNKO-COUMATTbHbIN MHCTUTYT

Hamonocus oomena
Hucmpodguu

O.M.H. npogheccop
bexmepeesa
Hpuna
Anamonveena




Ouctpodoma — (rped. dys —
HapyweHue n trophe — nutaHme)
— naToSIorTM4YecKMn npoLecc, B
OCHOBE KOTOPOro nexar
HapyLLIEHUS TKaHEBOIO
(KrneTo4YHoro) obmeHa, Beayuimne K
CTPYKTYPHbIM U3MEHEHUAM.



PaccTtpouctBa ayToperynauum KneTku
[leununT aHeprum B KNeTKn

HapylueHne qgoepMeHTaTUBHbLIX NPOLECCOB B
KrneTtke (gbepmeHmornamuu: NPUODPETEHHBIE,
HacneaCcTBEHHbIE)

HapyLueHns yHKUNN TPaHCMOPTHLIX CUCTEM
TpodouKn (KpOoBb, NMda, MUKPOLIMPKYNATOPHOE
PYCIo, UHTEPCTULMAlNbHAs TKaHb)

[ Mnokcums

PaccTtpounctea 3HOOKPUHHON N HEPBHOW
perynsaunm KneToyHoro metabonunama



MopdoreHeTn4yeckne MmexaHn3mMbl

o (DOCTYIICHUE BEIICCTR
13 OKPY>KAKOIICH CPEJIbI)

o (pacman
YILTPACTPYKTYP C HAKOIJICHUEM
IPOAYKTOB paciaja)

o (DpeBpallCHUE OJJTHUX
IPOJYKTOB B JIPYTHE)

o (0Opa3oBaHuE
3aBEJIOMO aHOMAJIbHBIX IIPOTYKTOB)



Knaccuunkauma auctpodoun

1. Ilo npeobnagatoLlen nokannsaumnm N3MeHeEHNN
o[ lapeHxnmaTosHble
«CTpOomManbHo-cocyaucThble
eCMellaHHble
o2. [0 TNY 0OMeHa BellecTB
ebernkoBble (OQMCNPoOTENHO3LI)
o> Knposble (Mnnaoossl)
¢ YINeBOdHbIE

eBoaHO-MUHEpPArbHbIE



Knaccudunkauma auctpodpuin

3. ['lo pacnpocTpaHeHHOCTU npoLiecca
o obuimne (cnctemMHole)

o MECTHbIE

4. [lo npnymnHe 1 cpokam

. NpPNobpeTEHHbIE

. HacreancTBeHHbIE



I'IapemewlaTosHble ANCINPOTENHO3bI -
BO3HMKAKOT B BbICOKOCMEUNaAITIM3NPOBAHHbLIX

KIeTKax
[TapeHxnmaTo3Hble ANCNPOTENHO3bI ObIBAIOT:

1. 'mannHoBo-KanenbHas
2.'maponunyeckas

3.Porosas

icxon: HeKpOo3 KneTkn (KoarynaunoHHbIN dooKanbHbIN
MNMU TOTanbHbIN — NPU TMarMHOBO-KANENbHOU U

KONNUKBALWMOHHbIN dookanbHbIN (bannoHHas
aucTpodua) nnu TotanbHbIM — MPU rTMOPONNYECKon

ONCTPOdOUN.



[mannHoBoO-KanenbHasa gucrtpodus

[1pn rmannMHoOBO-KanenbHOW ANCTPOMUN XapaKTEPHO
HaKonsieHne B uMTonsasmMe rmannHoBbIX Karnesb (Yalle B
no4Kax, NeyYeHmn)

OTnoXxeHuns rmanuvHa B
KaHanbLuax noYku

Tenbua Mannopu (anKoronbHbIN rMasriuiH) B ne4YeHu



Tenbua Pyccens




['maponuyeckana gucrtpodus

yBennyeHne obbema KIeToK 3a CYeT rmapartaumu
LMTOMNNasMbl U NOABIIEHUA BaKyoren, cogepkalimx
NPO3payHYO XUOKOCTb (KOXa, MOYKN, NEYEHDb).

BanoHHag .El.VlCTpOCpI/IFI [Mpponndeckaa oUCTPodPuns NOYKK
(koxka)



Porosaga ancrtpodus

Jlenkonnakmg
LIEUKN MaTKU

Poroesasa guctpodugd
«paKoBble XeM4YYXUHbI»




CTpomarnbHO-CoCyaUCTbIe
OVNCIMPOTENHO3bI

Pa3BepTbiBalOTCA B CTPOME U cocyaax

3arparnmeatoT B MepBy0 ovepenb
BONMOKHA M OCHOBHOE BELLECTBO.

