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/Kearyxa — 3TO MOTMAITHOIOTHICCKUN CHUHIPOM, XapaKTCPU3YFOIIHICS
KENTYITHBIM OKpPAITMBAHUEM KOYKH U CIIM3UCTBIX 000JI0YEK BCIICJICTBUC
HAKOIUICHHS B TKaHSAX M30BITOYHOrO KOJWYECTBA OUIMPyOrHA. YPOBEHD
OmnMpyOrHa B KPOBHU IIPH 3TOM MOBBIIICH. JKeNTyxa sSBIIeTCS KIMHUYECKUM
CHUHAPOMOM, XapaKTePHBIM JIJIs psijia 3a00IeBaHN BHYTPEHHUX OPTaHOB.
[IpakTrueckoMy Bpady 4pe3BbIUYAHHO BAXKHO 3HATH OCHOBHBIC TTPUYUHBI
BO3HMKHOBEHUS KENTYXH, 0COOCHHOCTH KIIMHUYECKOTO TCUCHUS U TUArHOCTUKH
Pa3TUYHOTO BUJIA KEITYX. B 3aBUCUMOCTH OT IPUYMHEI TIOBBIIIICHUS YPOBHS
OmMpyOHMHA B KPOBH BBIJICIISIIOT JBA OCHOBHBIX BUA JKEITYXHU: JKeJTyXa

HCTHHHASA U JKeJITYXA JIOKHAs (MCeB/I0 KeJITyXa).
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KENITYIIHBIM OKpallMBaHUEM KOXH M CIU3UCTBIX 0005104YeK, OOYyCIIOBJICHHBIH
HAaKOIUICHWEM B TKaHAX W KpoBU OmnupyOuHa. B 3aBHUCHMMOCTM OT HpUYMH
rUNepOMIMpyOMHEMUN  pPa3iIMYalOT  [EMOJIMTUYECKYIO  (HAANEYEHOYHYIO),

HapCHXNUMATO3HYIO (IeYEHOYH VIO ) I MEXaHUYECK YIO (IIOAEYEHOYH YIO ) JKEIT YXH

(Tabu. 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 noxnast (IICEBIAOKENTyXa) — MKEATYIIHOE OKpallMBaHHE KOXKU (HO HE
CIM3UCTBIX 000J04eK!) BCIEJACTBUE HAKOIJIEHUS B HEW KapoOTHMHOB TIPHU
JUTUTEILHOM U OOMJIBHOM yHOTpeOJIEHUH B MUIIY MOPKOBH, aleIbCUHOB, THIKBHI, a
TaKkKe BO3HHMKAIOIIash NMpPU NPUEME BHYTPb aKpUXHHA, MUKPUHOBOW KHUCIOTHI U

HEKOTOPBIX JIPYTUX MPErapaToB.

>K€J1Tyxa IMapCHXNUMATO3HAA (meyeHoYHas1) — WCTHUHHAS JKCJITYyXad, BO3HHUKAIOMIAA

IpU Pa3jINYHbIX MOPAKEHUAX IMAPEHXUMBbI TeYeHH. Pa3BUBaeTcs B pe3yibTare
MH(PEKIUOHHOTO WM TOKCHYECKOr0 MOPaKeHUs TeMaTOLUTOB U HAPYLIECHUS WU
MOJIHOTO TpeKpaleHuss X (QyHKUMOHUpoBaHusA. OOycoBlIEHA HapyLICHUSIMU
MeTabosM3Ma, TPAaHCIOpTa W 3axBaTa OWIMpyOMHAa B TreNaTOLMUTAaX M JKETYHBIX
MPOTOKaX (LUTOMUTUYECKUNA cHHIpOM). [lapeHxumaTo3Has >KeATyXa BO3HHKAET
TAKXKE MPU 3aJEPKKE MKEIYM B MENbYaHIIMX BHYTPUIEYEHOUYHBIX MPOTOKAX
(BHYTpUIIEYEHOUHBII XOJieCTa3), KOIJa pa3BUBAETCS KIMHUYECKas KapTUHA
MEXaHUYECKOM JKENTYXH, HO MNpPEMIATCTBUA BHE IMEUEHU HET. Takoe COCTOSHHUE
HaOMoAaeTCsl IPU HEKOTOPBIX BHUJAAX TrenaTuTa, OMJIMapHOM IMPpO3€ IEYEHH, a
TaK)K€ NPU MHTOKCHKALMU JIEKAPCTBEHHBIMU CpeICTBaMH. JKeauHble MUTMEHTHI

IIPOHHUKAKT B JII/IM(I)aTI/ILICCKI/Ie COCyabl MW KPOBCHOCHBIC KallMILUIAPBI MCKAY



MOPKCHHBIMH M YAaCTHYHO ITOrMOAIONIMMM T'elaTOlUTaMH, MX COJACP)KaHHE B
KpOBHM MOBBIMIAETCs. bobIas 4acTh TaKOoro OMIMpyOHHA JaeT MPSAMYI0 PEaKIIUI0
Y BBIJICNIAETCA C MOYOM, OKpAIllMBas €€ B TEMHBIM LBET. B KHIleUHUK momajaer
MEHbIIIEE, YeM OOBIYHO, KOJWYECTBO IKEIYHBIX TMHTMEHTOB, IOATOMY B
OOJBIIMHCTBE CIIy4aeB Kajl CBETJIbIA. YPOOWJIMHOTEH, CHUHTE3UPYEMbId B
KUIIICYHUKE, BCACHIBACTCS, HO TMOPaXEHHBIE TEMaTOUUThl HE CHOCOOHBI
pacHIeIISATh €ro Ha JKeYHbIE MUTMEHTHI. [103TOMY KOMMYeCTBO ypOoOMJIMHOTEHA B

KPOBH M MOuYe MoBbIaercs (puc. 1).
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PRy O T OCxea s MarcreqHe s a napet XM ST SN O MaeaTyEs (o FoH. Meffsr,
SO0 DL Mo oo, Z0S)

IIpy ocTpoM BHPYCHOM TE€NATUTE, BO3JACUCTBUM AJIKOTOJA, JIEKAPCTBEHHBIX
mpernaparoB, XWMHUYECKMX  BEIIECTB, OTPABIEHWHM TpudOAMH,  CEICHuce,
MOHOHYKJIE03€, JIENTOCIHPO3€e, FeMOXpOMATO3€e HAOIIOAAETCS TPOJOJKUTEIbHAS
nmoiHasi oOOTypalusi >KEIYHbIX MpPOTOKOB. Ha Bo3aelicTBUE BUPYCOB, SJOB,
JIEKapCTBEHHBIX  CPEACTB  II€UYEHb  pPEArupyer  LUTOJIUTUYECKUM  WIIH

XOJIECTATHYCCKUM CUHAPOMOM.

BHyTpurieueHOUHbBIM  XO0JIECTA3  PA3BUBACTCS IMpPU TEeNATUTAX  Pa3IMYHOU

ATHOJIOTUH: BUpYyCHOM (Bupychl A, C, G, IUTOMErajJoBUpyc, BUpyC DNuTeiiHa —
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bapp), aJIKOroJIbHOM, JIEKAPCTBEHHOM, ayTOMMMYHHOM. IIpu OCTpBIX BHPYCHBIX
renaTuTax MpOAPOMANBHBINA IEPUOJ NPOAOJDKACTCS 2—3 HEAENH U IPOSBIISIETCS
MOCTENIEHHbIM HApPAaCTaHUEM KENTYyXU (C KpacHOBATbIM OTTEHKOM) Ha (oOHe

c1a00CTH, YTOMIISIEMOCTH, CHUKEHUS alllleTUTa, TOITHOTHI, PBOTHI, OOJIH B )KUBOTE.

[leyeHp mMOpaxarT pa3IUYHbIE JICKAPCTBEHHBIC IMpENapaThl: ICUXOTPOIHbIC
(xJopripoMasuH, auasenam), aHTHOAKTEpHUATbHBIE (IPUTPOMUIIMH, HUTPO(PYPaHHI,
cyJb(paHUJIAMUIHBIC), aHTHACNpEecCaHThl (KapOaMa3enuH), TUMOTIUKEMUYECKUE
(xJmopnpornamu, TONOyTaMUI), AHTUAPUTMHAYECKUE (aitmamnun),
UMMYHOCYIIPECCaHThI (LIMKJIOCTIOPUH A), aHTHTeJIbMUHTHBIE (THabeHaazon). [lpu
MPEKpaIlleHUH MpUeMa IMpernapara BbI3JOPOBICHUE MOXKET ObITh JUIUTEIHHBIM —
10 HECKOJIbKMX MECSILEB U JaXKe JET; B pANE CIy4yaeB IOPAKECHHUE IEUECHH
POrpeccCUpyeT ¢ pa3BUTHEM LHppo3a (HUTpodypaHbl). BHyTpunedeHOUHBIH
XOJIECTa3 HaOMIOAAEeTCs IPU aMUJION103€, TPOMOO03€ MEYEHOUHBIX BEH, 3aCTOMHOMN

U IIIOKOBOW IIEYEHU.

BcenencTeue mopakeHus: renaToOUTOB CHUXKAETCS WX (DYHKIUS 1O YJIABIUBAHUIO
cBOOOHOTO (HempsiMoro) OwiupyOMHAa €3 KPOBH, CBSI3BIBAHMIO €r0 C
TJIIOKYPOHOBOM KHCJIOTOM C 00Opa3oBaHMEM HETOKCUYHOTO BOJOPACTBOPUMOTO
OmMpyOUHA-TIIIOKYpOHUIa (TIPSMOTO) W BBIACICHUIO TOCIEAHETO B JKCITUHBIC
Kamwuisipel. B pe3ynpTaTe B CBHIBOPOTKE KPOBU IOBBIIIACTCS COJICPIKAHHEC
owmpyouna (1o 50-200 wmkmounb/n, pexe — Oosblne). OgHAKO B KpPOBH
MOBBIIIAETCS HE TOJIBKO COJIEpP:KaHre CBOOOJHOIO, HO M CBSI3aHHOTO OMIMpyOUHA
(bunupyOMHA-TIIIOKYPOHHUIa) — 3a cuUeT ero obOpaTHOW nuddy3un U3 KEITUHBIX
KaMWUISIPOB B KPOBEHOCHBIE MPHU AUCTPOGUN M HEKPOOH03€ TIEYCHOUHBIX KIIETOK.

Bo3nukaer KCJITYIIHOC OKpPpAIIMBAHUC KOXH, CIIN3UCTBIX 000JI0YEK.

