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/Kearyxa — 3TO MONMAITHOIOTHICCKUN CHUHIPOM, XapaKTEPHU3YFOITHICS
KENTYITHBIM OKPAITUBAHUEM KOXKH U CIIM3UCTBIX 000JI0YEK BCIICJCTBUC
HaKOIUICHHS B TKaHSAX U30BITOYHOTO KOJIWYECTBA OUINpyOrHa. Y POBEHB
OmnMpyOrHa B KPOBH IIPH ITOM MOBBIIIEH. JKelTyxa sSBIIeTCS KIMHUYCCKUM
CHUHAPOMOM, XapaKTePHBIM JJIs psijia 3a00IeBaHN BHYTPEHHUX OPTaHOB.
[IpakTrueckoMy Bpady 4pe3BbIYAHO BAKHO 3HATH OCHOBHBIE TIPHYNHBI
BO3HHKHOBEHUS KENTYXH, 0COOCHHOCTH KIIMHUYECKOTO TCUCHUS U TUArHOCTUKH
Pa3TUYHOTO BUIA JKEIATYX. B 3aBUCUMOCTH OT IPUYHUHBI TIOBBIIICHUS YPOBHSI
OmMpyOHMHA B KPOBH BBIJICIISIOT JBA OCHOBHBIX BHUJA JKEITYXHU: JKeJATyXa

HCTHHHAA U JKeJITYXA JIOKHAS (MCeB0 KeJITyXa).
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)Ke‘HTyxa (HCTHHHaﬂ) B CHUMIITOMOKOMIIJICKC, XapaKTepH3YIOHIHI>'ICSI

KENITYIIHBIM OKpallMBaHUEM KOXH M CIU3UCTBIX 0005104eK, OOYyCIIOBICHHBIH
HAaKOIUICHWEM B TKaHAX W KpoBU OwianpyOuHa. B 3aBUCHMOCTM OT mpUYUH
rUNepOMIMpyOMHEMUN  pPa3iIMYalOT  [EMOJIMTUYECKYIO  (HAANEYEHOYHYIO),

HapCHXWUMATO3HYIO (HG‘-IGHO‘-IHyIO! U MCXAHUYCCKVYIO !HOQHG‘-IGHO‘-IHXIO) KEJIITYXHU

(Tabm. 1).




Tadnaua 1. KRAacoHIHKAL NGO BHG 08 X T X

OcHoBHOR NaTono- | BagywWid MexanksM | HotonordwsckWe
BAD ¥ENTYXH | Cuusckuil NPOUSCE | PAZEWTMA MEATYXM | GOPME! W CHKIPOME]

Haanederord- T0BsIUEHHEIA DaC- MJEEIWEHKHDE J0- FEMOIHMTHYECKEA
HaR Nad ap|TooUMTDE Fioaakse Sunapy- EENTYXE, MEMaTIME
CHHA, BEOOCTATOLHRM | FHPAPKTEI

ZAXBET B0 NeWEHERD

MeLesoL-43s TIOpEkEHAE rENaTo- | Hapyluetse - :IIZTJ:I:IH A XDHMYE-
UHTOE W EOUTEHIn ELJHHE H 33X CEMH METIATHT, JHppoa

CHIEpYOHHE, pErYP- NEVSHEH. XONEeCTaTH-

THTALHR SUNApyDHKHE | UBCKEA WENTYXa ND#

3 KpOSa NEQEMJHOM SHITEEPHIM
LHpPOES M NODEKEHAK
MenaToUMTDS
HAPYLUEHAA KDHB0- | ENTYNA HOBODDW-
ralgl M 33XEaTE CRFHER, 3HFMINATH-
BMrHpY GHHE YECHEA

Mognesssodqas | Hapyweswe npoed- | Hapylwekse scipe- | HapyLuesme HOpMank-
MAMDCTI BETUHED. | LMA M P2IYRIUTAUMA | HOMD DTTOK W2nuM
pOTORDS SMrMpyOHHE B §POBE | [KEMEHS, QNyXDns,
NAD3INTEI, EOCTANNE-
TENEHsM SKCEYIET)

Kenryxa noxHasi (IICEBIOXKEITyXa) — MKEATYIIHOE OKpaIllMBaHHE KOXKU (HO HE
CIIM3UCTBIX 000JI04eK!) BCIEJACTBHE HAKOIJICHUs] B HEW KapOTHMHOB TIPH
JUTUTEILHOM U OOMJIBHOM YIOTPEOJCHUH B MUIIY MOPKOBH, anl€JIbCUHOB, THIKBHI, a
TaKkKe BO3HHMKAIOIIas MpU NPUEME BHYTPb aKpUXHWHA, MUKPUHOBOW KHUCJIOTHI U

HEKOTOPBIX JIPYTUX MPENapaToB.

>K€J1Tyxa MapCHXUMATO3HAA (meyeHoYHas)) — WCTUHHAS JKCJITyXa, BO3HHKAOIIAA

IpU Pa3uvHbIX MOPAKEHUAX TMAPEHXUMBbI NedYeHH. Pa3BuBaercs B pe3yibTare
MH(PEKIMOHHOTO WM TOKCUYECKOTO MOPaKEHUs TeNaTOLUTOB U HAPYLIECHUS WU
MOJIHOTO TpeKpalleHus X (QyHKIHOHUpoBaHUsA. OOycoBIIEHA HapyLICHUSIMU
MeTabosM3Ma, TPAaHCIOpTa W 3axBaTa OWIMpyOMHAa B TreNaTOLMUTAaX M JKETYHBIX
MPOTOKAX (UUTOJUTUYECKUA cuHApOM). [lapeHxumaTo3Has JKENTyXa BO3HHKAET
TAKXKE TMPHU 3aJEpPKKE MKEIMUM B MEJIbYaHIIMX BHYTPUIIEYEHOYHBIX MPOTOKAX
(BHYTpUIIEYEHOUHBIN XOJIECTa3), KOrJa pPa3BUBAETCS KIMHUYECKas KapTUHA
MEXaHUYECKOM JKENTYXH, HO NpPEMATCTBUS BHE IEUEHU HET. Takoe COCTOsHHE
HaOMoAaeTCsl IpU HEKOTOPBHIX BUAAX renaTuTa, OMJIMApHOM IMPpO3€ IMEYEHH, a
TaK)K€ IPU MHTOKCHUKALMU JIEKAPCTBEHHBIMU CpeacTBAMH. JKeauHble MUTMEHTHI

IIPOHHUKAKOT B JII/IM(I)aTI/ILICCKI/Ie COCyabl W KPOBCHOCHBIC KallMIUIAPBI MCKAY



MOPKCHHBIMA M YAaCTHUYHO ITOTHOAIONMIMMM T'elaTOlUTaMH, MX COACP)KaHHE B
KpOBH MOBBIMIAETCS. bobIas 4acTh TaKoro OMIMpyOHHA JaeT MPSIMYIO PEaKIIUIO
Y BBIJICJIAETCA C MOYOM, OKpAIllMBasl €€ B TEMHBIM 1BET. B KHIleuHWK momajaer
MEHbIIIEEe, YeM OOBIYHO, KOJWYECTBO IKEIYHBIX TMHTMEHTOB, IIOXTOMY B
OOJBIIMHCTBE CIIy4aeB Kajl CBETJbIA. YPOOWJIMHOTEH, CHUHTE3UPYEMbId B
KUIIICYHUKE, BCACHIBACTCS, HO IMOPaXEHHBIE TEMaTOUUThl HE CHOCOOHBI
pacHIeIISATh €ro Ha JKeTYHbIE MUTMEHTHI. [103TOMY KOIMYECTBO ypOoOUIMHOTEHA B

KpOBH M MOuY€ MoBbIaercs (puc. 1).
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IIpy ocTpoM BHPYCHOM T€NATUTE, BO3JACUCTBUM aAJIKOTOJS, JIEKAPCTBEHHBIX
mpernaparoB, XWMHUYECKHX  BEIIECTB, OTPABICHWU TpudaMHu,  CErcuce,
MOHOHYKJIE03€, JIENTOCIHPO3€, TeMOXpOMATO3€e HAOMIOAACTCS TPOJOJKUTEIbHAS
nmoiHasi oOTypalusi >KEJIYHbIX MPOTOKOB. Ha Bo3aelicTBUE BUPYCOB, SJI0B,
JIEKapCTBEHHBIX  CPEACTB  IE€UYE€Hb  pEarupyer  LUTOJIUTUYECKUM  WIIH

XOJIECTATHYCCKUM CUHAPOMOM.

BHyTpurieueHOuHbI  XO0JIECTA3  PA3BUBACTCS MPU TE€NATUTAX  PA3JIMYHOU
ATHOJIOTUH: BUpYCHOM (Bupychl A, C, G, HUTOMErajJoBUpyc, BUpyC DniuTeiHa —
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bapp), aJIKOroJbHOM, JIEKAPCTBEHHOM, ayTOMMMYHHOM. IIpu OCTpBIX BHpYCHBIX
renaTuTax MpOAPOMANbHBIA MEPUOA MPOAOJKAETCS 2—3 HENENIM M IPOSBIISETCS
MOCTENEHHbIM HApPACTAaHUEM JKENTYXU (C KpacHOBATbIM OTTEHKOM) Ha (oOHE

c1ab0CTH, YTOMIISIEMOCTH, CHUYKEHUS alllleTUTa, TOIMTHOTHI, PBOTHI, OOJIH B )KHBOTE.

[leyeHp mNOpaxarT pa3IUYHbIC JIEKAPCTBEHHBIC IMpENapaThl: ICUXOTPOIHbIC
(xmopripomasuH, auaszenam), aHTHOAKTEpPHAIbHBIE (IPUTPOMUIIMH, HUTPOPYPAHHI,
cysbpaHUIaMHUIHbIC), aHTUACHpPeccaHThl (kapOama3enuH), TUMOTJIUKEMUYECKUE
(xJopoponamu, TONOyTaMumI), AHTHUAPUTMUYECKUE (aitmanun),
UMMYHOCYIIPECCaHThI (LIMKJIOCTIOPUH A), aHTUTEeIbMUHTHBIE (THaOeHmaszon). [pu
MPEKpaIlCeHUH TpUeMa Mpernapara BbI3JOPOBIECHUE MOXKET OBbITh JIIUTEIbHBIM —
0 HECKOJIbKMX MECSIEB W JaXKe JET; B pANE CIIy4yaeB IOPAKECHHUE IEUCHU
POrpeccCUpyeT ¢ pa3BUTHEM MHppo3a (HUTpodypaHbl). BHyTpunedeHOUHBIH
X0JIECTa3 HaOMIOJAeTCs IPH aMHJION103€, TPOMOO03€ MMEYEHOUHBIX BEH, 3aCTOMHON

U IIIOKOBOW IIEYEHU.

BcenencTeue mopaxeHusi renaToMTOB CHUXKASTCS WX (PYHKIUS MO YJIABIUBAHUIO
cBOOOHOTO (HEempsiMoro) OwiupyOMHA €3 KPOBH, CBSI3BIBAHMIO €r0 C
TJIIOKYPOHOBOM KHCJIOTOM C 00pa3oBaHHEM HETOKCHMYHOTO BOJIOPACTBOPHUMOTO
OmMpyOUHA-TIIIOKYpOHUIa (TIPSIMOTO) W BBIACIICHUIO TIOCIEAHETO B KCITUHBIC
Kamwuisapel. B pe3ynbrare B CBIBOPOTKE KPOBU IOBBIIIACTCS COJICPIKAHHE
owmpyouna (no0 50-200 mkmoisb/n, pexe — Oonbiie). OgHaKO B KpPOBH
MOBBIIIAETCSI HE TOJIBKO COJIEp>KaHHe CBOOOIHOTO, HO M CBSI3aHHOTO OMIMpyOHHA
(6mnpyOuHA-TIIIOKYPOHHUIA) — 3a CUeT ero oopaTHOW IU(PGY3UH U3 HKEITUHBIX
KaWIISIPOB B KPOBEHOCHBIE MPU AUCTPOPUN M HEKPOOHMO03€ TIEYCHOYHBIX KIIETOK.

