BoJarorpaackuu Kadbeapa

o narosiornyeckKon
rocyaiapcTrBeHHbLIN SHATOMUN
MEANIMHCKUN
YHUBEPCUTET

Tema 3

CMEINAHHBIE JUCTPODOHUU

Cmomamoniocuueckuil haxyibvmem



CMENTAHHBIE ANCTPO®UN

CMeLlaHHbIe ANCTPouM - 570 MOPMOJIOrMYECKIME
NPOSaB/IEHNS HapyLlEHHOro MeTaboM3Ma, BbIABISIEMbIE
KaK B MapeHXnMe, TaK U B CTPOME OPraHOB M TKaHEMN,
BO3HVKaOLIME npy HapylueHny obMeHa C/I0XKHbIX
6e/1KOB - SHAOIrEHHbIX NMNITMEHTOB (XpPOMOMNPOTENAOB),
HYK/IEONPOTENAOB, JIMMNONPOTENAOB U MUHEPAJIOB.



HAPYLUIEHSA OBMEHA SHAOINEHHbIX
NMATrMEHRTOB - SHAOTINEHHBIE NMATMEHTALINA

- Pa3sHOBUAHOCTb CMELWaHHbIX I,CI,I/ICTDOCIJI/IS:I, B OCHOBE KOTOPbIX
J1IEXXAT HAPYLEHNA SHAOIEHHbLIX NMNIFMEHTOB.

SHAOreHHbIe MMrMeHTbl - OKPalleHHbIE BELLIECTBA
PA3ANYHON XMMNUYECKOW MPUPOAbl, KOTOPbIE CUHTE3NPYIOTCS B
CaMOM OpraHn3Me, MpuAaaBas opraHaM U TKaHAM pasinuHyo
OKpacky. 1o CBOEN CTPYKTYPE OHUN ABASIOTCS
XPOMOMpPOTENAGMY, T.€. OKPaALUEHHbIMN BeaKaMu.

DHAOreHHble NUrMeHTaumm - obbIYHO CBSA3aHbl C
N36bITOYHBIM HAKOMJIEHNEM MNTrMEHTOB, o6pa3y+ou.w1xc;| B
HOPME, peEXeE - C HAKOIVIEHNEM NMNUITMEHTOB, BOSHNKAKOLLNX
TOJIBKO B YCJ1IOBUAX MNaTOJIOINN.

- OKpalleHHble BeLleCcTBa
Pa3/IMYHON XUMUYECKOW Npupoabl, KOTOPbIe NOCTYNnarkT B
OpraHu3M M3BHE, NpuaaBas opraHaM U TKaHAM pas/IMUHYIO0
OKpacky.



DHAOreHHble NUrMeHTauumm

.

PYNOBPETEHHBIE HaC/IEACTBEHHbIE

/3K30FeHHbIe

T SHAOTFEHHbIE

SHAOreHHbIe MUrMeHTbI

/\

I'EMOI'ﬂO6I/IHOI'eHHbIe, JINNA4OoreHHble

\4

MIpoTENHOreHHbIE (TUPO3NHOIMEHHbIE)



4

AHTPAKO3 JIEFKOro

IK30LEHHBIE NNEMEHTAUNM
AHTpako3

s AHTPaKO3 JMMMPATUYECKOr0




= Pas/iMUYHbIE MPOU3BOAHbLIE FEMOMOO6MHA, BOSHNKAOLWINE
NPV CUHTE3E AN Pachahe SpPUTPOLUNTOB.

B HopMe 06pa3yroTcy:
i. MEPPUTUH,
FEMOCUAEPUH,
GunnpybuH,

NopMUPUHBI (MpealecTBEHHUKN reMa, MOryT
06Hapy>XnBaTbCsd B MUHMMAJIbHbIX KOJIMYECTBaX B
KPOBU N MOYE B HOpME).

B

B ycnoBmdax maTtosaorum obpasyroTcs:
1. FeMaTouauH,
2. FeMaTUHBbI.



heppumun:

JKenesonporeni, cojepkaliii 0eI0k aloMEPPUTUH U TPEXBAICHTHBIA ATOM
eje3a B coctaBe hochaTHOro TUAPOKCHIA.

MoJiekysibl (heppUTHHA 00PA3YOTCS BHYTPHUKICTOYHO IPH CBSA3BIBAHUN
HMOHOB eJie3a ¢ 0IKOM arno()eppUTHHOM:

a) KamaooauuecKkuil gheppumun - 00Pa3yeTCcs IIPU paciajie
SPUTPOIMTOB (B TOM YHCIIE (PU3UOJIOTHIECKOM) 1 PA3PyIICHAN
FEMOIJI00MHA TPEUMYIIIECTBEHHO B MOHOIIMTAPHO-MaKpo(haraibHbIX
KJIETKaX CEJIE3EHKH, IEYECHU, KOCTHOIO MO3ra 1 JUM(DATHUECKUX Y3JI0B;

0) anaboauueckuil heppumun - CBI3bIBACT MOHBI JKEIIE3a,
JOCTaBJIsIEMbIC B KJIETKY M3 KPOBH (MOHBI JKeJie3a TPAHCIIOPTHPYIOTCS
OCIIKOM TpaHC-(DEPPUTHHOM).

T'ucmoxumuueckue peaxuuu na heppumun:
C IOMOIIIBIO CyJIb(aTa KaamMus 1mo metoay Kioukona,

MMMYHOTHCTOXUMHUYECKHU C UCTIOJIB30BAHMUEM CIIEIAPUIECCKUX
AHTHUCBIBOPOTOK.

Yallle BCEro - peakuus 00pa3oBaHMs OCPIUMHCKOM J1a3ypy I PEaKIuU
IIepica - peakiys Ha BbISIBICHHME cojiel okcua xkenesa (111) ¢ momorpro
KEJIE30CUHEPOIUCTOTO Kaansl U XJIOPOBOAOPOIHOM (COJISTHOM) KUCIOTHI.



I'emocuoepun

5TO HMPOAYKT HOJIUMEPU3AINNA (EepPUTHHA.

10 XUMHUYECKON CTPYKTYPE - KOJUIOUIHBINA THAPOKCHU]I HKeJie3a, COCIMHECHHBIN C
MYKOIPOTEHIAMA KICTKH.

B HOpME HEOOJIBIIOE KOJINYECTBO FTEMOCHICPUHA -~ B MOHOIIUTAPHBIX (Daroiurax
KOCTHOI'O MO3Td, CEJIE3EHKHN U [IEYCHU;

IFEMOCHUIEPUH - BHYTPUKIIETOUYHBIA ITUTMEHT.

CuHTE3 - B KJIETKAX - cudepodiacmax B CICIUAIU3UPOBAHHBIX OpraHeiiax -
CUOEPOCOMAX.

WMHoraa B cuaepo0iiacTax - HAKOIJICHHE 00JIBIIOr0 KOJIMYSCTBA FEMOCHACPUHA -
pa3pyllieHUE KICTOK M CBOOOIHOE PACIIOJIOKEHHE FEMOCHIEPHHA.

B sTHx ciydasx — parouuTo3 nurMeHTa Makpodaramu (cuoepoghazamu). B
[ATOILIA3ME 3TUX KJIETOK CHIEPOCOMBI HE BBISBIISFOTCS.

IIPA OKPACKE - TEMOCHJIEpHH B BUJIE 3€PEH Oyporo
1IBETA,

IpH - B BUJIE I'PaHyJI 3€JICHOBATO-CUHETO I[BETa (OepIMHCKAs
J1a3yph).

IIPYA HATOJOTUM - U30BITOYHOE 00pa3zoBaHue (heppPUTUHA U TEMOCUICPHUHA;



I'emocuoepun

n [emocuoepos - 3a00JICBAHNUE, PA3BHUBAIOIIECECS PU

HAKOIUICHUS Kamadoiuyecko2o MIrMeHTa (00pa3yromerocs
[IPY FEMOJIH3E).

n [ emoxpomamos - 3a00J€BaHNE, BOSHUKAIOIIEE BCICACTBUEC
NOBLIULEHHO20 NOCIYNIICHUS HCeae3d 6 OP2AHUSM A TAKKE

COIIPOBOK/IAIOIICECS MACCUBHBIMH OTJIOKCHUSIMU
FEMOCHICPHUHA.



I"'eMocnjiepos

I R IS E—




MecrTHbIN reMocngepos

s BO3HUMKAET [Py BHECOCYAUCTOM FEMOJIM3E B OYarax KpOBOU3JIUSIHNM;
XapaxkmepHo:

m  HAKOIUICHME FEMOCHJIEPHUHA B OKPYKAKOIINX KPOBOMBJIUSHUEC KIICTKAX:
Makpodarax, JEMKOIUUTaX, SHAOTCINN, SITUTCINN;

m  [IOCJICAOBATEIbHAS CMEHA 00PA3YIONIMXCS [IPU pacHaie FreMOoriIo0nHa
IIATMEHTOB IIPUBOAUT K U3MEHEHHUIO [IBETA KPOBOUBIUSHUS: OArpOBO-
CHHHMH [BET (FreMOTJIOOWH) CMEHSETCS 3€JICHO-CUHUM (OMIMBEPIUH),
3EJICHO-KEITHIM (FEMATOUINH) 1 PHKABO-OYPHIM (FTEMOCHUIACPHIH).