KnuHrka napeHXMMaTo3HOM KENTYXH BO MHOTOM OIPEIEIISETCA €€ 3THOJIOTUEH.
JIJis mapeHXuMaTO3HOM KENTyXH XapakTepeH madpaHOBO-KEIThINA, KPAaCHOBATHIH
IBET KOXKU («KpacHas XKenTyxa»). BHavane jxkenTyuiHas okpacka MposiBISETCS Ha
CKJIEpax M MITKOM HeOe, 3aTeM OKpaluBaeTcs Koxa. [lapeHxumaTo3Has Kenryxa

COIIPOBOXKIAACTCA 3yJAOM KOXH, OAHAKO MCHEC BBIPAKCHHBIM, UEM MCXAHUYCCKaAA,
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TaK Kak TMOpaXeHHas Te4YeHb MEHBIIE MPOAYIUPYET KEITUHBIX KHUCIOT,
HAKOIUICHME KOTOPHIX B KPOBM M TKaHSIX M BBI3bIBAET OSTOT cumnToMm. I[lpwu
JUTUTEIbHOM T€UEHUM MAPEHXUMATO3HOM KENTYyXU KOXkKa MOXKET MpruoOpeTarh, KaKk
U TOpU MEXAHUYECKOM, 3€JICHOBATBhId OTTEHOK (32 CYeT mpeBpallieHus
OTKJIAJBIBAIOIIECTOCS B KOXE OWUnMpyOnHa B OWIMBEPJWH, MUMEIOIIMN 3eJICHBIM
1BeT). OOBIYHO B KPOBM MOBBIIIAECTCSI AKTUBHOCTh aJIb/10J1a3bl, aMUHOTpaHCcpepas,
O0COOEHHO aJaHMHAMUHOTpaHC(epas3bl, U3MEHEHbl JAPYTUe TMEYEHOUYHBbIE MPOOBHI.
Mouya npuoOpeTaeT TEMHYIO OKpacKy (I[BeTa IMUBa) 3a CYET TMOSIBJICHUS B HEM
CBSI3aHHOTO OmympyOmHa m ypoOmnmHa. Kam cBeTieeT miam obeciiBeunBacTCs 3a
CYET YMEHBIICHUS Co/IepKaHusl B HeM cTepkoOminHa. COOTHOIIIEHHE KOJIMYeCTBa
BBIICJIIEMOr0 CTEPKOOMJIMHA C KajJOM M YPOOMJIMHOBBIX T€I C MOYOM (BaXKHBIM
nabopaTopHbIi KpuTepuil auddepeHIuanul BUIOB JKEITYX), COCTaBIIAIONICE B
Hopme 10 : 1-20 : 1, mpu MNEUYEHOUYHOKIECTOYHBIX JKEITYyXaX 3HAYUTEIBLHO

CHUYKAETCsl, TOCTUTAS TP TSDKEIBIX MmopaxeHusax 1 : 1.

[Tatonornueckue mpoLECCH B MEYEHH YacTO CONPOBOKIAIOTCS YMEHBIICHHEM
IIOCTYIUIEHUS B JIBEHAJUATUIIEPCTHYIO KHUIIKY >KEJIYN BCIEICTBHE HAPYUICHUS €€
o0pa3oBaHMsl, SKCKPELIMU W/UIU BbiBe[eHMs. [leueHp yBenuueHHas, O0je3HEHHAs
npu nanenauuu. Hepenko Habmomaercs reMopparmueckuii CHHJIPOM UM CHUHAPOM
ME3EHXUMAJIBHOIO BOCHAJeHUs. Hanuuue 1mocneaHero CBUAETENBCTBYET O
CEeHCUOMIM3AIIH UMMYHOKOMIIETEHTHBIX KJIETOK U AKTUBHOCTHU
PETUKYIOTUCTHOAUMOIUTApHONH cucTeMbl. OH TPOSIBIAETCS THUIEPTEPMHEH,

MOJIMAPTPAIITUEH, CTUICHOMETalInel, TuMaeHOATHEN U Y3JI0BATOW SPUTEMOIA.

TeueHue 3aBUCHUT OT XapakTepa IOpaXCHHUA IICYCHHU W JJIMTCIBHOCTH ,HCfICTBPI?I
MMOBPCIKAAIOIMICTO Hadajla, B TSIKCIIBIX ClIydadaX MOXKCT BO3HHKHYTL IICUCHOYHAA
HEOOCTATOYHOCTB. OxoHUYaTEeIBLHBIN JAWAarHo3 BHPYCHOI'0 remnaTruTta CTaBAT Ha

OCHOBAHHUHU CCPOJIOTHYCCKUX U UMMYHOJIOTHICCKUX HCCHeﬂOBaHHﬁ.

Mexannyeckas (moamedeHouYHas, OOTypallMOHHAsA) JKEITyXa pa3BUBAaeTCA B

pe3ybTarc YACTUYHOM WJIM IIOJTHOM HCIIPOXOAMMOCTH KCITYCBBIBOAAINX HYTeﬁ C

HapyILIEHUEM MaCCaKa JKeMYM B KUIICYHHUK. [IpuurHON OOCTPYKIMH MOTYT OBIThH
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KOHKPEMEHTHI O0ILero >KeIYHOro IpOTOKa; pak, KUCTa, abclecc B TOJOBKE
HOJKENTyTI0YHOM JKeJe3bl; CTEHO3, OMYyXO0Jib OOJIBLIOr0 COCOYKAa MIIM KEITYHBIX
IIPOTOKOB (MeTacTa3bl), UX IMOCTTPAaBMATHYECKUE CTPUKTYpPHI (TIOCIE Olepanui,

KOJIMKU C OTXOKJICHHEM KaMHel) 1 HHPEKIns (Tapa3uThl).

[IpensTcTBUE B KETUYCBBIBOIANINX MyTSIX YMEHBIIACT TOK KEIUM MO KaHAJIbIaM,
MEYCHOYHYIO0 OKCKPEIMI0 BOJBI W/WIM OPTaHMYECKHX aHWOHOB. JlaBieHwue
MPOKCUMAIBHO OT MecTa OOCTPYKIIMU TIOBBIIIACTCS, KOMIIOHCHTHI JKCITYH W3
MEKKJIETOUHBIX TMPOCTPAHCTB IMOMNAJAI0T HEMOCPEJICTBEHHO B KpoBb. JKemub
HAKaIJIMBAETCS B TEMaTOUTAX U JKETYEBBIBOJAIIUX MYTAX, a )KEITYHbIE KUCIIOTHI,
TUNUABI, OWIMPYOMH — B KpPOBH. B TuIa3mMe KpOBU TOBBIMIAETCS COJCPKAHUE
OwnupyOuHa, Jfaromero mnpsaMmyro peakiuioo. OH  BBIIETSETCS € MOYOM W
OKpAIlIUBAET €€ B TEMHO-KOPUYHEBBIN LIBET (LIBET MKBa). B KUIIEUHHKE KEJTUU HET,
kanm oOecrnBeueH. OOpa3oBaHue YpOOUJIMHOTEHA B KHINICYHUKE HE TPOUCXOJINUT,
MIOATOMY OH OTCYTCTBYET M B Moue (puc. 2). B KpoBb MOr'yT Momnajiath M KeIYHbIE
KHCJIOTBl, B IUIa3M€ [OBBIIIAETCA COJAEPNKAHUE XOJIECTEPUHA, IIEIOYHOU
docdarazpl. JlnurenbHbId XoJiecTa3d (B TEUEHHE MECSLEB WM JIET) MPUBOAUT K

Pa3BUTHIO OMIIMAPHOTO IIUPPO3a MEUEHHU.

B o0pa3oBaHuu kequd yYacTBYeT psi DHEPro3aBHCUMBIX TPAaHCHOPTHBIX
IIPOLIECCOB: 3aXBaT MKETYHBIX KUCJIOT, OPrAHUYECKUX U HEOPraHWYECKUX HOHOB,
MEPEeHOC HX Yepe3 CHHYCOMAAIbHYI0O MeMOpaHy BHYTpPh TelaToluTa U 4Yepes

MeMOpaHy KaHAJIBIIEB B )KETYHBIA KaTUILUIAP.
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TpaHcOpT KOMIIOHEHTOB JKETYM 3aBHUCHUT OT HOPMAJIBHOTO (HYHKIIMOHHPOBAHHS
OEJIKOB-TIEPEHOCUYNKOB, BCTPOCHHBIX B 00€¢ MemOpanbl (B ToMm uucie Na+-K+-
AT®a3pl, MEpPEeHOCYNKOB MJisi >KEIYHBIX KHUCJIOT, OPraHMYEeCKHUX aHuoHOB). Ha
KJIETOYHOM YpOBHE 4allle BCEro HaONIOAaloTCs HapylleHue cuHTe3a Nat+-K+-
AT®a3pl 1 TPaHCHOPTHBIX OENKOB WU WX (YHKIIUW TIOJl BIMSTHUEM >KCITIHBIX
KHUCJIOT, MEIUATOpPOB BOCMajeHHs (IIUTOKMHOB — (paKkTopa HEKpo3a OIyXOJH,
WHTEpJICUKUHA-1b u 1p.), SHIOTOKCHUHOB, JICKAPCTBEHHBIX BEIIECTB, W3MCHCHUS
JUNUAHOTO COCTaBa, MPOHUIIAEMOCTH MEMOpaH, CTPYKTYp KIETKH M KaHaJbIIEB.
MexaHnndeckasi OOCTPYKIMSI MarMCTpadbHBIX MPOTOKOB TIOBHINIACT JABICHHUE B

JKCIIYHBIX IIPOTOKAX, 4 TUIICPTCH3US MMOAABIIACT CCKPCIMIO KCITIH.

HakonieHne KET4HbIX KHCIOT C BBIPpAXKCHHBIMU IMOBCPXHOCTHO-AKTHBHBIMHU
CBOMCTBAMHM BBI3BIBACT MOBPCIKACHUC TICIATOLMTOB MW YCHIICHHUC XOJICCTasa.
TOKCUYHOCTh JKEIYHBIX KHMCIIOT 3aBUCUT OT CTEIIEHM HX J'II/II'IO(l)I/IJ'IBHOCTH u

runpodobrocTH. K TemaroTOKCHMYHBIM ~ OTHOCAT  XE€HOJIE30KCHUXOJIEBYIO
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(mEepBUYHYIO KETUYHYIO KUCIOTY, CHHTE3UPYIOILYIOCS B [IEUEHH U3 XOJIECTEPUHA), a
TaK)Ke JINTOXOJIEBYIO U JI€30KCUXO0JIEBYIO (BTOPUYHBIE KUCIIOThI, 0Opasyomuecs B
KHUILIEYHUKE W3 NEPBUYHBIX MOJ JeHcTBUEM OakTepuil). OCHOBHBIM 3BE€HOM B
Pa3BUTHUH HEKPO30B I'E€NaTOLNUTOB CUATAIOT ITOBPEKACHUE MO/ BIUSIHUEM KETIHBIX
KHCIIOT MeMOpaH MUTOXOHApPHUM, ymeHblIeHue cuHTe3a ATD B KIeTKe,
MOBBIIIEHNE BHYTPUKJIETOYHOM KOHIEHTpauun Ca2+, CTUMYJSLHMIO KaJIbIUK-
3aBUCUMBIX Tuaposa3. JKemyHble KUCIOTHI BBI3BIBAOT AlONTO3 I'eNaTOLHUTOB —
OpPOrpaMMHUPYEMYIO0 CMEpPTh KJIETKHM. MexaHudecKkas >KelNTyXa MOXET ObITh

YaCTUYHOM.

