boJarorpaackuu
Kacgheapa naronornyeckon

rocyI1apCcTBEeHHbI s
MEIUIUHCKUH CEKLMOHHbIM KYpPCOM U

KYypCOM natoJsioruu
YHUBEPCUTET

JIEKIIUS

CMEMAHHBIE ITUCTPOD®UMN.

Cmomamonozuueckuii paxyiomem



CMEINIAHHBIE JUCTPOD®UU

CMewaHHbIe gucTpogumn - 310 MOpdoNormyeckme
NposiBNeHns HapyweHHoro Mmetabonmama, BbissBlgeMble
KakK B MapeHXxmMme, Tak n B CTpOMe OpraHoB U TKAHEMW,
BO3HMKAKOLWME Npu HapyweHnn obMeHa CNOXHbIX
6enKkoB - 3HAOMEHHbIX MUTMEHTOB (XpPOMOMNMpPOTENAOB),
HYKJ/IeonpoTenaos, NMNONpoTenaos U MUHEpPasioB.



HAPYLIEHUWSA OBMEHA SHAOINEHHbIX
MArMEHTOB SHAOrIEHHBIE MUTrMEHTALUNU

- Pa3HOBUAHOCTb CMELUAHHbIX ,El,VICTpOCI)l/IFI, B OCHOBE KOTOPbIX
nexat HapyweHUnd sHAONre€EHHbIX MIMrMEHTOB.

SHAOreHHbIe MMIrMeHTbl - OKPaLleHHble BELLECTBA
Pa3/IMYHON XMMMNUYECKOW NPUpOabl, KOTOPblE CUHTE3UPYIOTCS B
CaMOM OpraHuM3Me, npuaaBas OopraHaM M TKAHSAM PasfINYHYIO
okpacky. 1o cCBOeN CTPYKTYpe OHU ABNAIOTCS
XpOMOripoTengamMu, T.e. OKpalleHHbIMN 6enkamu.

DHAOreHHble NUrMeHTaumMm o6bIYHO CBSA3aHbl C U36bLITOYHBIM
HaKOMN/JEHNEM NMUIMEHTOB, 06pa3yoOLLMXCS B HOPME, pexe - C
HaKOM/JIEHNEM MUTMEHTOB, BO3HWKALLNUX TONIbKO B YC/I0BUSAX
NaToNIOrUM.

- OKpalleHHble BellecTBa
Pa3/IM4YHON XUMUYECKOW NpUpPoOAabl, KOTOPbIE MOCTYMakT B
OpraHu3M U3BHE, NpuaaBasl opraHaM U TKaHSM Pas/INYHYIO
OKpacky.



DHAOreHHble NMrMeHTauum

rnpnobpeTeHHbIE

o

T SHAOrEeHHblEe

OK30IreHHbIE

e

HacJ/ie4CTBEHHbIE

JHAOrNreéHHbIe MUIrMEeHTbI

remMorsiobuMHoreHHsblIEe,

JINNMn4oreHHsble

poTeNHOreHHblE (TUPO3UHOIEHHbIE)



DK30reHHble NMrMeHTauunm:
AHTpako3

iRy,

-

= AHTpPaAKO03 Nerkoro;

=« AHTpPaKo3 AMM@daTn4eckoro
y3na.



I

Pa3/INYHbIE MPOU3BOAHbIE FrEMOrNobnHa, BO3HMKAKOLWME
Npu CUHTE3E UM pacnage 3puUTpoLnTOB.

B HoOpMe 06pa3yroTca:
dbeppuTuH,
reMocuaepvH,
6unnupy6buH,

nopoOUpUHLbI (NpealecTBEHHUKN reMa, MoryT
obHapy>XnBaTbCsd B MMHMUMAJIbHbIX KOJIMYECTBAX B KPOBU
n Mo4ye B HOpMe).

B ycnoBmnax natonornm obpasyroTcs:
reMaTouaviH,
reMaTUHbI.



Geppumun:

Kenezonporena, coaepxaiui 0€JI0K anoMEPPUTUH U TPEXBAJICHTHBIN aTOM
Kesesa B coctaBe (oc(harHoro ruIpOKCU/IA.

Monekyisl heppuTHHA 00Pa3YIOTCS BHYTPUKICTOYHO IIPU CBI3bIBAHUM
HMOHOB eJie3a ¢ 0eJIKOM aropeppUTHHOM:

a) kamabonuueckuil heppumun - 00OpazyeTcs IIPpU pacnaje
SPUTPOIUTOB (B TOM YHCJE (PU3UOIOTMUECKOM) U Pa3pylICHUHA TeMOIIOOMHA
IPEUMYILECTBEHHO B MOHOIIUTAPHO-MaKpo(arajibHbIX KJIETKaX CEICe3CHKH,
MIEYCHHU, KOCTHOTO MO3Tra U JUM(aTUUECKUX Y3JI0B;

0) anabonuueckuil peppumun - CBI3bIBACT UOHBI JKEJIe3a,
JI0CTaBJIIEMbIC B KJIIETKY M3 KPOBH (MOHBI JKeJie3a TPAHCIOPTUPYIOTCS
0eIKOM TpaHC(HEPPUTHUHOM).

TF'ucmoxumuueckue peaxkyuu na peppumun:
C IIOMOIIIBIO Ccynb(ara kaamus 1mo meroay Kioukona,

MMMYHOTHMCTOXMMHUYECKHU C UCIOJb30BAHUEM CIIEIU(PUICCKUX
AHTHUCBIBOPOTOK.

qalle BCEro - peakiusi 00pa3oBaHUsT OCPIMHCKOM Ja3ypHu WIM PEAKITUN
IIepnaca - peakiys Ha BbIsIBICHHE cosiel okcua xemne3a (I11) ¢ momorbio
KEJIC30CUHEPOUCTOTO Kaausl U XJIOPOBOJIOPOIHON (CONSHOM) KHUCIIOTHI.



I'emocuoepun

3TO MPOAYKT MOTUMEpHU3aliu (heppUTHHA.

10 XUMHUYECKOU CTPYKTYPE - KOJUIOUITHBIN TUAPOKCHU]L KEJI€3a, COCTUHEHHBIN C
MYKOIPOTEUIAMHU KIIETKH.

B HOpME HEOOJIBIIIOE KOJIMYECTBO FEMOCHUIEPHUHA - B MOHOITUTAPHBIX (paronurax
KOCTHOTO MO3Ta, CEJIE3CHKU U MCYCHU;

TEMOCUJIEPUH - BHYTPUKIIETOYHbBIN TUTMEHT.

CuHTe3 - B KJIETKaX - cudepodiacmax B CCUAIN3MPOBAHHBIX OpraHesiax -
cuoepocomax.

WMHorma B cuaepobiacTax - HAaKOIUICHHE OOMIBIIIOT0 KOJIMYECTBA TeMOCHISPHHA -
paspyIieHue KIETOK U CBOOOTHOE PACIIOIOKEHUE TEMOCHISPHHA.

B sTux ciaydasx — (parouuTo3 nurMeHTa Makpodaramu (cudepogazamu). B
HUATOILIa3ME ITHUX KJIETOK CUAECPOCOMbBI HE BBISBIISIOTCS.

IIPU OKpacKe - TEMOCH/JIEpPHUH B BUJIE 3€pEH Oyporo
I[BETA,

pu - B BUJIE TPaHYyJI 3€JIEHOBATO-CUHETO 1IBETA (OCpIMHCKas
J1a3yphb).

IIpU MATOJIOTUH - U30BITOYHOE 00pa3oBaHUE (PEPPUTHHA U TEMOCHIEPUHA;



I'emocuoepun

« [emocuoepos - 3a00Ji€BaHUE, PA3BUBAIOIIEECS TPU

HaKOIUICHUS Kamabonuiecko2o MArMeHTa (00pa3yromierocs
IIpU FeMOJIN3e).

s I emoxpomamao3s - 336OHCB3HI/I€, BO3HHUKAIOMICC BCIICACTBUC
NO6bIUEHHO20 NOCMYNnJiaeHUA Jitcele3d 6 OpeaHu3mM N TAKIKC

COITPOBOXKJAIOIIIEECS MACCUBHBIMU OTJI0KECHUSIMU
reMOCH/JIEpUHA.



I'emocuaepos

= BO3HHKAaEeT npy NOBBILIEHHOM IEMOJIM3E - pa3pylICHUH
SPUTPOLIUTOB.

MECTHBIU

I'emocuaepos /

\06Hmﬁ (pacrpOCTpaHCHHBIN)



MecTHbIN remMmocngepos

Bo3HUKaeT npu BHECOCYAUCTOM I'€MOJIM3€ B 0Yarax KpOBOU3IUSIHUN;
XapaxkmepHo:

HAKOIUJICHUE TEMOCHUJIEPUHA B OKPYKAFOIIUX KPOBOUBIIUSIHUE KIIETKAX:
Makpodarax, JeMKOIMUTaX, SHAOTCINN, SITUTCIUH;

MOCJIEA0BATEIbHAS CMEHA 00Pa3yIOIIMXCS MPH pacnaje reMorioornHa
IMIUTMEHTOB MPUBOJAUT K U3MEHEHHUIO 1IBETA KPOBOU3IUSIHHUS: OArpoBO-
CHHUH IBET (T€MOIIOOMH) CMEHSIETCS 3€JIEHO-CUHUM (OMIUBEPINH ),
3€JICHO-KEJIThIM (reMaTOUIUH) U PXKaBO-0ypbIM (TEMOCHICPHUH).