Benosznwntu 3acmoiu

|

zunTKcu;l
MOBBIIIICHUE COCYAUCTON MPOHUIIAEMOCTH U
MHOT'OYHMCJICHHbIC MEJIKHE KPOBOMBIUSHUSA (JIUATIee3 SPUTPOIIUTOB)
00pa30BaHKE B KJIETKaX TEMOCHACPHHA
(B Makpodarax, aabBEOJISIPHOM SIUTEIIHH)



MecrHbIN remocvgepos

[Iprmep MECTHOTO FEMOCHIEPO3a - ;
BO3HUKAIOIIAS IIPY XPOHUUICCKOM BEHO3HOM 3aCTOE Y OOJIBHBIX C
XPOHUYCCKUMHU 3200JICBAHUSAMU CEPALA (COPOKH CEPLla, KapAUOCKIECPO3 U

zp.).

JIETKUE YBEJINYCHBI,
IJIOTHBIC (MHIypaIns),

Ha pa3pe3e ¢ MHOTOUYMCICHHBIMHU OyPOBAaTHIMHU BKPAILICHUSIMHA U
IIPOCJIOMKAMM COEIMHNUTEIILHON TKAHU.

B JIETKHUX - 00JIBIIIOE KOJNYECTBO COACPIKAIIMX OYPhId MUTMEHT KIIETOK,
00HApY’KMBAEMbIX KaK B CTPOME JIETKOI'0, TaK U B MPOCBETaX ajbBEOJI U
OpPOHXOB.

MexalibBEOISIPHBIE IIEPETOPOAKHA 3HAYUTEIBHO YTOJIIIIEHBI 38 CYET
pa3pacTaHusi COCAUHUTEIILHON TKAHU.



Mecmnobll 2eMmociuoepos

MnKponpenapaTt
OpOHX0a/IbBEO/IIPHOIO
CMbIBa Mpy FEMOCUAEPO3E
JIEFKUX: CTPENKaMm
yKa3aHbl FeEMOCnaepomarnru;
OKpacka rno Panty —
PoMaHOBCKOMY.



s Bypas nHaypauns Aerkmx
(OKp.FEMaTOKCUIVHOM WU
503VIHOM )

s [eMocnaepos ceneseHku
(p-4 lNepnca)




Mecmubwlit 2cemocuoepos

n [ eMocHUIeEpO3 IEYECHH!
(Ilepic peakiius)




Oomuu cemocuoepos

s Bo3HHUKAET pU BHYTPUCOCYAUCTOM FEMOJIM3E,
PA3BUBAOIIEMCS:

a) IIpH 3a00JICBAHUSAX CUCTEMBbI KPOBH (aHEMMSIX, JICMKO3aX,
BPOKJACHHBIX Je(EKTax SPUTPOIUTOB U FEMOIJIO0MHA);

0) IIpHU OTPABICHUSIX FEMOJIUTHICCKUMU SITAMU;

B) MPHY UH(PEKIIMOHHBIX 3a00JICBAHUSIX (MAJISIPUsI, CETICHC,
BO3BPATHBIN TU(D U JIP.);

I') IIpY IIEPEITUBAHUSAX HECOBMECTUMOM KPOBHU U PE3yC-
KOH(MIMKTE (reMOJIUTHYECKAsT 00JIE3Hh HOBOPOKICHHBIX ).



Oomuu cemocuoepos

['eMocuIeprH -> HEPBOHAYAIBHO 1 MPEUMYIIICCTBEHHO B
MOHOHYKJICAPHBIX (DAronuTax Ceaec3cHKN, MCUCHM,
JIUM(DATHICCKNAX Y3JI0B M KOCTHOI'O MO3rd, a TaK¥Ke B
Makpodarax, pazopoCaHHBIX 110 APYTAM OpPraHam - B KOXKE,
IOJKEITYA0YHOM KeJle3€, IOUKaX, JICTKUX.

B nanbpHenIeM reMOCHACPUH -> B KJICTKaX MapeCHXUMBI
(FermaTonuThl), 1 B CTPOME OPraHOB M B CTEHKAX COCYI0B.

[To Mepe HaKOIJICHHSI HUTMEHTa OPraHbl HPUOOPETAOT OYPYIO
(p’KaByI0) OKPackKy.

B 00JBIIMHCTBE ClIy4YacB HAKOIJICHHUE MMMITMEHTA B OpraHax He
IPHUBOJUT K UX JAUCHYHKIH.



Hononamuueckuii 2emocuoepos jeckux uil
cunopom lenena-I eiepcmeoma

y JACTEU B BO3pACTE 3-8 JIET.

XapaKTEPHbL: TOBTOPSIOIIUECS KPOBOUBIMSIHUS B JIETOYHYIO [IAPEHXUMY C
MOCJIEAYIOIINM MACCUBHBIM FEMOCHIEPO30M U CKIEPO30M, KPOBOXAPKAHBEM U
PA3BUTHEM BTOPUYHOM KEITC30ACPUIIUTHON AaHEMUH.

B Jierkux - THIMYHAS KapTUHA OypOr MHIYPALMU, HO [OPAXKEHUE cepia
OTCYTCTBYET.

[TprunHa 3a0051€BaHUs - 10 KOHIIA HESICHA.

B Hacrosiiiee BpeMsi - 00JIbII0€ KOIUYECTBO AaHHBIX, TOATBEPKAAOMINX, YTO B
OCHOBE IPOIIECCa JECKUT ayTOArPECCUBHOE MMOPAKEHUE JIETKUX, IIPU KOTOPOM
pEaKUUsl AaHTUTE€H-AHTUTEIIO PEATM3UYETCS HA COCYAaX MUKPOLUPKYIATOPHOTO
pycia JIETKUX.

MMMyHOJIOTHYECKas IPUPOIa 3a00I€BaHUs TTOATBEPKIACTCS TEM, YTO IIPHU
UJIUOIIATAYECKOM TEMOCHIEPO3E JETKUX MOTYT MOPAXKATHCS Y MIOYKH C
pazBuTHEM cuHjipoma ['yanacuepa, a B KpOBU OOJIbHBIX HEPEIIKO
OOHAPYyXKMUBAIOT AHTUTEJA K TKAHH JIETKOT'O U K KOPOBBEMY MOJIOKY.



Hounonamuueckuil 2emocuoepos jaeckux wil
cunopom lenena-I esiepcmeoma




FfeMaTuHbI

s CONdgHOKUNCABIN
FEMaTtuH B AHE
SPO3UN XKenyaka;

s OOopManMHOBLIN
NUrMEHT.




MHbIA MUIrMEeHT

W

Mansapwu




NHopdupus

= BN

Mopdunupusa nin
nopdVpnHoBas 6osieaHb, —
[MOYTM BCErAa HACNEACTBEHHOE
HapyLUEHNE MUFMEHTHORO
o6bMEeHa C MOBbILLIEHHBIM
COAEP)XaHMEM NOPDOUPUNHOB B
KDOBW M TKaHSAX U YCUIEHHbIM
NX BbIAEAEHUNEM C MOYOM U
Ka/1IoM.

KnnHnyeckmne nposiBAEHUS:
(oToAEPMATOS3,
FEMOJIUTUYECKMNE KPU3bI,
XXEeNYAOUYHO-KULLEYHbIE U

HEPBHO-MNCUXNYECKME
PacCTpPONCTBa.



http://dic.academic.ru/dic.nsf/ruwiki/142034
http://dic.academic.ru/dic.nsf/ruwiki/6147
http://dic.academic.ru/dic.nsf/ruwiki/696235
http://dic.academic.ru/pictures/wiki/files/80/Prfr1.jpg

Knaccnpukauva noppvpum

Knaccn@uumpytot . B COOTBETCTBMN C OCHOBHBLIMW MECTaMu
CUHTE3a FEMa, B KOTOPbIX MNPOSBAFOTCS <OLUNOKIN>
MEeTaboinama. - B NeYeHu
(meyeHoYyHad nopdnpnd (hepatic porphyria)) i B KOCTHOM
MO3re (apuTponoaTnyeckad nopdmpus (erythropoietic
porphyria)); MHOrAa OHO MOXET pPa3BMBATbCS B 060UX 3TUX
OpraHax.

- Nopd1pus, 0byCcoBIEHHasA AEDULIMTOM AernapaTassbl
aMNHOJ1EBYJINHOBOW KUC/IOThI;

- OCTpas NnepemMexarLlasicad nopoupus;
- Hac/eACTBEHHAs KONMponopdupus;

- BapueratHasa nopdunpus;

- N034HSAS KOXHada nopdupuns.