[TloeaTOMYy KX paccmaTtpuBalroT  Kak
NporpeccupyroLlyo gesopraHu3auuto
COEANHUTENTbHOW TKaHW



OHu pa3BMBaKOTCA Ha TEPPUTOPUN
rMCTUOHA

- 3TO CTPYKTYPHO-
doyHKLMOHanbLHas eanHuua
COeUHUTENBbHON TKaHW, obpa3oBaHHas
OTPE3KOM MUKPOLMPKYINMATOPHOroO pycna,
anemMeHTaMn  coeaUHUTENbHON  TKaHW
(OCHOBHOE BELLEeCTBO, BOJIOKHUCTbIE
CTPYKTYpHlI, KIETKN) " HEPBHbIMU
BOJIOKHaAMMW.



Ona ctpomMmanbHO-COCYAUCTLIX
ANCTPOONN XapaKTepHO:
e HapywieHnn TpaHCNOPTHBLIX CUCTEM TPOMUKMN,

o OBOLWIHOCTK MOpdoreHesa,

o CoueTaHua pasnuyHbIX BUOOB ANCTPOUN U
nepexoga o4HOro BMaa B Apyrou.

OOycnoBneHbI
e /IHpeKumnen (CTpeNnTOKOKKOBON, BUPYCHOWN)

e VIMMYHHbIMUW (QYTOMMMYHHbLIMN)
HapyLweHnsaIMun

e HacnencTBeHHbIMU akTopamm



CTpomarnbHO-CoCyaUCTbIe
OUCMPOTENHO3bI NMPpeACcTaBeHbI:

1. MykongHbiM HabyxaHnem
2. OnbpmnHongHbIM HabyxaHnem

3. [nannHo3om



MykongHoe HabyxaHue

CyIIHOCTH - B ICTIOJIMMEPHU3aIN
JIMKO3aMUHOITIMKAHOB OCHOBHOTO BeEIIeCTBa C
PACHICIUICHUEM  CBSI3€M MEXKIY BOJOKHAMU H
OCHOBHBIM BEMIECTBOM.

B pe3yiaprare = KOJUIAr€HOBBIE  BOJIOKHA
IIOABEPralOTCA PA3BOJIOKHEHHUID H  CTAHOBATCH
DPBIXJIBIMU.

JTH IIPOIIECCHI ITOBBIIIAIOT COCYJIUCTYIO
IIPOHUIIAEMOCTh M BEAYT K BBIXOAY JJIEMEHTOB
IJIa3Mbl TUIa3MEHHBIX O€IKOB (ITTOOYJIHHOB)



MeTaxpomasuns — okpacka

TOJ'IyI/I,EI,I/IHOBbIM CI/IHI/IM
HakonneHve npoAyKTOB MR “wme s
genonumepusaumnn h
[MUKO3aMUHOITINKAHOB U &
rManypoHOBON KUCHOThI
N3MEHSIOT KUCIOTHO-
OCHOBHbIE CBOUCTBA
OCHOBHOIO BeLlecTBa,
YTO MEHSAET CpPOACTBO
TKaHWU K Kpacutenam




Mcxogbl MyKOUOHOro HabyxaHus

. YTO 0ObAcHAeTCH
COXPaHEHUEM LIeNTOCTHOCTU BONOKOH

[1porpeccupoBaHmne ae3opraHm3aumnn
NpUBOAUT K pacnagy KonmnareHoBbIX
BOJTOKOH — pa3BMBaETCA
dnbpmHonagHoe HabyxaHue



dnbpmnHonagHoe HabyxaHune

OTNMYnTENbHLIE NPU3HAKW
Pa3pyLlueHne BOMOKOH

[loBbILLEHME COCYANCTON
MPOHULLAEMOCTU C BbIXOJ0M
9fIEMEHTOB Nna3mbl (B NMEPBYIO
oyepenb dbnbpunHa)

Obpa3oBaHne U3 00STOMKOB HOBOIO
Komnrekca — punbpmnHonaa



Mcxon dpmnbpunHonaHoro HabyxaHus

B ganbHeuwem MOXXET NPOUCXOOANTb
NonHoe  paspylleHne  MEXKIeTOYHOro
BewecrtBa C €ro romoreHuzaumen -—

,  pasButue
KNETOYHbIX  peakuMm —  MMMYHHOeE
BOCMnarneHue ¢ nocregyrwnm CKnepo3om



'ManuHo3- oOpa3oBaHue B TKaHU (BHe KIeTOK) rmanunHa
— OAHOPOAHbIX NONYNpPO3paYHbIX NNOTHbLIX Macc,
HanoOMUHaKOLWMNX rMasiIMHOBbLIN XPSILL,.

MexaHu3mMbil:
[lecTpyKuna BONOKHUCTLIX CTPYKTYP

[Tnasmopparuns B CBSA3W C ANCUUPKYNATOPHbLIMMU,
OOMEHHbIMN, UMMYHOMATONOrMYECKUMMN
npoLeccamum.