Benosnuwiit 3acmoii
zunlkcuﬂ

MTOBBIILIEHUE COC}’,Z[I/ICLOﬁ IIPOHUIIAEMOCTH U
MHOT'OYMCJICHHBIE MEJIKME KPOBOMBIUSAHMS (JIUAICAE3 SPUTPOILIUTOB)

oOpa3oBaHUE B KJ'IJTKEIX rEMOCHUICpPUHA
(B Makpodarax, aabBEOISIPHOM SIIUTEIINN )



MecTHbIN reMmocngepos

[Ipumep MecTHOrO remocuaeposa - ;
BO3HUKAIOIIAS [IPU XPOHUUYECKOM BEHO3HOM 3aCTOE y OOJIbHBIX C
XPOHUYECKUMH 3a00JIEBAHUSMHU CEP/LA (COPOKHU Ceplia, KapAHOCKIEPO3 U

ap.).

JIETKUE YBEJIUYECHBI,
IJIOTHBIE (MHAYpaIusi),

Ha pa3pe3e ¢ MHOTOYHCICHHBIMU OypOBaThIMU BKPAILJICHUSIMU U
MPOCIIOMKAMM COCIMHUTEIBHON TKAHMU.

B JIETKUX - OOJIBIIIOE KOJIMYECTBO COACPKAIIMNX OyphIii MUTMEHT KJIETOK,
00HapyKUBAEMBIX KaK B CTPOME JIETKOT0, TaK U B MMPOCBETaX aIbBEOd U
OpOHXOB.

MexabBEOJISIPHBIE TIEPETOPOIKH 3HAYUTEIILHO YTOJIIEHBI 32 CUET
pa3pacTaHusi COCAUHUTEIILHON TKAHU.



Mecmmubwtit 2emocuoepo3s’

Mukponpenapart
6pOoHX0abBEONSAPHOro
CMbiBa Npu remocunaepose
NEerkux: cTtpenkamm
yKasaHbl remocunagepodaru;
oKpacka no Panty —
PoMaHOBCKOMY.



« bypas nHaypaumsa nerkmx
(OKp.remMaTokCUJIMHOM U
903MHOM)

« [eMocnmaepos ceneseHku
(p-9 lNepnca)




Mecmmuwtit cemocuoepos

» [emocuiepos rneueHu
(Ilepnc peakius)




Oowuit cemocuoepos

» Bo3HHKaeT npyu BHyTPUCOCYIUCTOM TEMOJIU3E,
Pa3BUBAIOIIEMCS:

a) IIpH 3a00JICBAaHUSAX CUCTEMBI KPOBH (aHEMUSIX, JICHKO3aX,
BPOXKJICHHBIX JAC(PEKTaX 3PUTPOIMTOB U Fr€MOIJIOOMHA);

0) IIpH OTPABJICHUSIX I'EMOIUTHYCCKUMU SIaMU;

B) IPX UH(PEKIIMOHHBIX 3a00JICBaHUAX (MaIsIpHsi, CEIICHC,
BO3BpaTHbIN TH) U AP.);

') IIpH TIEPEIUBAHNSAX HECOBMECTUMOM KPOBH U PE3YC-
KOH(JIUKTE (TEMOTUTHYECKAsI 00JI€3Hb HOBOPOKICHHBIX ).



Oowuit cemocuoepos

I'eMocuaepuH -> IepBOHAYAIBLHO U MPEUMYIIECTBEHHO B
MOHOHYKJICAPHBIX (parouurax celIe3¢HKH, IECUYCHHU,
TMM(aTHISCKUX Y3JI0B U KOCTHOI'O MO3ra, a TaKXKe B
Makpodarax, pa30poCaHHBIX IO APYTHM OpraHaM - B KOXKE,
MTOJIKETYIOYHOM KEJe3€, MOYKaAX, JIETKUX.

B manpHeuimeM reMoCuIEPUH -> B KJIETKAX MapEHXUMbI
(remaToluThl), U B CTPOME OPraHOB M B CTEHKAaX COCY/IOB.

[1o Mepe HaKOIUICHUS MTUTMEHTA OPraHbl IPHOOPETAIOT OYPYIO
(p’KaByr0) OKpPACKY.

B 00NbIIMHCTBE CIy4yacB HAKOIUJICHUE MUTMEHTA B OpraHax He
IPUBOAUT K UX AUCHOYHKIUH.



Houonamuueckuii zemocuoepo3s j1ecKux uiu
cunopom Ilenena-I'ennepcmeoma

y J€T€U B BO3pacTte 3-8 JeT.

XapaKTepHbI: IIOBTOPSIOIIMECS KPOBOU3IHAHYS B JIETOYHYIO ITAPEHXUMY C
MOCJIEAYIOIIUM MAaCCUBHBIM I€MOCHUIEPO3OM U CKIIEPO30M, KPOBOXAPKAHBEM U
pPa3BUTHEM BTOPUYHOM KeI€30AC(PUIIMTHON aHEMUH.

B nerkux - TunuyHas KapTuHa Oypoil HHAYpalluM, HO MOPAKEHUE Cepala
OTCYTCTBYET.

[IpuunHa 3a001€BaHUs - 4O KOHIIA HESCHA.

B Hacrosiee Bpems - 00bII0E KOJTUYECTBO JaHHBIX, TOATBEPIKIAOIINX, YTO B
OCHOBE MPOLIECCA JIEKUT AyTOArPECCUBHOE MOPAKEHUE JIETKUX, [IPA KOTOPOM
pEaKLUs AHTUTEH-AHTUTENO PEAIIM3UYETCS HA COCYAAX MUKPOLUPKYIITOPHOTO
pyciia JIETKUX.

NMmMyHOJIOrH4ecKasi mpupojia 3a00JeBaHMs MOATBEPKAACTCS TEM, UTO MPH
UJIMOITIATUYECKOM TEMOCHIEPO3€E JIETKUX MOTYT OPAXKATHCS U TTOYKH C
pa3BuUTHEM cuHJIpoMa I yinacuepa, a B KpOBU OOJIBHBIX HEPEIKO OOHAPYKHUBAIOT
AHTUTEJIA K TKAHU JIETKOTO W K KOPOBBEMY MOJIOKY.



Houonamuueckuii zemocuoepo3s j1ecKkux uiu
cunopom Ilenena-I'ennepcmeoma




FeMaTuHBbI

CongaHoOKUCNbIN
reMaTuH B AHE
9PO3UN Xenyaka;

dopMannHoBbIN
NUIMEHT.



MHbIA MUIrMEHT

\ 4

Manapwu




NMopdupusa

. Mopdpupua nniu
noppupunHosasa 605e3Hb, —
NoYTWN BCeraa HacneacTBeHHoe
HapyLEeHNE NMUTMEHTHOIO
obMeHa C MoBbILLUEHHbIM
coaep>xaHmem nopduUpmnHoOB
nnun nopdunpmnHoeas 60ne3Hb,
— MNOYTU Bceraa
HacneaCcTBEHHOE HapylleHune
NMUrMeHTHOro obmMeHa ¢
NOBbILLEHHbLIM COAEPXaHMNEM
NOPMPUPUHOB B KPOBU N TKAHSAX
N YCUNTEHHBIM UX BblAENEHNEM
C MOYOWM N KasoM.

KnuHnyeckumne nposiBneHuns:
. doToAepMaTos,
2. FeMOJINTUYECKME KpuU3bl,
3. OKeNnyaovYHO-KULWEeYHbIe U
4 HEpBHO-NCUXMUYECKME




Knaccnpukauma noppuvpum

KnaccudpunumpytoT 1. B COOTBETCTBMN C OCHOBHbLIMU MeCTaMu
CUHTE3a remMa, B KOTOpPbIX NPOAB/ISAIOTCH «OLLUNOKU>»
mMeTabonmnama. - B NeYyeHun
(neyeHo4Hada nopdpupusa (hepatic porphyria)) nam B KOCTHOM
Mo3re (apuTtponoaTnyeckas nopdupusa (erythropoietic
porphyria)); nHoraa oHO MOXEeT pa3BMUBATbCS B 060MX 3TUX
opraHax.

- nopdupus, odbycnosneHHas AepuUMTOM AernapaTasbl
aMUHOTIEBY/IMHOBOW KNCJIOThbI;

OCTpas nepemMexatruwadacs noppunpus;
HacneacTBeHHas Konponopdupus;
BapueraTtHas nopdupus;

NO34HASA KOXHas noppupus.