- BPOXXAEHHas apuTponoaTnyeckas nopoupma (6oae3Hb
[toHTEpa);

- 3pPUTPOMO3TNYECKAs NpoTonopdupus.

[10 KNMHUYECKOMY TeuyeHuto 3aboneBaHnd 4Yacto noppmnpumn
OenaT Ha ocTpble opMbl MopdUpun U dopMbl, NpoTekarLwmne
NPENMYLLECTBEHHO C NOPa*XeHWeEM KOXHbIX MOKPOBOB.


http://dic.academic.ru/dic.nsf/ruwiki/77879
http://dic.academic.ru/dic.nsf/ruwiki/77879

NMopdupusa

HebenkoBas YacTb FeMOr/iobHa — FEM — MPEBPalLLaeTcs B
TOKCMYHOE BELLECTBO, KOTOPOE pasbedaeT NoAKOXHbIE
TKaHW.

Koyka HaUMHAET MPUOBpPETAaTh KOPUYHEBLIN OTTEHOK,
CTaHOBUTCS BCE TOHbLUE M OT BO3AENCTBUSA COMMHEYHOrO
CBETa JIOMAEeTCcsd, MO3TOMY Y MaLUMEHTOB CO BPEMEHEM KOXa
NOKpPbIBAETCH LUpaMaMn 1 A3BaMMW.

A3Bbl VI BOCHA/IEHNE MOBPEXAAOT XPSALIM — HOC U YLK,
AedopMnpys mx.

B coyeTaHumn c NOKPbITbIMM SI3BaMN BEKAMU N CKPYYEHHbIMU
nasblLUaMy, 3TO HEBEPOATHO 06e306pa’kMBaeT yesioBeKa.

Bo/IbHBIM MPOTUBOMNOKAa3aH COJIHEYHbIN CBET, KOTOPbIW
NPUHOCUT UM HEBBLIHOCMMbIE CTPaAaHUS.


http://dic.academic.ru/dic.nsf/ruwiki/35447
http://dic.academic.ru/dic.nsf/ruwiki/231008

Bpo>xaeHHas nopcdpunpusa

s KOpMYHEBOE
OKpallMBaHMeE MOJIOYHLIX
3y60B;

= H3Bbl, FTMAOOANIMEHTALNS,
FMNepKepaTos u pmnbpos
KOXW;

= Onbpo3, OoTI0XKEHNE
aMOp@MHOro BellecTBa B
COCOYKOBOM CJI0€ AEPMBbI.



http://dermatology.cdlib.org/113/case_reports/porphyria/2.jpg
http://dermatology.cdlib.org/113/case_reports/porphyria/3.jpg
http://dermatology.cdlib.org/113/case_reports/porphyria/16.jpg
http://dermatology.cdlib.org/113/case_reports/porphyria/15.png

bunnupybuH

06pa3yeTcs Npy pacnaje reMor/iobvHa B KJETKaX
PETUKYJI0OBHAOTEANAIBHON cucTeMbl (P2C), ocobeHHO
aKTUBHO B CEJIE3EHKE N B KYNMMEPOBCKMX KIETKAX MEYEHMN.

Y B3poc/aoro yenoBeka obpasyercsa 250-350 mMr 6bunnmnpybunHa
B CYTKMW.

c/labopacTtBOpMM B BOJAE,

B nsia3me buanpybmnH nepBUYHO MOSB/ISETCS B
HEKOHBIOrMPOBAHHOM (®OPME, CBSA3aHHbIN C a/ib,byMNHOM
(HenpsgMown, HECBA3aHHbIN BunnpybuH).

HeKoOHBLHOIrMpoBaHHbIM 6UNNPYBVH HE MOXET NMPOHNKHYTb
yepes3 noyeyHbin 6apbep.



Cenesenxa

- MeTabonnam bunnpyonHa;
/ a Sprrpoprs:

- 3axBaT U KOHborauus
onnnpyobyHa B neYeHu

HeGomsune xomriecTea Gimpyoinma

MOCTYIMAKT E MOPTANMEHYE0 EEHY, OTTYA -

CHOEQ E JIeYeHs ; Hajee - ¥ CHCTerIHBIH
KPOEOTOK H E JIO INH.
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KenTtyxa

JXENTYLUHOE OKpalinBaHme
KOXXW, CKJiep, CAN3NCTbIX
060Jsi04EK BCEACTBME
NOBbLILUEHNS COAEPXXaHN4
ounnnpybrnHa B KpoBu
(Bbie 34 MKMOJib/ ).



KiaccnuKkaums Xentyx

Hagne4eHoHHaA [NOBRIWAHHER | [T0BLILLEHHDR O6PA0BAHKE | [EMOMMTWYECKAA MENTYXA, TRMATOMbI,
pacnan EBUMMIYENHA, HEOCCTATOH bW MHAPK TR, KOPMYCKYNARHARA,
APUTPOUMTOR | 3aXBAT &r0 NAYEHEK 3K TRAKDPNYCKy NAPHAR
[eveHIqHad | [opakeHns Hapy LUBHWE 3HCKPE LW CICTRBIA W XPOHWHBCEIA TENATKT,
FENATOUMTORE | W 3axBaTa SUNKYSKUHA, LMPR03 NEYeHK. X0NeCTaTM4ECEAR
W XCNaHman PErY PrUTauMa GUMMEYGrHA | HKeNTyxa N NEPEHHOM SU M apHTM
UMPR038 W NOPEKEHNK MENATOUMTOR
Hapy WeHWe KOHBKIMALUMI AENTyXa HOBOPCH 0P HHBLX,
W 3axBaTa GunugyGuHa AH3MMCNATHHECK AR
[ 0ne4eHaHHAR| Hapy weHwe Hel [y LUEHWE 3KCKPE LMK Ha Py WEHWE HOPMaNEHOMD OTTOKE
MPOXCOUMOCTI | W PEMYEMMTAUMN SHIHPYEHHA] HENHH |KAKMEHE, OMyX0Ns, NaXa 21 Tel,
HENHHBLX BOCNANWTANBHEI SKCCYOAT]

[MROTOROE




Knaccudunkauuvs Xenatyx B 3aBUCUMOCTU OT
BMaa HapyweHun Mmetabonmsama 6unumpybuHa

feMmonunTnyeckana (HagneyeHo4yHas) »enrtyxa

BO3HMKaET B CBA3M C YCMIIEHWEM MPOLIECCa 06pa30BaHMS
onanpybnHa.

[TloBbIlWaeTcd HenpsaMasd (HEKOHBLOMMPOBaHHas) MpaKumns
onnnpybunHa.

MapeHxnMaTo3Hada (NeyeHOYHad) XKenrtyxa

PasButme cB43aHO C HapylleHeM noTpebneHnsa (3axBaTta)
bunnpybuHa renatounTamu.

NOBbILWAETCd HernpsaMad (HEKOHBOrMpoBaHHAsA) paKkuUmns
ounnpybunHa.

MexaHun4yeckasn (nogneyeHo4YHas) »xenrtyxa
BO3HMKaeT Nnpy HapyLleHNUN OTTOKA Xen4yn rno BHENEeYeHOYHbIM

XXeNYHbIM NpoToKaM (06TypauUMOHHas XenTtyxa).


http://dic.academic.ru/pictures/wiki/files/80/Prfr1.jpg
http://dic.academic.ru/pictures/wiki/files/80/Prfr1.jpg
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KHCNOTOR G MHTYEHH

= HENPAMORA |CEOGO0HEIA
Gy arH
” HACTHHHOS PACLLSNNEH M8

[MiokypokoBaA kuCnaTa YPOBMIMHOTEHE B NaugHn  YDOBHNMHOTEH

NPV HaCAeaCTBEHHbIX N
APMOBPETEHHBIX FEMOSINTNYUECKNX
COCTOSHUSAX (ayTOMMMYHHbIX
[MPOLECcCax, MHTOKCMKaL NN
CBMHLOM, MbILULIKOM, @ TaKXe Y
60/IbHbIX C UHPaPKTOM JIEFKOrO,
Pacc/iaviBalollen reMaTomMon,
CENCMCOM, MNOC/E NeEpPeNnNBaHng
HECOBMECTMMOW KPOBW).

NaTOJIOFNYECKMIN NPOLECC - BHE
[NeyeHn.

[1Ipn MaccoBown rmbenmn
SPUTPOLNTOB 0bpa3yeTcs
3HaunTENbHO 60/blIEee, YEM B
HOpMe, KOJIMYecTBO bunnpybuHa,

MnevyeHb HE YCIeEBAET €ro
KOHBbHOIMpoBaTb U BbIAEJIATD,

BO3HMKAET CKOMJIEHNE B KPOBWU
HenpsaMoro 6unnupybunHa, He
CBSAI3@aHHOrO C I/1lOKYPOHOBOW
KMC/I0TOW, HE PaCTBOPUMOIO B
BOAE, HE BblAeNndoLerocs c
MOYOMN.



lemMonnTnyeckas XKEeJTyXa

/ / = CUMOTOMbI aHEMUM: o6LLas ciabocTb, bbICTpas

| YTOMJ/ISEMOCTb, FOJIOBOKPYXXEHME, MENbKaHWE
KMYLIEK>» Nepen iasdamMy, oablllKa, YYalleHHoe
cepauebrneHne Bo BpeEMS MU3NYUYECKOW HArpy3KM.

