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Kearyxa — 3TO NOJIUITHOIOTHYECKUNA CHHAPOM, XapaKTePU3YyOLIUNCS
KEJITYIIHBIM OKpPAIIMBAHUEM KOXH U CIM3UCTBIX 000JI0UEK BCIIEICTBUE
HAKOIUIEHUS B TKAHSAX U30BITOYHOTO KOJIMYECTBA OMIIMpyOrHa. Y POBEHb
OmMpyOrHa B KPOBH IIPU 3TOM MOBBIIIEH. JKenTyxa sSBiseTcs KIMHUYECKUM
CUHJIPOMOM, XapaKTEPHBIM [ psija 3a001€BaHUl BHYTPEHHUX OPTaHOB.
[IpakTYeCKOMY Bpauyy 4pe3BbIYAHO BAXKHO 3HATH OCHOBHBIE IPUYHHBI
BO3HUKHOBEHUS )KEITYyXH, 0COOEHHOCTH KIIMHUYECKOTO TEUCHUS U JUATHOCTUKH
Pa3IMYHOrO BUA XKENTYX. B 3aBUCUMOCTH OT IIPUYMHBI ITOBBIICHUS YPOBHS
OmMpyOrHa B KPOBU BBIJEIISIOT ABA OCHOBHBIX BUA JKEJITYXHU: JKeJITyXa

HCTHHHASA U KeJITyXA JIOKHAA (IICeBI0 KeITyXa).
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Kearyxa (McTUHHAS) — CUMIITOMOKOMILJICKC, XapaKTEPU3YIOLIUNCS

JKENTYIIHBIM OKpAlllMBaHUEM KOXH M CIU3UCTBIX 000J0YeK, OO0YCIIOBJICHHBIN
HAKOIJICHUEM B TKaHSAX W KpOBU OuiampyOmHa. B 3aBucCMMOCTHM OT mNpuUYWH

TUNepOMIMPYOMHEMUN  pa3lIMyaloT  IEMOJUTUYECKYIO  (HA/IMEYEHOYHYIO),

MapeHXMMATO3HVIO (MEYEHOYHVIO) U MEXAHMYECKVIO (MMOANEYEHOYHVIO) KEITYXH

(Tabm. 1).




Tadnuua 1. KRACCHPWXALND BHG 08 X T X

OCHOBHOR NaTOND- | BeOywWid MexaHKIM | HosonorM4eckWe
BAD ¥ENTYXH | Cuuseruii NPOUSCE | PAZEWTMA MEATYXM | OPME] W CHKODOME]

Haanederod- T0B5AUEHHEIA DaC- MaEEIWEHKEDE O0- FEROMMTHYECH A
HaR Maa IPH TR OUWTDE 310S83Hme Sunapy- EENTYEA, MFEMETOME
CHHE, FEOOCTATOUHLEE | FHEDETH

ZAXBET B0 NewsHERD

MeveHoLH3ERA TOpEkEHAE renaTo- | Hapyluetse sc- :llITI:III:Iﬂ A KO E-
UMTOE W EOUTEHISn ELJHHE H 3aX=ETE CEMH METMATHT, YHppoa

oHNApYOHHE, pEryp- NeVSkEd. XONeCTaTk-

THTALHA SHNADYOMHE | UBCKSRA WENTYEE MK

3 KpOSh NEDEMYHOM SHIMEDHIN
LHEPIS2 M NODEKEHA
MENaATOLKTDS
HAPYLWERAA E0HBE- | BENTYEA ROBDDOW-
raLpik M 33XEATA QEFHEE, FHAFMINATH-
SNy GHHa UECHEA

Mognewssouqas | Hapyweswe npoed- | Hapylwekse scepe- | Hapylueke HOpMAnk-
JWADCTH WEMMHEDD | LM W PEIVTUTALMA [ HOMD OTTONS Wanui
pOTORDS SMrMpyOHHE B §POBE | [KEMEHs, QNyXons,
NADIINTEI, EOCMANN-
TENkH=M SKCEVIET)

Kenryxa noxxHasi (IICEBIOXKEITYXa) — JKEITYIIHOE OKpalllMBaHUE KOXKHU (HO HE
CIIM3UCTBIX 00070YeKk!) BCIEACTBUE HAKOIUICHHS B HEH KapOTUHOB IpHU
JUTUTEIIBHOM W OOMJIBHOM YIOTPEOJICHUH B TTUIIy MOPKOBH, alleJIbCHHOB, THIKBHI, a
TaK)K€ BO3HHUKAIOIIAS MPU NPUEME BHYTPb AKpUXUHA, MUKPUHOBOW KHUCIOTHI U

HEKOTOPBIX IPYTIUX MPENapaTos.

}KenTvxa HapCHXNUMATO3HAasA (HG‘ICHO“IH&H) — HCTHHHAA KCJITyXad, BO3HHUKAIOIIaA

IpU Pa3IUYHbIX MOPAKEHUSX IMAPEHXUMbl NedeHu. Pa3BuBaercs B pe3yibTaTe
MH(EKIIMOHHOTO MM TOKCUYECKOIO MOPAXKEHUS MeNaToOMTOB U HAPYIICHUS WU
MOJIHOTO TpeKpalleHuss UX (QyHKIHOHUpoBaHUsA. OOycCIOBIIEHA HapyUICHUSIMU
MeTaboJiM3Ma, TPAaHCIOpTa W 3axBaTa OWIMpyOMHAa B TenaToLMTaX W KEITYHBIX
npoToKax (IUTOIUTHUECKUN cuHApoM). [lapeHxumaro3Has KenTyxa BO3HUKAET
TAK)KE TpPU 3aJEPKKE KEIUYM B MEJIbYAHIIMX BHYTPUIIEYEHOUYHBIX IPOTOKAX
(BHYTpUIIEYEHOUHBIN XOJIECTa3), KOrJa pa3BHUBAaeTCs KIMHUYECKAas KapTUHA
MEXaHUYECKOM KEJITyXH, HO MPEIATCTBHS BHE NEYEHH HET. Takoe cocTosiHue
HaOJIoAaeTCsl IPU HEKOTOPBIX BHAAX renaTuTa, OMJIMapHOM IMPpO3€ IMEYEHH, a
TaK)X€ MPU MHTOKCHKALUU JIEKAPCTBEHHBIMH CpelcTBaMu. JKemdHble NMUTMEHTBI

IIPOHUKAKOT B J'II/IM(l)aTI/I‘-IeCKI/Ie COCyJZlbl U KPOBCHOCHBLIC KAITHIUIAPbI MCKIAY



MOPKEHHBIMU M YaCTUYHO MOTHOAIOIMIMMH TEeNaTOIMTaMH, WX COJICp)KaHUE B
KpOBU TOBBIMIAETCA. bombIas 9acTh Takoro OMIupyOrHa JaeT MPSAMYIO PEAKITHIO
U BBIJCISAETCA C MOYOW, OKpAalluBasi €€ B TEMHBIN LBET. B KUIIEUHUK MOMagaeT
MEHbIIIEe, YeM OOBIYHO, KOJMYECTBO IKEIYHBIX MHUTMEHTOB, II03TOMY B
OONBIIMHCTBE CIIy4aeB Kall CBETIbIM. YPOOUIMHOTEH, CHHTE3UpPYEMBbIH B
KHUIIIEYHUKE, BCACBIBAETCS, HO TMOPAKECHHBbIC TEMaTOUThl HE  CIIOCOOHBI
PaCHICIUISITh €r0 Ha KEITYHbIE MUTMEHTHI. [103TOMYy KOTUYEeCTBO ypOOMINHOTEHA B

KPOBH M MOuYe€ IoBbIaercs (puc. 1).
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[Ipy oCTpoM BHPYCHOM TE€NATUTE, BO3JACUCTBUM AJIKOTOJIS, JIEKAPCTBEHHBIX
npenapaToB, XMMHUYECKMX  BEIIECTB, OTpaBJIeHUM  TIpubamMu,  Cercuce,
MOHOHYKJIE03€, JENTOCIUPO3e, TeMOXpOMaTO3e HaOII0AaeTCsl MPOJOJKUTEIbHAS
nojHasi oOTypalusi JKEJUYHBIX MPOTOKOB. Ha Bo3aelicTBUE BUPYCOB, SO0B,
JIEKapCTBEHHBIX  CPEACTB  IE€UYEHb  pEearupyer  LUTOJIUTHYECKUM WU

XOJICCTATUICCKUM CHHAPOMOM.

BHyTpuriedeHOUHBIM ~ XOJIECTa3 pa3BHUBACTCS IPU TEeNATUTAX  Pa3IMYHOU
ATUOJIOTUU: BUPpYCHOM (BUpYyChl A, C, G, HUTOMErajJoBUPyC, BUPYC DNIITEHHA —
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bapp), ankoronbHOM, JIEKAPCTBEHHOM, ayTOMMMYHHOM. IIpu OCTpBIX BHpPYCHBIX
rernaTuTax MPOAPOMANIBHBIN MEPUOJA IPOJOILKACTCA 2—3 HENEIW W IPOSBISACTCS
IOCTEIIEHHBIM HapacTaHUEM JKEJITYyXd (C KpacHOBaTbIM OTTEHKOM) Ha (oHe

CJ'Ia6OCTI/I, YTOMIIICMOCTH, CHUKCHUS alllICTUTA, TOIHOTBI, PBOTHI, 001 B JKMBOTE.

[leyenp mOpaxkarOT pA3NUYHBIE JIEKAPCTBEHHBIE IpENapaThl: ICUXOTPOIHBIE
(xJopnpomasuH, Aua3enam), aHTUOAKTEepHAIbHbBIE (IPUTPOMHUIIMH, HUTPO(YpaHbI,
cylb(aHUIaMUIHbIC), aHTHACIpPEccaHThl (kapOamasenuH), THIOTJIUKEMUYECKUe
(xJopriponamu, TONOyTaMu.N), AHTUAPUTMHUYECKHUE (aitmanuH),
MMMYHOCYIIPECCAHThI (IIUKJIOCHOPUH A), aHTUIeJIbMUHTHBIE (THabeHaazon). Ilpu
IPEKpalIeHUH MIpUeMa Ipernapara BbI3JOPOBIECHUE MOXKET ObITh JUIMTEIbHBIM —
JI0 HECKOJBKHX MECSIEB M JaXe JIET; B pANE CIy4yaeB MNOPAKECHUE IEUYECHU
IPOrpeccUpyeT ¢ pa3BUTHEM Luppo3a (HUTpodypaHbl). BHyTpunedeHOUHbIN
X0JIecTa3 HaOII0AaeTCs IpU aMUIIOUA03€, TPOMOO3€ NMEUYEHOUHBIX BEH, 3aCTOMHON

U IIIOKOBOM IIEYEHU.

BcenencTere mopaxkeHUsl TenaTOMTOB CHUYKASTCS WX (YHKIUS 1O YJIABIMBAHHIO
CBOOOJHOrO (HempsiMoro) OwiMpyOMHa M3 KpPOBH, CBSI3BIBAHMIO €r0 C
TJIIOKYPOHOBOM KHCIOTOM C 00pa3oBaHMEM HETOKCHYHOTO BOJOPACTBOPHUMOTO
OMMpyOMHA-TIIIOKYpOHUIa (MIPSIMOT0) U BBIJCIICHUIO TOCIEAHEr0 B KEITYHbBIC
Kamwuisipel. B pe3ynbrare B CBHIBOPOTKE KPOBH TIOBBIIMIAETCS COACpKaHUE
owmpyouna (mo 50-200 wmkMmonw/n, pexxke — Oombiie). OmgHako B KpPOBHU
MOBBIIIAETCSA HE TOJIBKO COJIEp’KaHUE CBOOOJIHOTO, HO M CBA3aHHOI'O OWJIMpYOHHA
(brmmpyOMHA-TIIFOKYPOHUa) — 3a cUeT ero oopatHor auddy3uu H3 KETIHBIX
KalMWIISIPOB B KPOBEHOCHBIC MPU AUCTPOGUN U HEKPOOHO03€ TIEYCHOYHBIX KIIETOK.