- BpOXXAEHHas aputponoatuyeckas noppupuma (6oae3Hb
[toHTEepa);

- 3pUTpONoO3TUUYECKas npoTornopdupus.

[10 KNIMHUYECKOMY TeyeHuto 3aboneBaHnsa 4acTto noppupun
OenaT Ha ocTpble PpopMbl nopdpupun U opMbl, NpoTekarLmne
NPENMYLLECTBEHHO C NOpPaXXeHUeM KOXHbIX MOKPOBOB.



NMopdupus

HebenkoBasa 4yactb remornobnHaHebenkosasa 4yacrtb
remornobmHa — reM — npeBpallaeTcsd B TOKCUYHOE
BeLLeCTBO, KOTOpoOe pa3dbedaeT NOAKOXHbIe TKaHW.

Ko>xa HaumHaeT npmobpetaTtb KOPUYHEBLIN OTTEHOK,
CTAHOBUTCSH BCE TOHbLUE N OT BO3AENCTBUA COTHEYHOIO
CBETa JIONAEeTCs, MO3TOMY Yy NALMEHTOB CO BPEMEHEM KOXa
NOKpPbIBAETCSH LUpaMaMu N S3BaMMU.

£A3Bbl U BOCNANEHUE NOBPEXAAOT XPSALWM — HOC U YLK,
nedopMmmpys ux.

B coyeTaHunn C NOKPbITbIMMN S3BaMN BEKAMU U CKPYYEHHbIMU
nasabLUaMn, 3TO HEBEPOSATHO 06e306pakmBaeT yenoBeka.

BOMIbHbIM MPOTUBOMOKA3aH CO/THEYHbIN CBET, KOTOPbIM
NMPUHOCUT UM HEBbLIHOCUMbIE CTpaLaHMUA.



Bpo)xpeHHasa nopcpupus

« KopuyHeBoe
OKpallnBaHMeE MOIOYHbIX
3y608B;

« $3Bbl, TMNONUIrMEHTAUMNS,
rmnepkepaTos n oubpos
KOXW;

« DPunbpos, oTnoxXeHune
aMoOp@HOro BellecTsa B
COCOYKOBOM CJ10€ AepMbl.




bunnnpybuH

obpasyeTcs npu pacnage reMornobuHa B KieTkax
peTukynosHaoTenmanbHon cucteMnl (P3C), ocobeHHO
aKTUBHO B cefie3eHKe U B KYNpdePOBCKNX KITIETKAX MEYEHMN.

Y B3pocnoro 4yenoBeka obpasyetcsa 250-350 mMr 6unupybuHa
B CYTKW.

cnabopacTtBopuM B BOAE,

B nsasme 6unnpybuH nepBmYHO NMoOSIBISETCH B
HEKOHBIOTMPOBAHHOWM pOpMe, CBA3AaHHbIN C a/lTbOYMUHOM
(HenpaAMoWn, HeCcBA3aHHbIN 6MNNPYOUH).

HeKOHBIOrMpoBaHHbIN BUNNPYOUH HE MOXET NPOHUKHYTb
yepe3 rnovyeyHbin bapbep.



- MeTtabonunam ounupybuHa;

Cemesenxa /

- 3axBaT U KOHblorauus
bunpybnHa B neYyeHu

HeGomsunte xomriecTea Giumpyoinma
MOCTYIAKT F MOPTANEHYIC EeHY, OTTYHA -
CHOEA E JIeYeHE ; Jajlee - ¥ CHCTeMHBIH
KPOEOTOX H E TIOINH.

TTeve o MBI CHIYCON

P
)/

Amb6yrnoeGimpyGionEst xomexe > HEKONBIOTHPOBaMMELI Grmipylon

1) T'emaTouyr

E ' IHIOILTASMATHYECKHH
\’ m;’i::‘ f ,I PETHRYTYYI
| nperpauraerca ® |
J cTeprobHmnIOTeH {| / Brmpytiosas
’ ’\' [ Koxsornposammsi CHCTEN
| 1y
Krure vy

RKoxprornpoBanneoit
Srmpydio

Vpobwnotoren —0 7




XKentyxa

JKenTtylwHoe oKpalumBaHue
KOXW, CKNnep, CIN3NCTbIX
ob6osiouek BCreacTeme
NOBbILLEHUS coAepXXaHuUs
6bunnpybrHa B KpoBU
(Bbiwe 34 MKMOJib/N).



Knaccudgukaums xentyx

[evyeHo4Has

[oane4eH04HaR

HagneyeHo4Had MNoBbILWEHHEIN

pacnan
SPUTPOLMTOR
[opaxeHue

renaToumnToR
WU XONaHMon

W 3axgarta 611HMEZ®MHE{ SH3MMONaTU4eCKas

HapyweHue
MPOX0JUMOCTH
HKENYHbIX
NPOTOKOR

[eMONMTMYRCK AR KEeNTyxd, remaTomel,
WHPAPK eI, KOPMYCKYNAPHARA,
SKCTPAKOPNYCKYNAPHAA

OCTPBIA W XPOHUHBCKMA MENATHT,

W 3axBarta GunupyouHa, UMPPO3 NeYern. XonecTatmyeckas
PErypruTaums GummpyouHa | xentyxa npu NepBu<HOM GUNnapHOM

UMPPO3E 1 NOPaXeHni renarouMToe

HapyLweHne KOHbIraumn | XKenTyxa HOROPOX AR HHBIX,

[0BLILLEHHOR 0EPa3IBaHUe
OUMMPYOMHA, HeLOCTATOHbIN
3dXBaT ero Nne4eHb

HapyLWeHWe 3KCKpPE UMK

Hapy WeHne SKCKPEum HapyLWweH1e HOPManeHOro OTTOKa
W Peryprutaumn SunupyouHal Xen4u (Kamexs, onyxone, NapazuTel,
BOCNANUTRNbHBIM 3KCCYAAT)




KHHCCMQMKaQMH XenTyx B 3aBNCUMOCTU OT BUAA

HapyLweHun Mmetabonusma GunnpyouHa

l’emonutnyeckana (HaaneyYeHoOYHas ) XKenrtyxa

Bo3HMKaeT B CBA3M C YCUJIEHNEM rnpoLecca ob6pa3oBaHus
6unupybunHa.

[MoBbIWaeTcsa HenpsaMas (HEKOHBbHOIN’MpOBAHHAA) ppakuns
6unnupybuHa.

NMapeHxnMmaTto3Hana (NevyeHO4YHas) XenTtyxa

Pa3BuTme cBA3aHO C HapyuweHuneM notpebneHns (3axesaTta)
bunmnpybunHa renatoumnTamm.

noBbiWaeTcsa HenpaMasa (HEKOHbIOrMpoBaHHAsA) ppakumns
6unnpybuHa.

MexaHunuyeckasa (noaneyeHoO4YHas) xenrtyxa
Bo3HMKaeT nNpu HapyLleHnn OTTOKA Xef4yu No BHeNne4YeHOUYHbIM

XXeN4YHbIM npoTokaM (06TypaunoHHasa XenTtyxa).



ﬁ“

/ Monas eexa 100 mkmonein
r Cunycong

Y (\' lenaToumg

Boporwas eexa

JKenuHeln

PaapyLenH e i
3PUTPOLMT

Kunwey ik

\,—\"v/—-\\:\

¥ 3 WHTEHCHBHOS CBALIBAHKA
= Honpamon (ceoBogHe) ++ : 3 :
6)1n£py6sml i +  GMIMPYEHHA C MMIDKYPOHCEOR  Henpamon (CeA3aH HbI)

., KMCNOTOH OUNHEYEHH

‘T HacTuyHOR pacwennenue
YPOSHNHHOMEHA B NEYEHK YPOGHNHHOrEH

v MiokypoHOBaA KuCNoTa

NpWY HacnencTBEHHbIX U
NpnobpeTeHHbIX reMOSIUTUYECKUX
COCTOSIHUAX (aYyTOMMMYHHbIX
npoueccax, MHTOKCUKaLunmn
CBMHLOM, MbIWbSAKOM, @ TaKXe Yy
60/1bHbIX C UHPAPKTOM N1erkoro,
paccnanBaroLlen reMaToMou,
CerncmcoM, rnocse nepesrmBaHung
HEeCOBMeCTMMOW KpPOBN).

NaTo/IOrMYeCcKnim Npouecc - BHe
neyeHu.

Mpn MmaccoBou rmbenu
3pUTPOLNTOB 0bpa3syeTcs
3HaunTenbHoO 6onbLUee, YeM B
HOpMe, KONnM4yecTBo 6unnpybuHa,

nedyeHb HE YyCneBaeT €ro
KOHBHOIM’MpoBaTb U BblAEJIATD,

BO3HMKAET CKOMNJiIeHne B KPOBMU
HenpsaMoro 6unupybuHa, He
CBSA3@HHOI0 C I1IOKYpPOHOBOW
KMC/I0TOW, HE pacTBOPUMOro B
BOAE, HE BblAENAoLWerocs
MOYOMN.