= Koxa, cinsnctble 060104YKN U CKIIEPLI IMMOHHORO
LUBETa,

MOYa OYEHb TEMHas,

Ka/l HaCbILLEHHO OKpaLlEH,
NOBbILUEHHAS NUFMEHTAUWNS KOXMU,
TpodMNYECKME A3Bbl Ha FOMIEHSX,
TPpOoMb03,

FEMAHINOMBbI.

= MPU3HAKN HOPMOXPOMHOMN aHEMUN,

= KOJINYECTBO PETUKYNOLUNTOB M COAEPXKAHNE
6unnpybrHa noBbIWEHO (3a cYHET HeNnpsIMow

dpakumn).
= B Kane yBennmyeHo KOJINYECTBO CTEPKOOUSINHA,
B MoYye — ypobuanHa



[lapeHxmaTo3Haa (meYyeHoYHasl) xenTyxa

,ﬂHﬂ THOCTHED BHY TRANSYSHOYHOTO XOnecTasa

Maprepel BUEIYCOER F!-‘I'HT a [
SNWTerHa-Bapp, yuTOMEeranoem yCea, SrUoncus
HEHEHH

ANKSMONEHEIA TENATHT

Mekapc TEEHHbIA CEAZE G NPWEMON NEKaRCTEEHHOMD CpE

) TEHEHKME & HEORME); Yy HLWEHWE NOCNE OTMEHLI

HoGpoKka4eCcTEEHHEIA, | PaHHes Haqano, peunmguesl; MEXPeUMOWEHLIE
PE LM IME MY KILLMA Nepuodel, OTCY TCTBHE M3MEHEHKMA

AHAMHES

Hacne 4cTEeHHBIE PanHes Ha4ano, HACN&OCTEAHHBIA AHAMHES,

MNepBrHHEIA
1A M SPH IR

HOPMANEHEIA YROBEHE [TT, ATUMMHHEIR B THHBIE
KMCNOTH B MOHE

PaHHee Haqand, HacnedcTESHHEI AHAMHES;
SUONCHA MEHEHA

LMppoz

rpacpua (3FX); G .anFl I'I|-'+'HL1

BO3HWKaeT B pesyjibTarte
NHMEKLMOHHOIO NN
TOKCMYECKOro NopaXeHns
FENATOLUNTOB M HapyLUeHns nan
[MO/IHOIFO MPEKPALLUEHNS UX
MYHKLUNOHNPOBaHWS.

O6ycnoBsieHa HapyLueHnsIMu
MeTabom3Ma, TpaHChnopTa U
3axBaTa buanpybnHa B
refaTounTax m XeayHbiX
NpOoTOKaX (LUMNTOAUTUYECKUN
CUHAPOM).

BO3HMKAET TaKXe Npuv 3a4ep>XKe B
MebYanlumX BHYTPUNEYEHOYHbIX
NPOTOKAaX rycTomn »enum
(BHYTPUMEYEHOYHbIN X0/1eCcTas),
KorJa pa3BMBAETCHd KJIMHUYECKas
KapTUHa MEXaHUYECKOW XENTYXMN,
HO NPENATCTBUS BHE MEYEHUN HET
(HekoTOopble BMAbl renaTuTa,
OunmapHbIN LMPPO3 NMeYEHU, Npu
NMHTOKCUKaLWUK J'IeKapCTBeHHbIMl/I
CpeacTBammn).
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HengaMoR (CRoGO0HLIA)
BN EHH
[ MKy POHOBAA KMCNOTA

+ CBAZLEAHKE BMHEYBMHE  -oooeeem
& TMHIKYPOHCROA KMCNOTOW MpAMOR (CBASEHHEIR)

Py
_ Hapywewwos comeipanne  CWMPYEMH

Gl MALY BHHA C MK KYPOHORMA
KMZNOTOR

HaEyLWSHHE PAcLENNeHIA

YPOGHNHHOTEHA B MEHSHK Y POSHNMHOT 2 H

JKenyHble MUEMEHTHI MPOHNKAKOT
B IMMMaTMYECKME COCYabl U
KPOBEHOCHbIE Kannaasapbl Mexay.
NOPa)XEHHBLIMU U YaCTUYHO
AornbaLlMMy refaTounTaMm,
NX COAEPXaHME B KPOBW
NOBbLILUAETCS.

bonbllad 4YacTtb TakKoro
GunnpybvHa gaeT ApsaMyo
PEAKLMIO N BblAEAFETCS C
MOYOW, OKpaLUBasd €e B TEMHbIN
LUBET.

B KnweyHnK nonagaeT
MeHblLUee, YEM 0ObIYHO,
KOJINYECTBO »XXEMYHbIX
AUFMEHTOB, MOSTOMY B
60/1bLUMHCTBE C/ly4YaeB KaJl
CBET/IbIN.

YpoObUNNHOreH, CUHTE3NPYEMbIN
B KULUEYHUKE, BCACbIBAETCs, HO
NOpa)XeHHble renaTounTbl He
CMOCO6OHbI pacLlenssiTb ero Ha
Xen4yHble NUrMeHTbI. [ToaToMy
KOJINYeCcTBO YpOobunnHoreHa B
KPOBM M MOYe MOBbILLIAETCS.



[TapeHxmMaToO3Hada (NneyeHoO4YHas)
XKenTtyxa

» Onbpo3 neyeHn c
HOAYISPHOW rmneprnja3snen.



http://www.gihealth.com/images/imgJaundiceBig.jpg
http:Documents/UpdatedterrorAlert.html

MexaHu4yeckasa (nogne4yeHo4YHasi) XXenTtyxa

[pyyyiHBblL: 0BCTPYKLUMS XeAUHbIX NPOTOKOB Ha JII060M
yYacrKe, OT refarouynta A0 60/bLOr0 COCoYKa
ABEHAALATNEPCTHON KULLIKW.

NMpUUYnHbI 06CTPYKLIMMU
KOHKPEMEHTHLI 0bLIEro »Xea4YHOoro npoToka,
paK, KNcTa, abCLEecc B roJIoBKE MOAXKeNYyA0UYHOW XeNe3bl,

CTEHO3, OMyX0Jib 60/IbLLIOIr0 COCOYKa WU XENYHbIX
NPOTOKOB (MEeTacTassbl),

nocTTpaBMaTnyeckmne cTpukTypbl BAC v XeaYHbIX NPOTOKOB
(mocne onepaumnii, KoanKa C OTXOXAEHNEM KaMHEN),

NMHEKLNS.



MexaHu4yeckaa (mnogneyeHoO4YHasl) xenTtyxa

npenﬂTCTBMe B XXeJiveBbIBOAALUNX NMYTAX YMEHbLLUAET TOK XeJI14YMm 1o
KdaHaJibLlldaM, NEYEHOYHYIO 3KCKpPELUNIIO BOADbI n/vnu OPraHNYECKHnNX
dHUOHOB.

OdaBreHMe NpoKCMMaJsibHO OT MecTa O06CTpyKLMM NOBbILWIAETCA, Koraa
cCeKpeTopHOe AaBJieHue B renarouutax gocruraer 250-300 MM BOA. CT.,
KOMMOHEHTDbI XXeNTYU U3 MEeXXKJIeTOUYHbIX NMPOCTPaHCTB nonaaatroT
HenocpeacTBeHHO B KPOBb.

XXenub Hakan/IMBaeTCH B renaTouMTax M XXeslueBbiBOAALLMX NYTAX, a
YXeJIUHble KMCNOTbl, iIMNuAabl, 6UNUMPY6GUH — B KPOBMN.

B nsia3Me KPOBM NOBbILWAETCH coAep>XaHue XeTUHbIX MUrMeHTOB,
AaLWUX NPAMYIO peaKLMIo.

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

B KMLUEYHMUKE XKeJluu HeT, KaJs1 obecLBeyeH.

O6pazoBaHue ypo6uiMHOreHa B KMLLEYHUKE He NMPOUCXOAUT, MO3TOMY OH
OTCYTCTBYET U B Moue.

B KpOBb MOryT NomnaaaTtb U )XeJi4YHbl€ KMCJI0Tbl, B MJia3Me NoBbILIAETCH
coAep)aHue xXoJsieCTepuHa, wenovyHom dpocooTasbl.

OnutenbHblN Xonecras (B TedeHue MecslueB U JieT) NPpUBOAUT K Pa3BUTULO
6ununapHoro umpposa.