Bo3HuKaeT KeNTynIHOe OKpaTuBaHUE KOXKH, CIIM3UCTBIX 000JI0YEK.

KimHMKa mapeHXuMaTo3HOM JKENTyXH BO MHOTOM OIPENEISAETCA €€ dTUOJIOTHEH.
JIist mapeHXMMATO3HON KENTYXU XapaKTepeH madpaHOBO-KENThIN, KPACHOBATHIN
LBET KOXKU («KpacHas kenTyxa»). BHagasie xenTynHas oKpacka MpOsIBISETCS Ha
CKJIEpax U MITKOM HeOe, 3aTeM OKpalluBaeTcs Koxka. [lapeHxumaro3Has kenryxa

COIIPOBOKAACTCA 3YyJAOM KOKH, OAHAKO MCHCC BBIPAKCHHBIM, YCM MCXAaHHNYCCKasd,
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TaK KaKk TOpaXEHHas I[€YeHb MEHbIIE MPOAYLUUPYET JKETUYHBIX KHCIOT,
HAKOIUIEHWE KOTOPHIX B KPOBM M TKAHSIX M BBI3BIBAET ATOT cuMmToM. [lpm
JUTUTEIIbBHOM TEUEHUHU MAPEHXUMATO3HOM KENTYXH KOXKa MOXKET MPUoOpeTaTh, KaK
U TpU MEXaHWYECKOW, 3CJICHOBAThIi OTTEHOK (3a CYET MpeBpalleHus
OTKJIQJIBIBAIOIIETOCS] B KOXe OwinpyOuHa B OWJIMBEpPJUH, MMEIOIIMHA 3eJEHBIH
1BeT). OOBIYHO B KPOBU MOBBIIIAETCS aKTUBHOCTD ajb/10J1a3bl, aMUHOTpaHcdepas,
0COOCHHO aTaHMHAMHMHOTpaHc(hepasbl, U3MEHEHBI ApPYTrue MEYECHOUYHBIE MPOOBI.
Moua mpuoOpeTaeT TEeMHYIO OKpacKy (I[BeTa MUBA) 3a CUET MOSBICHUS B HEH
CBA3aHHOro OwinMpyOunHa u ypoOwiuHa. Kan cBerneer wim obecrBednMBaeTcs 3a
CUeT YMEHBIIEHUS COepKaHUs B HEM cTepkoOmianHa. COOTHOIICHHE KOTMYECTBA
BBIJIEJIIEMOTO CTEPKOOUIIMHA C KaJOM M YpOOWJIMHOBBIX T€JI C MOYOM (BaXKHBIN
nabopatopHblil kputepuilt audepeHmanuu BUIOB KEITYX), COCTABJISIONICE B
Hopme 10 : 1-20 : 1, Opu NEYEHOUYHOKJIETOUHBIX JKEIATYyXaX 3HAUYUTEIIBHO

CHMXKACTCA, JOCTUTAA ITPH TAKCIIBIX ITOPAKCHHAX 1:1.

[TaToslornueckue MpoOUECChl B IEYEHH YacCTO COIPOBOXKIAIOTCA YMEHBIICHUEM
MOCTYIJIEHUSI B JIBEHAILATUIIEPCTHYIO KHUIIKY EJIYM BCJIEACTBUE HApYILICHUS €€
oOpa3oBaHus, SKCKpEeUUn W/ WM BbiBeleHUs. [ledeHs yBennueHHas, O0JIe3HEeHHas
npu nansnauuu. Hepenko HaOmogaeTcst reMopparuiueckuii CHHAPOM U CUHIPOM
ME3EHXUMAJIbHOTO BoOcnajeHus. Hanuuume mnocieaHero CBUIETENbCTBYET O
CEeHCUOMIM3AINH UMMYHOKOMIIETEHTHBIX KJIETOK " aKTHUBHOCTHU
PETUKYJIOTUCTHONMUMPOIUTApHONH cUcTeMbl. OH TMPOSIBIAETCS THUIIEPTEPMUECH,

noJMapTpajrueH, cruieHoMeraiauel, tumdaaeHonaTieil U y3j10BaTol 3pUTeMOM.

TeueHue 3aBUCUT OT XapakKTepa MOpaXCHHsA ICYCHU U IJIMTCIbHOCTHU ﬂCﬁCTBHH
MOBPCKAAIOIICTO Haydajla, B TsIKCIIbIX CIy4dadX MOXKCT BO3HUKHYTH IICYCHOYHAs
HCOOCTAaTOYHOCTB. OxoHYaTeIbHBIN AWarHo3 BHPYCHOI'O TICIIATUTA CTaBAT Ha

OCHOBAaHHHU CCPOJIOTHMYCCKHUX U UMMYHOJIOTHYCCKUX HCCH@HOB&HHﬁ.

Mexanudeckas (OAMEYEHOYHAs, OOTYpallMOHHAS) OKEATyXa pa3BHBAETCS B

pe3yabpTaTe YaCTUYHOMU WJIM MOJHOM HENPOXOJAUMOCTH KEITUYEBBIBOAAIINX IYTEN C

HapyIICHUEM Macca)ka )Kelldyd B KUIIeYHHUK. [IpruunHoil 0OCTpyKIMU MOTYT OBITh
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KOHKPEMEHTBI OOIIEro KEJIYHOro MPOTOKA; pak, KHUCTa, alCIecc B TOJOBKE
MOJIKEITYTIOYHOM JKEJe3bl; CTEHO3, OIMyXOJb OOJIBIIOTO COCOYKA WM SKEITYHBIX
MPOTOKOB (MeTacTasbl), UX MOCTTPaBMAaTHUYECKUE CTPUKTYpPHI (TIOCIE Olepaiu,

KOJIMKU C OTXOKICHHEM KaMHel) U MHGEKIus (Tapa3uThl).

[IpensaTcTBHE B KETUEBBIBOIAIIMX IMYTSAX YMEHBIIACT TOK JKEITYU MO KaHAJbIaM,
NEYCHOYHYIO OKCKpPELHMI0O BOJbl W/WIM OPraHU4YeCKMX aHUOHOB. JlaBieHue
IPOKCUMAIILHO OT MeCTa OOCTPYKIIMM TIOBBIIIACTCS, KOMIIOHEHTBI >KEIYd U3
MEKKJIETOYHBIX MPOCTPAHCTB IMOMANal0T HEMOCPEACTBEHHO B KpoBb. JKemub
HAKaIJIMBACTCSI B TEMATOLUTAX U YKETUEBHIBOIAIINX MyTAX, a KEITUYHBIE KUCIOTHI,
AUNUAbI, OMnMpyOMH — B KpoBU. B muiasme KpoBH NOBBILIAETCS COJAEPIKAHUE
OwnnpyOuHa, Jamniero npsmyr peakiuio. OH  BbIACISETCS C MOYOM U
OKpalIMBAaET €€ B TEMHO-KOPUYHEBBIH LBET (LIBET NMBA). B KUIlIEUHNKE )KETUH HET,
Kan obOecuseueH. OOpa3oBaHHE ypOOUJIMHOI€Ha B KUIIEYHUKE HE MPOUCXOMAMT,
M03TOMY OH OTCYTCTBYET U B Moue (pHcC. 2). B KpoBb MOTYT MOnafaTh U >KETIHBIC
KHUCJIOThI, B IIJJa3M€ TIOBBIIIAETCS COACPKAHME XOJIECTEPUHA, IIEIOYHON
docdaraspl. JnuTenbHbId XOJecTa3 (B TEUEHUE MECSLEB U JIET) MPUBOIUT K

pPa3BUTHIO OMIIMAPHOIO LUPPO3a IIEUEHHU.

B o00pa3oBaHuM Kenud YYacTBYET psSJ OSHEPro3aBUCHUMBIX TPAHCHOPTHBIX
IIPOLIECCOB: 3aXBaT JKEIYHBIX KUCIOT, OPTaHUYECKUX U HEOPraHUYECKUX HOHOB,
NEPEeHOC MX Yepe3 CHUHYCOMIaJbHYI0 MeMOpaHy BHYTpPh TIelaTolUTa U uepe3

MeMOpaHy KaHaJIbLIEB B )KETYHBIN KauIIsp.
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TpaHcnopT KOMITOHEHTOB KEITYM 3aBUCUT OT HOPMAJIBHOTO (DYHKIIMOHUPOBAHUS
OEJIKOB-TIEPEHOCUYMKOB, BCTPOCHHBIX B 00e¢ MemOpaHbl (B ToM umnciae Na+-K+-
AT®a3pl, MEPEHOCYNKOB MJIsi >KEIYHBIX KHUCIOT, OpraHMYecKuX aHuoHOB). Ha
KJIETOYHOM YpOBHE 4Yallle BCETO0 HAOIIOJAI0TCS HapymieHne cuHTe3a Nat+-K+-
AT®a3pl 1 TPAaHCTIOPTHBIX OCNKOB WJIW WX (YHKIUWA TIOJ BIUSHUEM >KCITIYHBIX
KHUCIIOT, MEIUATOPOB BOCMAJICHUs (IIMTOKMHOB — (hakTopa HEKPO3a OMYyXOJIH,
WHTEpJICUKUHA-1b U 1p.), PHIOTOKCHHOB, JIEKAPCTBCHHBIX BEIIECTB, M3MEHEHUS
JUTUAHOTO COCTaBa, MPOHUIIAEMOCTH MEMOpaH, CTPYKTYp KJIETKH W KaHAJbIICB.
Mexanudeckass OOCTPYKIIMSI MaruCTPaJIbHBIX MPOTOKOB TOBBIIIACT JaBICHUE B

JKCIIYHBIX MMPOTOKAX, a TUIICPTCHIHA ITOAABIIACT CCKPCHIO KEIUH.

HakorieHne >KeIUHBIX KHMCJIOT C BBIPA)KCHHBIMU TMOBCPXHOCTHO-aKTHBHBIMHU
CBOMCTBAaMH BbI3bIBACT IMOBPCKACHUC TICIIATOOUMTOB KW YCHUICHHC XOJICCTa3a.
TOKCHMYHOCTBh JKEJIUHBIX KHCJIOT 3aBHUCUT OT CTCICHU HX J'II/IHO(l)I/IJ'IBHOCTI/I n

ruapododbHoctd. K = renaTOTOKCMYHBIM ~ OTHOCST — XE€HOJE30KCUXOJIEBYIO
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(IEepBUYHYIO KETYHYIO KUCIOTY, CHHTE3UPYIONIYIOCS B IEYEHU U3 XOJECTEPUHA), a
TaKXe JINTOXOJIEBYIO U JE30KCUXOJIEBYIO (BTOPUUYHBIE KUCIOTHI, 00pa3yronumecs B
KUILIIEYHUKE W3 TEPBUYHBIX MOJ JeicTBUeM Oaktepuii). OCHOBHBIM 3BEHOM B
Pa3BUTHUU HEKPO30B IeMaTOUTOB CUUTAIOT MTOBPEKICHUE MO/ BIUSHUEM KETUYHBIX
KHCIIOT MeMOpaH MUTOXOHApUM, yMmeHblleHue cuHTe3a ATD B KieTke,
MOBBIIICHUE BHYTPUKIETOUHOM KOHIEHTparuun Ca2+, CTUMYJSIIUIO KaJIbIIHMii-
3aBUCHUMBIX TUJpoJia3. JKeluHble KUCIOTHI BBI3BIBAIOT aroONTO3 T'ENaTOIUTOB —
MPOrpaMMHUPYEMYIO CMEPTh KJIETKU. MeXaHuyeckasl JKelTyXa MOMXKET ObITh

YaCTUYHOM.