Buagbl rmannHosa

PacnpocTtpaHeHHbIN (CUCTEMHBIN)

MecCTHbIV

dun3nMonorm4ecknx U NaToriormyecknx yCnoBumsix
CocyaucTtbin

N cobcTBEHHO COEANHUTENBbHON TKaHU



Buabl rmanunHa:

e [1pocTon (simply - apTepunanbHbIv 0e3
HeKpo3a);

e [ ManNuH npu caxapHomMm anabete
(nMnornanuH);

e [ManuH B ncxoage pndprnHOMAHOro
HeKpo3a (CroXHbIN).



[ ManNMHO3 COCydOB Cere3eHKN




e[ManuHoO3 MoOXeT ObITb
NCXOA0M CKIlepo3a U HOCUT
MECTHbIN XapaKkTtep (rmanunHo3s
pybuoB, cnaek CepoO3HbIX
NONoCTen, CTEHOK cocyda npwu
aTepocknepose 7
MHBOMNIOTUBHOM npouecce -
oenble Tena ANYHUKOB,
rmannHo3 Tpomba, Kancynbl
(Hanpumep, rmasypHag
cesrie3eHKa,CTPOMbI  OMyXoJsin).
B OonblWwMHCTBE  Cny4aes
rmarnmHo3 — rpouecc
HeobOpaTUMBbIN.




Mcxoabl rmannHo3a:

e PaccacbiBaHMe rmannHoBbIX Macc (B
pybuax, kenongax).

e KanbuymnHo3
e Ocnun3HeHune



Jinnnaosbl



NMAPEHXUMATO3HbIE NINMNAOO3bI

e XapakTepusylTca HapylleHnem obmeHa
XNpoB B uutonnasme. [lapeHxmmaTo3Hasd
XnpoBasi gUCTpoduna 4Yacto BCTpeYyaeTcs B
ne4yeHn, MMokapae, novkax.

e [leyeHn.

O XupoBoU ANCTPOMPUM NEYEHUN, TOBOPAT B
Tex cny4yasx, Korga xXup,
npenmMyLLecTBeHHO HEUTPANbHbIN,

cogepxut bonee 50 % renaTouUnTOB.



BbiaensioT Tpu ctTaammn XKMpoBou
anctpodpumn nevyeHu [Kalk H., 1965]:

o «Huctaga» XXnposasa nNeyeHo

o JKMpoBag nevyeHb ¢ Me3eHXnmarnbHou
peakymeu

o ONOPO3 N LNMPPO3 NMEYEHM



[MpYnHON HaKOMJIEHUSA XUPOB B NEeYEHN
ABNSAeTcA Ae3opraHusaumsa pepMeHTaTUBHbLIX
npoueccoB, 3TO HabnrogaeTcsa Npu:

e [lpn ype3amepHOM NOCTYMNMNEHUN B KINETKY XUPHbIX
KMCNOT U NMOBbLILLEHHOM UX CUHTE3E B
renaToumnTe

o [pn BO3OENCTBUM HA KNETKY TOKCUYHbIX BELLLECTB,
ONOKMPYIOLLINX OKUCIIEHNE XUPHbIX KUCIOT, CUHTE3
anonpoTenHoB

e [lpn HegocTaTOYHOM MNOCTYMMEHUN B renaTouUThl
aMWUHOKMUCIIOT,  HeobxoauMmbIX  ON9  CUHTEe3a
doochonmunmnaos 1 NMNONpPoOTeENOoB



XunpoBas aucrtpodms neyeHn pa3BnBaETCH:

[Ipn BbICOKOM YPOBHE XUPHbIX KUCMNOT B Mfia3me
KpoBM (ankoronuam, caxapHbln Onabet, obliee
OXUPEHWe u ap);

[lpn BO3OENCTBUM Ha renatouuTbl TOKCUYHBLIX
BELLEeCTB (dTaHosa, YETbIPEXXTOPUCTOrO yrnepoaa,
docopa 1 ap);

[Tpn HapyweHun nuTaHua BCeEOCTBUE HeaocTaTka
benka B nuwie, 3adbonesaHnax >KKT;

[Mpwn reHeTn4yecknx  gedoektax  (PEepPMEHTOB,
y4acCTBYIOLLNX B XXMPOBOM obmeHe —
HacnegCcTBEHHbIE NMMNNOO3bI.



«['ycuHasa ne4yeHb» npu cteaTtose

[Mpwn
andodpy3HOM
OXXNPEHUN -
arnkorosibHas
neyYeHb
yBenum4yeHa B
pasmepax,
apsabnas,
OXPAHO-XenTagd




[1pn rucTonornyeckom nccregoBaHun B
3aBUCUMOCTU OT pa3MepPOB XNPOBbIX
Kanenb pasnuyaroT

e MeJIKOKarnesibHYo
e CPpEeOHeKaneabLHy
o KPYrHOKarnesibHYo



Mukpockonndeckaqa KapTuHa

Okpacka CygaH Il




XXunpoBasa guctpodus
MUOKapAaa cBA3aHa

[1oBbILLEHHbIM NOCTYMNJIEeHNEM XNPHbIX
KUCJT10T B KapanoMnUoLUUTHbl,

HapyLweHnem obmeHa XX1poB B
KapauoMuoumnTax;

Pacnagom nunonpotengHbiX KOMMMNEKCOB
BHYTPUKIIETOYHBLIX CTPYKTYpP (dpaHepo3om).