Bo3nukaer KCJITYIIHOC OKpPpAIIMBAHUC KOXH, CIIM3UCTBIX 000JI0YEK.

KnuHrka napeHXMMaTo3HOM KENTYXH BO MHOTOM OIPENEISIETCA €€ 3THOJIOTUEH.
JIJis mapeHXuMaTO3HOM KENTyXH XapakTepeH madpaHOBO-KEAThINA, KPAaCHOBATHIH
IBET KOXKU («KpacHas >KenTyxa»). BHauasie xenTyiniHas okpacka MposiBIsSeTCs Ha
CKJIEpax M MITKOM HeOe, 3aTeM OKpaIuBaeTcs Koxa. [lapeHxumMaTo3Has Kenryxa

COIIPOBOXKIAACTCA 3yAOM KOXH, OAHAKO MCHCC BbIPAa)KCHHBIM, UYEM MCXAaHHUYCCKasd,
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TaK KaK [OpPaXXE€HHAs I€YEHb MEHbIIE MPOAYHUPYET IKEIYHBIX KHCIIOT,
HAKOIUICHHE KOTOPHIX B KPOBM M TKAHSAX M BBI3BIBAET 3TOT CUMITOM. [lpum
JUTUTEIbHOM T€UEHUH MApEHXUMATO3HOM KENTYyXU KOXkKa MOXKET MpruoOperarh, KaK
U TOpU MEXAaHUYECKOM, 3€JICHOBATBHIA OTTEHOK (3a CYET MNpeBpalleHus
OTKJIAJBIBAIOIIECTOCS B KOXKE OWIMpyOWHA B OWJIMBEPIVH, UMEIOIIMN 3eJICHBIM
1BeT). OOBIYHO B KPOBM MOBBIIIAETCSI AKTUBHOCTH aJIbJ10J1a3bl, aMUHOTpaHCcpepas,
O0COOEHHO aJaHMHAMUHOTpPAaHC(Epa3bl, U3MEHEHbl JAPYTHE MEYECHOUYHBIE MPOOHI.
Mouya npuoOperaeT TEMHYIO OKpacKy (I[BeTa MHBa) 3a CYET MOSBICHUS B HEH
CBs3aHHOrO OmnMpyOuHa u ypoOunuHa. Kan cBerieer wim oOecIiBEYMBAETCS 3a
CYET YMEHBIICHUS COJEepXKaHusl B HeM cTepkoOminHa. COOTHOIIIEHNE KOJIMYEeCTBa
BBIJICJIIEMOr0 CTEPKOOMIMHA C KaJOM M YpOOWJIMHOBBIX T€Jl ¢ MOYOW (BayKHBII
nabopaTopHbIil kKpuTepuil auddepeHmanil BUIO0B KENITYX), COCTaBIIAIONICE B
HopmMe 10 : 1-20 : 1, Opu NEYEHOUYHOKIECTOYHBIX JKEJITYXaX 3HAYUTEIbHO

CHUYKAETCsl, TOCTUTAS NP TSDKEIBIX MmopaxeHusax 1 : 1.

[Tatonornueckue mpOLECCH B MEYEHH YACTO CONPOBOXKIAKOTCA YMEHBIICHUEM
MOCTYIJIEHUSI B JIBEHAILATUIIEPCTHYIO KHUIIKY €YU BCJIEACTBUE HApYIICHUS €€
o0pa3oBaHMsl, SKCKPELIMU W/UiU BbiBeAeHUs. [leueHb yBenuueHHas, O0ne3HEHHAs
npu nanenauuu. Hepenko HaOnrogaeTcss reMopparuueckuii CHHIPOM U CUHAPOM
ME3€HXMMAJIBHOTO BOcHajeHus. Hanuuume 1ocienHero CBUAETENBCTBYET O
CEeHCUOMIM3AIIH UMMYHOKOMIIETEHTHBIX KJIETOK " aKTUBHOCTH
PETUKYIOTUCTHOAUMOIUTApHOH cucTeMbl. OH TPOSIBIAETCS THUIEPTEPMHUEH,

MOJIMAPTPAIITUEH, CTUICHOMETalInel, TuMaaeHOTaTHEeR 1 y3JI0BaTO 3pUTEMON.

TeueHue 3aBUCUT OT XapaKTepa HOpaXCHHA IICUCHHU W JJIUMTCIbHOCTHU ,Z[GI\/'ICTBI/IH
IMOBPCIKAAIOIICTO Hadadjdd, B TAKCIIBIX CIydasdaX MOXKCT BO3HHKHYTH IICYHCHOYHAA
HEOOCTATOYHOCTB. OxoHYaTeIBLHBIN AWAarHo3 BHPYCHOI'O rfrartuTa CTaBAT Ha

OCHOBAHHUHU CCPOJIOTHYCCKUX U UMMYHOJIOTHICCKUX HCCHeﬂOBaHHﬁ.

Mexanndeckasi (moamedyeHouYHas, OOTypallMOHHAsA) SKENTyXa pa3BUBAETCS B

pe3ybTarc YACTUYHOM WJIM IIOJIHOM HCIIPOXOAUMOCTH KCITUYCBBIBOAAIINX HYTCﬁ C

HapyILIEHUEM Macca)ka >KeMYd B KUIIEYHHUK. [IpuyrHONi OOCTPYKIIMM MOTYT OBIThH
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KOHKPEMEHTBI OOIIero >eIYyHOro MpOTOKa; pak, KUCTa, adcliecc B TOJOBKE
HOJKENTyTI0YHOM KeJle3bl; CTEHO3, OIMyXOJib OOJIBLIOIO COCOYKAa WIIM KETYHBIX
IIPOTOKOB (MeTacTa3bl), UX MOCTTPAaBMATUUYECKUE CTPUKTYpPHI (IOCIE Olepanui,

KOJIMKU C OTXOKJICHHEM KaMHel) 1 HH(EKIHs (Tapa3uThl).

[IpensTcTBUE B JKETYCBBIBOIAININX MyTSIX YMEHBIIACT TOK KEITUM MO KaHAJIbIAM,
MEYCHOUYHYIO0 OKCKPEIMI0 BOJbI W/WIM OPraHWMYECKUX aHWOHOB. JlaBieHue
MPOKCUMAIBHO OT MecTa OOCTPYKIIMH TIOBBIIIACTCS, KOMIIOHCHTHI JKEITYH W3
MEKKJIETOUHBIX MPOCTPAHCTB IMOMAJAI0T HEMOCPEJCTBEHHO B KpoBb. JKemub
HAKaIJIMBAETCS B TEMaTOUTAX M >KETYEBBIBOJAIIMX MYTAX, a )KEITYHbIE KUCIIOTHI,
JTUTUABI, OWIMPYOMH — B KpPOBH. B TuIa3Me KpOBU TOBBIMIASTCS COJCPKAHUE
OwnupyOuHa, [aromero mnpsaMmyro peakiuio. OH BBIIEISETCS € MOYOM W
OKpAIlUBAET €€ B TEMHO-KOPUYHEBBIN 1BET (LIBET MKBA). B KUIIEUHUKE KEITUU HET,
kanm oOecnBeueH. OOpa3oBaHWEe ypOOWIMHOTEHA B KHUINEYHUKE HE TPOUCXOJIUT,
MIOATOMY OH OTCYTCTBYET U B Moue (puc. 2). B KpoBb MOryT Momnajarh U KeIT4HbIE
KHCJIOTBl, B IUIa3M€ IMOBBIIIAETCS COJACPNKAHUE XOJIECTEPUHA, IIEIOYHOU
docdarazpl. JlnurenbHbId XoJiecTa3 (B TEUEHHE MECALEB W JIET) NPUBOAUT K

Pa3BUTHIO OMIIMAPHOTO IIUPPO3a MEYEHHU.

B o0pa3oBanuu kequd ydacTByeT psSA IHEPro3aBHUCHUMBIX TPaHCIOPTHBIX
IPOLIECCOB: 3aXBaT YKETYHBIX KHUCJIOT, OPraHUYECKHMX M HEOPTraHUYECKUX HOHOB,
MEPEeHOC HX Yepe3 CHHYCOMAAIbHYI0O MeMOpaHy BHYTph TelaToluTa U 4Yepes

MeMOpaHy KaHAJIbIIEB B )KEITYHBIN KaTUILIIAP.



s | L B A E AL
. , Hoonsamarna
GiansgyyGmm
P o L0 1 o e e e R T el — E:::mﬁ:
ST AN [— T B H DT R
e T A O S

B pry ey -4
CrepeohDrmmasncs aH 1O

i

=

A . EL..._“-- 'il-

WisoelS e e S HE T
A g S b P A R T

HIGFFH.E‘. Foi = F T o g e T nmmmnmnﬂu’mﬂ "ﬂl:l-F.Ji.. H-n-tl:er__
2007 ; . 4. Mog esrcosold, I00S)

TpaHCOPT KOMIIOHEHTOB K€M 3aBHUCHUT OT HOPMAIBHOTO (DYHKITMOHHPOBAHWSI
OEJIKOB-TIEPEHOCUYNKOB, BCTPOCHHBIX B 00€¢ MemOpanbl (B ToM umcie Na+-K+-
AT®a3pl, MEPEHOCYNKOB IS >KEIYHBIX KHUCJIOT, OPraHMYEeCKUX aHuoHOB). Ha
KJIETOYHOM YpOBHE 4allle BCEro HaONIoAaroTcsl HapyuieHue cuHTe3a Nat+-K+-
AT®a3pl U TPAHCHOPTHBIX OCNKOB WM WX (YHKIUUA TIOJ BIUSHUEM >KEITIHBIX
KHUCJIOT, MEIUATOPOB BOCHAaleHHUS (IIMTOKMHOB — (paKTopa HEKpo3a OIyXOJH,
WHTEpJICUKUHA-1b u 1p.), SHIOTOKCHUHOB, JIEKAPCTBEHHBIX BEIIECCTB, W3MCHCHUS
JUTUIHOTO COCTaBa, MPOHUIIAEMOCTH MEMOpaH, CTPYKTYp KIETKH M KaHaJbIIEB.
MexaHnndeckasi OOCTPYKIMSI MaruCTpajbHBIX MPOTOKOB TIOBHINIACT JABJICHHUE B

JKCIIYHBIX ITPOTOKAX, d THIICPTCH3UA MMOAABIIACT CCKPCIHIO KCIITYN.

HakonieHune KET4HBIX KHCJIOT C BBIPA)KCHHBIMU TMOBCPXHOCTHO-aKTUBHBLIMHA
CBOMCTBAMH BBI3BIBACT MOBPCKACHUC TICIIATOOUTOB MW YCHJICHHC XOJICCTa3a.
TOKCUYHOCTh JKEIYHBIX KMCJIOT 3aBHUCHUT OT CTEIECHU HX JIPIHO(bHJIBHOCTH u

runpodobrocTH. K TemaroTOKCHMYHBIM ~ OTHOCST  XE€HOJIE30KCHUXOJIEBYIO
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(IEepBUYHYIO KETUYHYIO KUCIOTY, CHHTE3UPYIOILYIOCS B [IEUEHH U3 XOJIECTEPUHA), a
TaK)Ke JINTOXOJIEBYIO U JIE30KCUXOJIEBYIO (BTOPUYHBIE KUCIIOTHI, 00pa3yomuecs B
KHUILIEYHUKE W3 TNEPBUYHBIX MOJ JeicTBUEM OakTepuil). OCHOBHBIM 3BE€HOM B
Pa3BUTHUH HEKPO30B I'ENaTOLUTOB CUUTAIOT ITOBPEKACHUE 1101 BIUAHUEM KETIHBIX
KHCIIOT MeMOpaH MUTOXOHApHUM, yMmeHblIeHue cuHTe3a ATD B KIeTKe,
MOBBIIIEHNE BHYTPUKJIETOYHONW KOHUEeHTpauun Ca2+, CTUMYJSLHMIO KaJIbIUK-
3aBUCUMBIX Tuaposa3. JKemdHble KUCIOTHI BBI3BIBAIOT AlONTO3 I'E€NaTOLUTOB —
OpPOrpaMMHUPYEMYI0 CMEpPTh KJIETKH. MexaHudeckas JKelNTyXa MOXKET ObITh

YaCTUYHOM.