KnuHuueckass kapTuHa  OmpeAensercs  JJIUTEIBHOCTBIO  BHEMEYECHOYHOTO
xonecraza. IlposBnsercss KENTyXOM, axOJMYHBIM KaJIOM, 3yIOM KOXH,
HapyIIEHUEM BCAChIBaHUS KUPOB, CT€ATOpEeH, MOXYACHUEM, THIIOBUTAMHUHO3aMHU
A, D, E, K, kcantomMamu, THUNEPIUTMEHTAMCH KOXKHU, XOJICTUTHUAZ0M,
dbopMupOoBaHUEM OWIMAPHOTO LHUPpPO3a TeUeHU (MOpTajabHas THUIEPTEH3US,
MEeYCHOYHAss HEJOCTAaTOYHOCTh). 3yJ KOXHU, IKeITyxa HaOMoJalTcs MOpu
3HAYUTEILHOM HApYIIEHUU SKCKpeTOpHOU (hyHKIMU renatonuToB (6onee 80 %) u
HE BCerja SBISIOTCS PaHHUMU TPU3HAKAMHM XoJjiecTaza. 3yJ 3HAYUTEIIbHO
YXYAIIaeT Ka4ecTBO >KU3HU OONbHBIX. [Ipuposa ero okoHYATENbHO HE SCHA.
BepositHO, coenrHeHus1, BbI3BIBAIOIINE 3y, CUHTE3UPYIOTCS B NE€UYEHU (B IMOJB3Y
ATOTO CBUJIETEIBCTBYET UCUE3HOBEHHUE 3yla B TEPMUHAJIBHOW CTaJuU MEYEHOUYHON
HEJIOCTATOYHOCTH). TPaguIIMOHHO 3YJ KOXHU CBSI3bIBAIOT C 3aJEPKKON KETUYHBIX
KUCJIOT B KOXE M Ppa3apakKCeHUEM HEPBHBIX OKOHYAHUU JIEPMBI, JIMHUJECPMUCA.
[IpsiMoil CBSI3M MEXKIY BBIPKEHHOCTBIO 3y/la MU YPOBHEM >KEITYHBIX KHCIOT B

CBIBOPOTKC HCT.

JleunuT KeMYHBIX KUCIOT B KUIIEYHUKE MPHUBOJIUT K HAPYIICHUIO BCACHIBAHUS
JKUPOB, CIOCOOCTBYET cTeaTopee, MOXYJICHHIO, ACHUIIUTY KUPOPACTBOPUMBIX
ButamuHoOB (A, D, K, E). BbeipaxkeHHOCTh CT€aTOpeu COOTBETCTBYET YPOBHIO
xkentyxu. llBeT Kama — HaACXKHBIM MHAMKATOP CTENEHU OOCTPYKIIUU

JKETYEBBIBOAIIMX TyTed (MOJTHOM, WHTEPMUTTUPYIOIICH, pa3periaromencs).
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Hedunut ButamuHa D sSBIsSieTCS OMHUM U3 3BEHBEB OCTEONOPO3a U OCTEOMAISILINU
(mpy XpOHUYECKOM XOJIECTA3€), MPOSBISIOIIUXCS TSXKEIBIM OOJIEBBIM CUHAPOMOM
B I'PYAHOM WJIM NOSICHUYHOM OT/IEJI€ TO3BOHOYHHKA, CIIOHTAHHBIMU IIEPEIOMaMH,
0COOCHHO pebep, MPU MUHUMAJIBHBIX TpaBMaX, KOMIPECCHOHHBIMH IEpeIOMaMH
TEl TO3BOHKOB. Ilaronmorust KOCTHOM TKaHM YCYryOJsieTcsi HapylleHHEM
BcaceiBaHust Ca2+ B kumeuHuke. [lepunur ButamuHa K (HeoOxomumoro st
CHHTE3a B TNI€YCHHU (PAKTOPOB CBEPTHIBAHUS) TMPOSIBISIECTCA TEMOPPArHnYECKUM
CUHIPOMOM M THUIONPOTPOMOMHEMHEH, OBICTPO KyNHUPYIOIIUMHUCA  IPH
napeHTepaibHoM BBeJeHuM BuTamuHa K. KnumHudeckue nposiBieHus aedpuuura
BuTamMMHa E (MO3KeukoBas arakcus, nepudepudeckas MOJIUHEBPONATHS,
JIeTeHepalysl CeTYaTKU) HAOIMI0AAI0TCS MPEUMYIIECTBEHHO Y JeTei. Y B3pOCIbIX
OONBHBIX cojepkaHue BuTamMuHa E Bcerja CHUKEHO, OJHAKO CIEHH(PUUECKUX
HEBPOJIOTMYECKUX CHUMIOTOMOB HeET. [IpH HMCTONIEHMM II€YEHOUYHBIX 3aIlacoB
BUTaMUHAa A MOTYT pa3BUTbCA HapyUIEHUs TEMHOBOM ajantanuu (KypuHas
cienora). JIIMTenpHbI X0JecTa3 CIoCOOCTBYET 0Opa30BaHUI0 KOHKPEMEHTOB B
JKEIUYHBIX NyTsX. [Ipy HanMymyM KamMHEW WM MOCJIE ONEpalri Ha KETYHBIX
MIPOTOKAX, OCOOEHHO Y OOJBHBIX C MEUYEHOYHO-KUIIEUHBIMU aHACTOMO3AaMH, YacTO
IpUCOEINHSAETCS OaKTepUaIbHbIA X0JaHTUT (Ki1accudeckas Tpuada llapko: 6015 B

paBoOM Mopedepbe, JINX0PaJIKa C 03HOOOM, KENTYXa).

B mia3Me KpoBH MOBBIIIAETCS YPOBEHb BCEX KOMIIOHEHTOB K€M, MPEK]IE BCETO
*enuHbIX KucaoT. KoHueHtpanus OuinmpyOnHa (KOHBIOTMPOBAHHOTO) pPacTeT B
TEUEHUE TMEepBbIX 3 HEA., a 3aTeM KoJeOyeTcs, COoXpaHsis TEHACHIHIO K
yBenuueHuto. [lpu paspernieHun Xosecta3a OHa CHIKAETCS IMOCTENEHHO, 4YTO
CBSI3aHO ¢ oOpa3zoBaHueM OunmanbOymuHa (OunupyOHMHa, CBS3aHHOTO C
anpOymMmuHOM). B mepudepudeckoil KpoOBH BO3ZMOMXKHO TOSIBJICHUE MUIICHEBUTHBIX
SPUTPOIUTOB (BCIEACTBUE HAKOTUICHUS XOJIECTEPUHA B MEMOpaHaxX M YBEITUYCHUS
MJIONIAIA KJIETOYHOW MOBEPXHOCTH). B TepMHUHANIBHOM CTaauy MOPaKEHUs TIEYEHU
COJIEp’)KaHHE XOJIECTEpHHA B KpOBM CHIDKaeTcs. lloBbIlleHME aKTHUBHOCTH
TpaHCaMUHa3, Kak MPaBWJIO, HE CTOJIb 3HAYMTENIbHO, KaK MapKepoB XOJecTasa
(menouHo# ¢ocdaTasbl, S-HYKIEOTUA3bl, Y-TIIyTaMUITpaHCIENTHAa3bl). B TO ke
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BpeMs TIPU OCTPOW OOCTPYKIIMM MaruCTPaIbHBIX MPOTOKOB aKTUBHOCTH ACAT,
AnAT moxet B 10 pa3 npeBsllIaTh HOPMY (Kak Ipu ocTpoM renatute). MHorna
aKTUBHOCTb IIENIOYHON (pochoTa3sl MOKET ObITh HOPMAIBHON WIIM MOHMKEHHOU

M3-32 OTCYTCTBUS KO(DaKTOPOB AaHHOTO pepMeHTa (IIMHKa, Maraus, B12).

Pe3ynbrarthl KIMHUYECKMX U OMOXMMHUYECKUX MCCIEAOBAHUN IPU BHYTpU- U
BHEIMIEYCHOYHOM XOJIeCTa3e MOTYT OBITh CXOJHBIMU. HOTAa BHENEYEHOUHYIO
OOCTPYKLHIO OIIMOOYHO NPUHUMAIOT 3a BHYTPUIICYEHOYHBI XOJieCcTa3 M
HaoOOpoT. B monb3y MexaHuyeckoil OOCTPYKIIMM C pa3BUTHUEM HKEITYHOMN
TUNIEPTEH3UU CBUJIETEIBCTBYIOT 00JIb B JKMBOTE (IIPU KOHKPEMEHTAX B MPOTOKAX,
ONyXOJISIX), MNaJbIUPYEMbId JKEMYHbIM My3bIpb. JlMxopagka u 03HOOBI —
CUMIITOMBI XOJIAHTUTA y OOJIbHBIX C KOHKPEMEHTAMH B JKEIYHBIX MPOTOKAX WM
CTPUKTYpaMHU KEITYEBBIBOIAMMX MyTed. [IMOTHOCT U OYrpUCTOCTh MEYEHH MPH
najabIanuy OTPAXKAOT JAJEKO 3alIEAIINE U3MEHEHHS WIIH OITyXO0JIEBOE IOPAXKEHUE
neyeHu (MEpBUYHOE WM MeTractatnyeckoe). Eciu npu  yiabTpa3ByKOBOM
UCCIIEJOBAaHUM BBISBIIICTCS XapaKTEPHBIM MPU3HAK MEXaHWYECKOW OJ0Kaabl
KETYHBIX TMyTel — HAJACTEHOTUYECKOE pACIIMPEHUE IKETYHBIX MPOTOKOB
(OwmapHasi TUNEpPTEH3Us) — TOKa3aHa XoJlaHruorpadus. Merogom BbeIOOpa
SIBJIIETCSL YHJIOCKOMMYECKas peTporpaaHas xojaHrnonankpearorpagus. Eciu ona
HEBO3MOYKHA, MPUMEHSIOT YPECKOKHYIO YPECIIEUEHOUHYI0 Xosanruorpaguro. O6a
METO/1a MO3BOJIIIOT OJHOBPEMEHHO JIPEHUPOBATH JKEITYEBBIBOIAILNE ITyTH MPH UX
OOCTpPYKIIMU, OAHAKO MPHU SHIOCKONUYECKOM IMOAXOAE HAOMIOAACTCS MEHbIIAs
4acToTa OCJIO’)KHEHH . [Ipn SHJOCKOIUYECKOU peTporpagHoin
XOJIaHTHOMaHKpeaTorpaduu  BO3MOXKHO BBINIOJIHEHHE COUHKTEpOTOMUHU  (AJIs
yAaJleHus. KOHKPEMEHTOB). JlMarHo3 BHYTPUIIEYEHOUYHOI'O XOJecTa3a MOKET
NOJITBEPAUTh OUOIICHS TEYEHHU, KOTOPYIO MPOBOJSAT TOJIBKO IMOCIE HUCKIIOUEHUS
OOCTPYKTUBHOTO BHENEUEHOUYHOTO X0JiecTa3a (BO M30eKaHUe pa3BUTHS JKEITUHOTO

NEPUTOHUTA).