KnuHnueckas  kapTWHa  ONpEAeNseTcs  JUINTEIbHOCThIO  BHEIICYCHOYHOTO
xonectaza. lIposBiseTcss IKENTyXOM, axOJWMYHBIM KajoM, 3yJOM KOXH,
HapyUICHUEM BCACBIBAHUSI KUPOB, CTEATOPEEH, MOXYIC€HUEM, TUITOBUTAMUHO3AMHU
A, D, E, K, kcanromamy, TUNEPOUTMEHTAUUEN KOXKH, XOJEIUTHA30M,
dbopMupoBaHWEeM OWIMAPHOTO IUPpPO3a TeEYeHHU (MOpTAIbHAS THUIEPTEH3HS,
MEYCHOYHAs HEIOCTAaTOYHOCTh). 3yA KOXH, JKEITyXa HaOMOMaTCI MpH
3HAUYUTEIILHOM HAPYUIEHUU IKCKpeTOpHOU (yHKIMU remarouutos (6osee 80 %) u
HE Bcerja SBJISIOTCS paHHUMM TpU3HAKAMHM XOJecTa3za. 3yA 3HaYUTEeIbHO
YXyIIIaeT KadeCcTBO JKU3HU OONbHBIX. [Ipupojga ero OKOHYATENbHO HE SCHA.
BeposiTHo, coennHenus, BBI3BIBAIONINE 3Y/l, CHHTE3UPYIOTCS B MEUYCHU (B MOJIB3Y
ATOTO CBUJIETEIHCTBYET UCUE3HOBEHHUE 3y/1a B TEPMUHAIBHOM CTaAUU TIEYCHOYHOM
HEJI0OCTATOYHOCTH). TPaguImOHHO 3yJ] KOKH CBSI3BIBAIOT C 33JICPKKOM JKETIHBIX
KHCIOT B KOXX€ U Pa3Jpa)kKCHUEM HEPBHBIX OKOHYAHWI JEpPMBI, SIHUEpPMUCA.
[IpssMoi#t CBSI3M MEXKIY BBIPAKECHHOCTBHIO 3yJla M YPOBHEM MKEITYHBIX KHCJIOT B

CBIBOPOTKC HCT.

JlebUuT KEeMYHBIX KUCJIOT B KUILIEUYHUKE MPUBOAUT K HAPYLICHUIO BCACHIBAHUS
XKUPOB, CIOCOOCTBYET cTeaTropee, MOXYJCHHIO, ACPUIUTY KUPOPACTBOPUMBIX
ButamuHoB (A, D, K, E). BripaxkeHHOCTH cTe€aTOpeu COOTBETCTBYET YPOBHIO
xentyxu. LBeT kama — HaAEXKHBIMH HWHIMKATOp CTENEHU OOCTPYKIUU

KETUEBBIBOAAIIMX NyTed (MOJHOW, HWHTEPMUTTUPYIOLIEH, pa3pelIaronieincs).
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Hedurnut ButamuHa D sBisieTCS OAHUM U3 3B€HBEB OCTEOTOPO3a U OCTEOMAISITUU
(pu XpOHUYECKOM XOJIeCTa3e), MPOSBISIOMIUXCS TSKEIBIM OOJIEBBIM CHHAPOMOM
B TPYJHOM WJIM TIOSICHUYHOM OT/IeJie TTI03BOHOYHUKA, CIIOHTAHHBIMU TIEPEIOMaMH,
0CcoOeHHO pebep, MpU MUHUMAIBHBIX TPaBMax, KOMIIPECCUOHHBIMH TEPEIOMaAMHU
TEeI TI03BOHKOB. IlaTomormst KOCTHON TKaHM yCYryOJjseTcs HapylieHUEM
BcaceiBanusa Ca2+ B kumieunuke. Jlepuuutr Burammna K (HeoOxomumoro st
CUHTE3a B Te4eHH (HAaKTOPOB CBEPTHIBAHUS) MPOSBISIETCS Te€MOpPparuyecKum
CHHAPOMOM U  THUIONPOTPOMOWMHEMHEH, OBICTPO  KYNUPYIOIIUMHCS  TIPH
napeHTepaabHoM BBefeHHU BuTamuHa K. Knmauueckuwe nposiBaeHus neduimra
ButaMuHa E (Mo3xeukoBasi arakcus, mnepudepuyeckas MOJIUHEBPOMATHS,
JiereHepanusl ceTYaTKH) HaOII0Ial0TCs MPEUMYIIECTBEHHO y JeTel. Y B3pOCHbIX
OONBHBIX cofiepkaHue BUTamMuHAa E Bcerga CHUXKEHO, OJHAKO Crenu(puaecKux
HEBPOJIOTHYECKMX CHMITOMOB HeT. [IpM HCTOIEHWM TIEYCHOYHBIX 3aracoB
BUTaMHHA A MOTYT pa3BUTbCS HApYIICHUS TEMHOBOW ajanTanuul (KypuHas
cienora). JIMTEeNnbHBIN X0JIlecTa3 CIOCOOCTBYET OOpa30BaHUI0 KOHKPEMEHTOB B
KEIMUHBIX MyTAX. [lpy HaIMYMKM KaMHEH WM TOCEe ONepaluid Ha JKeTIHBIX
MPOTOKAX, OCOOCHHO Y OOJBHBIX C MEUYEHOYHO-KUIIEYHBIMA aHACTOMO3aMH, YaCTO
pUCOEIUHSAETCS OaKTepuaIbHbIM X0JIaHTuT (Kinaccuueckas Tpuanaa [llapko: 6oib B

MIPaBOM MOJpeOEphe, TUXOPAAKa C 03HOOOM, KENITYyXa).

B mia3mMe KpoBH MOBBIIIAETCS YPOBEHb BCEX KOMIIOHEHTOB KET4H, IPEKIE BCETO
KEIMUHbIX KucioT. KoHueHTpanus OwnnpyOHHa (KOHBIOTMPOBAHHOIO) PACTET B
TEUYEHHWE TMEpBbIX 3 HEHd., a 3areM KoyieOJueTcs, cOoXpaHsisi TEHICHIMIO K
yBenuueHuto. [lpu pazpemieHnn Xxonecraza OHAa CHUXKAETCS IMOCTENEHHO, YTO
CBSI3aHO ¢ oOpa3zoBaHueM OunuansOymuHa (OunupyOuHa, CBA3aHHOIO C
anbOymuHoM). B mepudepudeckoil KpoBM BO3MOKHO TMOSIBJIEHHE MUILIEHEBUIHBIX
SPUTPOLUTOB (BCIAEACTBUE HAKOIUICHUS XOJECTEPUHA B MEMOpPAHAX U yBEIUUEHHUS
IJIOIIA/IA KJIETOYHOW MOBEPXHOCTH). B TepMUHAIIBHOM CTaAuu MOpaKeHUs NE€YCHU
COJIEpKaHHME XOJIECTEpHMHA B KpPOBH CHIDKAaeTcs. lloBbllIeHME aKTUBHOCTH
TpaHCaMHWHAa3, Kak I[PAaBHJIO, HE CTOJb 3HAYMUTEIBHO, KaK MapKepoB XoOJecTas3a
(menouHo#t ¢ocdaTasbl, S-HYKICOTHUIA3bI, Y-TIIyTaAMUITPAHCIICNITUIA3b1). B TO ke
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BpeMs TIPU OCTPOH OOCTPYKIIMM MarucCTpPajIbHBIX MPOTOKOB aKTUBHOCTH ACAT,
AnAT moxer B 10 pa3 mpeBblaTh HOpMY (Kak mpu ocTpom remarure). MHorma
AKTUBHOCTH MIENIO0YHON (ochoTazbl MOKET ObITh HOPMAJIBLHOM WM MOHMKEHHOM

M3-32 OTCYTCTBUS KO(DaKTOpOB AaHHOTO pepMeHTa (IIMHKA, MarHus, B12).

Pe3ynbTaThl KIMHUYECKUX M OUMOXMUMHUYECKHX HCCIEAOBAHUNW NpPU BHYTPU- U
BHETICUEHOYHOM XOJIeCTa3e MOTYT ObITh CXOJHBIMU. MHOT/Ia BHETICUCHOUYHYIO
OOCTPYKIIMIO OMMOOYHO NPUHUMAIOT 3a BHYTPUIICUEHOUYHBIM XoyecTa3 M
HaoOOpoT. B moip3y MexaHMYEeCKOM OOCTPYKIMH C pa3BUTHEM IKEITUYHOU
TUINEPTEH3UN CBUICTENBCTBYIOT 00Jb B KUBOTE (IIPU KOHKPEMEHTaX B MPOTOKAX,
OIyXOJIsIX), MaJbIIUPYEMbId KENUHbIM My3bIph. JlUXOpagka U O03HOOBI —
CUMIITOMBI XOJIAHTHTA y OOJIbHBIX C KOHKPEMEHTAMH B KEIYHBIX MPOTOKAX WIIH
CTPUKTYpaMHU KEITUEBBIBOIAIIMX IMyTeil. [MOTHOCTh U OyrpuUCTOCTh MEYEHU MPH
najgbHanuy OTPaXKaroT JAJIEKO 3alleIINe U3MEHEHNS WM OITyXO0JIEBOE MOPaKEHHUE
neyeHu (MEepBUYHOE WM MeTacTaTuueckoe). Eciu mpu  yabTpa3ByKOBOM
WCCJIEIOBAHUM BBISBISETCS XapaKTEPHBIM MpPU3HAK MEXaHUYECKOM OJoKaabl
KEIYHbIX NYTed — HaJCTEHOTUYECKOE PACHIMPEHHUE IKEIYHBIX MPOTOKOB
(bunmnapHasi TUMEPTEH3Us) — TMOKazaHa XojaHruorpadus. Merogom BbIOOpa
ABJISIETCSI DHJIOCKONIMYECKasl pEeTporpajiHas xoJlanruonankpeartorpagus. Ecnu ona
HEBO3MOJKHA, IPUMEHSIOT YPECKOKHYIO UPECIIEYeHOUHYI0 XojdaHruorpaduto. Oba
METOJa MO3BOJIAIOT OJHOBPEMEHHO APEHUPOBATH KETUEBBIBOASAIINE ITyTH MIPU UX
OOCTPYKILIMH, OJHAKO MPHU SHIAOCKOMUYECKOM TMOIXOZe HAOMI0JaeTCsl MEHbIIas
4acToTa OCJIOKHEHHUI. [Tpu SHJIOCKOMMYECKOU peTporpagHon
XOJIaHTHOTaHKpeaTorpauu  BO3MOXKHO BBITIOJIHEHUE COHUHKTEPOTOMHUHU (7151
yAQJIEHUs KOHKPEMEHTOB). JlMarHo3 BHYTPUIIEYEHOYHOI'O XOJECTa3a MOMKET
NOJTBEPIUTH OUOICHS TMEYEHH, KOTOPYIO MPOBOMAST TOJBKO IOCJIE UCKIIOUYEHUS
OOCTPYKTHUBHOI'O BHEMEYEHOYHOT'O XO0JecTaza (BO M30eKaHUE Pa3BUTHS KEITUHOTO

MIEPUTOHUTA).