OCHOBHbIM SIBAISIETCH SHEPreTUYECKUN
oedpuunT MnmokKkapaa.



[MpUYMHBbI pa3BUTUA XKUPOBOU
anctpodunn MmokKapAaa:

e [MNOKCHMA  (aHEMUU, XPOHUYECKas
cepAe4vHo-cocyancras

HeaQoCTaTOYHOCTb);

e /IHTOKCUKaL MK (npu  andrtepun,
arkoronmsme, OTpaBrieHne
doocPOopoMm, MbILLBSAKOM,

XNOpOodopMOM).



eBHewlHMN BMO cepgua
CO CTOPOHbI 3HAOKapAa,
B 00nactT COCOYKOBBbIX

MblILLILL, BMOHA
XentoBaTo-6enas
NCYEPYEHHOCTb
(«TUrpoBOE  cepaue»);
MunokapAa OpaonbIng,
ornengHo-xenTbin,

Kamepbl cepaua
PACTAHYTHI, pa3mMepsbl

yBEJTUMYEHHI.




yKnpoBaa guctpdpuna Mmmokapaa




[lpocTOE OXMPEHUe cepaLe




CMeIanHbIe TUCTpOd

IToapa3zyMeBarOT HaApyLUIECHUI META00IM3MA
CIIOXKHBIX OCIIKOB

- MeTannonpotengos
- Hykneonpotenaos
- MwunHepanos



o OHOOrEHHbIE MNUIMEHTbI — BeLlecTBa
XUMUYECKOW MpPUpoabl, CUHTE3NPYEMbIE B
opraHm3amMe, npuaarT opraHam U TKaHAM
PA3NUYHYHO OKpPAaCKY.

o O cBoeu CTPYKTYpe ABNAKOTCA
Xpomornporengamm T.e. OKpalleHHbIMU
benkamn (OT rped. chroma — UBET,
OoKpacka + nporteungbl).



DHIOT€HHBIEC ITUTMEHTBI

e [ eMOrIIOOMHOTEHHEIE - IIPOU3BOIHBIC
reMoIJI00MHa

O HpOTGHHOFCHHBI@ NI TUPO3NHOI'CHHLIC

e JIunmumoreHHble OOPa3yHOTCS IIPU OOMEHE
KHPOB



FTEMOINMOBUHOINEHHbLIE MUITMEHTDbI
Obpasytorca nytem metabdbonmama remorrnobunHa.

YacTb nurmeHTOB 0bpasyeTcs B PrU3NONorm4ecknx
YCNOBUSAX:

e NemocupepuH
e PeppuUTUH
o« BunupyouH

YacTb nurmeHToB 06pa3yoTcs TOMbKO Npu
NaTonorum:

e lemaToOMaUuH
e [eMaTUHBI
o [MopdupuH



o eMocudepuH, heppumuH, 2eMmamuHblI
- SABIAIOTCH xenesocogepxalmmm
nMrmeHtTamu. [Ons BbIABNEHUS COnew
okcuaa xenesa lll B TkaHAX mcnonb3ytoT
TMCTOXUMUYECKNI MeTon (peakuus
[leprica). OHa ocHOBaHa Ha 0bpa3oBaHUM
6epnmMHCKOU nasypu
(>Kernes3mcTtocuHepoancToe Xeneso),
MCNONb3YIOT Kene3ocnHepoanCTbIN
Kanmm u XNopoBOAOPOAHYHD (COSAHYIO)
KNCNOTY.



[emucepnepuvH
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I'EMOI'JIObMHOI'EHHBIE
[ IMI MEHTDbI

Pacmag rema

Yenes3o [TopPUPUHOBLIN
LUK

DeppuUTHH -
reMOCuePUH bunupyOuH



emocudepos3

HapyweHusa obMmeHa remocmaepuHa,
depputnHa u OunuMpydbuHa npoucxooat
npu yCUNEHHOM remosnmae apuTpoumToB. B
9TUX Cllydadax roBOopsAT O remMocmaepose,
XOTS  OOHOBPEMEHHO  HAKOMIMBAETCH
doeppuUTUH N UNNPYoUH.

f[emocnaepo3 BO3HMKAET B pe3ynbraTe:
e YCUNEHHOro BHYTPUCOCYAUCTOro reMmosnmnsa
(oOLwmn)
o BHecocyaucToro remonunsa (MeCTHbIN).