I'emosiuTnyeckass (HaANMEYEHOUYHAs]) JKEJTYyXa BO3HUKAET B PE3yJbTare

WHTEHCUBHOI'O paclaja JPUTPOIMTOB M UYPE3MEPHOM BBIPAOOTKH HEMPSIMOTO
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OwmmpyOuHa. OTH  SBICHHUS BO3HUKAIOT TPU TUNCPOYHKIUH  KIETOK
PETUKYJIOAHAOTEINAIIBHON CUCTEMBI (MPEXK]IE BCETO CENE3EHKH), IPU MEPBUUHOM
¥ BTOPUYHOM TUIEPCITICHU3ME. TUIMHMYHBIM PUMEPOM T'E€MOJIUTUYECKOMN KEITYXHU
MOTYT CIIYXXHUTh Pa3INIHbIC TEMOJIUTUUECKHEC aHEMHUH, B TOM YHCIIC BPOXICHHBIC
(mukpocheporuro3 u np.). Ilpu sToM oOpazoBaHue HENpsMOTO OUIUPYyOMHA
HACTOJIbKO BEJIMKO, YTO IE€YEeHb HE YCHEeBAaeT MPEBPaTUTh €ro B CBSI3aHHBIN
(mpsimoit) OunmupyOuH. [IpramHAMU TEeMOTUTHYECKOUW KENTYXH MOTYT OBITh TaKXKe
pasznuyHbie Jpyrue (aKTophbl, BEAYUIUE K TE€MOJM3Y: TEMOJUTHYECKUE SIIbI,

BCACBIBAHHUE B KPOBb IPOAYKTOB pacnaja OONIMPHBIX T€MaTOM H T.[I.

Ha npakTuke NMOCTaBUTh IMATrHO3 FEMOJIMTHYECKOW JKENTyXH Jierde apyrux. [Ipu
TFEMOJINTUYECKON HKEJITyXe KOJKHBIE TOKPOBBI HPHOOPETAIOT JIMMOHHO-XKEITYIO
OKpPACKy, JKEITyXa BBIPa)KEHA YMEPEHHO, KOXKHOro 3yJa HeT. IIpu BbeIpakeHHON
aHEMHH OIpeNeNsieTcs] OJEAHOCTh KOXKHBIX MOKPOBOB M CIM3UCTBIX 000JIOUEK Ha
bone wumeromencs xentyxu. [leueHb HOpPMalIbHBIX pa3MEPOB WIIM HECKOJIBKO
yBenuueHa. Cene3eHKka yMEpEeHHO yBenudeHa. [Ipu HEeKOTOphIX BUaX BTOPHUYHOTO
TUIEPCINIEHU3Ma MOKET ObITh BBISIBIEHA BBIpa)KE€HHas CIJIeHoMeranus. Moua
UMEeT TEMHBIM IBET 3a CUET MOBBIIIEHHON KOHILIEHTpAUUU YPOOWUJIMHOTE€HA M
crepkoOunuHoreHa. Peakuus wmounm Ha OwimpyOwH otpunarensHas. Kan
MHTEHCUBHO TEMHO-OYpOro IBeTa, KOHLIEHTpalus CTEPKOOWIMHA B HEM PE3KO
noBbIlIeHAa. B aHanu3ax KpoBU — MOBBILIEHUE YPOBHS HENpPSIMOro OWiIMpyOuHa,
KOHLIEHTpanusi npsamoro OwnnOyprHa He TNoBbIIeHA (puc. 3). AHeMHs, Kak
IIPAaBWJIO, YMEPEHHO BBIPAXKEHA, PETUKYJoUuTOo3. COD HECKOIBKO yBEIMYEHA.
[leuenounble npoObI, XOJNECTEPUH KPOBH B Tpelerax HOPMBL. YPOBEHb

CBIBOPOTOYHOTI'O JKE€JIC3a KPOBHU IMOBLIIICH.
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PrcyHO0M 3. CHSME AT SHE SIS FEsl OH TH YE-CM0 A senTyxi (o FuH. Moetier,
SO T O ITOO IR0 oA, SN0S)

NMMyHHBIE TE€MOJUTUYECKNE AaHEMHH Pa3BUBAIOTCS IMOJ BO3JAEHCTBUEM AHTHUTEN
Ha 3puTpouuThl. OCHOBHBIE (HOPMBI UMMYHHBIX T€MOJUTHYECKUX aHeMuil: 1)
ayTOMMMYHHBIE, OOYCJOBJICHHBIE TIOSIBIIEHUEM B OpraHU3ME aHTHUTEN IMPOTUB
COOCTBEHHBIX JPUTPOLIMTOB; 2) TaNTEHOBHIC, BbI3BaHHbIE (QUKcalMeldl Ha
OPUTPOLUTAX YYXKIBIX JJs OpraHu3Ma AaHTUICHOB — TaNTEHOB (JEKapcTBa,
BUPYCHI U T.II.) C aHTUTEJIAaMH, 0Opa30BaHHBIMHU B OTBET Ha COEAMHEHUE ranTeHa C
OelKoM opranusMma; 3) HU30MMMYHHbBIE, CBSI3aHHBIE C TOMAJaHHEM B OPraHU3M
HOBOPOKICHHOTO aHTUTEJ MaTepH, HANPABICHHBIX IPOTUB 3PUTPOIIMTOB peOEHKa
(mpu HecoBMecTUMOCTH pebeHka W Marepu 1o Rh-dakropy u ropasmo pexe mno

anTureHaMm cuctemsl ABO).

AYTOI/IMMYHHBIC reMOJINTUYECKHUE aHEeMHUU. B OCHOBE MaTOJIOTMYECKOTO mponecca
JIC’)KUT CPBIB HMMYHOHOFHHCCKOﬁ TOJICPAHTHOCTH K COOCTBEHHBIM SpUTPOIHUTAM.
Knuanueckas KapTHhHa 0one3Hn CKJIaAbIBACTCA M3 IIPU3HAKOB AHCMHUYCCKOI'O
CuHapoMa, THAKCCTb COCTOSHUA OOIBHBIX OoNpCAcCIsACTCA BbBIPA)KCHHOCTBIO U

OCTpPOTOM pa3BUTUSl aHeMUU. [Ipu XpPOHUYECKOM, MEIJIEHHO Pa3BUBAOIIEMCS
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MIPOIIECCE MEPBHIM MPU3HAKOM OOJIE3HU MOXKET OBITH HEOOJIbINAs JKeNTyXa (3a cueT
HEMpsAMOTO OmnMpyOrHa); OJHOBPEMEHHO BBIABISICTCS W aHemus. B nmpyrux
cllydasx Hadajo OOJIe3HM XapaKTepu3yeTcs OypHBIM TeMOJU30M C OBICTPO
HApaCTAIOMMMHA aHEMHUEHN U KenTyxou. Hepenko moseimaeTcs temreparypa tena.
Yacto yBenmuumBaeTCs celie3eHKa. BO3MOXXKHO yBEJIMYEHHE II€UEHU 3a CYeT
XOJIeUTHA3a, KUPOBOU TUCTpoPuu. OOBIYHO BBICIYIIMBACTCS (DYHKIIMOHAIBHBIN
CUCTOJIMYECKUM TIIyM Ha BEpPXYIIKE W HAa OCHOBAaHWHM CEpAIla, HEPEIKO

OIIPCACIIACTCA pa3aABOCHUC II ToHa.

KaptuHa KpoBM XapakTepu3yeTcss HOPMOXPOMHOW aHemMued (Ipu OCTpOM
reMOJIM3€ ypOBEHb I'€MOIVIOOMHAa MOXET MajaTh 0 KaTacTpopuueckux uudp,
OOJBHOM MOXET BHaJaTh B AHEMHUYECKYI0 KOMY). Mopdosiorus spUTpOLUTOB
CYLIECTBEHHO HE MEHSETCS, HO MHOTJa OTMEYAaeTCsl MX MHMKpPOC(HEpOLUTO3, UTO
TpeOyeTr nuddepeHupoBanns OT HACIEACTBEHHOro MHKpocepouurtosa. Ilpu
OCTPOM T€MOJIM3€ B KPOBU MOTYT ONPENEIATHCA €AUHUYHBIE SPUTPOKAPUOLIUTEHI.
YPOBEHb PETHUKYJOLUTOB BBICOK. benass KpoBb CYLIECTBEHHO HE MEHSETCS, HO
IrEeMOJIMTUYECKUA  KpHU3  MOXKET  CONPOBOXKIATHCA  HEMPOAOKUTEIbHBIM
HEUTPOPHUIIBHBIM  JIEUKOLIMTO30M (Ha3HAYEHUE CTEPOUIHBIX TOPMOHOB IpHU
IeéMOJIM3€ MOKET COMPOBOXKAATHCS OUEHb BBICOKUM HEHTPO(DUIBHBIM JEHKO30M CO
CABUTOM JI0 MPOMHEJIONUTOB). YHCIO TPOMOOIUTOB OOBIYHO HOPMAILHOE.
KoCTHBII MO3r IIpM ayTOMMMYHHOM T€MOJIUTUYECKON aHEMUU XapaKTEPU3YETCA
paspakeHHeM KpacHOTo pocTka. buoxumudeckue ncciaeaoBanusi 0OHapyKUBAIOT,
NOMUMO TUNEPOMITHUPYOUHEMHUH, YBEIMYEHUE COACPKAHUS TraMMa-riao0yJIMHOB.
[Tpu TsKENIOM TeMoJIM3€ BO3MOXHBI TPOMOO3bl B CHCTEME ME3EHTEPHATIbHBIX
COCYJIOB C TOSIBJIEHHEM CUJIbHOM MPUCTYNO0Opa3HOW OOJM U B3IYyTHEM KUBOTA 32
cueT mnape3a kuileyHuka. Kak mpaBuio, TpoMOUPYIOTCS MEJKHE COCYAbl H
raHrpeHa KWIIEYHUKAa HE pPa3BUBAETCS, B OINEPAaTUBHOM BMEIIATEIbCTBE
NOTPeOHOCTh HE BO3HMKAeT. MHOrga MOXKET OTMEYaThCs BHYTPUCOCYIUCTHIN
reMoJIu3 B OTBET Ha OXJaXJICHHE (XOJIOJoBas TeMoroOuHypus). DTa (opma
reéMOJIMTUYECKON aHEeMHH CBsi3aHa C JEHCTBUEM T'€MOJU3UHOB CHIBOPOTKH KPOBHU
Ha SPUTPOLUTHI OOJIBLHOTO.
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Jlnarno3 ayTOMMMYHHOW T€MOJUTHYECKON aHEMUM YCTAHABIMBAKOT HA OCHOBAHUHU
oOLIMX MPU3HAKOB IeMoJin3a (MOBBIIICHUE YpPOBHS OMWIMpyOMHA B KPOBH WU
MOSIBJIEHUE TEeMOCHIEpUHA B MOYE, MOBBIIICHHUE MPOIEHTA PETUKYJIOIIUTOB B KPOBU
1 00HApyXCHUE ayTOAHTUTEN HAa MOBEPXHOCTH SPUTPOIIUTOB C IMOMOIIBIO MPOOKI
Kymbca, ObIBaeT TMOJIOKUTENbHOW TouTH B 60 %

KOTOpasn ClIy4acB

ayTOMMMYHHOTO T€MOJIN3a).
Kpurepuu muddepeHuna bHOR JUATHOCTUKM OCHOBHBIX BHMIOB KeJITYX
Ipe/ICTaBICHbI B Ta0M. 2.