1
=i"_'__=-=h-
/ MNonanA esHa

CiaHycoug, 20 memonsn

100 mrmonen

Mo-ka

{ ]~ Menatoumn,

BopoTHad eeqa

SPUTPOUMT

TemHo-
KOPHHHBEH A
I LUEST MO4HM

KLY HHK

Enenuo-
KO HHHEERIRA
Hanpamoi (CB0G00HeIR] | ConsuBaHHE BMpyEHHa LBt
—- Fan - -
WY GHH 4+ CITHORYPOHORDA KACMOTON  Mpauoi |CBA3EHHLIA)
OUNHEYERH
I PaciuenneHim —_—

[ NiokypOHOEAA KACTIOTA
YOG UMHHONEHA B NE4EHH VOOBMIMHONEH

Puc. 3. OBmeH GunupyBuHA NPWM YACTHYHOR MEXAHWYECKON MENTYXe

1
—_— ) ™
—_ ._.-- - '|

/‘/ Monas pana “] EIUEI MKMON LN

20 mMkmonen 'I
Me-ka

/ Q /

SPUTROLAT

TamHD-
‘ KOPHYHEELIA
LIEEI'T I0HH

KILLEM HIK

JIL
_ \

=N — W lgar
- _ Iy LUSHHOMD

CBAILIBAHHE BUNHY ErHA MoNoKa

Henpamon (CBoG0IHuR) 4+ 4+
C [MKIKYPOHOBOA KWENOTOR

GHITHYEWH +

MPAMORA (CEAZEHHLIA |

=1 OHORAA KACNOTA
o " DAMHYEHH

Puc. 4. OGmeH SMNMpySuHA NPW NONHOA MEXAHHYECKOR KENTyxe




MexaHu4yeckas (nogne4yeHo4YHasl) XXenTtyxa

KnnHuka xosiecrasa:
KENTYXa,
aXOJINYHbIN Kan,
3y KOXW,

HapyLUeHMe BCaCbIBaHUS XXNPOB,
cTeaTopes,

NOXYyAEeHWE,

s FMAOBUTAMUHO3bI A («KypuHas
cnenota»), D (ocreonopos,
OCTeoMasiguUnd, KU o3,
nepenomebl), E (MbilLeYyHad
cnaboctb, nopaxeHne LUHC y
aeten), K (remopparmnyeckumm
CUHAPOM),

KCaHTOMBblI,
FMNEepPrNUrMeHTaUnsa KOXu,
XONennTmnas,

bunnapHbin UmMppo3 (nopTasibHas
FMNepTeH3unst, Ne4yeHo4YHas
HeAOCTaTOYHOCTb).



s JKengHabie TpOMOBI B
[ICYCHU




JinnnpgoreHHbie NMUrMeHTbI

ANHOMYCUNH,

ANFMEHT HEAOCTATOYHOCTM BUTaMUHa E,
FEMOMYCLWH,

Lepong v

JINFIOXPOMBI.

Bce oHM cxoAHbl MO MU3NYECKUM U XUMNYECKNM
(rTMCTOXMMNYECKNM) CBOVNCTBAM.

PasHuUa - B Ux JoKanmsaumm: amnodyCcumH U NNFMEHT
HEeAO0CTAaTOYHOCTM BUTaMMHa E - B NapeHXUMaTo3HbIX
KNeTKax opraHoB (IMNodyCLUMH HaxoaaT elle B HEPBHbIX
KNneTkax), a reModyCuUNH U Lepona - B ME3EHXNMasbHbIX.



HepacTtBOpMMbIN INFEMEHT, USBECTHLIV TaKXe Kak
AUFMEHT CTapeHns, N3HaLIVIBAHNS.

OB6pas3yeT B KAETKE FPaHy/ibl 30/10TUCTO-KOPNUYHEBOIO
LBETA.

CoCTONT U3 MNOJIMMEPOB INAVNAOB N (POCHPONINMANLAOB,
CBSA3aHHbIX C MPOTENHOM.

HakonsieHne nnnodycumHa B KAETKaxX -
JINNogycUNHO3.

JinnodycuMH yalle BCcero HakanJamBaeTca:
B KJIETKax MMoOKapAaa,
renaTouuTax nevyeHu,

CKEeNIETHbIX MbILILAX MNPU CTAPEHUN AN UCTOLLEHNMN, YTO
COMPOBOXAAETCHA pa3BUTUEM By poi aTpodumu opraHos.



JinnogycumnHo:3

a) cepaue (bypas arpodnsgd MMoKapaa):
CTAaHOBUTCH MaliEHbKNM,

KOJINHECTBO )KI/IpOBOI7I KJIETHATKN oA SNNKapAaoM
SHaA4YNTEJIbHO YMEHBUWIAETCH,

cCocyAdbl MPMOBpPETAOT N3BUTON XOA,
MMOKapA MAOTHbIN, 6YpPOro LUBETA;

MWKPOCKOMWYECKWN: KapANOMNOLNTLI YMEHBLUEHL! B
pasMepax, B UMTOr/Ia3Me BMAHbI FpaHyabl 6yporo nMrMeHTa
ANNo@ycuUmnHa,

6) neyeHb (bypas aTpodus NeyYeHn):
3HAUNTENIbHO YMEHbLLIAETCH,
Kpawn ee OCTpbIW,
TKaHb MeyeHun naoTHas, 6yporo uBeTa;

MWKPOCKOMWYECKWN: NnevyeHoUYHble 6asilku pe3Ko MCTOHYEHDI, B
UMTOMSIa3Me renatounToB MHOrOUYNCAEHHbIe 6ypble rpaHy/ibl
annogycumnHa.



JinnodycumHo3

Bypas atpodus
MMOKapaa.
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JInmodycrmnHo3

n JIunoycumuHO3 IeYCHU




[IpoTenHOreHHble (TUPO3UHOreHHbIE)
NMUrMeHTbI

s MEJIaHWVH,

» [VUEMEHT FPaHysl SHTEPOXPOMAMPPUHHBIX KIETOK,




[poTenHoreHHble (TMPO3UHOreHHblie) NMUrMeHTbl

MenaHuH
[InrMeHT 6ypOBaTO-YEPHOrO LBETA,

CHHTES - B CELUNaNN3NPOBaHHbIX CTPYKTYpax — MelaHOCoOMax, B
KNETKax -, MEIAHOLMTaxX, N3 TUPO3WHA Mo AEVCTBUEM DEPMEHTA
TUPO3WHa3bl N B MPUCYTCTBUN KUCAOPOAA.

MenaHoUUTbl - 3TO KNETKN HENMPOSKTOAEPMAbHORO MPOUNCXOXAEHUS,

Jlokanusauns MmeaaHoumnToB - 6a3asibHbIA CI0M 3NUAeEpPMMUca, AEPMa,
CeTyaTKa 1 pady>XHas 060/104YKa ras, B MArKMX MO3roOBbIX
060/104KaX.

MenaHouuTbl 06pasyroTca U3 MenaHob1acToB, KOTOPbIE MUTPUPYIOT U3
HEPBHOro rpebellka B MPOLECcce pas3BUTUSA 3apoabilla.



NMpoTenHOoreHHble (TUPO3UHOreHHbIe) NMUrMeHTbI

CUHTE3 MeslaHuHa:

Hayasno - B npenesaHocoMax (o0bpasyercs ANoKCUMdeEHIanaHnH
(AO®A), a 3aBeplLUEHNE - B MeJiaHOCOMax. LleankoM 3ano/IHEHHBIE
MEIaHNHOM U SH3UMAaTUYECKN UHEPTHBLIE METAHOCOMbI, BUANMBIE B
CBETOBOM MUKPOCKOME, Ha3bIBatoT MENAHNHOBBLIMU (MUFMEHTHBLIMIN)
FpaHyJ/iaMu.

MenaHodarn - KNETKN, HE CUHTE3NPYIOLLIME, @ MAroUNTUPYIOLLNE
MEeSTaHWUH.

Peryngaumsa MenaHOreHe3a - HEPBHOM CUCTEMOM M SHAOKPUHHBIMU
Xenesamu.

CTMynauns MenaHOreHes - MeanaTtopaMy CUMNaTUYECKON YacTy
BEretTatTMuBHOM HEPBHOW CUCTEMbI, MEAQHOUNTCTUMYANPYHOLLNM
ropMoHaMu rmnomusa, AKTI, noJIOBbIMM FOPMOHaMU,

TopMO34T MEJIaTOHNH - MEANATOPbI ﬂapaCMMﬂaTMHECKOVI 4aCTu
BEFr€ETaTMBHON HEPBHOW CNCTEMBbI.

3HauYnNTENIbHOE YCUIEHNE CUHTE3a MeflaHMHA - NoA BAUSHUEM
yNbTPadPnoaeToBoro o6yyeHus.

OCHOBHON MMCTOXMMUNYECKNN METOA AN NAEHTUMUKALUNN MENAHMNHA -
apreHtTad@uHHas peakumsa, oCHOBaHHasd Ha cNocobHOCTN MelaHUHA
BOCCTaHaB/MBAaTb aMMMAYHbI pacTBOP a30THOKUCIOro cepebpa Ao
MeTaniinyeckoro cepebpa (Metoa MaccoHa-®OHTaHbI).