[emMaTuHbLI 0O0pa3ylTcsa npu rMaponuse
OKCUremornobmHa.  OTO  OKUCIIEHHYIO
dopmy remma. VimewT BUO TEMHO-
KOPUYHEBBLIX KPUCTarros.

K remaTHam OTHOCAT:

e MansapunHbI NMUTMEHT (reMoMenaHunH)
o ConaAHOKMCILIN reMaTuH (reMunH)

o ®OopManMHoOBLIA MUTMEHT



O6owunmn remocnaepos

[TPUYUHDI:

bornesHax CUCTEMBI KpOBETBOPEHUA
(aHemMumn, remobnacTosbl)

NHTOKCUKaUMAX TremMonuTuyeckumMn gaaamu
(bepTonetoBa conb, cynbdaHunaMmubl,
XWHWH, CBUHEL)

MHpekumnax (cencuc, manapus, bpyuennes,
BO3BpaTHbLIN TUD)

[lepenuBaHnU MHOTPYMNMHOW KPOBWU

Pesyc-KOHnukTe (remonutnyeckasi bonesHb
HOBOPOXXOEHHbIX).



MakpoCKOnnyecKku - opraHbli
npnoopeTaloT pXKaBbIU OTTEHOK.

bypas nHaypauys erkmx




o «ManonaTtnyeckun remocunaepos FIerknx»

(cuHopom LlenenHa — Tlennepcreara y oeten B
Bo3pacTte 3—38 ner).
o XapaKkTepusyetcs NOBTOPAKOLLMMUCS

KPOBOUINMUAHUAMW B JIETOYHYI0 MNapeHXMMy C
nocnegywowmm MacCUBHbIM  FeMOCMOEPO3OM U
CKIMepo3oM,  KpoBOXapkaHbeM U pas3BUTUEM
BTOPUYHOW XenesogedpunuymntHon aHemmnn. B ocHoBe
NeXntT ayToOMMMYHHOE TMopa)eHue nerkmx, npu
KoTopoMm peakuna Al— AT peanunsyetca Ha
cocygax MUP nerkux. [llpn wngmnonatnyeckom
remMocmgepose nerknmx MoryT nopaxaTtbCa MOYKU C
pa3BnUTUEeM cuHgpoma ['ygnacyepa.



o 'emMoxpomamos — N30bITOYHOE
HaKonneHmne reMocuagepuHa,
obycrosneHHoe HapyLlleHnem
BCaCbIiBaHMA MULLEBOIO Xenesa B TOHKOW
Knwke. Mopdonornyeckm remoxpomaTtos u
oowmMnm  remocuaepos  UMMEKT  MHOro
obLuero. Pasnunyatot NnepBUYHbIN
(nguonatn4yeckum reMmoxpomarToa) "
BTOPUYHbIN.



[lepBNYHLIN reMoxpomaTo3 — 3TO Te3aypucMos,
nepegaeTcsad No ayToCOMHO-PELECCUBHOMY TUMy.
BcacbiBaHMe nNULWEBOro »erie3da MoBbIWEHO W
KONM4YeCTBO ero (0OMeH xenesa B 3puTpoumTax He
HapyweH) Bo3pacTtaeT B  [OECATKU pas.
Pa3BuBaeTcs reMmocugepos NeyeHu,
NOAKENYOOYHON >Kenesbl, CIIIOHHbIX, MOTOBbIX
Xenes, CeTvyaTku rnasa, KOXW, Muokapaa,
CITM3NCTON OBOONMOYKN KULLEYHUKA, CUHOBUASIbHbIX
000104eK. OOHOBPEMEHHO HakannmBaeTcs
deppuTMH, a B KOXe W ceTyaTke rnasa —
MenaHuH. Knaccuyeckaa Tpuaga CUMITOMOB —



BTtopuyHbiIn remoxpomatos - Npwu
npnodpeTeHHOM HEeQoCTaTOYHOCTU
depMeHTHbIX cuctem, obecrnevymBaroLLMX
BcacblBaHMe W MeTabonmaMm nuLEeBoro
xenesa (NpyU  KU30bITOYHOM MOCTYMIIEHUN
Xenesa c nuwen:. npmem Fe-cogepxalmx
npenapaTtoB, alfikorosiuame, MNOBTOPHbIX
nepernmMBaHnUAX KpOBW, MNOCMe pe3eKkumnu
Xenyaka, npwu remMorrnobmnHonaTnsax
cuagepoaxpecTnyeckas aHeEMUS,
Tanaccemus. lNopa)kaetcs neyeHb (LUPPO3),
nogxenyao4yHas Xenesa (caxapHbIU
anaobeT), mruokapa.