Tadmuua 2. QeghghaDatl) Han kB O -0 sr0CTHYSSCKEe 7 2000 T oDt &4 MoK 338 -
TEnH N DH e TFXEY a3 YOO reqHasa

Me~saHoYHaA ¥an-

DpAELHA

NafopaTopHbIa HaanedsHoYHaR Mognayalsy4Ean
TYXS [ME48HO0YHO-
NOK3IATENM HENTY XA KABTONHEA) HEMTY XA
Earmpy i Nnaaws | NoE=lueH 338 CUeT MossiueH Np2emy- | MossilusH 23 cuet
HEKOHERMMDDEa R LYBCTEEHHD 3@ CUET | KOHEOMApaaa-H0d
HOR P K KOH =0 POEaHHDA DpSEYHA

DEDMEHTEl NN a3k

MoE= L2l Ak
uMTEnNEHT — NAOr;
YRSpEHED — SCAT

MoSsllgH 3K3-
LA TENEHD SmAT |8
SCAT

MoSEelUEH= IHIUK-
TEMLHO & W T TTL
MIEET NOEEILLTGTCSA
AT

Eermpy g B Ao COTCWTCTEYET SHFIHTENRHD T SHIIHTERHD TTO-
EdLLEE ERILEIEH
WEOOHITIHOMEH MOIUH | MOE=ILLEH CTCYTCTEYET CTCYTCTEYET

Megu@epduesan
KpOgs

SASMAA. PETIEYIO-
YATOa, yCkopeHkoe
L

NepEkonesdR, oTHD-
CHTENEHSIA M kago-
I:I_rITEE. daMeEqneHR0E
b

NepEoyuTog He R
DN RO CalEs-

'I;%IE A YCEOpEHROE
L S

MapEapel EMpYCoS8 | OTCYTCTEY KT MonoWHTENsHEIE OTCYTCTEYHT
renaTtHTa
MNpoTpomMSE Hopua Hopwa mne cHikeH | Hopma
MNS3Ms MoK TRKENTM TEde-
HHW NENaTuTa
CHEONADKE P OTCYTCTEY KT OTCYTCTEYHT c~-{DETONPOTEAH

F3A roEsiUseHs
Mg :I'I]l'.l:l:l.ﬂE'E:ﬁ
DEE M HE SNl H=E
Fry e

IMHA e S EHH T2 SO — AasTargerig poreq 828 A8 T — ARaHHH SMBEH O TREN ¢4 -
AMHEH ARAS A T — SCNADTET SMHNOT RSN CAM MY 5357

FIrTN — F-rmyT M T Daq on e g 8387 L9y — Llijanow ar Hocgharasa;

PS5 — a0 B O-SaniTe O AT BN B E 8 THMRa M.

JloOpokadyecTBeHHbIE ((PYHKIIMOHAIBHBIC) THICPOMIUPYOMHEMUN (TMTUTMEHTHBIC
renarto3bl) — 3a00JieBaHUs, CBSI3AHHBIE C HACJEACTBEHHBIMH HapyUICHUSIMU
oOMeHa OwnnpyOuMHA (SH3UMOMNATHAMH), MPOSBISIONIMECS XPOHUYECKONW WIIH
nepeMexarouieicss KeNTyxod ©0e3 BBIPaKEHHOTO IEPBHUYHOIO H3MEHEHUS

CTPYKTYpPBHI U (DYHKIIMH TT€UEHU U 0€3 SBHBIX MPU3HAKOB T'eMOJIN3a U X0JIecTa3a
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Cunapom Kpuriepa — Haiispa onucan B 1952 r. amepukaHCKUMU neguaTpamMu
J.F. Crigler u V.A. Najjar. Tun HacnegoBaHusi — ayTOCOMHO-peIleCCUBHBIN. Ha
MOJICKYJISIPHOM ypPOBHE JIe(eKT JIOKAJTU3yeTcsi B OJHOM U3 5 3k30HOB (1 A—5) rena
ypunuaandocdarrmokyponuntpanchepassl (YADI'T) 1*1. C paBHOM "acToTOU
BCTpEYaeTCsl y MAIbYMKOB U JeBouek. [larorene3 — orcyrcrtBue (1-i Tvm — puc.

4) unu cHmxenue (2-# tun) aktuBHoctu Y IDI'T.

[Tpu cunapome Kpurnepa — Haiispa 1-ro Tuna HeKOHBIOTUPOBAHHBIN OUIIMPYOUH
B KpoBH Bbiie 200 Mxmoib/n. [IpoucxoauT HakorieHHue OMIMpyOMHA B SApax
CEpOTo BEIIEeCTBA TOJIOBHOTO MO3Ta, B PE3yJbTaTe YEro pa3BUBAIOTCS CYIOPOTH,
ONMKMCTOTOHYC, HUCTArM, aTeTo3 u T.1. MaHudecranus HacCTyMaeT B MEPBbIC YaChl
KU3HU, TIpHYeM OOJIbHBIE Yallle MOTHOAI0T B TEUEHHE MEPBOTO roja >KU3HHU OT
aaepHol xenTyxu. V3meHeHnil neyeHu (OMOXMMHUYECKUX, TMCTOJIOTMYECKHUX) HE
oOHapyxkuBatoT. [Ipoba ¢ dhenobapOuTasom He AaeT pesynbrara (henodbapOuTan
uHayuupyet aktuBHocTh Y JDI'T, HO B CBA3M € OTCYTCTBHEM ATOro (hepMeHTa

npcrapatr HC UMCCT TOYKHU HpI/IJ]O)KGHHH).

OTCYTCTEYET KOHbOrauwa Gunmpybuua

Kpnat Han s A aHaneL

| L MEnamown T J
HeEes O a0 A [ O DS i
= =TT -HH""'\-\.\_

ST T S e S TR e
TR ITYRA

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

[Ipu cunnpome Kpurnepa — Haiisipa 2-ro Tumna Manudecranusi HacTynaer
HECKOJIBKO II03)K€ — B MEpBble MecAnbl XKU3HU. [IposBiIeHMs CXOIHBI C

CUHAPOMOM 1-TrO THma, HO MeHee Tsbkenble, Tak kKak Y/IPI'T npucyrcTByeT B
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rérmarouurax, XO0TA AKTUBHOCTD c€c 3HAa4YUTCIIbHO CHHMKCHA. YPOBGHB

HEKOHBIOTHUPOBAHHOTO OMIUpPYyOHHA B KpoBH He qocTturaet 200 MKMOJIB/II.

Cunapom Jladuna — JI:koncona omnucad B 1954 r. T.N. Dubin u G.D. Johnson.
Tun nHacnemoBaHus — ayTocOMHO-moMHuHaHTHBIA. Yactrora — 0,2-1,0 %.
Knuaudeckue mnposiBieHUS OOBIYHO pa3BHBalOTCA y MykuuH 20-30 er.
[latorene3 3akimodaercss B HECOCTOATENBHOCTH ATd-3aBUCMMON TpaHCHOPTHOU
CUCTEMBI T'eMaTOIMTOB (KaHAJBIEB), B PE3YJIbTATEe YEro YXYIUIAETCS TPAHCIOPT

OunupyOrHA B JKETUb M JaKe Pa3BUBACTCS €ro pe(iIroKC U3 renaTolUuTOB B KPOBb

(puc. 5).

AdedrexT cekpaymM KOHLKMTMpoOBAHHOMO BUunnpyGuHa
M3 MENATOUMTOR B MEMm4HMe KaHaAN bWkl

Hpoae HenuHEeIR KaHanS0

enaTouuT J

By,

"

ST N A T T E HH
PETHERTTERA

--d-.

PSR G KT H PO B HH R
bHI'II-Iﬂ!ﬂ o

I O e HE W OB HIR
——  Ganapytan

PRy ol 5. Maroraqes CHN QA s 4.8 06 8E — Oaos oM 5

Knunuka cunapoma Jlabuna — J[>KoHCOHA TIpeACTaBlIeHA MOCTOSSHHON KEITYyXOn
0e3 3ynma wiam (peaKko) ¢ HEOOJbIIMM 3yJI0M, OOJSIMH B MPaBOM MoJpedephe C
MEPUONYCCKUM  YCHJICHHEM 110 THITy JKCIIYHBIX KOJHK, BBIPOKCHHBIMU
JTUCTICNITHICCKAMA  SIBJICHUSIMH,  YTOMIIIEMOCTBIO,  IUIOXHM  aIllICTHTOM,

cy0deOpunuTeToM, rematomeraineii. Boamo)kHa Takke CriieHOMETraius.

Juarnoctuka cunjapoma Jlabuna — J[>koHCOHa OCHOBaHA Ha BBISBJICHUU B KPOBU
KOHBIOTMPOBAaHHON U HEKOHBIOTUPO-BAHHOM (3a CUET JEKOHBIOTAlMU U pedIiokca
OwiMpyOuHa B KpoBb) runepomnupyounemun no 100 MKMonb/Ja, B Moue —

owmpyounypun. [lokazatenu menounor ¢ocdaraspl OOBIYHO HE HN3MEHEHBI.
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XapakTepeH MmoabeM YpoBHS OpomcynbdaiienHa B KpPOBH uepe3 2 dYaca IMOcie
BBeneHus. [lpum xoneuucrorpaguu TEHb JKEMTYHOTO IY3BIPS OTCYTCTBYET.
VYXxyameHue, Kak IMpaBWIIO, HAacTynmaer Ha (oHE OCpEeMEHHOCTH WM IpHeMa

NIEPOPAIBHBIX KOHTPALIETITUBOB.

MakpocKOnUYecKr B TKAHU NIEYEHHU OMPENIENSIOTCS TEMHbIE MATHA («IIOKOJIaaHas
NIEYEHbY»), MOSABJICHHE KOTOPBIX CBA3BIBAIOT C HApPYLIEHHWEM CEKpELUUu
METa0OJMTOB THUPO3UHA, TpunrodaHa, ¢eHuIaTaHuHa. MUKPOCKOITMYECKU
BBISBJISIIOT TpyOble 3epHa NUTMEHTa JUNO(YCIMHA, KOTOPHIE HAKaIlJIMBAIOTCS

MNPpECUMYIICCTBCHHO B LICHTPC JOJICK.

Cunpapom Portopa onucan B 1948 r. A.B. Rotor, L. Manahan, A. Forentin. Tun
HACJIEOBaHUsI — ayTOCOMHO-IOMUHAHTHBIA. IlaTorenes cBsi3aH HE TONBKO C
HapyIIEHUEM dKCKpernu ounnpyourHa (kak npu curapome J[adbuna — JI>koHCOHA),
HO Y C HapyLIEHUEM €ro 3aXBaTa CUHYCOUAAIbHBIM MOJIOCOM IrenaTonuToB. Yame
pa3BuBaeTCsd Yy MaJbuMKOB B ImyOepratHoM mnepuozae. KimHuka cxomHa c¢
cunapomom Jlabuna — JI>koHcoHa. B kpoBH ompezesnseTrcsi THneponinpyonHeMust
10 100 MkMoOb/1 (B paBHOUM Mepe MOBBILIEHBI MTOKA3aTENN MPSIMOTO M HEMPSMOTO
ownmnpyOuna). HMmewT wMecto OuwnMpyOMHYpUS; HapyIIeHHE MOTJIOIMICHUS
OpomcynbdaienHa Me4YeHbl0, HO BTOPOW MUK KOHILIEHTPAallMKW B KPOBH, Kak Npu
cuaapome J[abuna — J[’KOHCOHA, OTCYTCTBYET; MPU XOJEHUCTOTrpaduu KEITIHBIHI
ny3blpb KOHTpacTupyerca. llpu Ouoncum meyeHM HaKOIUIeHHE NUIMEHTa
OoOHapyXUBAIOT peliko, OoJiee XapaKTepHa MeJIKOKaIeIbHas KUpoBas AUCTpoPus

MPEUMYIIECTBEHHO 0 XOAY KEIYHBIX KamuisipoB. [I[porHo3 6iaronpusTHbIN.

Cungpom Jlrocm — Jlpucko/u1 — peaKuid BapuUaHT HACJIEICTBEHHOU
TUnepOnIMpyonHeMun. 3abosieBanne MaHU(DECTHPYeT y NeTei B TEpBbIC JTHHU
KU3HHM, HO JIMIIb Yy TEX, KOTOpbIC HAXOIATCS Ha TPYJAHOM BCKApMITUBAHUH.
Pa3BuBaercst BbIpakeHHas TUNEPOUTUPYOMHEMHUS, BO3MOXKHA OWIMPYOHMHOBas
sHIeanonatus. Hapyuienne KoHbroranuu ouaupyornHa oOyCIOBIEHO HAJIHMYUEM
B MoJjoke Marepu wuHruoutopa Y®PI'T, mostomy mnpekpaiieHue TpyaHOTO

BCKapMJIMBaHUA ITPUBOANT K BBI3JOPOBJICHUIO.
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Cunapom AareHeca (HOpPBEKCKHMII XoJiecTa3) MpPOSIBISETCS HapyLIEHUEM
(GYHKIMIT TeYeHu BCJENCTBUE THIOIUIA3UU €€ JMM(AaTHIECKUX COCYJIOB C
pa3BuTHEM XoJecTaza. MaHudecranus OOBIYHO HACTyNaeT B HEOHATaJIbHOM
Nepuojie €  BO3MOXHBIMU  peUUMIUMBaMH Yy  B3pocibliX.  Bo3moxHO
UHTEPMUTTUPYIOIIEE TEUYEHHE JKENTYXH, COINPOBOXKAAIOIIECECS ACPUIUTOM

BUTaMHHa E, BCJICACTBUC KOTOPOI'0O BO3HUKAIOT ACTCHCPATHBHLIC HN3MCHCHUA

ITHC.