KnuHnueckas  kapTuHa  ONpeAensercs  JUINTEIbHOCThIO  BHENICYCHOYHOTO
xonectaza. llposBrisercs IKENTyXoi, axOJWMYHBIM KajoM, 3YJOM KOXH,
HapyUICHUEM BCACBHIBAHMS KUPOB, CTEATOPEEH, MOXYIEHUEM, TUITIOBUTAMUHO3AMHU
A, D, E, K, kcantomamu, TUNEPOUTMEHTAUUEN KOXKH, XOJEIUTHA30M,
dbopMupoBaHUEeM OWIMAPHOTO IUMPpPO3a TeEYeHHU (TMOpTAbHAS THIEPTEH3US,
MEeYCHOYHAs HEIOCTATOYHOCTh). 3yJ KOXH, IKEITyXa HaOMIOMa0TCI TMpH
3HAYUTEIILHOM HAPYIIEHUU IKCKpPETOpHOU (yHKIMU remarouutos (6osee 80 %) u
HE Bcerja SBISIIOTCS pPaHHUMM TPU3HAKAMHM XOJecTaza. 3yA 3HaYUTEeIbHO
YXyIIIaeT KadeCTBO JKM3HU OOJbHBIX. [Ipupoja ero OKOHYATEIbHO HE SCHA.
BeposiTHO, coenvHeHUs, BBI3BIBAIONIUE 3y, CHHTE3UPYIOTCS B MEUYEHU (B MOJIb3Y
ATOTO CBUJIETEIHCTBYET UCUE3HOBEHHUE 3y/1a B TEPMUHAIBHON CTaJANK NIEYEHOYHOM
HEJI0OCTATOYHOCTH). TPaguImOHHO 3yJ] KOKH CBSI3BIBAIOT C 33JIEPYKKOM JKETIHBIX
KHCIOT B KOXX€ U Pa3JpaKCHHEM HEPBHBIX OKOHYAHUW JEPMBI, SIMHJIEPMUCA.
[IpssMo#t CBSI3M M@Ky BBIPAKEHHOCTBHIO 3y/a M YPOBHEM JKEITYHBIX KHCIOT B

CBIBOPOTKC HCT.

JleUIuT KEMYHBIX KUCJIOT B KHUIICUHHKE MPUBOIUT K HAPYIICHUIO BCACHIBAHUS
KHUPOB, CIOCOOCTBYET cTeaTropee, MOXYJCHHIO, ACPUIUTY KUPOPACTBOPUMBIX
ButamuHoB (A, D, K, E). BripaxkeHHOCTh cTe€aTOpen COOTBETCTBYET YPOBHIO
xentyxu. LBeT kaja — HaIeXKHBIA HHIUKATOP CTENEHU OOCTPYKIUU

KETUEBBIBOAAIIMX NyTed (MOJHOM, HWHTEPMUTTUPYIOLIEH, pa3pelIaroniencs).
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JledbumuT BuTamMmuHa D SBIsSETCS OJTHAM M3 3BEHBEB OCTEOIIOPO3a U OCTCOMAIISITUN
(Ip¥ XpOHUYECKOM XOJIECTA3€), MPOSIBIISIOMIMXCS TSHKEIBIM OOJIEBBIM CHHIPOMOM
B IPYJIHOM WJIM TOSICHUYHOM OTJIEJI€ O3BOHOYHUKA, CIOHTAHHBIMU TIEPEIOMaMH,
0COOCHHO pedep, NMPH MUHHMAaIbHBIX TpaBMaX, KOMIIPECCHOHHBIMHU TIEPEIIOMaMHU
Tel TMO3BOHKOB. [laToyiorusi KOCTHOM TKaHM YyCYTyOJsieTCs HapylIeHHUEM
BcachiBanusa Ca2+ B kumieunuke. Jlepuuutr Burammna K (HeoOxomumoro st
CHHTE3a B TeYeHU (PaKTOPOB CBEPTHIBAHUS) TMPOSBISETCS T€MOPPAruYeCKUM
CUHJIPOMOM W  TUIMOMNPOTPOMOMHEMHUEH, OBICTPO  KYNUPYIOIIUMUCS  TIPHU
nmapeHrepaibHoM BBeacHuM BuTamuHa K. KinHuueckue mposiBiaeHus aeduiura
ButamMuHa E (Mo3keukoBas aTakcus, Tnepudepudeckas TMOJIMHEBpOMNATHS,
JiereHepanusi ceTYaTKh) HaOJII0/Ial0TCs MPEUMYIIIECTBEHHO y JIeTe. Y B3pPOCIBIX
OOJIHBIX COJEp)KaHHME BUTAaMHHA E Bcerjma CHHKEHO, OJHAKO CIEIU(HUICCKUX
HEBPOJIOTUYECKUX CHUMNOTOMOB HeT. [Ipy UCTOIIEHWM TEYEHOUYHBIX 3aracoB
BUTaMUHAa A MOTYT pa3BUThCS HapyUIEHUS TEMHOBOW ajanTanuu (KypuHas
cienorta). JIMTENBHBIA XOJiecTa3 CIOCOOCTBYeT 00pa30BaHUI0 KOHKPEMEHTORB B
KEeTUHbIX MyTax. [Ipu Hanmuuuu KamMHEW WM TOCHe Olepaluil Ha KETYHBIX
IIPOTOKAaX, 0COOCHHO Y OOJBHBIX C MEUYEHOYHO-KUIIEYHBIMIA aHACTOMO3aMH, YacTO
npucoeNHsIeTCS OaKTepuaIbHbIN X0JaHTuT (Kiaccuueckas tpuaja [llapko: 601b B

MIPaBOM MOJpedephe, INXOPaaKa C 03HOOOM, KENITyXa).

B mia3Me KpoBH MOBBIIIAETCS YPOBEHb BCEX KOMIIOHEHTOB KETYH, MPEK]IE BCETO
KEIMUHbIX KucaoT. KoHueHTpanus OwnnpyOHHaA (KOHBIOTMPOBAHHOIO) PACTET B
TEUYEHHWE TMEpBbIX 3 HEN., a 3areM KoyieOneTcs, CcOoXpaHsisi TEHICHIMIO K
yBenuueHuto. [lpu pazpemieHnn XosecTa3a OHa CHUYKAETCA IOCTENEHHO, 4YTO
CBSI3aHO ¢ oOpa3zoBaHueM OunuanbOymuHa (OunupyOuMHa, CBS3aHHOTO C
anbOyMuHoM). B mepudepudeckoil KpoBM BO3MOXKHO TMOSIBICHUE MUILIEHEBUIHbBIX
SPUTPOLUTOB (BCIEACTBUE HAKOIICHUS XOJECTEPUHA B MEMOpPAHAX U YBEIUYCHHUS
IJIOIIAIA KJIETOYHOM OBEPXHOCTH). B TepMHUHAIBHON CTaquu MOPAXKEHUs IEYEHU
COJIEp’KaHHE XOJIECTEpHUHA B KpPOBM CHIKAeTcsA. lloBbIlIEeHME AaKTUBHOCTH
TpaHCaMHWHAa3, Kak MpPaBWJIO, HE CTOJb 3HAYMUTEIBHO, KaK MapKepoB XoOJecTas3a
(menmouHo# ¢ocdaTazbl, S-HYKICOTHUAA3bI, Y-TIIyTaMUITPAHCIIENTH Ia3bl). B TO ke
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BpeMsI MpPH OCTPOMl OOCTPYKUHMH MaruCTPalibHbIX MPOTOKOB aKTUBHOCTh ACAT,
AnAT moxet B 10 pa3 mpeBblaTh HOpMY (Kak mpu ocTpoMm remarure). MHorma
AKTUBHOCTH 1IeJI0YHON (ochoTa3pl MOKET ObITh HOPMAJIbHOM WM MOHMKEHHOM

M3-32 OTCYTCTBUS KO(hakTOpoB gaHHOTO hepMeHTa (IInHKa, Maraus, B12).

Pe3ynbTaThl KIMHUYECKUX M OHMOXMUMHUYECKHX HCCIEJOBAHUNM MpPU BHYTPHU- U
BHETICUEHOYHOM XOJIeCTa3e MOTYT ObITh CXOJHBIMU. MHOT/a BHETIEYCHOYHYIO
OOCTPYKIIMIO OMMOOYHO MPUHUMAIOT 3a BHYTPUIICYEHOUYHBIM XoJecTa3 M
HaoOopoT. B monp3y MexaHMYecKOW OOCTPYKIIMHM C pa3BUTHEM IKEITUYHOU
TUMNEPTEH3UN CBUETEIBCTBYIOT 0OJb B KUBOTE (IIPU KOHKPEMEHTaX B MPOTOKAX,
OIyXOJIsIX), MaJbIUPYEMbId KENUHbIM My3bIph. JlUXOpagka U O3HOOBI —
CUMIITOMBI XOJIAHTUTA y OOJIbHBIX C KOHKPEMEHTAMH B KETYHBIX MPOTOKAX WIIH
CTPUKTYpaMHU KEITUYEBBIBOIAMIMX MyTeil. [MOTHOCTh U OYyrpuCTOCTh MEYEHU TpPH
najabIauyy OTPAXKAOT JAJIEKO 3aIIEIINEe U3MEHEHHS WM OITyXO0JIEBOE MOPAKEHHUE
neyeHu (MEpBUYHOE WM MeTacTaTthueckoe). Eciu mpu  yapTpa3ByKOBOM
WCCJIEIOBAHUM BBISBISIETCS XapaKTEpHbIM MpPU3HAK MEXaHUYECKOM OJoKaabl
KEJIYHbIX NYyTe — HaJCTEHOTUYECKOE PACIIMPEHHUE JKEIYHBIX MPOTOKOB
(bwnmapHas TUMEPTEH3Us) — TMOKazaHa XojaHruorpadus. Merogom BbeIOOpa
ABJISIETCS] DHJIOCKONMYECKas peTporpajiHas xojianruonankpeartorpadus. Ecnu ona
HEBO3MOJKHA, IPUMEHSIOT YPECKOKHYIO UPECIIEYeHOUHYI0 XojaaHruorpaguto. Oda
METOJa MO3BOJISIOT OJHOBPEMEHHO APEHUPOBATH KETUEBBIBOASAIINE ITyTH MIPU UX
OOCTPYKILIMH, OJHAKO TMPHU SHIOCKOMUYECKOM TMOIXOAe HAOII0JaeTCs] MEHBIIas
4acToTa OCJIOKHECHU. [Tpu SHJIOCKOMMYECKOU peTporpagHon
XOJIaHTHOTaHKpeaTorpauu  BO3MOXKHO BBITIOJIHEHUE COHUHKTEPOTOMHUHU (7151
yAQJIEHUs KOHKPEMEHTOB). JlMarHo3 BHYTPUIIEYEHOYHOI'O XOJECTa3a MOMKET
NOJATBEPIUTh OMOINCHS TMEYEHHU, KOTOPYIO MPOBOAST TOJBKO MOCJIE MCKIIOYEHHUS
O0OCTPYKTHUBHOI'O BHEMEYEHOYHOT'0 XOJecTaza (BOo U30eKaHUE Pa3BUTHS KEITUHOTO

MIEPUTOHUTA).