HapyweHnss obMeHa MeslaHUHa

—

T,
\ PACHPOCTPaHEHHbIE
MEeCTHbIE

BPOXXAEHHbIE
npuobpeTeHHbIe

pacrnpocrpaHerdAble .
MECTHbIE

BPOXAEHHbIE
npuobpeTeHHbIE



4  *

1) MpyobpeTeHHbIn 2) Bpo>XAEeHHbIN pacrpocTpaHeHHbIN
PacnpocTpaHEHHbIN rMNepMenaHos runepMenaHos:

npu agpaAncoHoBou 6ose3Hn
(nopaxeHne HaANOYEYHMUKOB MNMpu

Ty6epKynese, ABYCTOPOHHUX = [PV NUIrMEeHTHOW KcepoaepmMme:
amMunonaose, ayTouMMyHHOM TP 0T P00 1051z ST 05

nopa>keHuun, reMmoxpomartose u ap.); YBCTBUTEJIbHOCTb KOXN K
yNbTpadMoseToBbIM Jiy4yaMm;

CHMXeHune pyHKUUM

HaAMNoOYEeYHNKOB -> YCUJIeHUue = nposBJisieTcs NATHUCTOM

cuHTe3a AKTI (o6bnapaer NUrMeHTaUMeN KOXM C
MeJIaHVHCTUMYJIMPYIOLUM BO3HUKHOBEHMEM rmnepkeparosa
AEACTBMEM)- B KOXXE YyCU/InBaeTcs U OTEKa,

CUHTE3 MeJIaHMHa, OHa
npuobperaer KOPUYHEBYIO OKPAcKy = MOXXET NPUBOAUTb K pa3sBUTUIO
(MenaHoaepmuma), CTaHOBUTCA 3J/10Ka4YeCTBEHHbIX OnyXxoJsieun
Cyxou, Luenymameuca, KOXu (pakK, MesaHoMa).

B 6a3asibHbIX C/I0SAAX anNvaepMumca -
noBbilLEeHNe coaepIKaHus
MeJlaHMHa B MeJlaHoUuMTax m
KepaTuHouuTax (anumaepMarsibHblie
KJIETKWU, B KOTOpPble MeJilaHUH
nepenaeTcs no oTpocTkam
MeJlaHOUMTOB), B AepMe MeJIaHUH -
B MenaHodarax; arpodpusn
anuaepMuca, rmnepkKkeparos.



e pnnMeaTaiNaiiepMeENaHOSb])»
DM ecTHBIENNIIEPIINEMEHTINNA

BECHY LKW,

TEMHO-KOPUWHHEBDBIE [NATHA = JIERTUTO,

\l 37 OKaLIECTBeHHbIé Oorny>
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MecrHbIe e pinmeERIiaiiiy

m BecCHyIKN;

s MenaHo3 KOXH;




s [IMFMEHTHBIN HEBYC,




/\

a. PacnpocTtpaHeHHbIn 6. MecTHbIE
rmnomMmesniaHos, niun rmnonMrMeHTaumm (4auie
aJIb6MHU3M: MPNOBPETEHHBIE, peXe

BPOXAEHHbLIE)
s CB$3aH C HaclieACTBEHHOW
HEeAoCTaTOYHOCThIO = = BUTWAWUFO, WAV
TVPO3VHA3bI; Aenkoaepma.

s [posBageTcd 6enom Koxen,
becuBETHbIMM BOSIOCaMU,
KpaCHbIMUW ra3aMu.



ANbOVHN3M;

- BUtTnanro




NMpoTenHoreHHble (TUPO3UHOIreHHbIEe)
NMUrMEeHTDI

\

=

AapeHoxpoMm

AUFMEHT TEMHO-KOPUUYHEBOIRO
LBETa,

PACrioJialrd€TCAd B BUAE MEJIKNX
SEPEH B KJIETKAX MO3IOBOIO
BELWECTBaA HAANOYHEYHUNKOB.

OH gB/SETCH NMPOAYKTOM
OKUC/IEHMS aApeEHaINHA U
HakKananBaeTcs B 60/1bLIOM
KOJIMYECTBE B KJETKax
deoxpoMoLUMNTOMbI (OMYyX0Jib
MO3rOBOIO BELlEeCcTBa
HaAMNOYEeYHNKOB).

ob/nagaeT cnoCoBbHOCTLIO
BOCCTaHaB/IMBATb COMU
cepebpa,

a TakXXe gaeT XpoMapPMHHYIO
peakuuo (Metoa ®anbka) -
OKpalUlMBaeTCsd XpPOMOBOM
KUCNOTOM U BOCCTaHaBIMBAET
buxpomar.

NMrMeHT rpaHyn
dHTepoxpoMa(dPPUHHDbIX
KJZIETOK

IBAFEeTCd NPON3BOAHbIM
TPUATOMaHa,

TECHO CBA3dH C CUHTE3OM TadKUX
OUOreHHbIX dMNHOB, KdK
CEPOTOHUH N MEJIATOHUH.

OcobeHHO MHOIO MUrMEeHTa
O6HapYy>XMBaKT B OMYXOJ9X U3
SHTEPOXPOMAaMPUHHbBIX K/IETOK,
KOTOpPble Ha3bIBatOTCS

Y
anyaoMamum,



MUWHEPAJIBHBIE ANCTPO®UN
HAPYUHIERVATOBMERA KAJIbBLIVA

KanbUnHO3bI (M3BECTKOBLIE ANCTPOMUN, NN
O6bI3BECTB/IEHNS).

XapaKTEPUIYIOTCSA OT/IOXKEHNSAMM B TKAHAX COMEN KaMbLVS.
MoOFyT 6bITb CUCTEMHBIMU N MECTHBLIMMU.

[1lo MEXaHWU3MY Pa3BUTUSA Pas3nnNyatoT:
MeTacTaTUYeCcKoe 0bbI3BECTB/IEHMNE;

ANCTPpOoMUYEecKoe 06bI3BECTB/IEHUE;
MeTabosinyeckoe 0bbI3BECTB/IEHNE.



N e Lt

OCHOBHy}O POJIb UIFPAET runepKajibyneEmMmnsi, BOSHUKAOLLAA:

NPy rMneprapatpeonan3me (aaeHombl, FMnepriasns
OKOIOLUNTOBUAHBIX XEMES),

[PV MacCMBHOM pe3opbumm KOCTHOW TKaHW (MmMesioMHas
60/1e3Hb, METACTA3bl 3JTOKAYECTBEHHbLIX OMYXOJIEN B KOCTH,
MHOX>ECTBEHHbIE MEPENOoMbIl, ANNTENbHas MMMobnansaums
KOCTEN),

NPy CUCTEMHOM CapKouao3e,

Npy nepeao3npoBke BUTaMunHa D,

NPy MOJIOYHO-LLIETOYHOM CUHAPOME,
ANNTEe/IbHOM NpUeMe aHTaunaos,

NPy XPOHNYECKOWM NMOYeyYHOM HeAOCTAaTOYHOCTMN.



DOKYCbl METACTATUYECKOFO OObI3BECTBNEHUS -
U3BEeCTKOBble MeTacras3sbl.

HOCUT CMCTEMHBIN XapaKTEeP: NOPa)XartTcs MOYKM, MNOKaPA,
KPYMHbIE apTeEpUN, IErkne (T.e. opraHbl, B KOTOpbIX pH
HECKOJIbKO BbILLIE, YEM B APYFMX).

Maxpocxonnqecmq . HE BbIABJIAKOTCH.

Mukpockonmn4yeckm: MeNIKNE oYarn TEMHO-MUNOIETOBOIO
LBETaA, crneundunyeckasd okpacka - cepebpeHmne no Kocce
(4YepHbIN LUBET).

O6bIYHO HE MPUBOAUT K HAPYLLUEHUIO DYHKLMN.






Ancrpogpmnyeckoe ob6bI3BeCcTB/IeHue

YPOBEHb KanbLMsa B KpOBM HE MEHSETCH.
BO3HWKAET MECTO MPU HEKPO3E, ANCTPOMUN, CKIIEPOS3E.

DOoKYCbl ANCTPOMUNYECKOFO OObI3BECTB/IEHNS -
nerpugmKkarsl.

Hanbonee 4yacto - B ierkux (Mpu 3a>XnBeHnmn
Ty6EepKyne3HbIX 04aroB), B apTepusix - obbI3BEeCTB/AEHHbIE
aTeEPOCK/IEpPOTNYECKNE BASLLKN.



Ancrpogppmnuyeckoe obbIzBecTB/IeHUe



http://www.heart-valve-surgery.com/Calcified Mitral Valve Requiring Mitral Valve Replacement Surgery

Merabosimyeckoe obbi3BecTBJ/IeHue

=I/IHTepCTI/ILI,I/IaJ'IbeII‘/JI KaJIbUNHO3, N3BECTKOBA4A NO0AdlPd.
YPOBEHb KanbLUnd B KpOBM HE MEHAETCH.

B pasButumn MOI'yT UMETb SHaA4Y€EHWE .