Cunapom baiisiepa (3710KaueCTBEHHBI CEMEWHBINA XOJECTa3) — KpalHe pelKui
BApUAHT TE€HETUYECKU OOYCIOBICHHOW TrunepOmnnpyonHemuu. Pa3BuBaeTcs Ha
nepBoOi Henene KU3HU peOeHka. B maToreHeze MMeIOT 3HaueHHE (OPMUPOBAHUE
nepumnopTanbHoro ¢pudposa u npoiaudepanus KEeTIHbIX TPOTOKOB, U3-3a KOTOPHIX
pa3BHUBaeTCs XoJecTa3. 3a00JeBaHUE MMPOTEKAET C TSKENIOH KeATyxol (Onmmpyoux
B KpoBH gocturaer 300 MKMOJIB/JI 32 CUET MPSAMOTI0), TeNaTo- U CIJIEHOMETaIHEH.

[IporHo3 HeOMaronpUsITHHIM.

IlepBuyHasi runepOMIMpPyONHEeMHs — OYECHb PEAKOE 3a00JI€BaHUE, CBSI3aHHOE C
M30BITOYHBIM 00pa30BAHMEM PAHO MEYEHHOro OWIMpyOMHAa B KOCTHOM MO3TE.
[IpyuMHON CYMTAIOT MPEXKIECBPEMEHHOE Pa3pylIEHNE B KOCTHOM MO3I€ HE3pEJbIX
NPEAIIECTBEHHUKOB  APUTPOLUTOB, T.€. HEIP(GEKTUBHBIM sputpomnos’s. B
nepudepudeckol KpOBH pa3pylIEHUE 3PUTPOLUTOB MPOUCXOJUT C OOBIYHOM
ckopocThto. KnmHuuyeckn 3a0ofieBaHHME TPOSBISETCS  KOMIIEHCHPOBAHHBIM

IréMOJIM30M.

Cunapom Kuanbepa onucan B 1901 r. ppanimy3ckumu tepaneBramu A. Gilbert u

P. Lereboullet.
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CHU¥MEHHBIA 3axXBaT GUNUPpYOoMHA rFeNaTouMTaMKM

Hpoee HanuHed KAHANEL]|
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[Ipu cungpome XKunpOepa HapylIeHbl 3axBaT, TPAHCIOPT W KOHBIOTAIUS

owpyOuna. merot mecto (puc. 6):

— HEJOCTATOYHOCTh OMJIMTPAHCIIOKa3bl, OTBEYAIOUIEH 3a 3axBaT OWJIMpPYyOHWHA U3

KPOBH M €0 TPAHCIOPT B I'CIIATOLIUT,

— nebunuT Y- U Z-IpOTeUHOB-IUTaHa0B (pepMeHTa TIIyTaTuOH-S-TpaHcdepasbl),

OTBEYAIOIINX 32 MePEeHOC OMIMpyOrnHa K MUKPOCOMaM;

— pedpunur YADI'T, obecneuynBaroliuii MEPEHOC TIIOKYPOHOBOM KHCIIOTHI K

OonnMpyOuny.

['eHetnueckuii  MeEKT COCTOMT B HAJIMYMM HA TMPOMOTOPHOM  YYacTKe
A(TA)6TAA rena, konupyromiero Y I®I'T, nononauTeNnbHOTO quHYyKIeoTHaa TA,
T.e. oOpasyercs ydactok A(TA)7TAA. Tun HaciaegoBaHus — ayTOCOMHO-

JTOMWHAHTHEI.

PasmuyaroT BpOXKICHHBIM BapHaHT cuHApoma JKuipOepa, Korjga KIMHHYSCKHE
MIPOSIBJICHHSI pa3BUBaAOTCs B Bo3pacte 12—-30 et 6e3 mpeaimecTBYomero 0CTporo
BHUPYCHOTO T'elaTuTa, U CHHApoM JKuiboepa, KIMHUIECKUE TTPOSBICHUS KOTOPOTO
MaHH(ECTUPYIOT TMOCIE MEPEHECEHHOTO OCTPOTO0 BHUPYCHOIO TemaTuta. B aTom

Clly4ae MMEET MECTO TaK Ha3blBaeMasi MOCTTeNnaTUTHAsl TUNepOuIupyOuHEMHUS.
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[Ipyyem oHa MOXKET OBITh CBs3aHA HE TOJBKO C WHHUITMAIIMEH KIMHUYECKHUX
MPOSIBJICHUI FeHEeTUYeCKOro AedekTa (C UCTUHHBIM cuHApoMoM Kuiibbepa), HO U
C pa3BUTHEM XPOHHUYECKOrO0 BHUPYCHOro rematuTa. To ecTh OONbHBIE C
MOCTTETIATUTHON THUMNEPOMINpyOnHEMHUEH TPeOYIOT TIATEIHLHOTO HAOIOMCHHS W
npoBeneHus qudpepeHnnanbHON TMarHOCTUKU MEXy cuHiapomoM JKunbOepa u

XPOHHUYCCKHUM BUPYCHBIM I'CIIATUTOM.

[Tpu cungpome Kunpbepa COOTHOIIEHHE MYKUMH U KEHIIUH cocTaBisieT 3—4 : 1.
A. XunpOep onuceiBan XapakTEpHYH TpUaay KIMHUYECKUX MPOSBICHUM:
«TIEYEHOYHAsI Macka» (KeNTyxa), KCaHTeNa3Mbl BEK, IEPUOANYHOCTh CUMIITOMOB.
TUNUYHO yCWIIEHHE KENTYXU Mocie MHMEKIHM, SMOLMOHAIBHON U (U3HUecKOn
Harpy3ku, npremMa aHa0OJUYECKUX CTEPOUJIOB, TIIFOKOKOPTHUKOUAOB, aHIPOTEHOB,
pudaMnuiiHa, TUMETUIUHA, JICBOMUIETHHA, CTPENTOMMIIMHA, CaJIMUIIHIAaTa
HATpHs, aMIUIWUIMHA, KO(euHa, STUHWIACTPAANOia, napaieraMmonia, T.e. Tocle
npueMa TexX MpernaparoB, B MeTaboim3Me KOoTopbix ydactByer YIDIT. Kpome
TOTO, JKEJNTyXa MOXKET YCUJIMBATbCS TIIOCJIE TOJIOJAHMS, PBOTHL. bosbHBIE
YYBCTBUTEIbHBI K XOJIOAY, Y HHUX JIETKO BO3HHMKAET «TyCHHas Koxay». Penko
OOHapy>KMBalOT MUTMEHTALUIO JHIA, TUTMEHTHbIE MATHA Ha Koke. OOBIYHBIMU
SBIIAIOTCA  TSOKECTh B MPaBOM  MOApedepbe, AMCIECNTUYECKUE  SIBICHUSA,
acTteHoBereratuBHble paccrpoiictBa. Tak, A.M. Iatuxun u coast. (1997) npu
oOcnenoBaHuu 7 OOJBHBIX OOHAPYXWJIHM, YTO y BCEX MAIMEHTOB BBISBISLIUCH
MOBBIIICHHAS PEAKTUBHAS U JMYHOCTHAs TPEBOXKHOCTH, IJIOXOE CAMOYYBCTBUE U
CHU)KEHHE aAKTUBHOCTH. OOHapy-XeHbl YBEIUYECHHE MPOLIEHTHOM
NpEeACTaBICHHOCTH D CHA; BereTaTUBHbBIE IIOKa3aTe€Id HOYHOIO CHAa U
O0O0JpCTBOBaHUSI HE pa3iMyaInCh. Takue M3MEHEHHS TICUXOJOTHYECKON cdepbl U
OpraHu3aliyd HOYHOTO CHA, 10 MHEHHMIO aBTOPOB, BO3HUKAJIM NIEPBUYHO B OTBET HA
NOBBILIICHUE COACPKAHUS HEKOHBIOTUPOBAHHOTO OWIMPYOMHA BCIIEJCTBUE €T0
BO3JIEHCTBUST Ha Tunortaidamyc. [loBbllIeHME YPOBHS HEKOHBIOTHPOBAHHOTO
OmpyOrHa MPUBOAWIO TAKXKE K OMOPUTMOJIOTMUECKUM CABUTAM, MEPECTPOMKE
MOTHBAallMOHHOM  cepbl,  COMPOBOXKIABILEWCS  MOBBIIMIEHHBIM  YPOBHEM
TPEBOXKHOCTHU, YTO CIIOCOOCTBOBAJIO PA3BUTHIO ACTEHUYECKOTO CUHAPOMA.
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B 20 % cnygaeB npum cunHapome JKumnOepa oOHapyXKHMBAIOT YMEpPEHHOE

yBenuueHue nedeHu; B 30 % ciayyaeB — XOJEIUCTUT, B TOM YUCIIE KaJIbKYJIE3HBIMH,

XOJaHruT; B 42 % ciydaeB — AUCQYHKIMIO JKEIYHOrO Iy3bIps U CPUHKTEpa
Opmu; B 12,5 % ciiydaeB — XPOHHWYECKHHA TEMATHT aKJIOTOJIbHOW, BUPYCHOMN
ATHOJIOTUM, a TaKXKe PEakTUBHBIN; B 7,4 % ciayyaeB — XKUPOBYI TUCTPOUIO

IICYCHU, B 0,7 % ClIy4acB — I'CMAHTHMOMBI IICUCHHU.

[To panueiM M.A. KonoBanoBoii u coaBT. (1999), npu yiapTpa3ByKOBOMH
xoJenucrorpadun HopMaiabHast PYHKIHS KEITIHOTO IMy3bIps oTMeudaeTcs B 29,3 %,
JUCKUHE3USA MO TUIEPMOTOpHOMY TUIy — B 20,7 %, 110 THIIOMOTOPHOMY THITY —
B 50 % cnyuaeB. [Ipy MHOrOMOMEHTHOM NIYOAEHAJIbHOM 30HIUPOBAHUU TE K€
aBTOPHl KOHCTAaTUPOBAIM HAJIMYUE Yy OOJIbHBIX JUCKUHE3UM >KETYEBBIBOJSIINX
nyteit B 88 % ciyuaeB (¢ npeobiagaHUEM THIIOMOTOPHOM JTUCKUHE3UH JKEITYHOTO
ny3eipst — B 51,7 % ciydaeB); HapymeHus pyHkiuu chunkrepa Opan — B 72,4
% cnyyaeB (runotonyc cpunkrepa — 39,7 % nabmtonenui, runepronyc — y 34,5
% o0cnenoBaHHbIX). Y 96 % OOJIBHBIX BBISABICHBI M3MCHEHUS OMOXHMMHUYECKOTO
COoCcTaBa JKENMYM, W3MEHEHUs IOKa3aTelleld, XapaKTepU3yIIIHX JIUTOr€HHOCTb
KEMUU: CHWKEHHE XOJIEBO-XOJECTEPUHOBOIO KO3 (ULIHMEHTa U  XOJaTo-
XOJIECTEPUHOBOTO HHJIEKCA, IMOBBIIIEHUE WHAEKCA JIMTOTEHHOCTU. ABTOPBI
CUMTAIOT, YTO MAIMEHTOB C CUHJApoMOM JKumibOepa cieayeT OTHECTH B TPYIILY

pHUCKa pa3BUTHS XOJEIUTHA3A.