Xene3o
He cogepXxaliue
NMArMeHTbI



[MlopdhupuHbl — nNpeawecTBeHHUKNU rema.
[TUrMeHTbl  MOBbIWAKT  YYBCTBUTENBLHOCTb
KOXU K ynbTpadunorieToBomy o06nyveHuto,
ABMAIOTCA aHTaroHuctamm MenaHuHa. Me
Tabonuam  NoppupMHOB B  OpraHu3me
3aKaH4YMBaeTCH Ha cTagnu
yponopdpupuHoreHa lll. Tlpn oTcytcTBUMK
doepmeHTa YypOonopUpmMHOreH 1 -
KOCUHTETAa3bl MOSIBMAIOTCA YPOrnopdmMpuHoOreH
|, nopdobunuH, nopdodbunmnHoreHsl. B Hopme
OHWU B MUHUManNbHbIX Konun4yectBax
onpeaensitoTca B TKaHSIX, KPOBU, MOYE.




[lopcbupuu — COCTOAHUA, TMPU KOTOPbIX
HaKOMNNMBAKOTCS npeaLweCcTBEHHUKN
noppunpuHa (yponopdupmHoreH ,
nopdobunmH mn nopdodUNMHOreH) B KPOBMU
(noppupnHemunga), moude (nopdpupuHypusa) wu
TKaHAX. Pe3Ko noBbIllaeTca YyBCTBUTENbHOCTb
TKAHEW K yNnbTpadUONeTOBbIM NyyaMm WU
pa3BMBAETCS CBETODOSA3HL. Ha KoXe aputema,

nepmMmatuT, pybubl, N3bA3BINEHUS, B
nocnegywoweMm —  OenUMrMeHTUPOBaAHHbIE
YYaCTKMW.

Pas3nnyatoT BPpOXXAEHHYIO U MPUODOPETEHHYIO
nopdupun.



BpoxaeHHana nopdupus.
bones3Hb [toHTEpA,
HacneayemMmoro no aytoCoMHO-peLeccuBHoe

TUny.

[1lpn HegocTaTo4YHOCTL yponopdupuHoreH Il
- KOCUHTETa3bI B aputpobnacrtax
(apuTponoatnveckad dopma OonesHun) mnu
neyeHun (nevyeHo4Has oopma nopdpupun).



[TopPUpUHBLI BLIAENAKTCA C MOYOMW, KOTOpada Ha
BO3yxe NpUODpEeTaeT KpacHbIW LBET, OTKMNaabiBa
IOTCA B Cere3eHKe, OKpaluuBalT KOCTU M 3ybObl B
KOpUYHeBbIW LBET. Pa3BmBaeTcA remonutuyeckas
aHeMuda, nopaxarTcd HepBHaAd CcuUcTemMa U
XXenygovHo-KuLleYHbin TpakT. [1pn ne4yeHo4YHon hop
Me nopdupun nevyeHb yBennyimMBaeTCcd, CTAHOBUTCH
cepoBaToro unu ronyoboBaTo-KoOpn4yHEBOro LBeTa. B
renatouymtax KapTMHa  XXUPOBOW  OUCTPOdUN,
BbIABNAKTCA 3€pHa remMocugepuHa; oTMeYyaeTcs
XapaktepHoe AOna nopdPUpPUHOB CBEYEHUE Npw
nccnegosaHuUM B NNIIOMUHECLIEHTHOM MUKPOCKOnNe.



[Mopdunpua

OkpawmnBaHne 3yboB B peaynerate 3abonesBaHust u
CBA3aHHOE C HapyweHmem wMeTabonuama nopdupuHa,
KOTOpPOE MPUBOOUT K YBENMMYEHUIO CUHTE3a WU BblOENEHUS
nopdounpuHoB U anddy3HOMY U3MEHEHUIO LiBETA 3y0DO0B.




bone3Hb BaMnuposB

O cBA3M OBYX 3TUX ABNEHUN. DOMNE3HU U APEBHUX
BEPOBaHUN O NOAAX-KPOBOCOCAX BMepBble 3asaABUI
aoktop Jln Unnuc n3 Bennkobputannn. B 1963 roay
OH npeacrtaeun B KoponeBckoe MeauuMHCKOE
obwwecTBo MoHorpaduto «O nophrpun 1 aTMONOrm
obopoTHen». Tpya ydeHoro copepxasn noapobHbIn
CpaBHUTENbHbIN aHanuns COXPaHMBLLNXCSH
NCTOPUYECKNX CBUOETENLCTB, B KOTOPbIX
onucbIBarMCb BaMnupbl, 1 CUMATOMOB Mnopdupumn.
Okazanocb, 4TO KNMHWYECKasa KapTuHa peakou
bofiesHn B TOYHOCTU KOMUPYET MOPTPET CaMOro
KONMOPWUTHOIo Bypaanaka.