I'emosiuTHyeckass (HAANEYEHOYHAs]) JKEJTYXa BO3HUKAET B PE3yJbTaTe

MHTEHCUBHOTO pacnaja 3pUTPOLUTOB U YPE3MEPHOM BBIPAOOTKH HEMPSIMOTO
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OwnmupyOuHa. OTH  SBICGHUS  BO3HHUKAIOT TMPU TUNCPOYHKIHH  KIETOK
PETUKYJIOIHIOTENNATBHON CUCTEMBI (TIPEXKIE BCETO CEJIE3EHKH), MPU TMEPBUYHOM
¥ BTOPUYHOM THUIIEPCIUICHU3ME. T UIMMMYHBIM TPUMEPOM TEMOJTUTHICCKON KEITYXH
MOTYT CIIYXXUTh Pa3IUYHbIC TEMOJIUTUYECKUE AaHEMHH, B TOM YHCJIE BPOXKICHHBIC
(Mukpocdepountod u ap.). Ilpu 3ToMm oOpa3oBaHue HeENmpsMOro OWIHpPyOHHA
HACTOJBKO BEJIHMKO, YTO IEYEHb HE YCIEBAET MPEBPATUTh €r0 B CBS3aHHBIM
(npsimoit) OumupyOuH. [IpuuynHaMHu FreMOTUTHYECKON JKEITYXH MOTYT OBITh TaKKe
pa3nuuHbie apyrue (akTophl, BEAyIIME K TEMOJIM3Y: TEMOJIUTHUYECKUE SIbl,

BCACBhIBaHUE B KPOBb MIPOAYKTOB pacnaja OOLIUPHBIX T€MaTOM U T.I.

Ha npakTuke mocTaBUTh MAarHO3 reMOJIMTUYECKOM KENATyXu Jerde npyrux. [lpu
IeMOJIMTUYECKON JKENTyXe KOXKHbIE MOKPOBBI MPHOOPETAIOT JIMMOHHO-XKEITYIO
OKpPAacKy, JKENTyXa BbIpaXKEHA YMEPEHHO, KOKHOro 3yjna HeT. [Ipu BeIpaxeHHOI
aHEeMHH OIpenessieTcsl OJeAHOCTh KOXKHBIX TTOKPOBOB U CIM3UCTBIX 00O0JIOUEK Ha
¢done umeromieiics xentyxu. IledeHb HOpMajbHBIX pa3MEpPOB WM HECKOJIBKO
yBenuueHa. Cene3eHka yMEpeHHO yBenudeHa. [Ipy HeKoTophIX BUaX BTOPUYHOTO
TUIEPCINIEHU3Ma MOXKET OBbITh BBISIBJI€HA BBIpaKE€HHAs CIUIeHOMeranus. Moua
UMEET TEMHBIA IIBET 3a CYET MOBBIIICHHOW KOHLEHTpAalMud YpPOOWUJIMHOTEHA U
cTtepkoOunuHoreHa. Peakuuss Mounm Ha OwnupyOuH oTpunarensHas. Kan
MHTEHCUBHO TEMHO-OypOro IIBeTa, KOHLIEHTPAlUs CTEPKOOMIIMHA B HEM PE3KO
noBhillieHa. B aHanm3ax KpoBH — IOBBIIICHUE YPOBHS HEMpPsIMOro OminpyOuHa,
KOHIIGHTpaIusi mpsMoro OwmOypuHa HEe moBbiieHa (puc. 3). AHemus, Kak
MPaBUJIO, YMEPEHHO BbIpa)K€Ha, peTuKyJouuto3. COD HECKOIbKO yBEIUYEHA.
[leyeHouHble NPOOBI, XOJECTEPUH KPOBH B Mpelernax HOPMBL. Y POBEHb

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

NMMyHHBIE TEeMOJUTHYECKUE aHEMUU Pa3BUBAIOTCS MOJI BO3JCUCTBHEM AHTHUTEN
Ha spuTpouuThl. OCHOBHBIE (HOPMBI UMMYHHBIX TE€MOJUTHYECKUX aHeMuid: 1)
ayTOMMMYHHBIE, OOYCJIOBIICHHBIC TIOSIBIICGHUEM B OpraHU3ME AaHTUTEN MPOTUB
COOCTBEHHBIX JIPUTPOIMTOB; 2) TamNTeHOBBIC, BBI3BaHHBIE (uKcanuend Ha
SPUTPOLIUTAX UYXKIBIX [JIi OpraHM3Ma AaHTUIEHOB — TalTEHOB (JIEKapCTBa,
BUPYCHI U T.II.) C aHTUTEIaMH, 0Opa30BaHHBIMU B OTBET HA COEJIMHEHUE TaNTEHA C
OenmkoM opraHm3Ma; 3) M30MMMYHHBIC, CBSI3aHHBIC C TIOTIAJAHHEM B OpPTaHU3M
HOBOPOXJICHHOTO aHTUTE MaTepH, HANPABIECHHBIX IPOTUB IPUTPOIIUTOB PEOCHKA
(mpu HecoBMecTUMOCTH peOeHka u Mmarepu 1o Rh-dakTopy u ropaszmo pexe mo

anTureHaM cucremsl ABO).

AYTOI/IMMYHHBIC reMOJIMTUYECKHE aHEMHH. B OCHOBE MaToa0ru4eckoro Imponecca
JIC)KUT CPLIB HMMYHOHOFHHGCKOP'I TOJICPAHTHOCTH K COOCTBEHHBIM SPUTPOIHUTAM.
Knunnueckas KapTUHAa 0oJIe3HU CKIIaAbIBACTCA M3 IIPHU3HAKOB AHCMHYCCKOI'O
CuHapoma, TAKCCTb COCTOSAHUA 0O0JILHBIX ONpCACIICTCA BBIPAKCHHOCTBIO H

OCTPOTOM pa3BuTUsA aHeMuu. [Ipu XpOHHWUECKOM, MEJIEHHO pPa3BUBAIOLIEMCS
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IIPOIIECCe MEePBBIM MPU3HAKOM OO0JIE3HU MOXKET OBITh HeOObIas XKeaTyxa (3a cUeT
HenpsiMOoro OunupyOMHA); OJHOBPEMEHHO BBISBIACTCA MU aHeMusa. B apyrux
Cilly4yasix Hayaio OOJEe3HHM XapaKTepusyercs OypHbIM TIe€MOJIM30M C OBICTPO
HApaCTAIOIIMMHA aHEMUEHN U KenTyxou. Hepeako moseimaercs temieparypa Tela.
Yacto yBenuuuBaercs cene3eHka. BoO3MOXHO yBelIMYEHHE TE€YEHH 3a CYeT
XOJIEIUTHA3a, KUPOBOK TUCTpOodru. OOBIYHO BBICTYIIUBAETCS (DYHKIIMOHAIBHBIN
CUCTOJIMYECKUN TIyM Ha BEpXyIIKE M Ha OCHOBAaHUM Cepilla, HEPEIKO

omnpeaensercs pasnsoeHue 11 Tona.

KaptuHa KpoBH XapakTepu3yeTcss HOPMOXPOMHOW aHeMued (Ipu OCTpoMm
reMOJI3€ ypOBEHb TeMOTJIOOMHA MOXKET MajaTh OO0 KaracTpouueckux Iudp,
O0OJBLHOM MOXET BHAJaTh B aHEMHUYECKYI0 KOMY). Mopdosorusi 3puUTpOIMTOB
CYIIECTBEHHO HE MEHSETCS, HO WHOTJA OTMEYAeTCS MX MHKPOC(HEPOIIUTO3, UTO
Tpebyer nuddepeHnupoBanns OT HACIEACTBEHHOTO MHKpocdepornurosa. [lpu
OCTPOM Te€MOJIN3€ B KPOBU MOTYT ONPENETATHCS €IUHUYHBIC IPUTPOKAPHUOIIHUTHI.
YpOBEeHb PETHUKYJIOIMTOB BBICOK. belas KpoBb CYIIECTBEHHO HE MEHSETCS, HO
TeMOJIMTUYCCKANA  KpH3  MOXKET  COINMPOBOXKIATHCA  HEMPOJOKUTEIHEHBIM
HEUTPOPUIBHBIM  JICMKONIUTO30M (HAa3HAaUYE€HHWE CTEPOUIHBIX TOPMOHOB IIPH
TeMOJIN3€ MOYKET COIIPOBOXKIAATHCS OYCHD BRICOKMM HEHTPODHILHBIM JICHKO30M CO
CABUTOM JIO TPOMHUENIONUTOB). YHCIO TpOMOOIMTOB OOBIYHO HOpPMAJIbHOE.
KocTHBIIF MO3r TIpH ayTOMMMYHHOW T€MOJIMTUYCCKOW aHEMHH XapaKTepU3yeTCs
pasapakeHHEeM KPacHOTO POCTKa. bruoxmMmudeckue ucciaeaoBanusi 0OHAPYKUBAIOT,
MOMUMO TUIEPOMITUPYOMHEMHUH, YBEIIUYEHUE COJACPKAHUS TaMMa-TJIOOYJIHUHOB.
[Ipy TsHKETOM TEMOJU3€ BO3MOXKHBI TPOMOO3BI B CHCTEME ME3CHTEPHATBHBIX
COCY/IOB C TIOSIBIIGHUEM CHJIBHOW MPUCTYMOOOpa3HON 00NN M B3AyTHEM JKHUBOTA 32
cdyeT mape3a KuIIeyHWKa. Kak mpaBwio, TpOMOUPYIOTCS MEJKHE COCYAbl |
rairpeHa KWIIEYHWKAa HE pPa3BUBACTCSI, B OINEPATHBHOM BMEIIATEIIbCTBE
MOTPeOHOCTh HE BO3HMKAaeT. MHOrma MOXKET OTMEYaThCs BHYTPUCOCYIUCTHIN
reMoJiu3 B OTBET Ha OXJaXJIEHHE (X0JIofoBas reMorioOunypus). IOta dopma
TeMOJIMTUYCCKON aHeMHM CBS3aHA C JCHCTBHEM T€MOJM3WHOB CHIBOPOTKU KPOBH
Ha DPUTPOIUTHI OOJIBLHOTO.
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JlnarHo3 ayTOMMMYHHOW T€MOJIMTUYECKON AHEMHUM YCTAHABIMBAIOT HA OCHOBAHUU
oOlMX TPHU3HAKOB TEeMOJu3a (MOBBIIICHUE YPOBHS OWIMPYyOMHA B KPOBH WIIH
MOSIBJICHHE TEeMOCHIEpUHA B MOYE, TTOBBIIICHUE MTPOLICHTA PETUKYJIOIIUTOB B KPOBU
1 0O0HApYy)XKCHHE ayTOAHTUTEN HA MOBEPXHOCTU IPUTPOIUTOB C MOMOIIBIO TTPOOHI
Kymo6ca, ObIBaeT MOJIOKUTEIbHOH mouth B 60 %