[eMmonuTHU4Yeckasn Xxentyxa

/. // = CUMNTOMbl aHeMUK: obwasa cnabocTtb, 6biCTpas

o YTOM/ISEMOCTb, FOJIOBOKPYXXEHNE, MefibKaHne
«MyLleK» nepej rnasamm, ogbllliKa, ydaleHHoe

cepauebueHne Bo BpeMsa PU3NYeCKON HarpysKu.

=« Koxa, cnnaunctble 060/104KM U CKAEPBLI IMMOHHOIO
LUBEeTa,

= MOYa OYEHb TEMHaH,
= Kajl HacCbIWEHHO OKpaALUEH,

= MOBbILWEHHAs NMUIMEHTaLNSA KOXMN,
=  TpOdUUYecKne A3Bbl Ha rOSIEHSX,

= TpoMb603,

= [EMAHIMMOMBI.

= MNPU3HAKN HOPMOXPOMHOMN aHEMUMN,

= KOJIMYECTBO PETUKY/IOLMTOB U COAEPXKAHME
6unnpybuHa noBbiWweHO (3a cYeT HernpssMou

dpakumn).
« B Kane yBenmn4yeHo KONMMYECTBO CTEPKOOUNINHA,
= B MOYe — ypobunuHa



[MapeHxnmaTto3Hasa (ne4yeHO4YHas) XenTtyxa

[1arHocTuka BHy TPMMNEYEHOYHOTO XONecTasa

Bupy CHeIn renatuT

ANKOroNeHbIN renamT
JlekapCTBEHHbIA

J0BpoKa4ECTERHHBINA,
PeuaUENRY FOLLMA

HacneaCTE2HHbIS
METab0Nu4ecKne
HapyLWeHua

ATPezuA

[MepErYHbIA
GUNMAPHBIA WMPPO2

[MepErYHbIA
CKNEPO2MPY KOLLMKA
XONaHruT

DaKTOPbI PUCKE 3apaKeHnd Bupy camu;

NPOgPOMansHeI NEPMOD (MPK OCTROM renaTtMTe).

Mapkepel BMpycok renatuta (A, B, C, G),

SnwrenHa-Eapp, uMToMeranoeupyca, Guoncus

ERE

3noynoTpeGneHme ankoronem; «ankoronsHeIn

OPHaAMEHT», 60MbLWKME PaZMEpPEI NEYEHWU; GMONCKA

ERER

CBA3b C NPUEMOM NeKapCTEEHHOMD cpeacTea

(B TE4eHME 6 HefeNb); yNyHWeHWe NOCNe 0TMEHI
penapara (He peargal. Buoncua NevexHu

PaHHee Ha4ano, peumauesl; MeXpeuMaBHsle

nepuodel, 0TCY TCTBME M3MEHEHWIA

NPK XONaHrmorpagnm U GUONCKUK NeHeHn

B MEXPeunanBHbIn Nepuod. Hacne ACTERHHbIN

dHAMHES

PaHHee Ha4ano, HacneqCcTEeHHbIN aHaMHEe3,

HOPMaNEHBIA yPOBEHE [T, aTMMMHHBIE XE N4HbIE

KUCNOTel B mMOYe

PanHee Haqano, HacneaCcTEeHHbIN aHAMHES;
GUONCKA NeYeHn

Hawe —y XKeHWWH; B Ha4ane 2a60Neeanna — 2y0;
BONBLKME Pa3Mepbl MEYEHW, aHTUMUTOXOHIPUANEHBIE
aHmTena; Ighl; 6uoNCcKa NeYeHn

CoveTanue ¢ HECNeUMPUHECKMM A2BEHHEIM KONUTOM;
SHAOCKONMHECKAR PETRCr PadHasA XONOHMMONAaHKPEaTo-
rpachna (3PXII); 6MoncuA Ne-eHu

Bo3HMKaAET B pe3y/bTaTte
MHMPEKLMOHHOIo UIu
TOKCMYECKOro rnopaxeHus
renaTtouuToB N HApyLLEeHNs UIn
NOJTIHOIrO NMpekpaweHnsa nx
MOYHKLNOHNPOBAHUA.

O6ycnosneHa HapyLleHNsIMN
mMeTabosiM3amMa, TpaHCcnopTa U
3axBaTa 6unmnpybuHa B
renatounTax N XendHbIX
NpoToKax (LUTONUTUNYECKNI
CUHAPOM).

BO3HMKAET TaKXe Npun 3a4epxKe B
MeNbYanLINX BHYTPUNEYEHOUHbIX
NPOTOKaX rycTtomn xkenum
(BHYTpMNneyeHOYHbIN X0ecras),
Korga pa3BMBaeTCs KJIMHUYeCcKas
KapTUHa MexaHM4eCKoUn XenTyxu,
HO NPenaTCTBUS BHE MNeyeHn HeT
éHEKOTOpre BUAbI renatuTa,

MNNAPHbIN LMPPO3 NMeYvYeHu, npwu
MHTOKCUKaUUN NeKapCTBEHHbIMU
cpeacteamu).



« XXenyHble MUrMeHTbl NPOHUKAKT
B IMMPaTnyeckme cocyabl n
KPOBEHOCHbIE Kanunnsapbl Mexay
NOpPa>eHHbIMU N YAaCTUYHO
nornbatrowmMMm renatTounTamm,
NX coaepxaHue B KpoBu
NOBbILLAETCH.

bonbliag yacTb Takoro
6unnpybuHa gaet npsamyto
peakuunto 1N BblaeNnsaeTcs C
MOYOWN, OKpaLUMBAs €e B TEMHbIU

BOpoTHaR Baxa LBeT.
MKEN4HEIH

SpuTpOuNT B KnwevyHnK nonanaeT MeHbllee,
Temo- yeM 06blYHO, KOJIMYECTBO
opyml XXeNYHbIX MMITMEHTOB, MO3TOMY B

e~ 6onblWMHCTBE CyvYaeB Kan
‘ CBET/bIN.
= o

YpobUnmMHoOreH, CUMHTE3NPYEMbIN

B KNeyHnKe, BCaCbliBaA€TCAd, HO

. :
R Nopa)KeHHble renaToumTbl He

T e e CMOCOBHbI paclennsTe ero Ha

c UIIOKy]ZOHOPJOﬁ KHCNOTON npﬂMo“ (CBH?&HHH“)

V' [MiokypoH0BaA KHCAOTE vt >XeN4Hble MUrMeHTbl. [oaToMy
. HapywaHHO& CBA3LIBAHNE 6
| 1 Hapylene PaQUENNEHA  Guauyy EuHa C IMIOKyROHOR0H : KOJINYECTBO YPOOUJIMHOIE€Ha B
~ VPOOWMHOEHA BNEYSHH  gyznoron YPOGHMHCEH KpoBU N MOYeE MOoBbILAETCH.




[NapeHxnmaTo3Haa (NneyeHOYHan)
Xenrtyxa

« Dnbpo3 neyeHun c
HOAYNAPHOWM rmnepnia3snen.



MexaHunyeckaa (nognevyeHoO4YHas) xenTtyxa

lpmnynHbI: 06CTPYKLUMSA XENUYHbIX MPOTOKOB Ha St060M
yyacTke, OT renatouuTa A0 60/bLIOro COCOYKa
NBEHaALATUMEPCTHON KULLIKU.

NMpuUYnHbI 06CTPYKUMM
KOHKPEMEHTbI 06Llero Xen4Horo nNpoToka,
pakK, KNCTta, abcuecc B rooBKe NOAXENYA0UYHOMN Xefne3bl,

CTEHO3, OnyXoJib 60/IbLLIOr0 COCOYKa UM XKENYHbIX
NPOTOKOB (MeTacTasbl),

nocTrpaBmaTmnyeckme cTpukTypbl BAC 1 XenyHbIX NMPOTOKOB
(nocne onepaumnii, KOMKa C OTXOXAEHWUEM KaMHEN),

NMHEeKUMnA.



MexaHun4eckasn (nognevyeHo4YHast) xenTtyxa

NMpenaTcTBue B XeNn4yeBbiBOAALMX NYTAX YMEHbLUAET TOK XXeJjium no
KaHalbLlaM, N€4Ye€HO4YHYI0 3KCKpeuuro BoAabl n/vnmn OpraHnN4YeckKux
dHNOHOB.

OdaBneHue nNpokcMMasibHO OT MecTa O6CTpyKLMM NOBbILLIAETCA, Koraa
CeKpeTopHoe AaB/ieHue B renarouumtax gocruraer 250-300 mm BOA. CT,,
KOMMOHEHTbI XXeJIYN N3 MEeXXKJIETOUYHbIX NPOCTPaHCTB nonafaloT
HenocpeacTBEHHO B KPOBb.

XXenub HakanN/IMBaeTCca B renarouuTax 1 XesiueBbiBOoAALWMNX NyTAX, a
»eJIUHble KUCNOTbl, AMnuabl, 6UNUpy6buH — B KpoBM.