I'emosiuTnyeckass (HaANMEYEHOUYHAs]) JKEJTYXa BO3HUKAET B PpE3yJbTare

MHTEHCUBHOTO pacnaja 3JpUTPOLMTOB U YPE3MEPHOM BBIPAOOTKH HEMPSIMOTO
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OwnmupyOuHa. OTH  SBICHHUS  BO3HUKAIOT TMPU  TUNEPOYHKIUH  KIETOK
PETUKYJIOIHI0TENNATBHON CUCTEMBI (TIPEIKIE BCETO CEIE3EHKH), MPU MEPBUYHOM
¥ BTOPUYHOM THUIIEPCIUICHU3ME. TUIMMYHBIM TPUMEPOM TeMOJTUTHICCKON KENTYXH
MOTYT CIYXKUTh Pa3IUYHbIC TEMOJIUTUYECKUE AaHEMHUH, B TOM YHCJIE BPOXKIECHHBIC
(mukpocdepountod u ap.). Ilpu 3TOM 00pa3oBaHue HeNmpsMOro OuIHpyOMHA
HACTOJIBKO BEJIHMKO, YTO TEYEHb HE YCIEBAET MPEBPATUTh €r0 B CBS3aHHBIM
(npsimoit) OumupyOuH. [IpuuynHaMKu TeMOTUTHYECKON KENTYXHU MOTYT OBITh TaKKe
pa3nuuHbie apyrue (akTophl, BEAyIIME K TEMOJIM3Y: TeMOJUTHUYECKUE SIbl,

BCACBhIBaHUE B KPOBb MIPOJAYKTOB pacnaja OOIIUPHBIX TeMaToOM U T.I.

Ha npakTuke mocTaBuUTh JIUAarHO3 reMOJIMTUYECKOM KEATyXu jerde npyrux. [lpu
IeMOJIMTUYECKON JKENTyXe KOXHbIE MOKPOBBI MPHOOPETAIOT JIMMOHHO-XKENTYIO
OKpPAcKy, JKENTyXa BbIpaKEHA YMEPEHHO, KOKHOTo 3yaa HeT. [Ipu BbIpaxeHHOM
aHeMHH OIpenessieTcs] OJeAHOCTh KOXKHBIX MOKPOBOB U CIM3UCTBIX 00O0JIOUEK Ha
done umeromeiics xenaTyxu. [ledeHb HOpMaJbHBIX pPa3MEpPOB WM HECKOJIBKO
yBenuueHa. Cene3eHka yMepeHHO yBenundeHa. [Ipu HeKoTopbhIX BUaX BTOPUUYHOTO
TUIEPCINIEHU3Ma MOKET OBITh BBISIBJIEHA BBIpAXKEHHas CIUIeHOMeranus. Moua
UMEET TEMHBIA IIBET 3a CYET IMOBBIIICHHOW KOHLEHTpAlMu YpPOOWUJIMHOTEHA U
cTtepkoOunuHoreHa. Peakuuss ™Mounm Ha OuiaupyOuH oTpuuarenbHad. Kan
MHTEHCUBHO TEMHO-OypOro IIBeTa, KOHLIEHTpAllUs CTEPKOOMUIMHA B HEM PE3KO
noBhilieHa. B aHanmm3ax KpOBH — MOBBIIICHUE YPOBHS HEMPSIMOro OminpyOuHa,
KOHIIGHTpaIusi mpsMoro OwmOypuHa HE moBbimieHa (puc. 3). AHeMmus, Kak
MPaBUJIO, YMEPEHHO BBIpaK€Ha, peTUKyJouuTo3. COD HECKOJIBKO yBEIWYEHA.
[leyeHouHble TPOOBI, XOJECTEPUH KPOBH B Mpelernax HOPMBL. Y POBEHb

CBIBOPOTOYHOI'O JKCJIC3a KPOBHU ITOBLIIICH.
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PrcyHON 3. CXOMME MATON SHE 28 FEAl OFH TH Yack0d MenTyxe o F_H. Nelisr,
2007 C. MoabI0SoR, 2O0S)

MIMMyHHBIE TEeMOJIMTUYECKHUE aHEMHH Pa3BHBAIOTCS TOJI BO3JCHCTBHEM AHTUTEN
Ha JputpouuThl. OCHOBHBIE (HOPMBI UMMYHHBIX TE€MOJUTHYECKUX aHeMuil: 1)
ayTOMMMYHHBIE, OOYCJIOBIICHHBIC TIOSIBIICHUEM B OpraHU3ME AaHTUTEN MPOTUB
COOCTBEHHBIX JIPUTPOIMTOB; 2) TaNTeHOBBIC, BBI3BaHHBIE (uKcanueld Ha
OPUTPOIUTAX UYXKIBIX JJIi OpraHW3Ma AaHTHUTCHOB — TalTEeHOB (JIEKapCTBa,
BUPYCHI U T.II.) C aHTUTEJIaMH, 0OpPa30BaHHBIMHU B OTBET Ha COSAMHEHUE TanTeHa C
OenkoM opraHm3Ma; 3) M30MMMYHHBIC, CBSI3aHHBIE C TOTAJaHWEM B OpPTaHU3M
HOBOPOXJICHHOT'O aHTUTEJ MaTepH, HAIPaBJIECHHBIX MPOTUB IPUTPOLIMTOB PeOCHKA
(mpu HecoBMecTUMOCTH peOeHka W Mmarepu 1o Rh-dakTopy u ropaszmo pexe 1o

antureHam cuctemsl ABO).

AYTOI/IMMYHHBIC FeMOJIMTUYECKHE aHEMHHU. B OCHOBE MaToI0ru4ecKoro mponecca
JIC)KUT CPLIB HMMYHOHOFH‘IGCKOﬁ TOJICPAHTHOCTH K COOCTBEHHBIM SPUTPOLIHUTAM.
Knunnueckas KapTUHAa Oone3Hu CKIIaAbIBACTCA K3 IIPU3HAKOB AHCMHYCCKOI'O
CuHapomMa, TAKCECTb COCTOSAHUA OO0JILHBIX ONpCACIICTCA BBIPAKCHHOCTBIO U

OCTPOTOM pa3BuTud aHeMuu. [Ipu XpOHHWUECKOM, MEIJIEHHO pPa3BUBAIOIIEMCS
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IIPOIIECCe MEePBBIM MPU3HAKOM 00JIE3HN MOXKET OBITh HeOOIbIIas JKENTyXa (3a cUeT
HenpsiMoro OunupyOuHA); OJHOBPEMEHHO BBISBIACTCS U aHeMus. B mapyrux
Cilly4yasix Hayajo OOJ€3HH XapaKTepusyercs OypHbIM TIe€MOJHM30M C OBICTPO
HapaCTAIOIMMHA aHEMHEHN U KeNTyxou. Hepeako mossimaeTcs temieparypa Tela.
Yacto yBenuuuBaercs cene3eHka. Bo3MOXHO yBelnMYE€HHE TE€YeHH 3a CueT
XOJIEIUTHA3a, KUPOBOU TUCTpOdrH. OOBIYHO BBICTYIIUBAECTCS (DYHKIIMOHAIbHBIN
CUCTOJIMYECKUNA IIyM Ha BEpPXyIIKE M Ha OCHOBAHHHM CepAlla, HEPEaKO

omnpeaensercs pasasoenue 11 Tona.

KaptuHa KpoBH XapakTepu3yeTcss HOPMOXPOMHOW aHeMued (Ipu OCTpoM
reMOJI3€ ypOBEHb TeMOIVIOOMHA MOXKET MajaTh 10 KartacTpopuieckux Iudp,
O0OJBPHOM MOXET BHaJaTh B aHEMHUYECKYI0 KOoMy). Mopdonorusi 3puTpOIMTOB
CYIIECTBEHHO HE MEHSETCS, HO WHOTJA OTMEYAeTCS MX MHKPOCHEPOIUTO3, UTO
Tpebyer nuddepeHnupoBanus OT HACIEICTBEHHOTO MHKpocdeporurosa. [lpu
OCTPOM Te€MOJIH3€ B KPOBU MOTYT ONPENETSATHCS €AMHUYHBIC IPUTPOKAPHUOIIUTHI.
YpOBEeHBb PETHUKYJIOIMTOB BBICOK. benmas KpoBb CYIIECTBEHHO HE MEHSETCS, HO
TeMOJIMTUYCCKANA  KpPH3  MOXKET  COINPOBOXKIATHCA  HEMPOJOKUTEIHEHBIM
HEUTPOPWIBHBIM  JICMKONIUTO30M (HAa3HAUYCHHWE CTEPOMIHBIX TOPMOHOB IIPH
reMOJIN3€ MOYKET COIIPOBOXAATHCS OYCHb BRICOKMM HEHTPODUILHBIM JICHKO30M CO
CABUTOM JIO TMPOMHUEIOUUTOB). YHCIO TpOMOOIMTOB OOBIYHO HOPMAJIBHOE.
KocTHBIIi MO3r TIpH ayTOMMMYHHOW T€MOJIMTUYCCKOW aHEMHH XapaKTepU3yeTCs
pasapakeHHEeM KPacHOTO POCTKa. bruoxmmudeckue ncciaeaoBanusi 0OHaAPYKUBAIOT,
MOMUMO TUINEPOMITUPYOMHEMHUH, YBEIWYEHUE COACPKAHUS TaMMa-TJIOOYJIHUHOB.
[Ipy TsHKETOM TEMOJU3€ BO3MOXKHBI TPOMOO3BI B CHCTEME ME3CHTEPHATBHBIX
COCY/IOB C TIOSIBIIEHUEM CHJIBHOW MPUCTYIOOOPa3HOW 00NN U B3AyTHEM KHBOTA 3
cdyeT mape3a KulleyHWKa. Kak mpaBwio, TpoMOWUPYIOTCS MEJKHE COCYABl |
raHrpeHa KWIIEYHWKAa HE pPa3BUBACTCSI, B ONEPAaTMBHOM BMEIIATEIIbCTBE
MOTPeOHOCTh HE BO3HHMKAeT. MHOrma MOXKET OTMEYaThCsi BHYTPUCOCYIUCTHIN
reMoJiu3 B OTBET Ha OXJaXJEHHE (XO0JIoAoBas reMorioounypus). IOta dopma
TeMOJIMTUYCCKON aHeMHH CBsI3aHA C JCHCTBHEM T€MOJIM3UHOB CHIBOPOTKH KPOBH
Ha DPUTPOIUTHI OOJILHOTO.
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JInarHo3 ayTOMMMYHHOW T€MOJIUTUYECKON aHEMUM YCTAHABIMBAIOT HA OCHOBAHUHU
oOlMX TPU3HAKOB TeMOJu3a (MOBBIIICHUE YPOBHS OWIMpYOMHA B KPOBH WIIH
MOSIBJICHUE TEMOCHAEpUHA B MOYE, TTOBBIIIEHUE MTPOIIEHTA PETUKYIIOIUTOB B KPOBHU
1 OOHapyXKEHUE ayTOAHTUTEN HA MOBEPXHOCTU IPUTPOIUTOB C MOMOIIBIO MPOOKI
Kymo6ca, ObIBaeT TMOJIOKUTEIbHOH ToutH B 60 %

KOoTOpasd ClIy4JacB

ayTOMMMYHHOTI'O T€MOJIN3a).

Kpurepuu nuddepeHunajbHoil JMATHOCTUKM OCHOBHBIX BHIOB KeJITYyX

MPEICTABIICHBI B TA0JI. 2.