KOoTOpas CJIy4dacB

ayTOMMMYHHOT'O T€MOJIN3a).

Kpurepuu nuddepeHunaibHoii IMATHOCTUKH OCHOBHBIX BHAOB KeJITYX

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.

JloObpokauecTBeHHbIe ((DYHKIIMOHATBHBIE) THUNEPOMIHMPYOHHEMUU (TTUTMEHTHbBIC
rernaro3bl) — 3a00JieBaHUs, CBA3AHHBIC C HACJEICTBEHHBIMM HapyIICHUSIMU
oOMeHa OwiMpyOuHa (PH3UMOIATUSMHU), TPOSBIAIONIMECS XPOHUYECKOW WIH
nepemMexaroueiicss KeNTyxod 0e3 BBIPaKEHHOrO0 IEPBHUYHOIO H3MEHEHUS

CTPYKTYpPHI U (YHKIIUU MIEUEHU U 03 SBHBIX MPU3HAKOB T€MOJIM3a U XOJIecTas3a
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Cunapom Kpuriepa — Haiisipa onucan B 1952 r. aMepuKaHCKUMU MeIHATPAMU
J.F. Crigler u V.A. Najjar. Tun HacienoBaHus — ayTOCOMHO-pelieCCUBHBIN. Ha
MOJIEKYJISIPHOM YPOBHE J€(EKT JTOKaIU3yeTCsl B OJHOM M3 5 3k30HOB (1A—5) rena
ypunuaaudocharrmrokypormnrpancdepassl (YIDPI'T) 1*1. C paBHoii wacToTon
BCTpPEYACTCS y MaTbYMKOB | AeBouek. [laTorene3s — orcyrcTBue (1-i T — puc.

4) unu cHkeHue (2-i Tun) aktuBHoct Y JIDI'T.

ITpu cunapome Kpurnepa — Haiisipa 1-ro Thmna HeKOHbIOTMPOBAHHBIN OMIIMPYOHH
B KpoBu Bbiie 200 mxmonb/n. IIpoucxoaut HakorieHue OWIMpyOMHA B sJIpax
CEpOro BELIECTBA FOJIOBHOTO MO3ra, B PE3yJbTaTe YEro Pa3BUBAKOTCA CYIOpPOTH,
ONMKMCTOTOHYC, HUCTArM, aTeTo3 U T.J. MaHudecTanus HACTYNaeT B MEpPBbIE YaChI
KU3HU, IpUYeM OOJIbHBbIE yalle MOrudar0T B TEUEHHE MEPBOTO roja XU3HU OT
AIepHON KeNTyxu. V3MeHeHuil neyeHn (OMOXMMHUYECKUX, TUCTOJIOTMUECKHUX) He
obOHapyxuBaroT. [Ipoba ¢ denobapOuTarom He maer pesynbrara (heHodapOuTam
uHaynupyeT aktuBHocTh YJIDPI'T, HO B CBA3M € OTCYTCTBHEM A3TOro (epMeHTa

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 maHudecrauus HaCTyHaeT
HECKOJIBKO II03)K€ — B IIepBbIe Mecalbl Ku3HU. lIposBiaeHus cXomHbl C

CUHIPOMOM 1-ro Tuma, HO MeHee Tsokenble, Tak kak Y/I®PI'T mpucyrcrByer B
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reruarTogurax, XO0TA AKTHNBHOCTD cC 3HAa4YUTCIBbHO CHHMIKCHA. ypOBeHB

HEKOHBIOTUPOBAHHOTO OUNMpyOrHa B KpoBHU He gocturaeT 200 MKMOJIB/II.

Cunapom Jladuna — JI»koHcoHa omnucad B 1954 r. T.N. Dubin u G.D. Johnson.
Tun HacnenoBaHU — ayTOCOMHO-AOMUHAaHTHBIM. Yacrora — 0,2-1,0 %.
Knunnueckue mnposiBieHuss OObIMHO pa3BuBaloTCs y MyxunH 20-30 iner.
ITatorenes 3akiroyaercs B HecocToATeNbHOCTU ATd-3aBHCHMON TpaHCIOPTHOM
CHUCTEMBbI T'eMaToOlUTOB (KaHAJBIIEB), B PE3yJbTAaTe€ UEro yXyIIIaeTCs TPAHCIOPT

OmwrpyOHHA B JKE€T4Yb U JAKE PA3BUBAETCS €ro PEQIIFOKC U3 TeNaTOUUTOB 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 MOCTOSSHHON KEeATyXOn
0e3 3yna wim (peako) ¢ HeOOJbIIUM 3yJ0M, OOJSIMU B IpaBOM Iojapedepbe ¢
MEPUOANYECKUM YCUJIEHUEM IO THUIIY JKEIYHBIX KOJMK, BBIPAKECHHBIMHU
JUCTICTITUYECKUMH  SBJICHUSIMH,  YTOMJISIEMOCTBIO,  IUIOXMM  allE€TUTOM,

cyodedoprmmTeToM, rermaroMerainyei. BoaMorxHa Taxke CrijeHOMETaus.

Jlnarnoctuka cuaapoma Jlabmaa — JI)KOHCOHA OCHOBaHa Ha BBISBJICHUH B KPOBHU
KOHBIOTMPOBAaHHON U HEKOHBIOTUPO-BAHHOM (3a CUET JIEKOHBIOrallUU U pediirokca
OwinpyOuHa B KpoBb) rumnepomwinpyounemun no 100 MKMOnb/1, B Moue —

ounupyounypun. Ilokazatenu menoynoit ¢ocdarazbl OOBIMHO HE HM3MEHEHBI.
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XapakTepeH MoIbeM YpOBHsS OpoMmcyib(danenHa B KpOBU depe3 2 yaca IOcCie
BBeneHud. [lpu xonemucrorpaguu TeHb JKEIYHOTO MY3BIPS OTCYTCTBYET.
VXyaumeHnue, Kak NpaBWiIO, HACTyNaeT Ha (oHE OEpEMEHHOCTHM WU IpUEMa

MEepOPaJIbHBIX KOHTPALIENITUBOB.

MakpoCKONMYECKH B TKAHU MEYEHU OMPEACIISIOTCS TEMHbIC MATHA («IIOKOJIAIHAS
MIEYEHDb)»), TMOSBICHUE KOTOPBIX CBA3BIBAIOT C HAPYIIEHUEM CEKpEUu
MeTa00IUTOB THUPO3WHA, Tpuntodana, GeHwIalannHa. MUKPOCKOUYECKU
BBIBJISIIOT TPyOble 3€pHA MUIMEHTAa JUNOQYCIHMHA, KOTOPbIE HAKAIUIMBAIOTCS

MPpCUMYIICCTBCHHO B ICHTPC OOJICK.

Cunapom Poropa omucan B 1948 r. A.B. Rotor, L. Manahan, A. Forentin. Tun
HAClIeJIOBaHUS — ayTOCOMHO-IOMHUHAHTHBIN. [laToreHes cBs3aH HE TOJBKO C
HapylLIEHUEeM SKCKpelnu ounrnpyOurHa (kak npu curapome J(adbuna — JxoHcoHa),
HO M C HApYyIICHUEM €r0 3aXBaTa CHHYCOMJIAJBHBIM IOJIFOCOM TernaTonuToB. Yarie
pa3BUBAaeTCs Yy MAJbYMKOB B MmyOepraTtHOM mnepuoie. KiumHuka cxogHa
cuaapomom Jlabuna — J[>xoHcoHa. B kpoBU onpenensieTcss runepounpyOnHeMust
10 100 MxMoub/11 (B paBHOW Mepe MOBBIIICHBI TTOKA3aTeNIU MPSIMOT0 U HEMPSIMOTO
OwinpyOuna). HMmeroT Mecro OwinMpyOMHYpHUsS; HapylIeHUE IOTJIOLIECHUS
OpomMcyibdanertHa Me4eHblo, HO BTOPOM MUK KOHIIEHTPAIlMM B KPOBH, KaK MpH
curapome Jlabuna — J[>KOHCOHA, OTCYTCTBYET; IIPH XOJCIUCTOTpadUu JKETIHBIHI
my3bIph KOHTpacTupyercsa. llpu OWONCHU TeYeHH HaKOIUICHHE MUTMEHTa
oOHapyKMBAIOT PEAKO, OOJee XapaKTepHa MEJIKOKamneabHash KUpoBas JUCTpodus

MPCUMYIICCTBCHHO 110 XOOY KCIIYHBIX KAITUJLIIAPOB. HpOFHO3 6HaFOHpHHTHBIﬁ.

Cungpom Jlioem — JIpuckoiulr — peakuid BapUaHT HACIEICTBEHHOMN
runepounupyonHemMun. 3abojeBaHne MaHU(ECTUPYET y JeTe B TepBbIe ITHH
KU3HU, HO JIMIIb Yy TEX, KOTOpPbIE HAXOMSTCS Ha TPYIHOM BCKapMIIMBAHUHU.
Pa3BuBaeTcs BbIpaKEHHAs] THUNEPOUIUPYOMHEMUS, BO3MOXXHA OWIMPYyOHMHOBAS
sHue(anonarus. Hapymenue koHbrorauuu OMMpyonHa oOyCIIOBIEHO HaJIU4YHEM
B Mosioke wmatepu wunruowmrtopa YDI'T, mostomy mpekpamieHue TpyaHOTO

BCKapMJIMBAHUS ITPUBOANT K BBI3AOPOBJICHHUIO.