[Tpu cunppome Kunvoepa B 30 % cimydaeB nmoBbllIeH remoriaodun 6omxee 160 r/m,
y 15 % nanueHToB BBISBISETCA JIETKUI PETUKYIOIUTO3, ¥ 12 % — CHUKEHHE
OCMOTHUYECKOM CTOMKOCTU 3PUTPOLIMTOB. YBEJIWYEHUE COAEpPKaHUSA T'eMOIrIo0nHa
B KPOBHU CBSI3BIBAIOT C €r0 M30BITOUYHBIM CHHTE30M IIPU IOBBIIIEHHOM YPOBHE
OmwmpyOrHa B KpOBM W TKaHAX. BOmpoc O Hamu4uu CKPHITOTO TEMOJU3a MpHU
cunapome Kunpbepa (PETUKYIOLMTO3, CHMXKEHHE OCMOTHYECKON CTOMKOCTH
SPUTPOLIUTOB) SIBJISIETCS TEMOM MHOT'OJIETHETO oOcy X IeHusl.
['unepowmupyounemust He mnpeBbimaeT 80-100 MKMOJIB/T €O 3HAYUTEIBHBIM

npeobyiajanieM HenpsiMod  ¢gpakuuu. Bo3MoxHO HeOOIbIIIOE HapyIIEHUE
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BBIBEJICHUSI OpoMcyib(halnenHa, yBEIHMYCHHUE COJEPKaHUS B KPOBU KHUIIICUHOUN
bpakuuu menouHoit docdarasel. B psage ciayuaeB cuaapom Xunsbepa coueraercs

¢ cunapomamu Mapdana, Iaepca — Jlanio.

Pa3paboTtansbl U crieninanbHbIE TECTHI I TUArHOCTHKU cuHApoma Kunsbepa. Taxk,
orpaHuyeHue KajopuiHocTH nuum 10 400 KKan/CyT WM rojoJlaHuEe B TEUEHHUE
JBYX CYTOK MPHUBOJIUT K YBEJIWYEHHUIO TOKa3aTesls CBOOOJHOrO OmnnpyOuHa B
KpoBU. BHyTpuBeHHOe BBeaeHHEe 40 MI' HUKOTMHOBOW KHCIOTBI CIOCOOCTBYET
CHIW)KEHUIO OCMOTHYECKOM CTOMKOCTH 3PUTPOLMTOB W YBEIWYEHUIO YPOBHS
ownnpyOuHa B kpoBu. [Ipuem penodbapOutana 3 Mr/Kr/cyT B TeUeHHUE 5 qHEH TIpHU
curapome Kuinpbepa MHULIMKUPYET CHWKEHUE YPOBHS OMMpyOMHA B KPOBH, TaK
Kak mpemapar uHAynupyer aktuBHOCTE YDIT. Ilpumensror Ttakxke
pudaMnuuHOBBIN TecT: nocie BBeneHus 900 mr pudamnuiyHa y ManueHToB C
cu"apomoM Kunpbepa ypoBeHb OMIMpyOHHa B KPOBU 3HAUUTENBHO MOBBIIIAETCS.
Mop@donornyecku  XapakTepHO  HAKOIUIEHWE  MBUIEBHIHOIO  30JIOTHUCTO-
KOPUYHEBOTO (hepMEHTa JMNOPYyCUHHA MPEUMYIIECTBEHHO B ILIEHTpPE JOJICK.
Ycunennoe  oOpazoBaHue  JUNOPyCHMHA  CUYUTAIOT  MPUCTIOCOOUTENIBHBIM
MEXaHU3MOM, TaK Kak »dTOT MHUIMEHT SBISIETCS Ppe3yJbTaTOM peakuuu
ayTOOKCHJIALIMU METAI0()IaBONPOTEUIOB U SBJISIETCS OAHUM M3 HCTOYHHKOB
sHEpruu B renatouute. Kpome TOro, mpu rucToiorudeckoM ucciegoBaHuu y 20—
24 % O60JBHBIX 0OHAPYKMBAIOT COIMYTCTBYIOIIYIO MATOJIOTHIO MEUYEHU Pa3TuYHON

TAKCCTH.

Cunapom MeiijieHrpaxra J0 HEJABHErO BPEMEHU CUUTAIM MOYTH CHUHOHUMOM
cunapoMa Kunpbepa, KOTOpblid HEpeaKo Jake Ha3bIBalu «cuHApoM JKuinpbepa —
Meiinenrpaxrtay. OnHako NMo3xe ObUIO JOKA3aHO, YTO ATO Pa3HbIE€ CUHIAPOMBI CO
CXOJHOM KJIMHMYECKOM KapTuHOM. OOummM 1 JABYX CHHIPOMOB SIBJISIIOTCS
CHU)KEHUE YPOBHS OMIMpyOMHA NIPU Ha3HAYEHUU aKTHUBATOPOB MUKPOCOMAIIbHBIX
(GepMEeHTOB TeUeHH, BO3pacT MaHU(pecTalMy, UHTEPMUTTUPYIOIIUN XapakTep
KENTYXH, YpoBeHb OunupybuHa B kpoBu He Oosiee 80—100 MKmosb/1 3a cuer

HeKOHLIOFHpOBaHHOﬁ (bpaKI_II/II/I, KIIMHUYCCKHEC ITPOABJICHUA B BUAC UKTCPUIHOCTHU
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KOXXM M CIM3UCTBIX, AUCIencuu, acteHud. Ho mpu cuaapome MenneHrpaxra
MMEET MECTO TOJbKO W30JIMPOBAHHOE CHWKEeHuEe aktuBHocth YIODI'T, a
MeMOpaHa renaTolmTa, B OTIu4Kue oT cuHapoMa JKmibOepa, akTUBHO y4acTBYET B
3axBaTe OwmnupyOuHa. JleueHme cxogHo ¢ JedeHweM cuHapoma KumpOepa,

sabdexTuBen penodapOurai.

HuddepeHnnanbHO-IMarHOCTUYECKUE KPUTEPUH PA3TUYHBIX (DYHKIMOHAIBHBIX

rUNepOnIMpyOnHEMU TIPEeICTaBICHbI B TA0I. 3.

Tadmua 3. JuipepeHiyHanbHAR 1 BrHOCTHKE QY HILBOHANEHbIX THNED T HDY GitH eMu A
{0 A.H. KysHeyoBy W COAET. , 2001)

CHHZpoM TN HACNBA0BAHHA MaToreHes KNHHHYSCKME NPORENAHHA EENT
Kparnepa — Hakapa | AyToCOMED- OTCYTCTEE YOS T MaEHIDECTALIA B NEPELE A BOTOTEpANIA,
1-0 THNa PELECCHEHER KI3HM, RIEDKAR #ENTYHE TAKENDMD | TPaHENaKTE-

TEUSHUA, BIENEDYIMHOE3R JHUSDE- | LMA N2YeHr
NONGTHA. BAnMpy GHH
= 200 MEMONET
Kpanegs — Hakapa | AyTocoMKO- CHAREHIS HTHEHICTH MaHIECTAUNA B NEpSIS MECALS | DeHobapliaTan,
2-m THNE PELECCHEHER YOerT WI3HH, ROEDKAA #ENTYNE COEQReR | ChOTOTEDAMHR
CTENEHH TRAECTH, SHIHPY S
< 200 WMEMONEN
Hunudepa AYTICOMHD- CHAREHIS HTHEHICTH YElYE ¥ MANEIHKDE, MHWDECTAUMA | DeHofaplinTan
CAMMKAHTHEIR YIS, KapylLaHKE J3XEATA | 8 BOIpACTE OT 7 40 30 NeT. MaTep-
BRIy SVHGE TENGTOURTOM | METTHRYROWSA MKTEPMYHOCTE CNEp
W KDM, PECKD JACTENCHE, CTEHH-
3LMA
Nafinkd — DEDHCOR | AYTOCOMKO- HaoyweHie ToaHCooTa | Halge v My B BodpacTe 25-30 | Her
h n;hi'II-EHTHHH m#lmnﬂua J:renaﬁﬂn W | mer %3, BN B NPS20M Nog-
W3 HETD DEMEpLE, YIENMUEHHE NEUSHA 1
CENEdEI
PoTORG AYTOCOMHD- TOT &E, UTO MW CHHAPOME | Y42 ¥ MAMEYHKDE B NyDeprarkoe | Her
CAMAKSHTHENR [afHH3a — DEDHCIOHE, 0 | NEpHOE. MENTYES, QICNENCHA,
H3pyIEHHE EOHBKIMELMM | S0k 8 Npaeow nogpedepse
iy Tma
Meoct — Dprcsinnn HeteacTeH HanHe HHMGHTOpS ¥ DETed NepaEsi JHER KisHM, Omeas o7 rpya-
YISTT 2 WONOKS MITEPH | HENOWIAWMNER HA TPYIHOM SCKAPM- | HOMD BCKIPMH-
nuaaHak. Eknvpyteib0gan SHUEDE- | B3R
NONGTHA
LofpoeadecTaekqeil | AyTOCOMKO- TMNEQNNAZHA TMDATHYE- | MaHIDECTALIRA B HEOHATANaHOM NE- | HeT
CEMEH= B0ABpaTHeE | PEUBCHEHER CKHX COCY0E NEYEk pHO0E. MHTEQMETTHEYOWES TEUEHAE
¥OMECTES © PRIEMTHEM XONeCTaia WENTYZM. MOTYT BiiTk JErEHERATHE-
HEl2 Mpoueccel LIHC
EarssHs Bafnepa He ie=cTeH MepknopTanek=M GHIpos ¢ | MaHNDecTalm B NEpawe kageny | Her
HaPYILEHHEM CTTOK WENUA | WIGHH, BPameHHaR KTy, Dami-
YK 10 300 MEMCnsm

Tak Kak *kenryxa 3TO CHHAPOM, CONPOBOXKIAIOLIUN paznyHble 3a00JeBaHus, €€

CJaeayer JICUUTb CHUMIITOMATHUYCCKHU, VYIACIIHA OCHOBHOC BHHUMAHHC JICHCHUIO

OCHOBHOTO 3200JI€BaHU.
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OcHoBHBIE INPHUHIMIBI JJCYCHHUHA

1. Ecnu u3BecTHa IMPpUYHrHA KCITYXH, IIPOBOAUTCA STHUOTPOITHOC JICHCHUC: JICUCHUC
BUPYCHBIX TICIIATUTOB, YJAJICHHC KOHKPECMCHTOB, PC3CKLOUA OITYXOJIM, OTMCHA
T'CIIATOTOKCUYHBIX JICKAPCTBCHHLIX CPCACTB, ACTCIbMHUHTHU3AlHA, XUPYPIUICCKOC,
9HJOCKOIIMYCCKOC BOCCTAHOBJICHHC [JpCHAXKa XKCI4YHU (63J'IJIOHH8,}I AunjiaTaiust

CTPHUKTYP, SHIOMPOTE3UPOBAHNE, OUITHOUTECTUBHBIE AHACTOMO3bI).

2. Jluera: orpaHudeHue yrnoTpeOaeHus HeUTpanbHbIX XUpOB (10 40 T B CYyTKU NpHU

cTeaTopee), TPUIIIMIEPUIOB CO cpeiHel nmuHoM nenu (10 40 T B CyTKH).
3. ®epMEHTHBIC MPENapaThl, 30J0THIM CTAHAAPTOM KOTOPBIX SIBISIETCSI KPEOH.

4. KupopactBopumbie BUTaMuHbl BHYTph: K — 10 mr/cyt, A — 25 thic. ME/CYT,
D — 400-4000 Ell/cyT. Bayrpumsbimeuno: K — 10 mr B mecsi, A — 100 ToIC.
ME 3 paza B mecsu, D — 100 teic. ME B mecs.