Tadmuua 2. QeghghaDatil) 3 an kB G- 08 s 0CTHYSSCKEe 7 2000 aTo Dt e4a MoK g38 -
TEnH NpH e TEXEaY Da3nH YyHOro reyaesa

MeawaHoYHaA #an-

NaSopaTopHBIS HaaneqsHoYHaR Mognavyalwo4Han
TYXS [MEH8HO0YHO-
MOKAIATENH WENTY XA KNBTOUHER] =EMTYxa
EArmpy i Nnaans | MoE=ILUeH 338 CUeT MossiueH npsemy- | MossiusH 23 cyet
HEKOHERMMDDEaH- LYBCTEEHHD 3@ CUET | KOHEOMMpaaa-H0d
HOR P KOH0 M POEaHHDA D pSELHA

DpIELHA

DEDMEHTEl NN a3k

MoE=/LI=FE aka-
uMTENEHT — AT,
YRSpEHRD — ACAT

MossllgH 3K3-
UHTENEHD SAMAT 1
SCAT

MoEsiueH= ZHIYE-
TEMRHD & W T TTL
MIEET NOESLLETCA
AT

Ermpy S B e CTCWTCTEYET SHFIHTENRHD TID- SHFIHTE RHD NO-
== EnilLieH
WPOOHIHOMEH MOUH | MoEsILLEH CTEYTCTEYET CTEYTCTEYET

MegmDepduesaan
Kpoas

SASMAR, PETEHYIO-
YATOS, YoKOpeHHOE
L

Mepkonesdls, OTHD-
CHTENEHSIA M k-
I:I_rITEE. JaMEQNEHRDE
oo

NepRoUMEToE HER
DHNERIND -

T_:%E A YCEOpEHROE
L) S

Mapespel EMpyCos | COTCYTCTEYKT MonosATENEHEIE OTCYTCTEYHOT
rEMaTaTa
MpoTpomM3ne Hopsa Hoowa wnm cHrkeH | Hopma
Mraams Mo TAKENTM Teue-
HHW r2NaTrTa
CHEIMADEE i OTCYTCTEY KT OTCYTCTEYIOT o~ TON PO

F3A roEniUsHs
Mg :I'I]l'.l:l:l.l'lE'E:ﬁ
DEE M AU H=E
FryTed

TS S EHH B2 SO — AasTargerig Doreq 8328 ) A8 T — ARaHH N SMBEH O TRAaN ¢4 -
AMHENA3E; ACE T — SCNADTAT MM HOTD AN CAMHEN 5357

M — -y M HTT DaH T eTT g 8387 L9 — wpanow 8 oo arTasa;

P — Dako BO-SAGM OH 2T BN B 84 THNEH.

JloObpokauecTBeHHbIEe ((DYHKIIMOHATIBHBIC) THUNEPOMIHMPYOMHEMUHU (TTUTMEHTHBIC
rernaro3bl) — 3a00JieBaHUs, CBA3AHHBIE C HACJIEICTBEHHBIMM HapyIICHUSIMU
oOMeHa OwmnpyOrHa (PH3UMOIATUSAMHM), MPOSBIAIONIMECS XPOHUYECKOW WIH
NepeMexaronencss KeNTyxold 0e3 BBIPaKEHHOTO MEPBUYHOIO H3MEHEHUS

CTPYKTYpHI U (DYHKIIUU MIEUEHU U 0e3 SBHBIX MPU3HAKOB T€MOJIM3a U XO0JIecTas3a
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Cunapom Kpuriepa — Haiisipa onucan B 1952 r. aMepuKaHCKUMU MeAHaTpaMu
J.F. Crigler u V.A. Najjar. Tun HacienoBaHus — ayTOCOMHO-peliecCUBHBIN. Ha
MOJIEKYJISIPHOM YPOBHE A€HEKT JTOKAIU3YeTCsl B OJHOM M3 5 3k30HOB (1A—5) rena
ypunuaaudocharrmrokypormnrpancdepassl (YIDPI'T) 1*1. C paBHoii wacToTon
BCTpPEYACTCS y MaJbYMKOB | AeBouek. [laTorene3s — orcyrcTBue (1-it T — puc.

4) wnu cHkeHue (2-i tun) aktuBHoct Y JIDI'T.

IIpu cunapome Kpurnepa — Haiisipa 1-ro Thna HeKOHbIOTMPOBAHHBIN OMIHPYOHH
B kpoBu Bbiie 200 mxmonb/n. I[Ipoucxoaut HakorsieHue OWIupyOMHA B slIpax
CEpOro BEILIECTBAa FOJOBHOTO MO3ra, B PE3yJbTaTe YEro pa3BUBAKOTCA CYIOpPOTH,
ONMKMCTOTOHYC, HUCTArM, aTeTo3 U T.[. MaHudecTanus HACTyNaeT B MEepPBbIE YaChI
KU3HU, IpUYeM OOJIbHBIE yalle MOruOar0T B TEUEHHE MEPBOIO roja *XU3HU OT
aepHOM KenTyxu. M3Menenuil neueHn (OMOXMMHUYECKUX, TUCTOJIOTMUECKUX) HE
obOHapyxuBaroT. [Ipoba ¢ dhenobapOuTanom He maer pesynbrara (heHodapOuTam
uHaynupyeT aktuBHOCTh Y JIDI'T, HO B CBSI3UM € OTCYTCTBHEM A3TOro (hepmMeHTa

npenapar He UMEeT TOUKH MPUIIOKEHHUS ).

OTCYTCTEYET KOHbOrauwa Gunmpybuua

Kpnat Han s A aHaneL

I L MeEnamown T J
[E Py TT PR T T T ——
= =TT -HH""'\-\.\_

ST T el i T o B
TR ITYRA

Prcyqhoa 4. Maroraqdes cHHOoM 2 Kpernspa — Hadmpa 7-ro Tan g

[Ipu cunnpome Kpuriaepa — Haiigpa 2-ro Tuna manudecrauus HaCcTyHaeT
HECKOJIBKO II03)k€ — B IIepBbIe MecAlbl Ku3HU. lIposBiaeHus cXomHbl C

CUHIPOMOM 1-ro Tuma, HO MeHee Tskenble, Tak kak Y/®PI'T mpucyrcrByer B
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reruarTogurax, X0TA AKTHUBHOCTDB cC 3HA4YUTCIBHO CHHMIKCHA. ypOBeHB

HEKOHBIOTUPOBAHHOTO OUNMpPyOrHa B KpoBU He gocturaeT 200 MKMOJIB/II.

Cunapom Jladuna — JlxkoHcoHa ommcad B 1954 r. T.N. Dubin u G.D. Johnson.
Tun HacnenoBaHUs — ayTOCOMHO-AOMUHAaHTHBIM. Yacrora — 0,2-1,0 %.
Knunnueckue mnposiBieHuss OOBIYHO pa3BUBalOTCA y MyxunH 20-30 er.
ITatorenes 3akirouaercss B HecocToATeNbHOCTU ATd-3aBHCHUMON TpaHCIOPTHOU
CHUCTEMBbI T'eMaTOUUTOB (KaHAJBIIEB), B PE3yJbTaTe€ UEr0 yXYIIIAeTCs TPaHCHOPT

OmwrpyOHHA B JKE€TYb U JAKE PA3BUBAETCS €ro0 PeQUIIOKC U3 ITeNaTOUUTOB B KPOBb

(puc. 5).

AdedexT cekpaymM KOHLKMMpoBAHHOMO GunUpyGuHa
M3 MENATOUMTORE B MEM4HIe KaHaAN kWl

Hpoae HenuHelR KaHanSL

enaTouuT J

B,

"y

SO NNE RS T S-S HHA
PETHERTTERA

--d-

PSS T O TH PO SR HH R
DaHmApyoRnH

O e HEF T OB A H HILLA
——  GanapySan

Prcyrol 5. Maroreqes cHy QoS 8 06 0SS — OaoNCcoH 5

Knunuka cunapoma Jlabuna — J[»xoHCOHA mpeAcTaBieHa MOCTOSHHON XKEATyXOn
0e3 3yna wiM (peako) ¢ HeOOJbIIUM 3yJ0M, OOJIIMHU B IpaBOM IMoapedepbe ¢
MEPUOANYECKUM YCUJIEHUEM IO THUIy JKEIYHBIX KOJHUK, BBIPAKECHHBIMU
JUCTICTITUYECKUMH  SIBJICHUSIMM,  YTOMJISIEMOCTBIO,  IUIOXMM  allE€TUTOM,

cyodedopmmTeToM, rermaroMeraivei. BoaMokHa Takke CIJICHOMETaIusl.

Jlnarnoctuka cuaapomMa Jlabmna — J[»koHCOHa OCHOBaHa Ha BBISBICHHH B KPOBHU
KOHBIOTMPOBAaHHON M HEKOHBIOTUPO-BAHHOM (3a CUET JIEKOHBIOTAlUU U pediirokca
OwinpyOuHa B KpoBb) rumnepomwimpyounemun no 100 MKMOnb/I, B Moue —

ounupyounypun. Ilokazatenun menoynoit Qocdarazbl OOBIYHO HE HM3MEHEHBI.
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XapakTepeH MoabeM YPOBHsS OpoMcyib(danenHa B KpOBHU depe3 2 yaca IOCie
BBeneHud. [lpu xonemucrorpaguu TEHb JKEIYHOTO TMY3BIPS OTCYTCTBYET.
VXyaumeHnue, Kak MpaBWiIO, HACTyNmaeT Ha (oHE OEpEeMEHHOCTHM WM IpUeEMa

MEepOPaJIbHBIX KOHTPALIENITUBOB.

MakpoCKONMYECKH B TKAHU MEYEHU OMPEACIISIOTCS TEMHbIC MATHA («IIOKOJIaaHAs
MIEYEHb)»), TMOSIBJIECHUE KOTOPBHIX CBA3BIBAIOT C HAPYUIEHUEM CEKpeluu
MeTabO0IUTOB TUPO3WHA, Tpuntodana, GeHwIaTaHnHa. MUKPOCKONMMYECKU
BBIBJISIIOT TPyOble 3€pHA MUTMEHTa JIUNOQYCIHUHA, KOTOPbI€ HAKAIUITMBAIOTCS

MMPpCUMYIICCTBCHHO B ICHTPC HOJICK.

Cunapom Poropa omucan B 1948 r. A.B. Rotor, L. Manahan, A. Forentin. Tun
HaCJIeIOBaHUS — AayTOCOMHO-IOMHHAHTHBIA. [laToreHes cBsi3aH HE TONBKO C
HapyILIEHUEM SKCKpelu ounrnpyOuHa (kak npu curapome J[adbuna — J[xoHcoHa),
HO M C HApyIICHUEM €ro 3aXBaTa CUHYCOHJAJIBHBIM IOJIOCOM TenaTonuToB. Yarie
pa3BUBAeTCs Yy MaJIbYMKOB B MmyOepratHOM mnepuoje. KiuHuka cxogHa ¢
cuaapomom Jlabuna — JI>xoHcoHa. B kpoBu onpenensieTcs runepouupyOnHeMust
10 100 MkMoub/11 (B paBHOM Mepe MOBBIIICHBI TOKA3aTeNU MPSIMOTO U HEMPSIMOTO
OwinpyOuna). HMmeroT Mecto OuiaMpyOMHYpHUs; HapyUI€HUE MOTJIOIIECHHUS
OpomMcynbdanerHa Me4eHblo, HO BTOPOM MUK KOHILIEHTPAIlMM B KPOBH, KaK IPH
cunapome Jlabuna — J[>KOHCOHA, OTCYTCTBYET; MPU XOJEHUCTOrpaduu KeITdHbIHI
my3bIph KOHTpacTHpyercs. I[lpum OuWONCHMU TeYeHHM HaKOIUICHHE MUTMEHTa
OoOHapyKMBAIOT PEAKO, OOJiee XapaKTepHa MEJIKOKameabHas KUpoBasi JUCTpodus

MMPCUMYIICCTBCHHO I10 XOOY KCIIYHBIX KAITUJLIIAPOB. HpOI‘HOB 6HaFOHpHHTHBIﬁ.