B ns1a3Me KpOBM NOBbILLAETCH coAep>XaHue >KeNIYHbIX MUrMeHTOB,
AaOWUX NPAMYIO peaKLuuio.

OHM BbIAENSAIOTCA C MOYOM M OKpPALUMBAIOT €ee B TEMHO-KOPUYHEBbIN LBeT
(uBeT nNuBa).

B KMLWLEeYHUKe XXeNuun HeT, Kan obecuBeyeH.

O6pa3zoBaHMe Ypo6uUIMHOreHa B KMLLEYHUKE He NMPOoMNCXOAMUT, NMO3TOMY OH
OTCYTCTBYET U B MOYe.

B KpOoBb MOryT nonagaTb U >KeJlYHble KUC/OTbl, B NJla3Me NOoBbILIAeTCs
cofep>aHue xosiectepuHa, wenoyHom dpocdoTtasbl.

OnutenbHbIN Xonecras (B Te4eHne MecsileB U JieT) NPpUBOAUT K Pa3BUTUIO
6ununapHoro umpposa.



Monas pexa ) 100 mkmone/n

20 mkmonein
Mo-ka

BopoTHan eaxHa

3PUTPOLMT

TeMHo-
KOPHYHEE K

UBST MOYM
Kunwwa4 ik

Enaguo-
KOPHYHSELIA
Henpamon (CBoGOAHLI) | - CeAsueane GunupyGiHa uger
—- - e
BunipyGHH +  CITIOKYPOHCRO KICOTOR  oauoit (CBAaHHBI)

OUNUEYEHH
1 Paawenneiim —_—

v
e YPOGHNMHOEHA B NBYHEHK

YPOGUNMHOrEH

Puc. 3. O6men 6unupyeuHa Npu YacTUUHON MEXAHWYECKON XENTyxe

1 -—
- - -

/ Monast eeHa W 200 mkmonen
20 mMkmonsn

BopoTHas eexa

SpPUTPOUMT

KOPHYHERLIA
LBET MOUM

CryLueHHOro

Henpamon (CBOG0AHEA) 4+ Ce3biBaHme 6u_nm:y6ma_ MOJIOKE
BMIMEY EUH 4 C[MOKYPOHOBOW KMCAOTORA

7 [MOKYPOHCRAA KACTDTE - = Mpamoi (CBA3aHHLIH )
OUNUPYGEHH

Puc. 4. O6men 6unupyouHa Npu NONHON MEXAHHMYECKOW XENTyxe




MexaHun4yeckaa (nognevyeHoO4YHas) xenrtyxa

KnnHuka xosecrasa:
= KEeNTyxa,
=  AXOJIMYHbIN Kan,
= 3y KOXWU,

= HapylleHne BCcacbiBaHUS XUPOB,
cTeaTopes,

= NOXyAeHue,

= MMNOBUTAMUHO3bI A («KypuHas
cnenoTta»), D (ocTteonopos,
ocTeoMansauuns, Kudos,
nepenombl), E (MbilweyHasd
cnaboctb, nopaxkeHne LUHC y
neten), K (remopparmnyeckmmn
CUHAPOM),

= KCAHTOMblI,
= TUMEPNUrMeHTaLMsa KOXMU,
=  XOJlennTuas,

« OunmapHbIv umppo3s (nopTtasnbHas
rMnepTeH3uns, neyeHo4Has
HeJOCTaTOYHOCTb).



» JKemunbie TPOMOBI B
[ICYCHU




JinnnaoreHHblie NMrMeHTbl

AMNoyCuUUH,

NMUIMEHT HeaAOCTaTOYHOCTM BUTaMUHa E,
reModycuuH,

uepoua v

INNOXPOMBI.

Bce oHM cxXO0AHbl MO PU3NYECKUM U XUMUYECKUM
(rMCTOXMMNYECKNM) CBOUCTBAM.

PasHuua - B UX NoKannsaummn: nmnodyCcunH U NUrMeEHT
HEeJO0CTAaTOYHOCTM BUTaMNHA E - B napeHXmMMaTo3HbIX
KNeTkax opraHoB (MNodyCcLUMH HaxoaaT eLle B HEPBHbIX
KneTkax), a reModyCcLuH 1 Lepons - B ME3EHXMMAJIbHbIX.



HepacTBOpUMbIN MUITMEHT, NU3BECTHbIN TaKXXe Kak
NMUrMEHT CTapeHns, N3HaLnBaHUS.

Ob6pa3yeT B KJIETKE rpaHy/sibl 30/10TUCTO-KOPUYHEBOIO
LBeTa.

CoCTOUT 13 NoAMMepoB NUNnUAoB n pocdonmnmnaos,
CBA3aHHbIX C MPOTENHOM.

HakonneHne nunodycunHa B KNeTkax -
mnoycymHos.

JinnodycumH yalle BCero HakanJmBaeTca:
B KJIETKAX MMUOKapAa,
renaToumnTax rneyeHu,

CKEJIETHbIX MblIlLAX MPWU CTapPEHUM UJTN UCTOLLIEHNU, YTO
COMPOBOXAAEeTCs pa3BuUTueM 6ypou arpodumn opraHos.



JinnogycymnHos

a) cepaue (bypada atpodpus Mmokapaa):
CTAHOBUTCS MaSIEHbKUM,

KOJINHECTBO )KVIpOBOVI KJ1ETHATKN NoA4 3NMnMKapaom
3HA4YNTEJIbHO YMEHbLLUAETCA,

cocyabl NpnobpeTatoT U3BUTOMN XOU,
MMoOKapa NJOTHbIN, 6yporo LUBETa;

MUKPOCKOMUYECKN: KapaANOMNOLNTbI YMEHbLUEHbI B
pa3Mmepax, B umuTtonsiasme BuAHbl rpaHysibl 6yporo nnrMmeHTa
nmnogycumnHa,

6) neuyeHb (bypas aTpodpuna neyeHun):
3HAUYUTEIbHO YMEHbLUAETCH,
Kpan ee OCTpbIn,
TKaHb ne4vyeHun nnoTHas, byporo useTa;

MUKPOCKOMUYECKU: NneyeHoUYHble 6bankm pe3ko MCTOHYEHbI, B
LMTON1a3Me renaTounToB MHOrOYUCEHHbIE Bypble rpaHybl
nmnodycumHa.



JinnodycumHo3

bypas aTpodus

MUokapaa.

o
0
)
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JInnmodycnuao3

» JIunodycuuHo3 nevyeHu




NpoTtenHoreHHblie (TUPO3UHOreHHbIe)
NMUrMEeHTbI

= MeJIaHWH,
= MUIMEHT rpaHy1 SHTEPOXpOMAPPDUHHbBbIX KJIETOK,

= AJPEHOXPOM.



NMpoTtenHoreHHble (TUPO3NHOINreHHbl€) NMUIrMeHTbI

MenaHvH
[MnrmeHT 6ypoBaTO-4YEpHOro LUBETa,

CuHTE3 - B Cneunanm3npoBaHHbIX CTPYKTypax — Me/1aHOCOMax, B
KNeTkax -, MenaHouuTax, u3 TMpo3nHa noj AencTBueM epMeHTa
TUPO3UHA3bl U B MPUCYTCTBUMN KUCIOPOAaA.

MenaHounTbl - 3TO KJIETKU HEMPOIKTOAEPMASIBHOIO NMPOUCXOXAEHUS,

Jlokanusauus MmenaHounToB - 6a3anbHbIX C/IOW aNnnaepMuca, aepma,
ceTyaTka U paay>kHas ob6onoyka rnas, B MArknux Mo3roBbix
ob6os104Kax.

MenaHouuTbl 06pa3ytoTcsa N3 MenaHobs1acToB, KOTOPbIE MUTPUPYIOT U3
HepBHOro rpebellka B NpoLecce pasBUTUSA 3apoablLua.



NMpoTtenHoreHHble (TMPO3MHOreHHble) NMrMeHTbI

CuHTE3 MesflaHuHa:

Hauyano - B npenenaHocoMax (obpasyercsa anokcndeHmnnanaHuH
(AO®A), a 3aBeplleHne - B MesnlaHocoMax. LlennkoM 3anosiHeHHble
MeNTaHNHOM U SH3UMATUYECKU UHEPTHbIE METAHOCOMbI, BUAUMbIE B
CBETOBOM MUKPOCKOMNE, Ha3blBalOT MeNaHNHOBbLIMU (MUTMEHTHbLIMN)
rpaHysiamu.

MenaHodaru - KNeTku, He CUHTe3npyrLuime, a paroynTmpytowme
MeSIaHWUH.

Perynauusa menaHoreHe3sa - HEPBHOM CUCTEMOMN U SHAOKPUHHBIMMU
Xenesamu.

CTuMynaumsa MenaHoreHes - MeamMaTtopaMum CMMNaTUYeCcKon Yactu
BeretTatTuBHOM HEPBHOWU CUCTEMbI, MENAHOUUTCTUMYTUPYIOLWLNM
ropMmoHaMu runo@wusa, AKTI, NoNoBbIMU TOPMOHaMM,

TOpMOBFIT MEJIaTOHNH - MEANATOPbI HapaCMMHaTquCKOVI 4aCTu
BEr€tTatTmBHON HEPBHOUN CUNCTEMBbI.