20



Cungpom AareHeca (HOPBEXKCKHUM XOJIeCTa3) MPOSIBISAETCS HapyIICHHEM
(GyHKUMNA TEYEeHU BCIEICTBUE THUIIOIUIA3UU €€ JUM(ATUUecCKHX COCYJ0B C
pa3BuTHeM xoJiectaza. ManudecTtanus O0OBIYHO HACTYMAeT B HEOHATAIbHOM
nepuoAe €  BO3MOXKHBIMH  pEeIUAMBAMM Yy  B3pocibiX.  Bo3MoxHO
MHTEPMUTTHUPYIOIIEE TEUYEHUE JKEITYXH, COMpPOBOXKIAMIIeecs AePUIIUTOM
BUuTamuHa E, BcleacTBHEe KOTOPOTO BO3HUKAIOT JIETEHEPATUBHBIC H3MEHEHUS

LIHC.

Cunapom baiisiepa (3/10KkaueCTBEHHbBIM CEMEUHBIA XOJECTa3) — KpaliHe pelKuit
BapUaHT T€HETHUYECKH OOYCIOBJICHHOW rumnepomiupyounemun. Pa3BuBaercs Ha
NepBOil Hejene )KU3HU pedeHka. B maroreHeze umeroT 3HaueHue (GpopmupoBaHue
nepunopraibHoro Gpubdposza u mpoaudepaius KeITIHbIX MPOTOKOB, W3-32 KOTOPHIX
pa3BHUBaeTCs XoJecTas. 3a001eBaHue MTPOTEKAET C TSHKENOM KenTyXol (OumupyOouH
B KpoBH jgocturaet 300 MKMOJIB/J 3a CUET MPSIMOTO), TE€MaTo- M CITICHOMETaTUeH.

[Iporuno3 HeOMaronpUsITHHIN.

IlepBuyHasi runepoONJIMPyOMHEMHs — OYCHb PEIKOE 3a00JIEBaHUE, CBA3aHHOE C
M30BITOYHBIM 00pa30BaHHEM pPaHO MEYEHHOro OWIMpyOMHa B KOCTHOM MO3TE.
[Tpyu4rHON CYUTAIOT MPEXKACBPEMEHHOE pa3pyIICHUE B KOCTHOM MO3Te HE3PEJIbIX
MPEAIMIECTBEHHUKOB ~ DPUTPOITUTOB, T.e. HEIPPEKTHBHBIA 3puUTporod’3. B
nepuepruuecKoil KpPOBH pa3pylICHHE SPUTPOIUTOB IPOUCXOJUT C OOBIYHOM
ckopocThio. KnmHuveckn 3a0oieBaHUE TPOSBISICTCS  KOMIIGHCHPOBAHHBIM

ISMOJIM30M.

Cunapom Kuandepa onvcan B 1901 r. ¢ppaniysckumu 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 cungpome XKunbbepa HapylleHbl 3axBaT, TPAHCIOPT U KOHBIOTALIUS

omnmmpyouHa. Umerot mecto (puc. 6):

— HEJ0CTAaTOYHOCTh OMJIMTPAHCIIOKa3bl, OTBEYAIOUIEH 3a 3axBarT OwIMpyOuUHa U3

KpPOBH M €TO0 TPAHCIIOPT B I'CIIATOLIUT,

— neuut Y- 1 Z-npoTEeNHOB-IUTaHI0B ((pepMeHTa IITyTaTHOH-S-TpaHCcpepasspl),

OTBEYAIONINX 32 MEPEeHOC OUMMpyOrnHa K MUKPOCOMaM;

— nepuuur YADI'T, obecnieunBarouuii MepeHOC TIIIOKYPOHOBOM KHCIOTHI K

OmHpyOuHY.

I'enetnyeckuii  nepeKT COCTOMT B HAJUYUKM HA TPOMOTOPHOM  Yy4yacTKe
A(TA)6TAA rena, kogupyromiero Y JI®I'T, nonomuurensHoro auHykiaeotuaa TA,
T.e. oOpasyercs yuactok A(TA)7TAA. Tun HaciegoBaHuUs — ayTOCOMHO-

JTOMUHAHTHBIN.

Paznuyator BpoOXXIeHHBIM BapuaHT cuHapoma JKunbOepa, korja KIMHUYECKUE
MPOSIBJICHUSI pa3BUBatOTCs B Bo3pacte 12—-30 siet 6€3 mpeanecTBYOIero 0cTporo
BUPYCHOTO TenaTuTa, u cuHapoM JKuiaboepa, KIMHUYECKUE MPOSBICHUS KOTOPOTO
MaHU(PECTUPYIOT MOCJIE MEPEHECEHHOT0 OCTPOro BUPYCHOro remaruta. B stom
cllydyae MMEET MECTO TaK Has3blBaeMasl MOCTTeNaTUTHAs TUIMEePOMIUpYyOUHEMHUS.
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[Ipyuem oHa MOXET OBITh CBsS3aHa HE TOJIBKO C HHUIMUAIMEH KIMHUYECKUX
NPOSIBIICHUN TeHeTHYeCKoro fedekTa (¢ UICTHHHBIM cuHApoMoM JKuib0epa), HO U
C pa3BUTHEM XPOHHYECKOTO BHPYCHOTO remaTuTa. 10 ecTh OOJBHBIE C
MOCTIeNaTUTHON TunepOuInpyonHeMued TpeOyrOT TIIATEIBHOIO HAOIIOJIEHUS U
npoBeneHus TudpepeHnanbHON TMarHOCTUKU MeXy cuHiapoMmoM JKuiabbepa u

XPOHUYICCKUM BUPYCHBIM I'CIIaTUTOM.

[Ipu cungpome XKuabOepa COOTHOIIEHHE MY>KUMH M KEHIIUH cocTaBiseT 3—4 : 1.
A. XunpOep omnuChIBaAI XapakTEPHYIO TpUaay KIMHUYECKUX MPOSIBICHUM:
«TIEYEHOYHasi MacKay (JKeJNTyxa), KCaHTesa3Mbl BEK, IEPUOIUYHOCTh CUMIITOMOB.
TUNUYHO yCUIIEHHE KEeNTYXH mnocie MHPEKIH, SMOIMOHAIIBHON U (PU3HUYECKOU
Harpy3Kku, npreMa aHaboJMYeCKHX CTEPOUJIOB, MIFOKOKOPTUKOUIOB, aHJPOIEHOB,
pupamMnunrHa, UUMETUINHA, JIEBOMHUIETUHA, CTPENTOMUIMHA, CaJUIMIaTa
HATpUs, aMOUIWUINHA, KOopenHa, STHHIIICTPaaNoa, napaieraMmona, T.e. IMocie
mpuemMa Tex MpemnaparoB, B MeTrabonu3me KoTopbix ydactByeT YJDI'T. Kpome
TOrO, JKEJITyXa MOXET YCHIMBAThCA TIOCIE€ TOJOJAHMUSA, PBOTHL. boJbHBIE
YyBCTBHUTEJIBHBI K XOJOAY, y HHUX JIETKO BO3HUKAE€T «TyCHHas Koxka». Peako
OoOHapyXMBaKOT MUIMEHTALMIO JIMLA, TUTMEHTHbIE NATHAa Ha Koxke. OObIYHBIMU
ABJIAIOTCS. TSOKECTh B MpPaBOM MoApedepbe, AUCIENTHUYECKHE  SIBJICHUS,
acTeHoBereTratuBHble pacctpoiicTBa. Tak, A.M. latuxun u coast. (1997) npu
oOcnenoBaHuM 7 OOJNBHBIX OOHAPYXWIH, YTO Y BCEX MAllMEHTOB BBISABIISUIUCH
IIOBBIIIEHHAsT PEAKTUBHASL W JIMYHOCTHAS TPEBOXKHOCTH, IUIOXOE CaMOYYyBCTBHE U
CHIKECHHE AKTUBHOCTH. ObHapy>KeHbI YBEIINUYEHUE IIPOLICHTHOMN
MPEACTABICHHOCTH D CHaA; BEreTaTUBHBIE IIOKAa3aTeId HOYHOIO CHAa U
00IpCTBOBaHUS HE pa3IMyalncCh. Takue M3MEHEHHs MCHXOJIOTMYECKO cdepbl U
OpraHu3alii HOYHOI'O CHA, 110 MHEHHUIO aBTOPOB, BO3HUKAJIM IIEPBUYHO B OTBET HA
MOBBIIICHUE COJEPKaHUSI HEKOHBIOTUPOBAHHOIO OWUNMPYOMHA BCIIECTBUE €ro
BO3JECUCTBHAA Ha rumnoraisamyc. IloBbllieHHEe YpPOBHA HEKOHBIOTMPOBAHHOTO
OunupyOrHa MPUBOJIMIO TaKXke K OMOPUTMOJIOIMUECKUM CIBUIAM, MEPECTPOUKE
MOTHUBAIIUOHHOW  cdepbl,  COMPOBOXKIABIICIHCS  MOBBIIICHHBIM  YPOBHEM
TPEBOXKHOCTH, YTO CIIOCOOCTBOBAJIO PA3BUTHUIO ACTEHUYECKOT'O CUHApPOMA.
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B 20 % cnyugaes mnpu cunapome JKunpOepa oOHapyXKHMBAIOT YMEpPEHHOE

yBesnudeHue nedeHu; B 30 % ciiyyaeB — XOJELUUCTUT, B TOM YUCJIE KaJbKYJIE3HbBIH,

XOJaHTUT; B 42 % ciy4aeB — JIUC(PYHKIUIO KEIYHOTO My3bIps U CPUHKTEpa
Onmu; B 12,5 % ciyyaeB — XpOHUYECKUH TIeNaTUT aKJIOrOJbHOM, BUPYCHOU
ATUOJIOTUH, & TaKXK€ PEAKTUBHBIN; B 7,4 % cllydaeB — KHUPOBYIO AUCTPODHUIO

nieuenu; B 0,7 % ciydyaeB — reMaHruoMbl IIEYECHHU.