Cuntaercs, YyTo PacnpoOCTPaHEHMNIO 9TOU bonesnHu
cnocobcTBoBanuM 6Opakn mexagy 6nm3kumu poacTBEHHUKaAMM.
[Mopdoumpus 6bina Hambornee pacnpocTpaHeHa B MareHbKUX
oepeBHAX TpaHcuneBaHun (pogouHe rpada [Opakynbl)
npumepHo 1000 net Hasaa. Ho xooaT cnyxu, 6yato Obl Heayr
He oboluen CTOpPOHOM U KoporieBckue damunumn. Hanpumep,
NCTOPUK JHAPKO YUNCOH B CBOEN KHUre «BukropmaHubi»
yNnOMUHAaET O HacneaCcTBEHHOM Nopdupun, CBUPENCTBOBABLLEWN
B OpUTAHCKOWN KOPONEBCKOW CEMbE, U YTBEPXKAAET, YTO MMEHHO
oTa 60ne3Hb nuwuna pasyma gega Koponesbl Buktopun
kopona [eopra Ill. OgHako c BoOCLUECTBMEM Ha MNPECTOS
Buktopnn BeHUEHOCHass cCcemMbsi Ku3baBunacb OT  3TOro
NPOKNATUA. YUIICOH nonaraet, 4To TyT Aeno He obolnock 6es
aglonsrepa, B peaynbraTe KOTOporo M nodsunacb Ha CBET
byaylias aHrnMnuckasl Koponesa.



B 1998 r. aHrnmunckoe nigatenbctBo «Bantam
Press» onybnukoBano kHury [IX. Pend
(nctopuka), M. YoppeHa (buoxumunka) u [.
XaHTa «[llypnypHaa tamHa: [eHbl, be3ymune un
Koponesckne pgoma Esponbl» (J.C.G. Ronhl,
M.J. Warren and D. Hunt. Purple Secret:
Genes, «Madness» and the Royal Houses of
Europe), nccnegosaBwinx ponb nopdoupun B
reHeanormyeckom nabupuHTe KOPOSIEBCKUX
NONHACTUWN.



o [leMaToManH — NUrMeHT, He coaepKaLlnin

xenesa. ['lo xmumundeckomn CcTpykType 0nmsok
K OunupyouHy, pQOaetr MNONOXUTENbHYIO
peakuymio [mMenunHa. [ematomguH WUMeeT
BUA APKO-OpPaHXEBbIX KpUCTanmos,
poMbuyecknx nnacTtmHok, 3epeH. OO
pasyetca npu pacrnage remorrnobuHa,
BHYTPUKINETOYHO, nMpun rmMbenn KreTtok
CBOOOOHO NEXWUT Ccpean HEKPOTUYECKUX
Macc.



JKenryxa

ITO CUHAOPOM npwu KOTOPOM
NMPONCXOANT OKpalUMBaAHME B XENTbIN
LBET KOXW, CKNep, CIIU3UCTbIX,

CEpPO3HbIX  obono4yek,  BHYTPEHHUX
OpraHoB B crieacTesumn omunmpyomnHemmnm






Bbunnpyoun

o Obpasyerca npu OTWENNEHNN TemMa OT
remorrnodunHa. OT rema oTLennaeTcs Xenes3o
" pa3BoOpa4YNBaAETCH TeTpanupponbHoe
konbuo. OH obpasyetrca B KneTkax
peTuKynomMmakpodarasnbHOU CUCTEMDI
KOCTHOIroO Mo3ra, ceneseHku, nuMmdaTtnyeckmx
y3noB, nedyeHn. BHayane obpa3syeTtcs
BepaorrnobunH, 3atem OunuBepauviH, 3aTem
ounupyouH. [llocnegHun CcoeauHSAETCA C
anbOyMMHOM, C TOKOM KpPOBW MNOCTYMaeT B
NeYeHb.



B neyeHn cuHTE3 nMrmMeHTa 3aBepliaetcda. Ha
renaTounTax MMeeTca crneundunyeckne peLenTopsl,

3axBaTbIBawOLLME ero. C NOMOLLbIO
rMIOKYpPOHUNTPaHcdepasbl npoucxoanT ero
KOHbOrauus. KOHBHOMMMpoOBaHHbIN ounupyouH

NOCTYyNaKT B XeNnyHble Kanunndapbl, 3aTeM nonagaet
B KULWIEYHWK, rOge pacnagaetca nod AOeUcTBUEM
MUKpPOMnopsl KULLEYHUKA, npeBpaLlasach B
CTEPKOOMNMH U  BbIAENATLCA C  Kanom. Yactb
BCacblBaeTcd Mo cucrteme remoppouganbHbiX BEH B
obLwmnn KpoBOTOK. [lonapasi obpaTHO B KULLIEYHUK
paclienndaeTca 0o AU- U TPUNUPOSbHbIX COeanHEHNM
BbIBOOAUTCA U3 OpraHu3ma.



e bUnnpybnH obHapyxmBaeTca B BUAOE
KPUCTaAnNMoB KpaCHOBATO-XENToro LBeTa.
BbiaBnaOT ero no mertoay [ mMenvHa — npu
OKUCNEHUN ero asoTHOW Kucroton obpasy
IOTCA MPOAYKTbl CHayana 3erfieHoro, a 3arem
CUHEero nnu nypnypHoro LBeTa.