3HauYUTENBHOE YCUNIEHNE CUHTE3a MEeNlaHUHA - MoA BINSAHUEM
yNnbTpadunoneToBOro 0b6y4yeHus.

OCHOBHOMN M’MCTOXUMMNYECKUN MeToA ANA UAEeHTUPUKaLumMmM MenaHnHa -
apreHTaddMHHasa peakuusl, OCHOBaHHAas Ha CNOCOOHOCTU MeJlaHMHa
BOCCTaHaB/IMBATb aMMMAYHbIW pacTBOP a30THOKKCNOro cepebpa Ao
MeTannmyeckoro cepebpa (Metoa MaccoHa-®oHTaHbI).



HapyweHnss obMeHa MeslaHUHA

rmneprnmirmeHTaunum

\pWOCTpaHeHHble
MECTHble

BPOXAEHHble
npuobpeTeHHble

rMnonurMmeHTaumm

pacn pOCTpaHW
MECTHBIE
HHbIe

BPOXAEHHbIE
npuobpeTe



//—/ >

1) NMprobpeTeHHbIN 2) Bpo>kaAeHHbI pacnpocTpaHeHHbIN
PacnpoCcTpaHeHHbIi runepmenaHos rMnepMenaHos:

npu aaaAncoHoBoun 6onesHmn
(nopaxeHne HaANOYEeYHMKOB Npu
Ty6epkynese, ABYCTOPOHHUX -
onyxonsiX Uamn Metacrasax,
aMunaounaose, ayToMMMYHHOM
nopa>xeHmMu, remoxpomMmartose m ap.);

npu NMrMeHTHOM Kcepoaepme:
HacneacTtBeHHoe 3aboneBaHue,
npuM KOTOPOM MNOBbILLAETCA
YYBCTBUTEJIbHOCTb KOX>XMU K
ynbTpadmosieToBbIM JsiydyaMm;

CHMXXeHue PpyHKLUnn

HaAMOYEeYHUKOB -> YCUJIeHue -
cuHTe3a AKTT (o6bnapaer
MeJIaHWHCTUMY/IPY oMM

nposiBAsieTcs NATHUCTOMN
NMUrMeHTaLneEN KOXKU C
BO3SHUKHOBEHUEM rmnepkKkeparosa

AEeNCTBUEM)- B KOXKe yCU/IMBaeTCs A shiz]

CUHTEe3 MeJIaHMHA, OHa npuobpeTtaer

KOPUYHEBYI0 OKPaCKy = MOXEeT NPpUBOAUTb K Pa3BUTUIO
(MenaHoaepmms), CTaHOBUTCSH 3JI0KQUYeCTBEHHbIX ONnyXoJien
CYyXOWn, wenywauiencs; KOXMU (pakK, MenaHoMma).

B 6a3anbHbIX C/IO0SAX aNMaepMumca -
noBbilLeHMe coaepIKaHUsA MeJlaHMHA
B MeJlaHOUMTaX U KepaTuHoumTax
(annpepManbHbie KJ1IeTKM, B
KOTOpbie MeJZIaHUH nepepaeTcsd no
OTPOCTKaM MeJlaHOUMTOB), B AepMe
MeJlaHMH - B MenaHodarax;
aTpoduma anuaepMuca,
rmnepkKkeparos.



1. T'mnepnurmeHTaymm (rmnepmMmesiaHo3bl).
6. MecTHbIE runeprnMrMeHTaunm

BECHYLLKMU,
TEMHO-KOPUYHEBbIE MATHA - NEHTUTO,
nobpoKkavyecTBeHHblE MENAaHOUMUTAPHbIE OMYX0JIM — HEBYChI,

3/10Ka4eCTBEHHbIE OMNYXOJZIn - ME€J1IaHOMbI.



MecTHbIE rmneprimrmeHraunmn

= BecHymku;
s MeJaHo3 KOXKH;




= [IMrMEHTHbIN HEBYC,




/\

a. PacnpocTtpaHeHHbIn 6. MecTHbIe
rmnomMesiaHo3, uin rmnonuMrMeHTaumm (4aue
anbbuMHU3M: npuobpeTeHHble, pexe

BPOXAEHHbIE)

= CBS3aH C HacneacTBEeHHOM
HeAOCTATOUHHOCTbHO s = BUTUNUTO, UK

TUPO3UHa3bl, nevikogepma.

= MpOSAB/ISAETCSH 6efion KOXeEMN,
becuBeTHbIMM BOJIOCAMU,
KpaCHbIMW rfia3aMu.



ANbbUHU3M;

. Butunuro




NMpoTenHoreHHblie (TUPO3UHOINeHHbIe)
NMUrMEeHTLI

—

AapeHoxpoMm

NMUIrMEHT TEMHO-KOPUYHEBOIO
LIBETQ,

pacnojsiara€Tcyd B BUae MEJIKUX
3EPEH B KJ1IETKAX MO3roBoro
BEWECTBA HAAMNOYEYHUKOB.

OH sgBNseTca NpoAyKTOM
OKUC/IeEHNS aapeHannHa u
HakanauBaeTcs B 60/IbLLIOM
KOJIM4YeCcTBe B KleTKax
dbeoxpomoumnToMbl (OMYyXOJb
MO3roBOro BellecTsa
HaAMNO4Ye4YHUKOB).

obnagaet cnocobHOCTbLIO
BOCCTaHaB/MBaATb COJU
cepebpa,

a TakXxe aaet XxpoMmaddPUHHYIO
peakuuto (Metoa ®anbka) -
OKpalnBaeTcss XpOMOBOM
KMCMOTOW U BOCCTaHaB/INBAET
buxpomar.

\

NMUrMeHT rpaHyn
SHTepoxpoMadPPHUHHbIX
KJ1IeTOK

= SIBASIETCS NMPOU3BOAHbIM
TpunTodaHa,

= TECHO CBA3adH C CMHTE3OM TAaKUX
BUnoreHHbIX dMNHOB, KakK
CEPOTOHNH N MEJTATOHUH.

« OCcobeHHO MHOro NMUrMeHTa
ObHapy>XMBaKT B ONyX0NaX U3
SHTEPOXpOMAaMPUHHbBIX KNETOK,
KOTOpbl€ Ha3blBalOTCH

, Nnn
anyaoMaMmu.



MUWHEPAJIbHbBIE ANCTPO®PUN
HAPYLWEHWNA OBMEHA KAJ1bLINA

KanbunHo3bl (M3BECTKOBbIE ANCTPODUN, UK
06bI3BECTB/IEHUS).

XapaKTepU3YOTCH OTIOXKEHUAMN B TKAHAX COMIEN KaNbLUS.
MoryT 6bITb CUCTEMHbIMU U MECTHbIMMW.

[0 MEXaHMN3MY Pa3BUTUSA pa3inyaltoT:
MeTacTaTuyeckoe oObI3BECTBIEHUE;

ancrtpopuyeckoe obbI3BECTB/IEHMNE;
MeTabonnyeckoe obbi3BECTB/IEHUE.



N 9| A b

OCHOBHYO pOJib UTPAET rMnepKaJbLNneMmnss, BO3HUKAIOLLLAA:

npu runepnapatupeonansme (aaeHoMbl, rmnepniasns
OKOJIOLLUTOBUAHbBIX XeNes),

Npu MacCcMBHOM pe3opbunn KOCTHOU TKaHU (MnenoMHas
60one3Hb, MeTacTa3bl 3/10Ka4YEeCTBEHHbIX OMNYX0JZIEN B KOCTH,
MHO>XEeCTBEHHbIe nepenioMbl, AnuTenbHas uMMobununlauuns
KOCTen),

Npyu CUCTEMHOM CapKouaose,

npu nepeno3nposke ButaMmuHa D,

Npu MOJIOYHO-LLESIOYHOM CUHAPOME,
ANNTENbHOM NMpueMe aHTauuaos,

NPy XPOHNYECKOW NMoYeyHOM HeaOoCTaTOUYHOCT!.



DoKyCbl METACTAaTUYECKOr0 06bI3BECTBIEHUS -
N3BEeCTKOBble MeTacTas3bl.

HocnT cucTeMHbIN XapaKTep: nopa)atoTcs Mo4Yku, MUoKapAa,
KPYMHble apTepun, nerkue (T.e. opraHbl, B KOTOpbIX pH
HECKOJ/IbKO BbllUE, YEM B APYrUXx).

Makpockonn4yeckmn: He BbiABNIAIOTCA.

Mukpockonnyecku . Mefkmne ovarn TeMHO-OUOoNEeToBOro
uBeTa, cneundunyeckas okpacka - cepebpeHue no Kocce
(4epHbIN UBET).

O6bIYHO HE NMPUBOAUT K HAPYLLUEHUIO PYHKLMUMN.