[Ipm runoButamuHoO3¢ D HaszHayarOT 3aMECTUTENBHYIO Tepanuio B 03¢ S50 ThIC.
ME BayTps 3 pa3za B Hegemto uiau 100 teic. ME B/M 1 pa3 B mecsi (BO3MOXKHO
UCIIOJIb30BaHUE U OoJiee BBICOKMX 1103). Ecnu ypoBeHb BUTaMuHa D B CHIBOPOTKE
HE KOHTPOJIUPYETCSA, TO IAPEHTEPAJIbHBIA IyTh BBEICHHUS MPEANIOYTUTEIbHEE
nepopanbHoro. Ilpu cuiabHBIX O0O0JSX B KOCTSX Ha3HA4yalOT MEIJICHHOE B/B
BBEJICHHE KaJblus (KAJIbLMS TIIOKOHAT MO 15 MI/KT B T€UE€HHE HECKOJIbKUX JHEM),

PU HEOOXOIUMOCTH — MOBTOPHBIMH KypPCaMH.

Butamunbl moka3aHbl g NPOQUIAKTUKM THIOBUTAMHUHO30B U IEYEHOYHOU
ocTeoAucTpoUu TMpH KENTyXe W JUIMTEIbHOM Xoisectaze. HeoOxomum mpuem
npenaparoB Kaibluss 1Mo 1,5 r B CyTkH, NpeObIBaHUE B PACCESIHHBIX Jyyax

COJIHECYHOTI'O CBE€TAa IJIA CUHTC3a BUTaMHUHA D.

5. IlpenapaTtom BbIOOpa MpU HEOOCTPYKTUBHOM XOJIECTa3e BO MHOTHX CIIydasix
apisieTcsa ypcoaezokcuxoieast kucnota (Y /IXK). Ona cocrasnser 0,1-5,0 % ot
oOIIero myna S>KeIYHBIX KHUCJIOT, HeToKkcuuyHa. [lpm nedenun ypcodanbkom,

YpPCOCAaHOM IMPOIOPLHHUKU COCTABHBIX JacTeu KEJI4Yd CMEIIATCS B CTOPOHY PE3KOro
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npeobnamannss YJIXK w©Ham ocrambHbIME KemdHBIMHA - KucioTtamu. Y JXK
OKa3bIBaeT MEMOpPaHOCTAOWIIM3UPYIONIEE W TEeMaTOMPOTEKTOPHOE JCHCTBUE,
3allMINasl TernaTolUThl OT BIUSHHUS MOBpEXIaronmx (akTopoB; oOjgagaer
MMMYHOMOYJIUPYIOLIEH AKTUBHOCTBIO; YMEHbBIIAET BBIPAKEHHOCTh
MMMYHOIIATOJIOTUYECKUX PEAKIMid B MEYEHU 3a CYET CHIDKEHUS IKCIPECCUU
autureHoB rucrocosMectuMoctd HLA-1 Ha remarormmrax m HLA-2 Ha KieTkax
YKEITYHBIX MMPOTOKOB U YMEHBIIECHUS BO3JCHCTBUSI UMMYHOIJIOOYJIMHOB (B TIEPBYIO
ouepenp IgM); yMmeHbImaeT 00pa3oBaHHE IUTOTOKCHYECKUX T JHUMQOIUTOB.
CtuMynupysl mpu XO0JeCcTa3e SK30LUATO3 B renaTouurax myreMm aktupauuu Ca2+-
3aBUCUMOM O-IPOTEMHKUHA3bI, Y XK CHUKAET KOHIIEHTPALMIO TOKCHUYHBIX IS
reIaTOIMTOB JKEIUHBIX KHCIOT (XOJCBOM, JTUTOXOJCBOM, MEC30KCUXOICBOM H JIp.).
Y IXK TopMO3UT BCachblBaHHE JTUMOPUIBHBIX KEITUHBIX KUCJIOT B KUIIICYHUKE (T10-
BUJIUIMOMY, 3a CUET KOHKYPEHTHOTO MEXaHH3Ma), IMOBBIIIAET MX (PpaKIOHHBIN
000pOT MpH MEYCHOUYHO-KUIIICTYHON ITUPKYIISAIUNA; HHIYITUPYET X0JIEPe3 ¢ BBICOKUM
coJiep>)KaHreM OUKapOOHATOB, YTO MPHUBOJUT K YBEJIMYECHUIO TMaccaxka *KEa4u U
CTUMYJIMPYET BBIBECIICHUE TOKCHYHBIX JKEIUHBIX KHUCIOT YEpe3 KHUIICYHUK.
3ameniasi HenosisipHble >Kem4Hble KuciaoThl, Y/IXK dopmupyer HeTOKCHMUHBIE
cMellaHHble MuUleUibl. CHMXasg CHUHTE3 XOJIECTEpMHA B IIEUECHH, a TaKXKE €ro
BcachiBaHue B KuieyHuke, YJIXK yMeHbIIAaeT JTUTOTE€HHOCTh YKEJIYM, CHUXKACT
X0JIATO-XO0JIECTEPUHOBBIM MHIEKC, CIOCOOCTBYET PACTBOPEHUIO XOJIECTEPUHOBBIX

KOHKPEMEHTOB U MPEeAyIpex1aeT 00pa30BaHNE HOBBIX.

YXK abcopOupyercs B TOHKOM KHUIIEYHHKE 3a cueT nmaccuBHOU nuddysuu, a B
MOJB3JOIIHON KHUIIKE — TYyTeM aKTHBHOTO TpaHcmopTa. MakcuMaabHas
KOHIICHTpAIMS B IUIa3M€ KPOBH IOCII€ IPUEMa BHYTPb gocturaercs yepes 0,5—1 u.
C Oenxamu TUIa3Mbl KpPOBH CBs3bIBacTCs 96-99 %. TepameBtmueckuit 3ddext
npenapara 3aBucHT oT KoHieHTparuu YJIXK B xemuu. Oxomno 50-70 % oOmieit
JI03bI TIpeTapaTa BIBOJUTCS C JKEMYbIO, B KUIIEYHUKE YACTUYHO PACLIEIUISIETCS 10
JUTOXOJICBOM KUCJIOTHI, KOTOPAsi TP IHTEPOTeNaTHUCCKOU ITUPKYJISIIUA TIOTa1aeT
B neueHb u perpanchopmupyercs B xeHo- u YIXK. Onrumanshas goza YJIXK
coctasisier 10—15 mr/kr B cytku. [Ipenapatr npuHUMaOT IJTUTENBHO.
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6. ns neuenus 3yma KOXH HUCHOJNB3YIOT (GeHobapouTan u (OCTOPOKHO!)
pupaMIUIUH A0 TOCTIXKEHUS d(pdexTa U ¢ y4eTOM TOKCHUYECKOTO, CEAATUBHOTO
neiictBus. Ilpu 3yme D PEeKTHBHBI XOJECTHPAMUH, XOJIECTUPOJ, CBS3BIBAIOIIHE
IPYPUTOTEHBI B MPOCBETE KUIICYHUKA; MpermapaThl HA3HAYAIOT KOPOTKUM KypCOM
B MHUHUMAJBHBIX JI033aX, YYUTHIBas BO3MOXKHOE YXYIIICHHE BCACHIBAHUS
KUPOPACTBOPUMBIX  BHTaMHUHOB. VMerTcs gaHHBIe 00 3PQeKTUBHOCTH
AaHTarOHMCTOB OMHATOB (HaiMe(]eHa, HAJTOKCOHA), AHTarOHUCTOB CEPOTOHUHOBBIX
penienTopoB (OHmAHCETpOHa), aHTaroHucToB H 1 -pemenTtopoB rucramuHa
(tepdenanuua), a Takxke S-ageHo3wI-L-MeTnoHuHa (remTpana), KOTOPbIH
y4acTBYeT B JETOKCHKAIMU TOKCHUYHBIX METAOOJMTOB W TMOBBIMIAET YPOBEHBb
HUCTEHHA, TaypuHa, riyTaTtioHa. Ilpu pedpakTepHoM 3yae HUCHOIb3YIOT

masmadepes, pororepanuio (yabTpaduosieToBoe 00TyUeHUE).

B neuennu cunapoma Kpurnepa — Haiisipa 1-ro tTuna npuMeHsoT ¢poToTepanuto,
KpOBOITyCKaHUsl, OOMEHHBIC IMEpeMBaHUsl KpPOBH, albOyMuHa, IuiazMadepes,
TpPaHCIUTAHTAIIMIO T€YEHHU, TeHHYI0 UHKeHeputo). denobapOuTan HerhHEKTUBEH.
dortoTepanusi cOoCOOCTBYET pa3pyLICHUIO OMINpyOrHa B TKaHAX. YacTble ceaHChl
dorotepanuu (10 16 YacoB B CyTKH) MO3BOJIIIOT MPOJJIUTH >KU3HBb OOJBHBIM;
meron sddextuBeH B 50 % ciydaeB, €ero MOXKHO MPOBOJIUTH aMOyJIaTOPHO.
Opnako maxe npu xopomeM 3ddexre (oroTepanuu B TEUEHUE MEPBBIX IBYX
JNECATUIIETUN JKU3HM MOXKET pa3BUBaThCsA  siiepHas kenTryxa. I[loatomy
doToTepanuio cieayeT paccMaTpUBaTh KaK IOATOTOBKY K TpaHCIUIAHTAIUH
nedyeHd. [paHCIUIaHTalMsl TEYeHW NPUHLUIHUAIGHO  YIyYlIaeT MPOTHO3
3a00/ieBaHus, TaK Kak CIOCOOCTBYET HOpMalM3allud oOOMeHa OuanpyOuHa.
KpoBomyckanusi, oOMEHHBIE TMEpeNMBaHUS KpOBW, IiazMadepes, KOTOphIC

MPUMEHSIOTCS JIJIsl CHUPKEHUS YPOBHS OMIMpyOrHA B KPOBH, MeHEE d(DPEKTUBHBI.

[Ipu cunapome Kpurnepa — Haiisipa 2-ro Tuma aoctatoyHo 3(PQPEKTUBHBI

dbenobapbutan u poroTepanus.

Jleuenue cunnpomoB Jlabuna — JIxoHncona, Poropa He pazpabortaHo.
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OCHOBHBIM CpenCcTBOM JieueHus: cuaapoma JKunboepa u cuaapoma MeiineHrpaxra
sBisieTcst (henobapouran. Ero s3pdekTHBHOCTh OOBSICHSIETCS TeM, YTO Mpernapar
uHayuupyer akTtuBHOCTh YJDI'T, crnocoOCTByeT mnponudepanuu riIaaKoro
HHAOIJIA3MATHYECKOTO PETUKYJIyMa, YBEJIMYEHUIO IMyna Y- W Z-TUTaHIoB.
Henocratkamu QenobapOuTtana sBIAIOTCS ceaaTuBHBIN 3¢ dEKT, H3BpalleHue
MeTabosiM3Ma TMPEenapaTroB, HKCKPETUPYIOMIMXCS B BHUJIE TIIOKYPOHHUIOB,
CTUMYJISIIASL METaboJiM3Ma CTEPOUAHBIX TOPMOHOB. (CBOICTBOM HWHIYKIIMU
aktuBHocTd YJIDI'T obOnamaer Takke (QuyMalldHON, KOTOPBIA OoJjiee HM3BECTEH
MPAKTUYECKAM BpadaMm II0Ji TOPrOBBIM Ha3BaHMEM 3UKCOpPUH. OJHAKO mpernapar
JJABHO HCYE3 U3 aNTeK YKpauHbl B CBSI3M C OKOHYAHHUEM CPOKA PErUCTPaALUU.
Takum 00pa3oMm, pealbHBIMU IMpenaparamMu, IIOKa3aHHBIMH TMPU CUHAPOME

Kunvbepa, ABISAIOTCS TAICTEHA U IUTPAPTUHUH.

30