.......



Buabl xKenTyx

e IemosmuTHUECKAA (HAANCYCHOYHAN) YBEINUYCHO
[IPEUMYIIIECTBEHHO  COAEPKaHUE  HEIMPAMOIO
OuIupyorHa

o IlapeHxumMaTo3Has (meyeHOYHAaN) -
IIOBBIIIICHO COAEPKAHUE IIPSIMOTO M HEIPSIMOTO
OunupyoOMHa B KpPOBH,  4YTO  SIBJISIETCS
IIPOSIBIICHUEM BHYTPUIICUECHOYHOT'O XOJIECTA3A.

o MexaHnuyeckas (moameyeHoOUYHAs ) —
npeodnagaeT CBA3aHHAs (opma OuIHpyOHHA,
KOTOpAsi M SBJISICTCS IIPUYMHOM BHEIICYCHOYHOTO
X0JIeCcTar3a.



[eMmonuTHUYeckasn Xxenrtyxa.

ePa3BumBaeTca npm yCUNeHHOM BHYTPUCOCYANCTOM
remonuse aputpouunToB. [lpn aTom obpasyeTtcs
MHOI0 HENPAMOro bunupyouHa.

[MpUYUHBLI:
e/IHTOKCUKaUMAX (reMonnTuyeckme aabl)
oIHDeKUMAX (cencuc, mansapuda, Bo3BpaTHLIN TUD)
e[lepennBaHnn HECOBMECTUMOW KPOBMU
ePe3yc-koHnuKTe
eAHEMUUN, rEMODONACTO3bI.



e HacnenctBeHHble 6OMe3Hn, conpoBOXAAatOLINECS
reMosINTN4YeCcKon aHeMnew:

e HacneacTBeHHble pepMeHTONATUN
(MUKpocdepoumnTos, oBariounTo3s)

e remornobunHonaTum (TanaccemMmus,
remorrnodbmnHos F, cepnoBuUaHO-KNETOYHAas
aHeMud, nnn remornobnHos S)

o MAPOKCU3ManbHYI HOYHY reMornobnHyputo un

Aap.
e [lpn Bcex 9TMX OONE3HAX HapyllaeTcsa 3axBaT
bunnpybuHa renaTounTamu, B KPOBWU
YBENUYMNBAETCH KONNYEeCTBO He

KOHbIOTMPOBAHHOIMO C  [TIIOKYPOHOBOW  KUCNOTOM
oununpybuHa.



[leyeHOYHaA XenTyXxa.

[MTPUYUHDBI:

ebONe3Hn neyeHnm  (ocTpble,  XPOHMYECKME
renaTuTbl, renaTto3sbl, LUppo3bl)

e[ lOpaxkeHna nevyeHn nekapcTeamu

¢ AYyTONHTOKCUKaLINM (npw aKnamncmm y
bepeMEHHbIX).

e«OTpaBneHnn renaTtoTponHbiMn aaamMu (rpudbI-
brnegHas noraHka, aTaHon u ap.)

ConpoBoxgaeTcs noBpexaeHUeEM renaTtouuTos,
HapylwleHnem  3axBata umMn  dunupyouHa,
KOHbIOraumm ero n aKCKpeuum.



OOTypaunoOHHas XenTtyxa.

[Ipy HapyLIeHUN OTTOKAa XEeNn4m no XeNYHbIM
NPOTOKaM.

[TPUYUHDI:

«ObTYpaumn npoceeTa OOLLErO XKEeN4YHOro NpPoToKa
(KaMeHb, onyxosnu, napasuThbl)

«CoaBneHnn n3BHe (pak ronoBkn NogXxenynoy4Hom
Xenesbl, 60MbLIOro coco4ka ABeHaauaTtunepCcTHOW
KULLKW, MeTacTasbl paka B nepunopTanbHble
numdarnyeckue yanol).



MexaHnueckas )Kenryxa




B pesynbrarte HapyLlaeTCcs SKCKpeLuns Xxendu,
OHa nocTtynaet B KPOBb yepes
CUHycouaanbHbIN Nnontc renaroymTa.
Hapyllaetca npouecc CUHTEe3a Xenyu, OHa
ctaHoBUTCA  «benow». B  pesynberarte
XonecTtasa fneyYeHb YyBenu4yeHa B pa3mepax,
XKENTO-3€MeHOoro LUBeTa; BHYTPUNEYEHOYHbIE
XXEeNn4yHble NPOTOKN pacCLUMpPEHDI.
[UcTONnOrM4Yeckn B  Ken4dHblX  NPOTOKaX,
XEN4YHbIX Kanunnapax, B renaroumtax —
CKOMJIEHUA XKENYHOro NUrMeHTa.



MexaHnueckas xKelnryxa
















He mory 6onblue paboTarth