Cungpom Jliocm — JIpucko/ul — pEAKUd BapUAaHT HACIEICTBEHHOMN
runepouupyonHemMun. 3abojeBaHue MaHU(ECTUPYET y JeTe B TepBBIC THU
KU3HHU, HO JIMIIb Yy TEX, KOTOPbIE HAXOMATCS Ha TPYIHOM BCKapMIIMBAHUHU.
Pa3BuBaercs BbIpaKeHHAs TUNEPOUTUPYOMHEMHUS, BO3MOXKHA OWIMPYOMHOBAs
sHue(anonarus. Hapymenue koHbroranuu OminnpyorHa oOyCIOBIEHO HATUYUEM
B Mosioke wmatepu wunruowrtopa YJDPI'T, mosromy mpekpamieHue TrpyIHOTO

BCKapMJIMBAHUSA ITPUBOAWT K BbI3JOPOBJICHHUIO.
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Cungpom AareHeca (HOPBEXKCKHUWM XoOJiecTa3) MPOSIBISAETCS HapyLICHHEM
(GyHKIMIA TEYEeHU BCIEJICTBUE THUIIOIUIA3MU €€ JUM(ATUUecKuX COCYJO0B C
pa3BuTHeM xoJiectaza. Manudecrtanus O0OBIYHO HACTYMA€T B HEOHATAILHOM
nepuoAe €  BO3MOXKHBIMH  pEIUAUMBAMU Yy  B3pocibiX.  Bo3MOXHO
MHTEPMUTTUPYIOIIEE TEUYEHUE JKEITyXH, COIPOBOXKJIAIOIIeecs JAePUIIUTOM
BuTamuHa E, BclencTBue KOTOPOrO BO3HUKAIOT JIETEHEPATHUBHBIE H3MEHEHUS

LIHC.

Cunapom baiisiepa (3710Ka4eCTBEHHbBI CEMEUHBIA XOJECTa3) — KpalHe penKuit
BapUaHT T'€HETHMYECKU OOYCIOBJICHHOW rumnepomiupyounemun. Pa3BuBaercs Ha
NepBoOil Henene KU3HU pedeHka. B matoreHeze umeroT 3HaueHue (popMUpOBaHUE
nepunopraibHoro Gpubdposza u mponudepanus KeIYHbIX TPOTOKOB, U3-32 KOTOPBIX
pa3BHUBaETCs XoJecTas. 3a00JeBaHue MPOTEKAET C TSHKEIIOM KenTyxou (ounupyOouH
B KpoBH gocturaer 300 MKMOJIB/I 32 CUET MPSMOTO), TeraTo- U CIJICHOMETalueH.

[Iporuno3 HeOMaronpUsITHHIN.

IlepBuyHasi runepoOMJINPYOHHEMHsI — OYCHb PEIKOE 3a00JIEBaHNE, CBI3aHHOE C
M30BITOYHBIM 00pa30BaHMEM paHO MEYEHHOro OWIMpyOMHa B KOCTHOM MO3TE.
[Tpyu4rHON CYUTAIOT MPEXKACBPEMEHHOE Pa3pylICHHE B KOCTHOM MO3Te HE3PEeJbIX
MPEAIMIECTBEHHUKOB ~ DPUTPOIUTOB, T.e. HEIPDEKTHBHBIA d3puUTporod3. B
nepuepruuecKoil KpPOBH pa3pylICHHE SPUTPOLUTOB IMPOUCXOJUT C OOBIYHOM
ckopocThio. KnmHuveckn 3a0oneBaHUE TPOSIBISIETCS  KOMITIGHCHPOBAHHBIM

ISMOJIM30M.

Cunapom Kuandepa onvcan B 1901 r. ¢ppanysckumu tepanesramu A. Gilbert u

P. Lereboullet.
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CHUMHMEHHBIA 3aXBaT DUMNUPYDMHA NENaToOuMTaMKM

EpoBe HEnuHEIE KEHANEL]

‘.._ MenarouuT J

s H s DA B H 4
Banupytun

5 H T e el TR S G
pETHTATY KO M s i O s His A
Emmuapyrbs

-

FPHCyHOK . Taroraqed CHN O S L O20a

[Ipu cunnpome XKunbbepa HapylleHbl 3axBaT, TPAHCIOPT U KOHBIOTALIMS

omnmmpyouHa. Umerot mecto (puc. 6):

— HEJ0CTATOYHOCTh OMJIMTPAHCIIOKa3bl, OTBEYAIOUIEH 3a 3axBarT OWIMpyOuHa U3

KpPOBH M €TO TPAHCIIOPT B I'CIIATOLIUT,

— neuut Y- 1 Z-npoTenHOB-IUTaHI0B ((epMeHTa TITyTaTHOH-S-TpaHCpepaspl),

OTBEYAIONINX 3a MePEeHOC OUMMpyOrnHa K MUKPOCOMaM;

— nepunur YDI'T, obecnieunBarouuii MEpeHOC TIIIOKYPOHOBOM KHCIOTHI K

OmHpyOuHY.

I'eneTtnueckuii aedeKT COCTOUT B HAJIWYUKM HA IPOMOTOPHOM Yy4YaCTKe
A(TA)6TAA rena, kogupytroiiero Y JI®I'T, nonmomuurensHoro auHykiaeotuaa TA,
T.e. oOpasyercs yuactok A(TA)7TAA. Tun HaciaegoBaHUS — ayTOCOMHO-

JTOMUHAHTHBIM.

Paznuyator BpoOXXIeHHBIM BapuaHT cuHapoma JKunbOepa, kKorja KIMHUYECKUE
MPOSIBJICHUSI pa3BUBatOTCs B Bo3pacte 12—-30 siet 6€3 mpeaecTBYOIIEro 0CTPOro
BUPYCHOTO TenaTtuTa, u cuHjipom JKuiabOepa, KIMHUYECKUE MPOSBICHUSI KOTOPOTO
MaHU(PECTUPYIOT MOCJIE MEPEHECEHHOT0 OCTPOro BUPYCHOro remarura. B stom
cillydyae MMEET MECTO TaK Ha3blBaeMasl TMOCTTeNaTUTHAs TUIEepOMIUpyOUHEMHS.
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[Ipyuem oHa MOXeT OBITH CBsi3aHA HE TOJIBKO C WHUIUAIMEH KIMHUYECKUX
NPOSIBIICHUN Te€HETHYeCKoro edexTa (¢ UCTUHHBIM cuHapoMoM JKuibbepa), HO U
C pa3BUTHEM XPOHUYECKOTO BHPYCHOrO remaTuta. 1o ecTh OONbHBIE C
MOCTIeNaTUTHON TunepOuInpyonneMueid TpeOyroT TIIATEIbHOIO HAOMIOJEHUS U
npoBeneHus TudepeHnanbHON TUarHOCTUKU MEXay cuHapomoM JKuiabbepa u

XPOHUYICCKUM BUPYCHBIM I'CIIaTUTOM.

[Ipu cungpome XKunbbepa COOTHOIIEHHE MY>KUMH M KEHIIUH cocTaBiseT 3—4 : 1.
A. Xunpbep onuChIBaJI XapakTEPHYIO TpUALy KIMHUYECKUX MPOSIBICHUI:
«TIEYEHOYHAasi MacKay» (JKeNTyxa), KCaHTeNIa3Mbl BEK, IEPUOIUYHOCTh CUMITOMOB.
TUNUYHO ycWIIeHHE KEeNTyXU mocie MHPEKIH, SMOIMOHAIBHON U (U3HYECKOU
Harpy3ku, mpremMa aHabOJINYEeCKUX CTEPOUJIOB, MIFOKOKOPTUKOUIOB, aHPOICHOB,
pupamMOuIMHa, UUMETUINHA, JIEBOMHUIETHHA, CTPENTOMUIMHA, CaJuIUIaTa
HaTpHsl, aMOUIWLINHA, KOQErnHa, dTUHWIACTPaAHOia, mapaneraMmona, T.e. Mocie
mpuemMa Tex MpemnaparoB, B Merabonmu3me KoTopbix ydactByeT YJIDI'T. Kpome
TOrO, JKEJITyXa MOXET YCHIMBAThCA TIOCIE€ TOJOJAHUSA, PBOTHL. boJbHBIE
YyBCTBHUTENIBHBI K XOJOAY, y HHMX JIETKO BO3HUKAET «TyCHHas Koxa». Penko
OoOHapyXMBaKOT MUIMEHTALMIO JINLA, IUTMEHTHbIE NISATHA Ha Koxke. OOBIYHBIMU
ABJIAIOTCS.  TSKECTh B MpaBOM moApeOdepbe, AUCIENTHUYECKHE  SBJICHUS,
acTeHoBereratuBHble paccrpoictBa. Tak, A.M. Illatuxun u coast. (1997) npu
oOcnenoBaHuM 7 OOJBHBIX OOHAPYXWJIH, YTO Y BCEX MAllMEHTOB BbISABISIINCH
IIOBBIIIEHHAs] PEAKTUBHAS U JIMYHOCTHAS TPEBOXKHOCTH, IJIOXOE CaMOYYBCTBHE U
CHIKECHHE AKTUBHOCTH. OOHapyXeHbI yYBEIIMYEHUE IIPOLICHTHOMN
MPEACTABICHHOCTH [ CHaA; BereTaTUBHBIE [OKA3aTeJIM HOYHOIO CHA U
00pCTBOBaHUS HE pa3NHyaIUCh. Takue M3MEHEHHs ICHXOJIOIMYECKO cdepbl U
OpraHu3alid HOYHOI'O CHA, II0 MHEHHUIO aBTOPOB, BO3HUKAJIM IIEPBUYHO B OTBET Ha
MOBBIIICHUE COJEPKaHUSI HEKOHBIOTUPOBAHHOIO OWIMPYOMHA BCIIEICTBUE €ro
BO3JECUCTBHAA Ha rumnoraizamyc. IloBbllieHHEe YpOBHA HEKOHBIOITMPOBAHHOTO
OunupyOrHa MPUBOAMIO TaKXke K OMOPUTMOJIOIMYECKUM CIBUIAM, MEPECTPOUKE
MOTHBAIllMOHHOW  cepbl,  COMPOBOXKJIABIICHCS  MOBBIIICHHBIM  YPOBHEM
TPEBOXKHOCTH, YTO CIIOCOOCTBOBAJIO PA3BUTHUIO ACTEHUYECKOTO CUHApPOMA.
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B 20 % cnyuaeB mnpum cunHapome JKunpOepa 0OHapyXHMBAIOT YMEpPEHHOE

yBesnudeHue nedeHu; B 30 % ciryuyaeB — XOJICLIUCTUT, B TOM YHUCJIEC KaJbKYJIE3HbIH,

XOJaHTuT; B 42 % ciydyaeB — JIUC(YHKIUIO JKEIYHOTO My3bIpsSs U CPUHKTEpa
Opmu; B 12,5 % ciyyaeB — XpPOHUYECKUH TIENaTUT aKJIOrOJbHON, BUPYCHOU
ATUOJIOTUH, & TAKXKE PEAKTUBHBIN; B 7,4 % cilydaeB — KUPOBYIO AUCTPOUIO

neuenu; B 0,7 % ciydyaeB — reMaHruoMbl IEYEHHU.

[lo namweiM M.A. KonoBanoBoil u coasT. (1999), npu ynbTpa3ByKoBOI
xoJjenucrorpaduu HopMalibHast PyHKIUS KEITUHOTO MMy3bIpst oTMevaeTcs B 29,3 %,
JUCKUHE3US 110 TUIepMOTOpHOMY Tuny — B 20,7 %, 10 rTHIOMOTOPHOMY TUITY —
B 50 % cnyuaeB. Ilpy MHOrOMOMEHTHOM AYyOJCHAJILHOM 30HAMPOBAHUU TE€ KE
aBTOpPBl KOHCTAaTUPOBAJIM HANU4ME Yy OOJBHBIX JUCKUHE3UU >KETYEBBIBOASIIUX
nytedl B 88 % ciydaeB (¢ mpeobisiajaHueM TMIOMOTOPHOM JTUCKUHE3UH KEITYHOTO
ny3sips — B 51,7 % cinydaeB); nHapymenus GpyHkuuu cuakrepa Oxau — B 72,4
% ciydaeB (runoToHyc chunkrepa — 39,7 % nabmroaeHuit, runepronyc — y 34,5
% o0cnenoBaHHbIX). Y 96 % OOJIBHBIX BBISBICHBI M3MEHEHHS OMOXHMHYECKOTO
cocTaBa JKENMYM, W3MEHEHUs IOKa3aTelield, XapaKTepU3YIOIIMX JUTOM€HHOCTb
KEITYM: CHIDKEHHE XOJIEBO-XOJECTEpUHOBOrOo  Kod(dduuueHta u  XxojaTo-
XOJIECTEPUHOBOIO HMHJIEKCA, TIOBBIIEHWE WHIEKCAa JUTOT€HHOCTH. ABTOPBI
CUMTAIOT, YTO MAIMEHTOB C CUHIpoMOM JKuibOepa cieayeT OTHECTH B TpYyIILy

PHUCKaA pa3sBUTHUSA XOJICIINTHA3A.