I[lo nanmueiM M.A. KonoBanoBoii u coaBT. (1999), npu ynbTpa3ByKoBOii
xoJjenucrorpaduu HopMajibHas PYHKIUS KEITYHOTO My3bIps oTMevaercs B 29,3 %,
JUCKUHE3US 110 TUIepMOTOpHOMY Tuny — B 20,7 %, 10 TMIOMOTOPHOMY TUITy —
B 50 % cnyuaeB. [Ipy MHOTOMOMEHTHOM IyOJICHAIBHOM 30HIUPOBAHUU TE XKE
aBTOpPHl KOHCTATUPOBAJIM HAIU4ME Yy OOJBbHBIX JUCKUHE3UU >KETUYEBBIBOASIINX
nyted B 88 % ciydaeB (¢ mpeobsiajaHeM TMIOMOTOPHON JTUCKUHE3UH KEITYHOTO
ny3sipst — B 51,7 % ciydaeB); Hapymenust Gpynkuuu cunkrepa Ogau — B 72,4
% ciydaeB (runoTonyc chunkrepa — 39,7 % nHabmroaeHuid, runepronyc — y 34,5
% oOcnenoBanHbIX). Y 96 % OOJIBHBIX BBISABICHBI M3MEHEHHS OMOXHMHYECKOTO
cocTaBa >KE4YM, W3MEHEHHUsS TOKa3aTeNiel, XapaKTepU3YIOUIUX JIMTOT€HHOCTD
KEITYM: CHIDKEHHE  XOJIEBO-XOJECTEPUHOBOIO  Kod(dduuMeHta u  XojaTo-
XO0JIECTEPUHOBOTO HWHJAEKCA, TOBBINICHUE WHIEKCA JIMTOTC€HHOCTH. ABTOPHI
CUMTAIOT, YTO MAIMEHTOB C¢ cUHApoMoM JKuibbepa cieayeT OTHECTH B IpyIILy

PHUCKA pa3sBUTHUSA XOJICIINTHA3A.

[Ipu cunnpome Kunn6epa B 30 % cinydaeB MmoBbIlIeH reMoriiooun 6omnee 160 r/m,
y 15 % nauueHTOB BBISABIAETCS JIETKUWA PETUKYJIOUHUTO3, Y 12 % — cHuKeHue
OCMOTHUYECKON CTOWKOCTH 3PUTPOILIMTOB. YBEIUUYCHUE COJCP)KaHUS TeMOIIo0nHa
B KPOBU CBSI3BIBAIOT C €ro M30BITOYHBIM CHUHTE30M MIPH TOBBIIICHHOM YPOBHE
OwnnpyOrMHa B KpPOBM M TKaHsX. Bompoc 0 HaJMUMM CKPBITOrO reMoju3a MNpu
cungpome Kuibbepa (peTHKYIOLMUTO3, CHMXKEHUE OCMOTHYECKON CTOMKOCTH
SPUTPOLIUTOB) SIBJISIETCS TeMOu MHOT'OJIETHETO 00CYXKIeHUS.
[unepownupyounemust He mpeBbimaer 80-100 MKMONB/T €O 3HAYUTEIBHBIM

npeoOiasanueM HenpsiMoi  ¢pakuuu. Bo3MokHO HEOOJbIIOE HApYyIICHHE
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BBIBEJICHUSI OpoMcyib(aiaenHa, yBEIMUYEHUE COACP)KAHWA B KPOBU KHIIICYHOU
bpakuuu menouHoit ¢pocdarassl. B psane cnyuaes cunapom XKunnbepa codyeraercs

¢ cunapomamu Mapdana, Inepca — [launio.

Pa3zpaboTanbl u cieraibHbIe TECThI AJI TUarHoCTUKU cuHapoMa Kunbbepa. Taxk,
orpaHuveHre KanopuiHOoCcTH mumy 10 400 KKai/CyT WM TOJNOJAaHUE B TCUCHHE
JIByX CYTOK TPHUBOJMUT K YBEJIMUYEHHUIO TOKa3aTeias CBOOOTHOTO OmiIMpyOWHA B
KpoBu. BHyTpuBeHHOe BBefeHHe 40 MI' HUKOTUHOBOM KHCJIOTHI CIIOCOOCTBYET
CHU)KEHUI0 OCMOTHUYECKOHM CTOMKOCTH DJPUTPOLMTOB W YBEIWYEHUIO YPOBHS
ownnpyOuHa B kpoBu. [Ipuem penobapOurTana 3 Mr/Kr/cyTt B T€UeHHE 5 AHEH mpu
cunapome KunbOepa MHULMUPYET CHUKEHUE YPOBHSI OMIHMpYyOMHA B KPOBH, Tak
Kak mnpenapar uHAymupyer aktuBHOCTh YIDI'T. Ilpumensaror Ttakxke
pudaMnuIMHOBBINA TecT: nocie BBeaeHus 900 mr pudaMnuirHa y MalUeHTOB C
cuaapoMoM JKuibr0epa ypoBeHb OMITHpPYyOrHA B KPOBU 3HAYUTEIIHHO MOBBIIIACTCS.
Mopdonornyeckn  XapakTepHO  HAKOIUICHHE  MBUIEBUIHOTO  30JOTHUCTO-
KOpUYHEBOro (epMeHTa JunodyciuHa MNPEUMYIIECTBEHHO B LIEHTPE JIOJIEK.
VYcunennoe  oOpazoBaHue  JUNOPyCHMHA  CUYUTAIOT  MPUCTIOCOOUTEIHLHBIM
MEXaHU3MOM, TaK KaKk »JTOT TMUIMEHT SBISETCA PEe3yJbTaTOM pEaKIHUH
ayTOOKCHUJAIMU METaUI0(JIaBONPOTEUIOB U SABJISAETCS OJHUM M3 HCTOYHUKOB
SHEprum B renaronute. Kpome TOro, mpu rHCTOJIOTHYECKOM HccieqoBaHuu y 20—
24 % 00nBHBIX 0OHAPYKUBAIOT COMYTCTBYIONIYIO MATOJOTHIO TIEYEHHU Pa3INYHOU

TAXKCCTH.

Cunapom MeisieHrpaxra 10 HEJIABHETO BPEMEHU CUUTAIM IOYTH CHHOHUMOM
cunapoma JKunrOepa, KOTOpbId HEPEKO Jake Ha3bIBaIN «CHHAPOM JKuinnbepa —
Meitnenrpaxra». OgHako nmo3xe ObUIO JOKa3aHO, YTO 3TO pa3Hble CHHAPOMBI CO
CXOJHOM KIMHUYECKOW KapTHHOW. OOmMM i JIBYX CHHAPOMOB SIBJISIOTCS
CHIDKEHUE YpOBHS OMIMpPYOHHA MPU HA3HAYCHUU aKTHBATOPOB MUKPOCOMAJIbHBIX
(dbepMeHTOB T€YeHH, BO3pacT MaHU(eCTallMd, WHTEPMUTTUPYIOLIUNA XapakTep
KENTYXH, YpOBEHb OmianpyOuHa B KpoBH He Oonee 80—100 Mkmomb/m 3a cuer

HEKOHBIOTUPOBAHHOW (DpaKINK, KIMHUYECKUE MPOSBICHUS B BUJIE UKTEPUUYHOCTH
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KOXXM M CIM3UCTBIX, Aucliencuu, acreHud. Ho mpm cuaapome MenneHrpaxra
MMEET MECTO TOJBKO M30JIMPOBAaHHOE CHWKEeHue aktuBHoctn YIODI'T, a
MeMOpaHa renaToiuTa, B OTIu4Yue oT cuHapoma KunbOepa, akTUBHO y4acTBYET B
3axBate OwnnpyOuHa. JleueHue cxoaHo c¢ JedeHneM cuHiapoma Kumsbepa,

addextrBeH peHoOapOuTa.

HuddepennmaabHO-TMaTrHOCTUYECKUE KPUTEPUU PA3IUYHBIX (YHKIIMOHATHHBIX

rUnepOnInpyOuHEMUI TPEeACTABICHbBI B TAa0I. 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, CONPOBOXKIAIOIIMN pa3ndHble 3a00JIeBaHus, €€

ciacayCer JICHHUTb CHMIITOMATHYCCKH, YIACIIAA OCHOBHOC BHHMAHHC JICHCHHIO

OCHOBHOTO 3a00JIEBAHUS.
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OcHoOBHBIE INPUHIMAIBI JICYHCHUSA

1. Ecniu u3BecTHA IPUYMHA KENTYXHU, TPOBOAUTCS STUOTPOITHOE JICUCHUE: JICUCHHE
BUPYCHBIX TE€MAaTUTOB, YJAJI€HUE KOHKPEMEHTOB, PE3EKILHUs OIyXOJId, OTMEHa
renaToTOKCUYHBIX JIEKAPCTBEHHBIX CPEJACTB, JAETEIbMUHTHU3AIIMS, XUPYPTUYECKOE,
SHJOCKOIUYECKOE BOCCTAHOBIICHHE JpeHaxa emuu (OajuloHHas AuiaTaius

CTPUKTYP, YHIOMPOTE3UPOBAHNE, OMITHOTUTECTUBHBIE AaHACTOMO3HI).

2. Jluera: orpaHrYeHUE YIOTPEOICHUS HEUTPATBHBIX KUPOB (110 40 T B CYTKH TIpH

cTeaTopee), TPUTIIUILIEPUIOB CO cpeaHei miuHoi nenu (10 40 T B CyTKH).
3. ®epMeHTHBIE MPEnapaThl, 30J0ThIM CTAHAAPTOM KOTOPBIX SIBISETCS KPEOH.

4. KupopactBopumbie BuTaMuHbl BHYTph: K — 10 mr/cyt, A — 25 te1Cc. ME/CYT,
D — 400-4000 EJl/cyt. Baytpumsbimeyno: K — 10 mr B mecsi, A — 100 ThIC.
ME 3 paza B mecsi, D — 100 teic. ME B mecsir.

[Ipu runoBuramuHo3e D Ha3zHayarOT 3aMECTUTENBHYIO Tepanuio B 103€ S50 ThIC.
ME BuyTph 3 paza B "Heaemo win 100 teic. ME B/M 1 pa3 B mecsil (BO3MOXKHO
MCIIOJIb30BaHuE U Oosiee BRICOKHMX 103). Ecnu ypoBeHns Butammuaa D B CHIBOPOTKE
HE KOHTPOJIUPYETCA, TO MapEHTEpPaIbHbI MNYTh BBEIACHUSA MPEANOYTUTEIIHLHEE
nepopasibHoro. Ilpyu cuiabHBIX 0OJIIX B KOCTSAX Ha3HAYAlOT MEHJICHHOE B/B
BBEJICHHUE KaJIbIUs (KAJbIIMS TIIOKOHAT MO 15 MI/KT B TEYCHHE HECKOIBKUX JHEH),

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

Buramunbel mokaszaHbl Uis NPOPHUIAKTUKM TUIOBUTAMMHO30B W TMEYEHOYHOMN
OCTEOIUCTPO(UHN TIPU SKEITyXe M UIMUTETbHOM XxoJiectaze. HeoOxomum mnpuem
npenaparoB Kanbluss 1o 1,5 r B cyTkH, mnpeObIBaHHME B PACCEIHHBIX Jyyax

COJIHCYHOT'O CBCTA MJIsI CHHTC3a BUTaMHUHA D.