HECTOMKOCTb BYMEPHbIX CUCTEM, YAEPXKXMBAOLWINX KanbLUN B
PACTBOPEHHOM COCTOSIHUM,

MOBblILUEHHAA YHYBCTBUTEJIBHOCTb TKaHEN K KasbLWIO.

MOXET BbITb CUCTEMHBLIM (pacnpoCTPpaHEHHBIM) MIn
OrPaHNYEHHbIM.



XPOHNYECKoe 3ab0sieBaHVE, XapaKTEPU3YIoLLEEeCcS
N3MEHEHNEM (POCHOPHO-KANBLUMNEBORO O6MEHA C
HapyLlUEHNEM MUHEPAIN3aLUNM KOCTEN U MPOoLEecca
KOCTEOOOPa30BaHNS C PasBUTUEM KOCTHbBIX AeMOpMaLUnm.

THnosiorus

1. HeagekBaTHbIV SHAOFEHHbIM CUHTE3 BUTaMMHa D B
KoXe (Mpy HeaoCTaToOYHOW A03€ YJIbTPadMOIETOBOrO
06/1y4YeEHN) NIV HEAOCTATOYHbIN MPUEM 3K30FEHHOIO
BUTAaMWHA C MNULLEWN.

2. HapylueHune BcacbiBaHUs BUTaMnHa D B TOHKOW KULLKE
(Apn BCcex 3abosieBaHNsSAX € CMHAPOMOM Masibabcopbunn).

3. HapylweHne metabonmama ButaMmmHa D: npw
XPOHMYECKNX 3ab0/1eBaHNSaX NoYeK, Npu ANddPY3HbIX
NopakeHnsax nevyeHu, Npu NnpmeMe HEKOTOPbIX
IEKAPCTBEHHbIX MpernapaTtoB, YCUIMBAKOLWMX pacnaj
BUTAMMWHA, NPU FreHeTUYecKnx aedekrtax - @epMeHTonaTusx.



Knaccnpunkaums:

1. PaHHUM paxuT (Y AETEN B BO3paACTE OT 3 Mec A0 1 roaa).
2. [lo3gHnn paxuT (3-6 fer).
3. OcreomMangumns (paxuT B3pOC/bIX).

4, ButaMnH-D-pe3ncreHTHbI paxmnuT (HaciaeacTtBeEHHbIE
depMeHTOonaTnn).



1. PAaHHMUKN paxuT:

a) HapylUaeTcs aHXOHAPa/IbHOE OKOCTEHEHME B 06/1aCTV SNNMOU30B
KOCTEWN: PacLUpSETCTd POCTKOBas 30Ha 3a CYET U36bITOYHORrO0 06pa3oBaHMs
XpSlla 1 oCTeonaa, HapyLlalTcs X CO3PEBAHNE N MUHEPaAN3aUmnd, -
APUBOAUNT K MOSBJIEHNIO PaXUTUYECKNX YETOK (YTOJILLEHNS Ha pebpax B
YYACTKaX KOCTHO-XPSLEBLIX COEANHEHNIN), PaxXUTUYECKNX BpaciieToB Ha
3aN9CTbgX, 3aMeANFETCS POCT.

6) HapylUuaeTcs aHAOCTa/IbHOE OKOCTEHEHNE C U3OBLITOYHLIM 06pa3oBaHNE
ocTeonia U HapyLlEHVNEM ero MMHEpPaAn3aLmnn.

lNposiBneHuns:

KpaHI/IOTa6EC (pa3M9|rqume N MCTOHYEHWE 3aTblJIOYHbIX N TEMEHHbIX
KOCTEWN, HAJINUNE OKPYIJiblX pasMAryeHmm - yriJjiolleHmne 38TbIﬂKa),

KBagpaTtHasa rosoBa (M3bbITouHoe obpa3oBaHMe octeouaa B 06aacTu
TOBHO-TEMEHHbIX 6YrpoB),

NO34HEE 3aKpPbITME POAHNYKOB,
HapyLUEHVE PasBUTUA HUXHEN YentoCTn, Npope3biBaHns 3y60B,

paxmTmnyeckme yeTkn (yTosileHnd Ha pebpax B KOCTHO-XPSILLEBOM 30HE
pocTta), 1 paxutmyeckme b6pacnetku (yTonuieHnsa B 061actn snndrsos
OIMHHBIX Tpyb4YaTbIX KOCTEN).



PaXmT

. KPaAXUNTNYHECKUNE YHETKUN>,

= KpaxXuUTMYECcKue
GpacneTbl>»;




PaXi,

[Mnoniasnsg 3y6HoW
SMasn;

s VIBMeHeHNd KOCTHOW TKaHW

T kohekude .




2. Mo3pgHMN paxuT

s HapyllaeTcsd NMpeVMYLLECTBEHHO 3HAOCTalbHOE OKOCTEHEHME, B
CBS3M C YEM pasBMBaloTcsa AedopMalnn:

- KypvHas rpyab, 60po3aa XappucoHa (BaaB/AeHME Ha rpyaAHOW
KJIETKE B MECTE MPUKPEMSIEHNS AnadparMbl),

- UICKPUBJIEHNE ANVNHHBIX TPYyb4YaThiX KOCTEN (HOI),

- UCKPVBJIEHNE MO3BOHOYHMKA, Ta3a - NOSCHUYHbLIW JIOPA03,
KN OCKOINO3.

- 3aMeJIEHNE pocTa.
3. PaxuT y B3pocC/abiX NposiBIIeTCA OCTEOMaNiIiLUEMN.

4. BUTaMUH-D-pe3ncTeHTHbIN paxXmT.
= Habnwagaerca npu Tybynonatnax,

= MPU TOTaSIbHON HEAOCTATOYHOCTUN MPOKCUMANbHbIX KaHabLIEB
noyex,

s PpU APYIrnX BPOXXAEHHbIX U XPOHMUYECKMX npunobepeTeHHbIX
6one3Hax noyvyek (HacneacrtBeHHble 60/1e3HM NoYeK, XPOHUYECKNI
FNIOMEpPYJSIOHEXmPUT) N KMLLEeYHUKa (Lenmakus, nepBMque
BPOXXAEHHOEe nageHne Kuiiey-Hom pe3op6u,vw| KanbLus).



BHeWwHWA BAL AeTeR BoNLHLIX PAXHTOM
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s Oopo3aa XappucoHa;

= VICKPpUBJ/IEHWE AJINHHbIX
Tpyb4aTbIX KOCTEWN.




KaMHeo6pa3oBaHue

ST0 Pa3HOBMAHOCTbL MUHEPA/IbHOM ANCTPOMUNY,
COMNPOBOXAALLIENCS NOSBAEHVEM B MPOTOKAX XXENE3 nin
MOJIbIX OpraHax MAOTHbIX, 3aMETHbLIX HEBOOPY>XXEHHbLIM
[J1A30M CTPYKTYP M3 KPUCTasiJioB HEPACTBOPMMbIX MM MJI0X0
PACTBOPUMbIX BELLECTB, Yallle BCEFO COJIEMN.

Y Ka)XXA0ro BTOPOro My>umnHbl nocne 40 net -
MOYEeKaMeHHasa 60/e3Hb;

B >xenueBbiBOAAWMX NYyTIX KaMHU — Yy 10-20% HaceneHund
(nocne 40 net — ao 25%, nocne 70 net — Ao 50%).

KaMHW Apyrux NoKannsaumnm — pexe.



Knaccndpumkaumsa KaMHeu

Mo xMMnyecKomMy coctaBy B
MouYyeBbIBOAALWMX NYTAX:

1.  Ypathbl,

2.  @ocdarthl,

3. Okcanarhbl,

4. CMellaHHbIe,

5. LUMCTUHOBbIE KGaMHMW.

MoOYEeBbIBOAALUNX MYTEMN,
yKenueBbIBOAALIMX AYTEN,
CIIOHHBIX Xenes,
[loaxenyao4YHOW Xenessbl,
[IpeacraTesibHON XXene3bl,
KniweyHvka (KonpoauThl),
BpoHXx0B (6pOHX0ANTHI),

No xMMnyecKoMy coctaBy B
BeH (dbriebonnthl).

»KenydyesbiBOoAALWMX NYTAX:
1. XOJIECTEPUHOBLIE,
2. VI3BeCcTKOBbIE,
3. [lurMeHTHbIE,
4. CMellaHHble.



YcsioBUS BOSHUKHOBEHUS KaMHEeN

[1OBbILIEHHAS KOHLUEHTPaUMs KakKoro-inbo BeLLeCcTBa B
KPOBM /N B CEKPETE TEX WU UHBLIX >Xenes (B Mo4e,
KMLLEYHOM COAEPXNMOM);

3aepXXKa OTTOKa CEKpPETa (Mo4n);
BocnaseHune:

a) obecrieunBaeT NosgBEHNE 6EMKOBbLIX MAaTPULL, HE
KOTOPbIX HAYMHAETCS (DOPMMUPOBAHNE KPUCTAI/IOB,

6) nameHsdeTcsd pH TKaHEN N XXNAKOCTEN, UYTO
CMOCO6CTBYET BbINaAEHUIO B OCAA0K KPUCTA/I0B.