[Tpu cunnpome Kunn6epa B 30 % cimydaeB noBellieH remoriooun 6omnee 160 r/m,
y 15 % nauueHTOB BBIABIAETCS JETKUWA PETUKYJIOUUTO3, Y 12 % — cHuxkeHue
OCMOTHYECKOH CTOMKOCTH 3PUTPOIUTOB. YBEIMUYCHUE COJCPKAHUS T'eMOTII0O0MHA
B KPOBU CBSI3BIBAIOT C €r0 M30BITOUYHBIM CHUHTE30M IPH TOBBIIIICHHOM YPOBHE
OwnnpyOrMHa B KpPOBU M TKaHsX. Bompoc 0 HaiMuMuM CKPBITOrO reMojid3a MNpu
cungpome KunbOepa (peTHKYIOLMTO3, CHHXKEHUE OCMOTHYECKON CTOMKOCTH
SPUTPOLIUTOB) SIBJISICTCS TeMOou MHOT'OJIETHETO 00CyKIeHUsI.
IMunepounupyounemust He mpesbimaetT 80-100 MKMOIB/I €O 3HAYUTEIHLHBIM

npeoOiasanueM Henpsimo  ¢pakuuu. Bo3MoxkHO HEOOJIBIIOE HapyIICHHE
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BBIBEJICHUSI OpoMcyib(anenHa, yBEIMUYEHUE COJCPKAHUSA B KPOBU KHIIICYHOU
bpakuuu menounoit pocdarassl. B pane cnyuaeB cunapom XKunsbepa coueraercs

¢ cunapomamu Mapdana, nepca — [launo.

Pa3zpaboTanbl 1 cieraibHbIEe TECThI JAJI IUarHocTUku cuuapoma Kunboepa. Taxk,
OorpaHWyeHue KalopuiHoCcTH muiy 10 400 KKajn/CyT WM ToJIoJlaHuE B TEUCHUE
JIByX CYTOK MPHUBOJMUT K YBEJIMYEHHUIO TMOKa3aTeds CBOOOJHOTO OwinpyOuHa B
KpoBu. BHyTpuBeHHoe BBeaeHue 40 MI HMKOTHHOBOW KHCJIOTHI CIHOCOOCTBYET
CHU)KEHUI0 OCMOTHUYECKOM CTOMKOCTH JPUTPOLMTOB U YBEIWYEHUIO YPOBHS
ownnpyOuHa B kpoBH. [Ipuem penobapOurTana 3 Mr/Kr/cyT B T€UeHHE 5 AHEH npu
cunapome KuibOepa MHULMUPYET CHUKEHUE YPOBHS OMIMpyOMHA B KPOBH, TaK
Kak mnpenapar wuHAyuupyer aktuBHOCTh YDI'T. Ilpumendaror Ttakxke
pudaMnuIMHOBBINA TecT: nocie BBeaeHus 900 mr pudamnuirHa y MalUEeHTOB C
curapomoM Kunpbepa ypoBeHb OUIHpyOrHA B KPOBU 3HAUUTEIHHO MOBBIIIACTCS.
Mopddosoruyeckn  XapakTepHO  HAKOIUIEHWE  NBUIEBUAHOIO  30JIOTHUCTO-
KOpUYHEBOro (epMeHTa nunodycruuHa MNPEUMYIIECTBEHHO B LIEHTPE JIOJIEK.
VYcunennoe  oOpazoBaHue  JUNOPYCIMHA  CUYUTAIOT  MPUCTIOCOOUTEIHLHBIM
MEXaHU3MOM, TaK KaK »JTOT TMUIMEHT SBISETCA pPe3yJbTaTOM  pEaKIHUH
ayTOOKCHUJAIMU METaUI0(IaBONIPOTEUIOB U ABJISIETCS OJIHUM M3 HCTOYHUKOB
sHEpruu B renarounte. Kpome TOro, mpu rucToIorMHueckoM ucciaenoBaHuu y 20—
24 % OOJBHBIX OOHAPYKUBAIOT COMYTCTBYIOMNIYIO MATOJOTHIO TIEYEHU Pa3IMYHOM

TAXKCCTH.

Cunapom MeisieHrpaxra 10 HEIABHETO BPEMEHU CUUTAIM MOYTH CUHOHUMOM
cunapoma JKunp0epa, KOTOpBId HEPEIKO Jake Ha3bIBaIN «CHHAPOM JKuianbepa —
Meitnenrpaxra». OgHako mo3xe ObUIO JJOKa3aHO, YTO ATO pa3Hble CUHAPOMBI CO
CXOJHOM KIMHUYECKOW KapTUHOW. OOmMM ajis JIBYX CHHAPOMOB SIBJISIIOTCS
CHI)KEHUE YpOBHS OMIMpyOMHA IIPU Ha3HAYEHUU aKTHUBATOPOB MUKPOCOMAJIbHBIX
(dbepMeHTOB TI€YeHH, BO3pacT MaHU(ecTalud, WHTEPMUTTUPYIOIIUNA XapakTep
KENTYXH, YpOBeHb OmianpyOuHa B kpoBH He Oonee 80—100 Mkmoinb/m 3a cyer

HEKOHBIOTUPOBAHHOW (DpaKINK, KIMHUYECKUE MPOSBICHUS B BUIE UKTEPUUYHOCTH
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KOXXM M CIHM3UCTBIX, Aucliencuu, acreHnu. Ho mpu cuaapome MenneHrpaxra
MMEET MECTO TOJBKO M30JIMPOBAaHHOE CHWXKEeHUEe aktuBHocth YIDIT, a
MeMOpaHa TenaTolnTa, B OTIINYHUe OT cCuHApoMa JKuibp0epa, akTUBHO y4acTBYET B
3axBate OwinpyOuHa. JleueHme cxogHo c¢ JedeHneM cunHiapoma Kuisbepa,

s dextrBeH peHoOapOuTa.

HuddepennmaabHO-TMarHOCTUUECKHE KPUTEPUU PA3IUYHBIX (YHKIIMOHATHHBIX

rUnepOnInpyOuHEMUI TPEeACTABICHBI B TA0I. 3.

Tadmuua 3. JupapeHiHanbLHAR JH BrHOCTHKA QYHIL BOHANEHbI THNED T DY GiHeMu A
{no A.H. KysHeyoBy W cOaaT. , 2001)

CHHpOM TN HACNEA0E3HUA MaToreHes KNHHWYACKME NPORENIHHA NeMeHme
Kparmeps — HakApa | AyToCOMKO- OTCYTCTERE YOO T MEHIDECTALIA B NEPSHE YA BOTOTEpENIA,
1-0 TG PELECCHEHER WI3HH, RIEDKAR HENTYAE TRKENDID | TPEHCINaKTE-

TEUSHUA, GENEDYIMHOZAR SHUSDE- | LMA NEyeHM
NONGTHA. EMNMpY GHH
= 200 MEMONEN
Kpanegs — Hakapa | AyTocoMKO- CHAREHIS HTHEHICTH MaHIECTAUNA B NEpSIS MECALS | DeHoBapliaTan,
2-m THNa PELECCHEHER YOerT WI3HH, ROEDKAA #ENTYXE COEQReR | ChaTOTEDAMMR
CTENEHH TRAECTA, SHrHpy T
< 200 MEMONED
Hunudepa AYTICOMHD- CHAREHIS HTHEHICTH YElYE ¥ MANEIHKDE. MGHWDECTAUA | deHofaplinTan
COMMKAHTHEIR YI1ST, KapylLeHE J3XEATA | 8 BOIPACTE OT 7 40 30 NET. MsTep-
OLny TG TENGTOURTOM | METTHRYROWSA FKTEPMYHOCTE CNEp
H KO, PEIKD JACTENCHR, SCTEHH-
J3LMA
N0k — DEDHCOR | AYTOCOMKO- HaoyweHie ToEHooTa | Halge v MyMsIH B BodpacTe 25-30 | Her
B ,Q;I.HI-EHTHHH mﬂm&uua J:renagﬂn W | mer %3, BN E NPEa0M nod-
13 HETD DEAEQLE, YBEMHUEHHE NEUSHA 1
CEnedE
POTOpE AYTOCOMHD- TOT &E, UTO MW CHKAPOME | MaLY2 ¥ MANMEUHKDE B NySeprarkod | Her
CAMMKIHTHEIR [afiHa — DEDHCOHE, 0 | NEPATE. WENTYE, JICNENCHA,
HapyIEHHE E0HBKMELMM | G0NK 3 Np3E0 Nogpedepye
gy Tma
TecH — [pcsnan HekEacTeH HanHe HHITOpa ¥ D2Ted nepaEsi JHER KiEkM, OTeas ot rpya-
VST 2 WONOKS MITEpH | HENOWIALMNCR Ha TPYIHOM SCKAPM- | HOMD ECKAPMITH-
nuaaHAK. ErnMpyteiH0gaA SHUEDE- | BaHHA
NONaTHA
LofpoeadecTaekqeil | AyTOCOMKO- TMNEQNNAZHA TMDATHYE- | MaHIDECTALIRA B HEOHATANaHOM NE- | HeT
CEMEAH= B0ABpaTHeM | PRUBCHEHER CKHX COCY0E NEdekn pHOE. MHTEQMITTHRYOWES TEEHHE
XOMECTES C PRIEMTHEM XON2CTasa KENTYZM. MOTYT OiTk JErEHERATHE-
HEl2 Mpoueccel LIHC
BaresHs Eafnepa He nie=cTex MegkNopTanek=M GuIpos ¢ | MaHNpecTalm B Nepawe kageny | Her
HaPYILEHHEM CTTOK MENUA | KISHH, BpamesHaR Kenmyea, Dami-
py0eK 10 300 MaMensm

Tak kak xentyxa 3TO CHHAPOM, CONPOBOXKJAIOIIMNA pa3iIuyHble 3a00JeBaHus, €€

ciacayCer JICHUTb CHMIITOMATHYCCKH, YACIIAA OCHOBHOC BHHUMAHHUC JICHCHHIO

OCHOBHOT'O 3a00JIEBAHUAL.
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OcHoOBHBIE NPUHIMAIBI JICYCHUHA

1. Ecu n3BecTHa npuUYMHA KEJITYXH, IPOBOJAUTCS 3TUOTPOITHOE JICUECHHUE: JICUCHHE
BUPYCHBIX TE€NAaTUTOB, YJAJICHUE KOHKPEMEHTOB, PE3EKIUS OIyXOJd, OTMEHa
renaToTOKCUYHBIX JIEKaPCTBEHHBIX CPEACTB, IEreIbMUHTU3ALUSA, XUPYPrU4ecKoe,
HHIOCKOMMYECKOE BOCCTAHOBJICHHME JpeHaXka >kemuu (OaJyIoOHHas JuiiaTaius

CTPUKTYP, IHIAOMPOTE3UPOBAHNE, OMITHOTUTECTUBHBIE AHACTOMO3HbI).

2. Jluera: orpaHudeHue yrnoTpeOaeHUsT HEUTPaIbHBIX KUPOB (110 40 T B CyTKU TIpH

cTeaTopee), TPUTIIUILIEPUIOB CO CpeaHen muHoi nenu (10 40 T B CyTKH).
3. ®epMeHTHBIE MpenapaThl, 30J0THIM CTAHAAPTOM KOTOPBIX SIBISETCS] KPEOH.

4. XKupopactBoprmbie BuTaMuHbl BHYTph: K — 10 mr/cyr, A — 25 teic. ME/cyT,
D — 400-4000 EJl/cyt. BayTpumsimeuno: K — 10 mr B mecsi, A — 100 ThIC.
ME 3 pa3za B mecsi, D — 100 Teic. ME B mecsir.