Ancrpogpnuyeckoe obbi3BecTB/IeHNE

YpoBeHb KanbLNs B KPOBU HE MEHSAETCS.
BO3HMKAET MecTo Nnpu Hekpo3e, AUCTpodunmn, cknepose.

dokycbl AUCTpodPunYecKoro obbI3BeCTBIEHUS -
nerpmgmKarol.

Haunbonee yacTto - B nerknx (Npu 3a>XmBneHnmn
TybepKyne3HbIX o4aroB), B apTepusix - o6bI3BECTB/IEHHbIE
aTepockKsiepoTnyeckme b6asWKNn.



Ancrpogppnuyeckoe obbiI3BecTB/IeHHNe




MerTabosimyeckoe obbi3BeCTBJ/IeHUue

=VIHT€|3CTI/ILlVI3ﬂbeIVI KaJibLUNHO3, N3BECTKOBA4A nogarpa.
ypOBeHb KaJibUunAaA B KPOBN HE MEHAETCH.

B pa3BUTUN MOryT UMETb 3HAYEHUE:

HECTOMKOCTb bydepHbIX CUCTEM, YAEPXKMBAOLWMNX KallbLUMN B
PAcTBOPEHHOM COCTOSIHUM,

MnoBblllEHHAA YWyBCTBUTEJIbHOCTb TKaHEen K KaJibLuio.

MoxeT 6bITb CUCTEMHBIM (pacnpoCTPaHEHHbIM) UN
OFPaHNYEHHbIM.



XpoHunyeckoe 3abonesaHne, xapakTepusyrlLieecs
n3mMeHeHneMm pocdopHoO-KanbLMeBoro obmMeHa c
HapyLleHneM MMHepanmn3aumm KoCcTen 1 npouecca
KocTeoobpa3oBaHUS C pa3BUTUEM KOCTHbIX AedopMauni.

STnosiorms

1. HeagekBaTHbIN 3H,qoreHHb|l7| CUHTE3 BUTamMunHa D B
KoXe (Npy HeAOCTaTOYHOW A03e YyNbTPaduroieToBOro
06/1y4YeHUA) MM HEAOCTATOYHbIN NMPUEM SK30reHHOrro
BUTAMMHA C NMULLEN.

2. HapyuweHue BcacbiBaHMs BUTaMnHa D B TOHKOM KULLIKE
(npu BCcex 3aboneBaHUsX C CMHAPOMOM Manbabcopbuun).

3. HapyuweHune metabonmnsma sutamMmHa D: npwu
XpOoHM4Yeckmnx 3abosieBaHnAX noyek, npu andady3Hbix
NopaXkeHnsx nevyeHun, Npm npneMe HeKOTopbIX
NneKapCTBEHHbIX npenapaTOB, ycunuearowmnx pacnaj
BUTAMWHA, NPU reHeTu4YecKnx gedekrtax - pepMeHTonaTuax.



Knaccnpmkayms:

1. PaHHUN paxuTt (y Aeten B Bo3pacTte oT 3 Mec a0 1 roaa).
2. Mo3gHnin paxut (3-6 ner).
3. Octeomansaumnsa (paxuTt B3pOCabIX).

4. ButaMnH-D-pe3ncreHTHbIN paxuT (HacneacTBEHHbIE
dbepmeHTONnaTUN).



1. PAHHUM paxurT:

a) HapyLwaeTcs aHXOoHApaSIbHOE OKOCTeHeHMe B 0b6s1acTu anndun3os
KOCTEW: paclumpsieTcs pocTKoBasi 30Ha 3a cyeT U3bbITo4HOro ob6pasoBaHuUs
Xpsla n octeomaa, HapyLlatoTCs X CO3pEBAHNE U MUHEpanM3auns, -
NPUBOAUT K MOSBNEHUID paXUTUYECKMX YeToK (yTonweHnsa Ha pebpax B
yyacTKax KOCTHO-XPSLLEBbIX COEANHEHNN), paXUTUYeCcKnx 6pacneToB Ha
3aN4CTbdX, 3aMeanseTcs pocT.

6) HapywaeTcs aHAOCTaNIbHOE OKOCTEHEHME C N36bITOYHbIM 06pa3oBaHue
ocTeonaa U HapyLweHMeM ero MMHepanusaumn.

lNposiBneHuns:

KpaHI/IOTa6eC (pa3M$|rqume N NCTOHYEHWUE 3aTblJIOYHbIX N TEMEHHDbIX
KOCTEWN, HaAJTUHNE OKPYIJ1blX pa3MAryeHmm - yrnjaoweHme BaTbIﬂKa),

KBagpaTHas ronosa (n3bbiTouHoe obpasoBaHmne octeonga B obnactum
NOBHO-TEMEHHbIX 6yrpoB),

no3aHee 3aKpbiTe pOAHNYKOB,
HapyLleHne pa3BUTUS HUXHEW YentoCcTu, npope3biBaHus 3y60B,

paxuTnyeckme 4yetkn (yTosieHns Ha pebpax B KOCTHO-XPSLLEBOW 30HE
pocTa), un paxutuyeckme bpacneTku (yTosweHus B obnactn anmpunsos
OIMHHBIX Tpyb4yaTbiX KOCTEN).



Paxurt

n KPAXUNTUHECKUNE YETKUN>,

»  «paxuTUyeckune
bpacneTbl»;




Paxurt

[Mnonna3usa 3yo6Houn
aManu;

= VI3BMEeHeHMa KOCTHOWM TKaHU

1o kdhrkude




2. Mo3aHnN paxmT

= HapywaeTcs NpenMmyLecTBeHHO dHA0CTaNIbHOE OKOCTEHEHME, B
CBSA3UM C YeM pa3BMBalOTCA Aedopmaumn:

- KypuHasa rpyab, 6opo3ana XappucoHa (BaaBsneHme Ha rpyaHou
K/IeTKe B MecTe npukpenseHnsa amadparmeol),

- UICKpUBJIEHNE AJIMHHbIX Tpyb64aTbiX KocTen (Hor),

- UICKpUBJ/IEHME NMO3BOHOYHMKA, Ta3a - NMOSACHUYHbIXA 1OPA03,
KNMOCKOINO3.

- 3aMefsieHmne pocTa.
3. PaxuTt y B3poCnbiX NPoOABJ/IAETCA OCTeoOMafiLMen.

4. BUTaMUH-D-pe3nCTeHTHbIN paxMmT.
« Habnopgaetcsa npu Tybynonatusx,

= [PV TOTA/IbHOM HEAOCTAaTOYHOCTN NMPOKCUMAJIbHbIX KaHa/bLIEB
NoYex,

« NPV APYTUX BPOXAEHHbIX U XPOHUYECKUX NpuobepeTeHHbIX
bone3Hsax nodyek (HacneacTBeHHble 60/1e3HN NoYEK, XPOHUYECKN
rnoMepynoHedpuT) N KneyHuka (uennakums, nepBuyHoe
BPOX/AEHHOE nageHne Kuwe4yHon pesopbumnm Kanbums).



Paxur -~ pa3bonTaHHOCTL CYCTaBOB

BHewHui Brna aeTen GONbHLIX PAXHTOM
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Xaparmepwas noaa pebewa, Keadpamwas 2anosa,
Horme i XU, MENUSHHAR SINTOMOMUS




« O0opo3aa XappucoHa;

= WCKPUBNEHNE AJIMHHBIX
Tpyb4yaTblX KOCTEW.




KaMHeob6pa3oBaHue

OTO pPa3HOBUAHOCTb MUHEPANbHON ANCTPOdUM,
CONpOBOXAAMLENCS NOsIBIEHMEM B MPOTOKaX Xeses uimn
NOJbIX OpraHax MaO0THbIX, 3@METHbIX HEBOOPYXEHHbIM
Na30M CTPYKTYP U3 KPUCTAsIJI0OB HEPACTBOPUMbIX U NIOXO
PacTBOPUMbIX BeLWLeCTB, Yalle BCero cosien.

Y KaXaoro BTOPOro My>4uHbl nocne 40 net -
MoYyeKkaMeHHasa 601e3Hb;

B >xenueebiBOAAWMX NYTAX KaMHU — Yy 10-20% HaceneHus
(nocne 40 net - po 25%, nocne 70 net — 0o 50%).

KaMHU Apyrux nokanusauumm — pexe.



Knaccnpumkauma kaMmHen

No xMmMmnyecKomMy coctaBy B
MOYeBbIBOAALWMX NYTAX:

1. Ypathl,

.  DocdaThl,

3, Okcanartsl,

4, CMeLllaHHblIe,

5. LiInctTuHoBble KaMHW.

MoueBbIBOAALLMNX MYTEN,
XenueBblBOAAWMX NYyTEN,
CNoHHBIX Xenes,
[Moa)xenyno4HOM xenessbl,
[MpeacraTesibHOM Xene3bl,
KnweyHuka (KonposunThbl),
BpoHxoB (6pOHX0NNTHI),

NMNo xMmMmnyecKkomMmy coctaBy B
BeH (dpnebonntnl). J y

»enyeBbIBoOAALWMNX NYTAX:
1. XOJIeCTEpPUHOBbIE,
2. A3BeCTKOBbIE,
3, [TMrMeHTHbIE,
a, CMeLllaHHble.