5. IlpenapaTtom BbIOOpa NMpU HEOOCTPYKTUBHOM XOJIECTa3€ BO MHOTHX CIydasix
apisgercst ypecoae3okcuxoineBas kuciora (YXK). Ona cocrasnser 0,1-5,0 % ot
oO1iero Tyna KeT4HBIX KHUCIOT, HeTOKcHYHa. [lpu mnedenun ypcodaabkom,

YPCOCAHOM IIPOIOpHHUHU COCTABHBIX YacTen KeIuM CMCHIAIOTCA B CTOPOHY PC3KOI'0
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npeobmamanns  YJIXK Hag ocraabHBIMH KETYHBIMH ~ Kuciotamu. Y /XK
OKa3bIBa€T MEMOPaHOCTAOWIM3UPYIONIEe U TeNaToNpPOTEKTOPHOE JICHCTBUE,
3allMIasl renaToluThl OT BIMSHUS TOBPEXAAONIMX (AKTOPOB; 00Ja7aeT
MMMYHOMOYJIUPYIOLIEH AKTUBHOCTBIO; YMEHbBIIAET BBIPAKEHHOCTh
MMMYHOIIAaTOJIOTUYECKUX PEaKIUi B TEYEHU 3a CYET CHIKEHHUSA SKCIPECCUU
aHTureHoB rucrocomectuMoctd HLA-1 Ha remaromurax m HLA-2 Ha kieTkax
KETYHBIX TTPOTOKOB M YMEHBIIICHUS BO3JACHCTBUS UMMYHOTJIOOYJIMHOB (B MEPBYIO
ouepenp IgM); ymMmeHbImaeT 00pa3oBaHHE IUTOTOKCHYECKUX T JUMQOIUTOB.
CtuMynupysi Ipu XOJiecTa3e AK30ILUTO3 B renaronurax myrteM aktupanuu Ca2+-
3aBUCUMOM O-ITpoTerHKUHA3bl, Y JIXK CHM)KaeT KOHUECHTPALMIO TOKCUYHBIX IS
renaToIUTOB JKEMYHBIX KUCIOT (XOJIEBOM, JIMTOXOJIEBOM, JE€30KCUXOJIEBOU U Ip.).
YIXK TopM0o3uT BcachkiBaHUE JTUTTOMUIHHBIX KETYHBIX KUCIOT B KAMIEYHUKE (TT10-
BUJIUIMOMY, 3a CUET KOHKYPEHTHOIO MEXaHW3Ma), MOBBIIMIAeT MX (paKIUOHHBIN
000pOT NpH NEYECHOUHO-KUIIICUHOU [UPKYJISIIIUU; UHAYLUPYET X0JIepe3 C BHICOKUM
cojiep)KaHreM OWKapOOHATOB, YTO MPHUBOIUT K YBEJIMUYCHHMIO Tacca)ka >KEeIYd H
CTUMYJIUPYET BBIBEJCHUE TOKCHUYHBIX JKEJIUYHBIX KHCIOT YEpe3 KHUIICUHHUK.
3ameras HemoJyisipHbIe JKemuHble KUCoThl, YJIXK dopMmupyeT HETOKCHYHBIC
cMelanHbie Muleiuibl. CHM)Kasi CHHTE3 XOJIeCTEpUHA B TIEYEHU, a TaKXKE €ro
BcacbiBaHue B kumeyHuke, Y /[XK ymMeHbIIaeT JUTOT€HHOCTh JKEIIYH, CHMXKAET
X0JIaTO-XOJIECTEPUHOBBIA HHJIEKC, CIIOCOOCTBYET PACTBOPEHUIO XOJIECTEPUHOBBIX

KOHKPEMEHTOB U MPEeAYIPEXAAET 00pa30BaHUE HOBBIX.

YIXK aGcopOupyercs B TOHKOM KHUIIIEYHHKE 3a CUeT maccuBHOU nuddysun, a B
MOJAB3JOIIHON KHIIKE — IyTeM aKTHUBHOIO TpaHcrnopTra. MakcumanbHas
KOHIIEHTpALUs B IJIa3Me KPOBH IIOCJIE IIpUEMa BHYTPb aocturaercs yepes3 0,5—1 4.
C Oenkamu mia3mbl KpoBH cBsi3bIBaeTcst 9699 9%. TepaneBruueckuii >¢dekt
npenapara 3aBucut ot KoHueHTpauu YIXK B xemun. Oxono 50-70 % obuieit
710361 TIpenapaTa BbIBOJUTCS C KEMYbI0, B KHIIEYHUKE YACTUYHO PACIICTUISIETCS 110
JIUTOXOJIEBOM KUCJIOTHI, KOTOPAsi IPU IHTEPOTeNaTUUECKON ITUPKYJIAIUU TT0Ta1aeT
B TieueHb U perpanchopmupyetcs B xeHo- 1 Y JIXK. Onrumanbras noza YIXK
coctapiser 10—15 mr/kr B cytku. [Ipenapar npuHUMarOT IITUTENHHO.
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6. s neueHus 3yga KOXKH HMCHOJIB3YIOT ¢eHobapouTan u (OCTOPOKHO!)
pubaMIuIH 10 AOCTHXKEHUS dPPeKTa U C y4eTOM TOKCHYECKOT0, CEJaTUBHOTO
neiictBus. Ilpu 3yae 3Q(eKTUBHBI XOJECTHPAMUH, XOJECTUPOJ, CBSA3BIBAIOIINE
MIPYPUTOTEHBI B TIPOCBETE KHUIICUYHUKA; TIPemapaThl Ha3HAYal0T KOPOTKUM KYpPCOM
B MUHUMAJbHBIX /033X, YYHUTHIBas BO3MOXHOE YXYAIICHHWE BCACHIBAHHUS
KUPOPACTBOPUMBIX  BUTAaMUHOB. Imerorcst naHHble 00 3¢ (exkTuBHOCTH
AHTaroHMWCTOB ONMUATOB (HaJMe(eHa, HAJOKCOHA), aHTarOHUCTOB CEPOTOHUHOBBIX
peuenTopoB (oHIaHceTpoHa), aHTaroHuctoB H 1 -peuentopoB rucramuHa
(tepdbenanuna), a Takke S-ameHO3WI-L-MeTHOHWHA (TenTpasia), KOTOPBIH
Y4acTBYeT B JIETOKCUKAIMM TOKCHYHBIX METAa0OJUTOB M TIOBBIIMIAET YPOBEHB
LIMCTEWHa, TaypuHa, LiyTtaTuoHa. llpu pedpakrepHoM 3yae HCHONB3YIOT

miazmadepes, pororepanuio (yabTpaguoaeToBOEe O0ITyUEHUE).

B neyennn cunapoma Kpurnepa — Haitsipa 1-ro Tuma npumensitor portorepanuio,
KPOBOIYCKaHUsl, OOMEHHBIE TIEpPEMBaHMS KPOBH, albOymMHuHa, Iwia3madepes,
TPAHCIUIAHTALIMIO [I€YEHU, TEHHYI0 UHXKeHepHto). PenodapouTan Heap(HEeKTUBEH.
dortoTepanus cocoOCTBYET pa3pylLICHUIO OMIMPYyOHHA B TKaHAX. YacThle CEaHCHhI
¢ororepanuu (1o 16 4acoB B CYTKH) IMO3BOJIAIOT MPOJJIUTH KU3Hb OOJIbHBIM;
Meron 3ddexktuBen B 50 % ciaydaeB, ero MOXKHO HPOBOJUTH aMOYJIATOPHO.
Opnnako maxe mpu xopomeM 3ddexre doToTepanuu B TEUEHUE TEPBBIX IBYX
JECSITUJICTUM JKU3HM MOXKET pa3BUBaThCs  siepHas okenryxa. llostomy
doroTepanuio cieayeT paccMaTpUBaTh KaK IOATOTOBKY K TpaHCIUIAHTAIHH
neyeHd. TpaHCIaHTalMs TEYeHW NPUHLUUIHUAIBHO  YIyYIIaeT [POTHO3
3a00yieBaHusl, TaK KaK CIOCOOCTBYEeT HOpMaidu3auud oOMeHa OunupyOuHa.
KpoBonyckanusi, OOMEHHBIE TEpeIuMBaHUs KpOBH, Iula3Madepes3, KOTOphIE

NPUMEHSIOTCA JJIsl CHIDKEHHS YPOBHS OMIIMpyOUHa B KpOBU, MeHee 3(h(PEKTUBHBI.

[Ipu cungpome Kpurnepa — Haitspa 2-ro Tuma n0cTatodHo 3PQPEKTUBHBI

(benobapbutan u pororepanus.

Jleuenue cunapomoB Jlabuna — J[»oHcoHa, PoTopa He pa3paboTaHo.
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OCHOBHBIM CpeICcTBOM JieueHus: curapoma JKunpbepa u cunapoma MelneHrpaxTa
apisgercst penobapoutan. Ero ahexTuBHOCTh OOBSCHSETCS TE€M, YTO Mperapar
uaaynupyet aktuBHOCTh YJIDI'T, cnocoOctByer mnponudepanuu TiIaaKoro
SHJOIUIA3MATHYECKOTO PETUKYJyMa, YBEIWYEHUIO MyJa Y- U Z-JIUTaHJ0B.
Henocratkamu QenobapOuTana sBISIOTCS CeAaTUBHBIA 3P GdEKT, u3BpalieHue
MeTaboiau3Ma TMpenapaTroB, OSKCKPETUPYIOIIUXCS B BHUAEC INIIOKYPOHHUJIOB,
CTUMYJIALIUS MeTa0oJiu3Ma CTEPOUAHBIX TOpMOHOB. CBONCTBOM HMHAYKIIMH
aktuBHOCTH YJIOI'T obnamaer Takke (QuyMarimHOJ, KOTOPBIM Oojiee M3BECTEH
MPAaKTUYECKUM BpadyaM I10J] TOPrOBbIM Ha3BaHUEM 3UKCOpUH. OIHAKO Mpenapar
JABHO HCY€3 M3 alTeK YKpauHbl B CBSI3W C OKOHUYAHHEM CPOKa PETHCTpPALUU.
Takum oOpa3om, peaqbHBIMHU TMpeNapaTamM, [OKAa3aHHBIMU TIPU CHUHIPOME

XKunnOepa, ABIAIOTCS TaJCTEHA U [IUTPAPTHHHH.
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