[Ipu runoBuramuHo3e D HazHayarT 3aMECTUTENBHYIO Tepamnuio B o3¢ S50 ThIcC.
ME BuyTph 3 paza B "Heaemo win 100 teic. ME B/M 1 pa3 B mecsil (BO3MOXKHO
MCITOJIb30BaHUE U Oosiee BRICOKHMX 103). Ecnu ypoBens Butammuaa D B CHIBOPOTKE
HE KOHTPOJIMPYETCA, TO MapeHTEpajbHbId MNYTh BBEJACHUS MPEAINOYTUTEIIbHEE
nepopasibHoro. Ilpu cuiabHBIX 0OJIIX B KOCTSAX Ha3HAYAIOT MEAJICHHOE B/B
BBEJICHHUE KaJbIus (KBNS TIIOKOHAT MO 15 MI/KT B TeUCHUE HECKOIBKUX JTHEH),

Impu HCO6XO)II/IMOCTI/I — INOBTOPHBIMHU KYpPCaMHU.

Buramunbel mokaszaHbl Ui NPOPHUIAKTUKH TUIOBUTAMMHO30B U TMEYEHOYHOMH
OCTeOqUCTpOUHN TIPHU KENTyXe M JUIMTEeNbHOM XxoJiectaze. HeoOxonum mnpuem
npenaparoB Kaibluss 1o 1,5 r B cyTku, mnpeObIBaHUME B paCCEIHHBIX Jyyax

COJIHCYHOT'O CBCTA JJIsA CHHTC3a BUTaMHWHA D.

5. IlpenapaTtom BbIOOpa MpU HEOOCTPYKTUBHOM XOJIECTa3€ BO MHOTHUX CIydasix
apisgercst ypecoae3okcuxoineBas kuciora (YXK). Ona cocrasnser 0,1-5,0 % ot
oO1ero Tysia >ETYHBIX KHUCIOT, HeTOKcHYHa. [lpu neuenun ypcodaibkom,

YPCOCAHOM IIPOIIOpHHUU COCTABHBIX yacTel Keauu CMCHIAIOTCA B CTOPOHY PC3KOI'0
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npeobmamanns  YJIXK Hag ocTadbHBIMH KETYHBIMH — KucinoTtamu. Y JIXK
OKa3bIBa€T MEMOPaHOCTAOWIM3UPYIONIEe U TeNaToNpPOTEKTOPHOE JEeHCTBHE,
3alMIasl renaToluThl OT BIMSHUS MOBpexAarouMx (akTopoB; o00sagaer
MMMYHOMOYJIUPYIOLIEH AKTUBHOCTBIO; YMEHbBIIAET BBIPAKEHHOCTh
MMMYHOIIAaTOJIOTUYECKUX PEaKIMi B MEYEHU 3a CYET CHIKEHHUSA DSKCIPECCUU
aHTUreHoB rucrtocomectumMoctd HLA-1 Ha remaromurax m HLA-2 Ha kieTkax
KETYHBIX TTPOTOKOB M YMEHBIIICHUS BO3JACHCTBUS UMMYHOTJIOOYJIMHOB (B MEPBYIO
ouepenp IgM); ymMmeHbImaeT 00pa3oBaHHE IUTOTOKCHUECKUX T JHUMQOIUTOB.
CtuMynupyst Ipu XOJiecTa3e AK30ILUTO3 B remaronurax myreMm aktupBanuu Ca2+-
3aBUCUMOM O-TTpOoTeMHKUHA3bl, Y XK CHM)XaeT KOHUEHTPALMIO TOKCUYHBIX IS
renaToIUTOB JKEMYHBIX KHUCIOT (XOJIEBOU, JIMTOXOJIEBOM, JE€30KCUXOJIEBOU U JIp.).
YIXK TopMO3uT BcachiBaHUE JTUTTOMUIBHBIX KETYHBIX KUCIOT B KAMEYHUKE (T10-
BUJIUIMOMY, 3a CUET KOHKYPEHTHOIO MEXaHW3Ma), MOBBIIMIAeT UX (PpakiruOHHBIN
000pOT MPU NEYEHOUHO-KUIIICUHOU [UPKYJISIITUN; UHAYLHUPYET X0JIepe3 C BHICOKUM
cojiep)KaHreM OWKapOOHATOB, YTO MPHUBOIUT K YBEIWUYCHUIO IMacca)xa >XKeIdu U
CTUMYJIUPYET BBIBEJCHUE TOKCHYHBIX JKEJIYHBIX KHCIOT Yepe3 KHUIICYHHUK.
3ameras HemoJyisipHbIe JKemdHble Kuciaothl, YJXK dopmupyeT HeTOKCHYHBIC
cMelaHHble Mullesuibl. CHM)Kas CHUHTE3 XOJIECTEpUMHA B IIEUEHM, a TaKXKE €ro
BcacbiBaHue B kumeyHuke, Y /XK yMeHbIIa€T JUTOTE€HHOCTh JKEIIYM, CHUXKAECT
X0JIATO-XOJIECTEPUHOBBIA MHJIEKC, CIIOCOOCTBYET PAaCTBOPEHUIO XOJIECTEPUHOBBIX

KOHKPEMEHTOB U MPEeAYIPEXAAET 00pa30BaHUE HOBBIX.

YIXK aGcopOupyercss B TOHKOM KHUIIEYHHUKE 3a CUeT maccuBHOU muddysun, a B
MOJAB3JOIIHOM KHIIKE — IyT€M aKTHUBHOIO TpaHcrnopTta. MakcumanbHas
KOHIIEHTpALMs B IJIa3ME KPOBH IIOCJIE IPUEMA BHYTPb Aocturaercs yepes 0,5—1 .
C Oenkamu mia3mbl KpoBH cBsi3bIBaeTcs 9699 9%. TepaneBruueckuii 3Qdekt
npenapara 3aBucUT OT KoHueHTpaiuu Y /XK B sxemuu. Oxono 50-70 % o6mieit
J103bI TIpernapaTa BIBOJAUTCS C JKEITYbI0, B KHIIEYHUKE YACTUYHO PACIICTUISIETCS 10
JIUTOXOJIEBOM KUCIIOTHI, KOTOPAasi IPHU IHTEPOTreNnaTHueCKON ITUPKYJIAIMH T0Ta1aeT
B Tie4ueHb U perpanchopmupyetcs B xeHo- 1 YJIXK. Ontumansras mo3a Y/IXK
coctapisier 10—15 mr/kr B cytku. [Ipenapar npuHUMAOT IITUTENHHO.
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6. s nedeHus 3yJa KOXH HMCHOJIB3YIOT ¢eHobapouTan u (OCTOPOKHO!)
pudaMnuIH 10 AOCTHXKEHUs 3P(PeKTa U C y4eTOM TOKCHYECKOT0, CEJaTUBHOTO
nevictBus. [lpu 3yne 3¢d(deKTHBHBI XOJECTUPAMHUH, XOJECTHPOII, CBS3BIBAIOIINE
MPYPUTOTEHBI B MIPOCBETE KUIICYHUKA; MIPenapaThl HA3HAYal0T KOPOTKUM KypPCOM
B MHUHUMAJBbHBIX JI033aX, YYUTHIBas BO3MOXXHOE YXYJIICHHWE BCACHIBAHHS
KUPOPACTBOPUMBIX  BUTAaMUHOB. Hmerorcss naHHble 00  3((EeKTUBHOCTH
AHTaroHMWCTOB ONMUATOB (HaJMedeHa, HAJOKCOHA), aHTArOHUCTOB CEPOTOHUHOBBIX
peuentopoB (oHmaHceTpoHa), aHTaronuctoB H 1 -peuentopoB rucramuHa
(teppenanuna), a Takke S-ameHO3WI-L-MeTHOHWHA (TenTpana), KOTOPHI
Y4acTBYEeT B JIETOKCHKAIIMM TOKCHYHBIX METAa0OJIMTOB M TIOBBIINIAET YPOBEHb
LIMCTEWHa, TaypuHa, riayTtatuoHa. llpu pedpakTrepHoM 3yae HCHIONB3YIOT

miazmadepes, pororepanuro (yasTpaduoieToBoe 00IydeHUE).

B neyennn cunapoma Kpurnepa — Haitsipa 1-ro Tuna npumensitot ¢ororepanuio,
KpOBOIYyCKaHUsI, OOMEHHBIE TIEpPEIMBAaHUS KpOBH, albOymMuHa, 1wia3madepes,
TPAHCIUIAHTALIMIO TI€YEHHU, TEHHYI0 HHXKeHeputo). denobapoutan HerHEKTUBEH.
doTtoTepanus crocoOCTBYET pa3pyLICHUIO OMIMPYyOrHA B TKaHAX. YacThle CeaHChI
¢ororepanuu (1o 16 4acoB B CYTKH) IMO3BOJIIIOT MPOJJIUTH KU3Hb OOJIbHBIM;
meroa 3dpdextuBen B 50 % cmydaeB, €ero MOXKHO NPOBOJUTH aMOYJATOPHO.
Opnnako maxe mpu xopomeM 3hdexre doToTepanuu B TEYEHUE TEPBBIX IBYX
JECSITUJICTUM  JKU3HM MOXET pa3BUBaThCs sjepHas kenryxa. Ilostomy
doroTepanuio CcieayeT paccMaTpUBaTh KaK IOATOTOBKY K TpaHCIUIAHTAIMH
neyeHd. TpaHCIIaHTalMsl TMEYeHM NPUHLUIHUAIBHO  YIyYIIaeT IPOTHO3
3a0o0yeBaHusl, TaK KaK CIOCOOCTBYET HOpMajau3aluu oOOMeHa OunupyOuHa.
KpoBonyckanusi, OOMEHHBIE TMEpeIuBaHUs KpOBH, IUIazMadepe3, KOTOphIE

NPUMEHSIOTCS JIJIsl CHIDKEHHS YPOBHS OMIIMpyOHnHa B KpOBH, MeHee 3(D(PEKTUBHBI.

[Ipu cungpome Kpurnepa — Haitsipa 2-ro Tuma aocTatoyHo 3((GEKTUBHBI

(benobapOuTan u pororepanus.

Jleuenue cunapomoB Jlabuna — J[»xoHcona, PoTopa He pa3paboTaHo.
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OCHOBHBIM CpeACTBOM JieueHus cuaipoma Kuibbepa u cunjipoma MeileHrpaxra
apisgercst penobapoutan. Ero s pexTuBHOCT OOBSICHSETCS TE€M, YTO Ipermapar
uHaynupyer aktuBHOCTh Y®DI'T, cnocoOctByer mpoaudepanuu TIiIaKkoro
SHJOIUIA3MATHYECKOTO PETUKYJIyMa, YBEIWYEHUIO MyJa Y- U Z-JIUraHJoB.
Henocratkamu QenobapOuTtana sBISIOTCS ceaaTUBHBIN 3G (dEKT, H3BpalleHue
MeTabonu3Ma TMpenaparoB, OSKCKPETUPYIOMIMXCS B BUJE TJIIOKYPOHHUJIOB,
CTUMYJIALIMS MeTa0oJiu3Ma CTEPOMAHBIX TOpMOHOB. CBONCTBOM HMHAYKIIMH
aktuBHOCTH YJIDOI'T obnamaer Takke QuymarimHoy, KOTOPBIN 0Oojiee HM3BECTEH
MPAKTUYECKUM BpayaM I10J] TOPrOBbBIM Ha3BaHUEM 3UKCOpuH. OIHAKO Mpenapar
JABHO HCYE€3 M3 alTeK YKpauHbl B CBSI3U C OKOHYAHHEM CPOKA PETHCTPALUU.
Takum oOpa3oMm, pealbHBIMH TpeMapaTamMu, MOKAa3aHHBIMU TIPU CUHIPOME

XKunnOepa, ABIAIOTCS TaJICTEHA U IIUTPAPTHHIH.
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