YcnoBusi BOSHUKHOBEHUS KaMHeu

[loBbIlWEeHHas KOHUEHTpauus Kakoro-ambo Bellectsa B
KPOBUW U/IN B CEKPETe TeX WU UHbIX Xene3 (B Moue,
KULWEYHOM COAEePXUMOM);

3a4epXXKa OTToKa cekpeta (Moun);
BocnaneHue:

a) obecneuyunBaeT nosiBneHne 6e5KOBbIX MaTpuULl, He
KOTOPbIX HAUMHAEeTCs (popMMpPOBaHNE KPUCTAsIOB,

6) nameHsieTcsa pH TKaHen n XNAKOCTen, YTo
cnocobcTByeT BbiNaAeHUIO B 0CaA0K KPUCTAsI/I0B.



MexaHU3Mbl BO3BHUKHOBEHNA KaMHEN

CryleHne cekpeTta — NnosiBASAETCS HACbILLEHHbIW pacTBop
TeX WIN UHbIX MUHEPASbHbIX BELLECTB.

OcaxaeHune 3TUX BelecTB BOKpyr 6e1KoBon MaTpuubl
(MHOraga aTO — AeCKBaMUpOBaHHbIe B pe3yJ/ibTaTe
PACCTPOUCTB KpoBoob6palleHnss BOPCUHKN CNNU3UCTOM
060/104YKU; B XeNYHbIX MPOTOKAaX — WOBHbIX MaTtepuars
nocse npeabiayLwmx onepayun).

[Mpouecc kaMHeobpa3oBaHMA — BOJIHOO6paA3HbIN NpoLecc;

B pa3Hbie nepunoabl MOXET 6bITb OCaXXAEHNE COJIEN
Pa3HbIX KNCNOT — DOPMUPOBAHME CNOUCTBIX KaMien
CMELLUAHHOro CTPOEHMUS.



KnnHunyeckoe 3HayeHne KkaMmHeobpa3oBaHus

NMOPOYHbIN KPYTr:
KamMHeobpa3oBaHue — BocnaneHme — KaMHeobpa3soBaHue.

« OcCTpoe HapyleHne oTToKa MOUU, Xenuu, CAHbl — MPUCTYN
No4YeyHOW NMeyeHOYHOWU UIn CIOHHOW Konnkun (60nb).

= 3aKYMNopKa KaMHeN KPYMHbIX XeM4eBbIBOAALLMX MPOTOKOB —
pa3BUTUE OBTYPALIMOHHOMN XENTYXM.

« XPOHMYECKOE HapyLleHne OTTOKA XNOKOCTU —
NMHMULUMPOBAHME XUAKOCTUN, aTPOodUs CTPYKTYp opraHa oT
AaBJieHUns.

« KaMHKM - HapylweHne KpoBOTOKA B CTEHKE OpraHa — HEKpPO3
CTeHKM — nepdopauns (0aHO U3 OCITOXHEHUN
X0neuncronnTnasa).

« DBOMbLWMHCTBO KAMHEN — PEHTFEHKOHTPACTHBbI,
obHapy>xmnBatoTcsa npu Y3W.

= KaMHM cnocobHbl nepeMeLlaTbcs.






| €<— MOYEeTOYHUK —>

Mouegso#n
nysbipb

KOPCIMDBHAHI.I“ KOaMEHb NOYKH



BbipaxeHHas
MOHOHYKJ/1eapHas
NMHUNbTPaLnS,
AecCTpyKuus
XenesncrblX

CTPYKTYP,



NMNoparpa

3aboneBaHne, pa3BUBalOLLEECS B pe3ynbTaTe HapyLUEHUM
NypPUHOBOro 06MeHa N XapaKTEPU3YIOLLEECS OT/IOXEHUE B
TKaHSAX MOYEBOW KNUCNOTbl U €e CONEN.

YactoTta BcTpeyvaemoctu — 0,04-0,37% B3pocnoro
HaceneHuns, cpean KoTopbix- 93-98% 60/IbHbIX — MY>X4YUHbI
B Bo3pacTte 20-50 nerT.

NMeeTCca HacneacTBeHHad NpeapacnoioXXeHHOCTD,
cuersieHHasa C NoJioM.

/ nepemnyHaa (Kak camocrtosiTenbHas 6-Hb)
Moparpa
BTOpMYHasa (KakK OC/IOXHEHUE)



yYcnoBusa BOSHUKHOBEHUA noaarpbl:

NMoBbilWeHHOoe conep)l(aﬂlle B KPOBU MOYE€BON KUCNOTbI
(rmnepypunkemusn)

/\

= Bcrneacreve ycuneHus = Bcneacreme HapylleHus
aKTUBHOCTUN (DEPMEHTOB, BbIBEAEHUS MOYEBO

i G B0 LD o 2 y KMCNOTbI MOYKaMM.
obpa3zoBaHM MOYEBOW

KNCJ10Thl.



NMoparpa

MexaHn3Mbl BOSHUKHOBEHUA:

TKaHen MOYEBOW KNCNOTON, B U3ObITKE
colepXXallencss B KpoBU M NOCTYMNaKLEN B TKAHU.

, Korga nepBuUYHbIM MOXeET 6bITb
pa3spyLlueHue noa AENCTBUEM HEYCTAHOB/IEHHbIX (PAKTOPOB
OKOJIOCYCTaBHbIX U HEKOTOPbIX APYIrMX TKAHEn C
obpa3zoBaHMEM B HUX MOYEBOW KMUCNOTbI, MPU 3TOM 4acTb ee
NOCTYNaeT B KPOBb, rAe n HabnagaeTcd noBbllLEHUE ee
KOHUEHTpauuu.

Jlokanunsaumsa nopaxeHus:

CycTaBHbIE N OKOJIOCYCTaBHbIE TKAHU MENKUX CYCTaBOB
KWUCTEN U CTOM, KOJIEHHOrro, JIOKTEBOro, MNJe4YeBoro U Apyrux
CYyCTaBOB;

KoXX1 MOYKM yxa U NpenyLmnasbHOro MeLwKa;
Y yactn 60/1bHbIX — NOAArPUYECKOE MOPAXEHMNE MOYEK.



NMNoparpa:
MaKpoCKonuyeckaa KapTuHa

OKONOCYyCTaBHble TKAHN — NpUNyXLWwne n Hepeako pe3ko
nedopMMpPOBaHbI;

AKTUBHbIE N NMACCUBHbIE ABUXEHUS B CyCTaBax
OrpaHNYeEHbI;

Ko)a Hag nopa>XeHHbIMW CyCTaBaMn — OTEYHa U
rmnepeMmMpoBaHa,



NMNoparpa:
MaKpocCKonn4yeckasa KapTuHa

Oyarm oT0XEHNS MOYEBOMN KUCOTbI U YPaTOB;
Ouarn gnametpom 0,2-0,6 cMm n 6onee;

KOHCUCTEHUUS — KaK OTCbIPEBLUNW LUKOSIbHbIA MEeN Unu
3acoxiwas 3ybHasa nacra;

Macchbl nerko BblIKPalWMNBAKTCA HOXOM,

B annpusax Kocten — pa3pexeHne KOCTHOM TKaHU U ee
AeMuHepanusauus;

Bokpyr TohycoB — paspacTaHuUsa CoOeaUNHUTENbHOMN TKAHWU;

Hepenko — rHomHble 6ypcnTbl ¢ 06pa3oBaHneE HapPYyXHbIX
CBULLEN C OTXOXAEHUE YPATOB B BUAE «PUCOBLIX TENEL>.

[1pn OTNOXEHUN YPaATOB B CUHOBMANIbHOW 060/10UKeE —
pa3pacTaHue rpaHynsUMOHHOM TKaHW, AEeCTPYKLUUSA CYCTaBHOrMo
Xpsillia C NosiBJIEHUEM HanoxeHune 6enoro uBeTa.



NMoparpa




NMoparpa:

B TKaHAX — OT/IOXKEeHUEe Urosib4aThbiX KPpUCTaII0oB U

aMoOp@dHbIX cnabo 6a3zoPubHbIX MACC, OKPY>XXEHHbIX
Makpodaramm M rMraHTCKMMM MHOrosiIEPHbIMU KJTETKaMU

TUMAa KJ1ETOK MHOPOAHbIX TEJ,
= BOCMaJINTEJIbHAA aCENTUYeCKada peakumns Ha VIHOpOLI,HbIVI

MaTepwuan;

Co BpeMeHeM — obpa3oBaHmne BOKPYr TopycoB n36bITOUYHOMU
COeaUHUTENIbHON TKaHMW.






NMoparpa

NMoparpunyeckas no4yka

O6pa3oBaHune Kamnen B
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