MexaHn3Mbl BOSHUKHOBEHUS KaMHeu

CryLleHMe CEKPETA — NOSBMASETCHA HACbILWEHHbIN PacTBop
TEeX WAW UHbIX MUHEPA/IbHbIX BELLECTB.

Oca)kAeHNE 5TNX BELLECTB BOKPYI 6€/1KOBON MaTpuLbl
(MHOrAa 5T0 — AECKBAaMMPOBAHHbIE B pe3yJibTaTte
PACCTPOMCTB KPOBOO6PALLEHNS BOPCUHKN CAN3NCTOM
060/104YKM; B XENYHbIX NPOTOKaxX — LWOBHLIV MaTepuar
Noc/ie ApeabiayLmnx onepaummn).

[IpoLecc kaMHeobpa3oBaHMsa — BOJIHOO6pPa3HbIN MpPOLIECC;

B pa3Hble nepmnoabl MOXET ObITb OCa)XXAeHNEe COos1eN
Pa3HbIX KNCNOT — POPMNPOBAHNE CIIOUCTbIX KaMJ1eN
CMELUaHHOro CTpoeHwus.



KnuHunyeckoe 3HayeHne KaMmHeobpa3oBaHus

NMOpPOYHbIN KPYTr:
KaMHeobpa3oBaHMe — BOCHa/lIEHNE — KaMHeEOOpa3oBaHME.

s OCTpoe HapylUeHVE OTTOKA MOYM, XXENUW, CAOHblI — APUCTY
NOYEYHOW MEeYEHOYHOW W/n CAOHHOW KoKy (60b).

s 3aKYMNopKa KaMHEWN KPYMHbIX XeNYEBbIBOASLLNX MNPOTOKOB —
Pa3BUTNE 0O6TYPALIMOHHOWM XENTYXMN.

s XPOHMYECKOE HapyLIeHne OTToKa XUAKOCTU —
NHDOULUNPOBAHNE XUAKOCTN, aTPOMUS CTPYKTYpP OpraHa oT
AaB/IEHNS.

s KaMHu — HapylleHre KpoBOTOKa B CTEHKE OpraHa — HEKPO3
CTEHKU — nepdopaumns (0AHO U3 OCTOXKHEHUI
XO/IeUNCTONNTHA3A).

s BOAbLINMHCTBO KAMHEN — PEHTTEHKOHTPACTHBI,
obHapy>kuBatoTcsa npu Y3W.

= KaMHUu cnocobHbl nepemMeLlaTbCs.





http://dic.academic.ru/pictures/wiki/files/71/Gallstones.jpg
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http://www.uroweb.ru/uronews/img/000411.jpg
http://www.dissolve-kidney-stones.com/wp-content/uploads/2008/12/kidneystones.gif
http://www.dissolve-kidney-stones.com/wp-content/uploads/2008/12/kidneystones2.gif

Bbipa>keHHa4
MOHOHYK/1IeapHas
NHMUAbTPaLUNS,

| JECTPYKLUMUS
XXene3ncTblX

CTPYKTYP,
yMepeHHbIN pnbpos.



http://www.ajnr.org/content/vol20/issue9/images/large/i0195-6108-020-09-1737-f01.jpeg

lloaarpa

3ab60/1eBaHME, pa3BYBalOLLIEECT B pe3yJibTaTe HapyLIeHN
NYPUHOBOIO O6MEHA N XapaKTEPMUI3YIOLLEECH OT/IOXKEHNE B
TKaHSX MOYEBOW KNC/IOThbI N €E COJIEN.

YactoTta BcTtpeyaemocty — 0,04-0,37% B3poC/ioro
HacenieHns, cpean KoTopbix- 93-98% 60/1bHbIX — MY>XUYNHbI
B Bo3pacte 20-50 nerT.

/IMeeTcs HacneacTBEHHAs MPeApaCcno/iOXEHHOCTb,
CLen/IeHHas C MoJIoM.

/ nepBmyHada (Kak camoctositesibHas 6-Hb)
NMNoparpa — 1

BTOpMYHasa (Kak OClTIOXXHEHUE)



YcnoBus BOBHUKHOBEHMUSA noAaarpbi:

|

NMoBbilLeHHOe coaep>XaHne B KPpOBU MOYEBOM KUCIIOTbI
(rmnepypukemMun)

/\

= BCrieacTBue yCuIeHs = BcneactBre HapylueHus
aKTUBHOCTN (DEPMEHTOB, BbIBEAEeHNS MOYEBOW

JHECTE /0L B § KMCAOTbI MOYKaMW.
o6pa3oBaHNN MOYEBOM

KNCJ1OTbI.



llogarpa

MexaHU3Mbl BOBHUKHOBEHMUSA:

TKaHEN MOYEBOW KUC/IOTOW, B N3OBITKE
COAEpP>XalllenCs B KPOBY M MOCTYMAOWEN B TKAHN.

, KOrda NeEPBUYHBIM MOXET ObITb
paspyLUeHVe noa AENCTBUEM HEYCTaHOB/EHHbIX (DaKTOPOB
OKOJIOCYCTaBHbIX Y HEKOTOPbIX APYIrMX TKAHEN C
06pa3oBaHVEM B HMX MOYEBOM KUC/IOThI, MPY 9TOM YacTb ee
NOCTYHaeT B KPOBb, FAe U Hab/oaaeTcd NoBbILEHNE ee
KOHLUEHTpauunmn.

Jlokanusauumsa nopaKeHuvs:

CycTaBHbIe Y OKOJIOCYCTaBHbIE TKaHW MENKUX CYCTaBOB
KWUCTEN U CTOM, KOSIEHHOr0, JIOKTEBOro, MJAEYEBOro 1 APYrmnx
CYyCTaBOB;

Ko>XM MOYKM yxa U NpenyLnanbHOro MeLWKa;
Y yactn 60/bHbIX — NOAArPNYECKOE MOPAXKEHME MOYEK.



lNopgarpa:
MaKpoCKonunyeckas KapTuHa

OKOJIOCYCTaBHbIE TKaHM — APUNYXLUVE N HEPEAKO PE3KO
AEeMOPMMNPOBAHLI;

AKTMBHbIE N MAaCCUBHBIE ABVXXEHWS B CyCTaBaxX
OrpaHuYeHsbl;

Ko)a Haa nopa>XeHHbIMW CyCTaBaMy — OTeYHa U
rMriepeEMMpoBaHd,



llogarpa:
MaKpoCKoNnunyeckKkas KapTuHa

Oyarn OT/I0XKEHNS MOYEBOM KUCOThI U YPaTOB;
Ouarn anametpom 0,2-0,6 cM n 6osnee;

KOHCUCTEHLUMS — KaK OTCbIPEBLUMIN LLUKO/AbHBIA MEA NAN
3acoxlias 3ybHas nacra;

Macchl JIEFKO BbIKpaLUMBAOTCA HOXXOM;

B anndunsax KoCTen — paspeXeHme KOCTHON TKaHn n ee
AEMUHEpPanu3auns;

Bokpyr TodycoB — pa3pactaHusa COeaNHUTENbHON TKaHW;

Hepeanko — rHoMHbIE 6ypcUTbl C 06pa3oBaHneE HapPY>XHbIX
CBULLEN C OTXOXXAEHME YPATOB B BMAE «PUCOBbLIX TENeL».

[1py OTNIOXXEHUN YpaTOB B CMHOBUAJSIbHOW 060/104Ke —
pa3pacTtaHue rpaHyagaUMOHHON TKaHW, AECTPYKLUMNS CYCTaBHOIo
Xpslla C NosgB/eHUEM HasloxeHne 6esoro uBeTa.



lloaarpa



http://exiledonline.com/wp-content/uploads/2009/03/gout2.jpg

lNoparpa:

B TKaHaX — OTJIO’)KEHNE UFoJibYaThIX KPUCTaI/10B U

aMOPMHBIX Cabo 6a30MUABHBLIX MACC, OKPY>XEHHbIX
MaKpo®aramMmy 1 FMraHTCKUMM MHOFOSAEPHBIMU KETKaMW

TUlNa KJIETOK MHOPOAHLIX TEJI,
= BOCIIaJINTEJIbHAA dCENTUYHECKAA PEAKLNA HaA VIHOpO,D,HbIVI

MaTepuvan;

Co BpeMeHeM — o6pa3oBaHVe BOKPYr TOMYCOB M36bITOUYHOW
COeAVHNTEIbHON TKaHW.



loAarpa




Nopgarpa

lloganpnyecKkas noyka

O6pa3oBaHNE KaMIEN B

JIOXdHKaXxX, MOYETOYHNKAaX "

MOUYEBOM MY3bIpPE,

B ganbHenwem —

NNEOHEDPUT U
HePOCK/IEPO3.


http://www.herringlab.com/photos/3/80-Tophus-CaPyroPhos.jpg

