boAe3Hb BUABCOHA-

KOHOBAAOBC

(rendTOAeHTMKyAslpHasl
AereHepauus) -




[KEeAOE MporpeccupytoLLee
HOCAEACTBEHHOE 3000AEBAHME,
nepeaAaoLLeEecsd No AyTOCOMHO-
DELECCMBHOMY TUMY, B OCHOBE KOTOPOIO
AEXUT HOPYLLEHME DKCKPELIMM MEAM U3
OPraHM3Ma, MPUBOASLLLEE K
M30bITOYHOMY HOKOMAEHUIO DTOTO
MMKPDOIAEMEHTA B TKAHAX U
COYETAHHOMY MOPAXKEHMIO
NAPEHXMMATO3HbIX OPraAHOB (MPeEXAe
BCEro rnevyeHm) M roAOBHOroO MO3ra
(NpermyLLLECTBEHHO MOAKOPKOBbIX

AAEP).



AKTYOAbHOCTb 3000AEBAHUY

B nocAeAHME TOAbl HODAIOAQETCH TEHAEHLLMS
K YBEAUYEHMIO YUCAQ AMATHOCTUPYEMbIX
CAYYOEB DOAE3HN BUABCOHO-KOHOBOAOBQA.
PacnpoctpaHEHHOCTb 3000AEBAHMS B
cpeaHem - 30 CAy4OeB HO | MAH. YHEAOBEK.

B mumpe 3a000AEBAHUE PETUCTPUMPYETCH C
yactotom 1: 35-100 TbIC. HOBOPOXXAEHHbIX
(y>xe HacumTtbiBaeTcs 10-30 MAH. OOAbHBIX);
HOCUTEABCTBO MATOAOTMYECKOTIO reHa
otmeyaetca B 0,66% cAydaes. B CLLUA
4YOCTOTA BbISBAEHUA BOAE3HM BUABCOHO
cocCTABASET 1:30 TbiIC. HOCEAEHUS; HOCUTEAU
MYTAHTHOTO reHa (PACMNOAOXEH HA 13
>]<%%Mocome) OOHAPY>XMBAOTCH C YHOCTOTOM



AKTYOAbHOCTb 3000OAEBAHMS




OTUOAOTUSA

[Ton4YmMHOM BO3HMKHOBEHMSA BBK 94BAAIOTCH
MyTaLKM reHa ATP7B, KOTOpPbIM
AOKOAM3OBAH HA 13 XODOMOCOME B
Aokyce 13914.3 1 KOAMPYET MEAb-
TOAOHCMNOPTMPYIOLLLYIO ATP-a3y P-Tmna —
ATP/B. K HOCTOdLLLEMY BPEMEHMU
MAEHTMAOMLMPOBAHO Boaee 600
PA3AUYHBIX MyTAUMN. AAG 380 13 HKNX
AOKQ3OHA POAb B NMATOreHese
3000AEBAHMS.




[TlaToreHes

OCHOBHbIMM PEPMEHTAMM, OOECNEYMBAIOLLIMMM
TPAHCNOPT MEAU B OPTAHM3IME, ABAAIOTCH ATP-
a3za /A n ATP-aza /B.

MPHK ATP-a3bl /A OOHAPY>XEHA B SHTEPOLMTAX
M COCYANCTOM CMAETEHUM TOAOBHOIO MO3ra.
OTOT PPEPMEHT YHYACTBYET B MPOLLECCAX
BCACHIBAHMA MEAM B KULLIEYHUKE U
MNPOHUKHOBEHWM €€ B TOAOBHOM MO3T.
HeaocTtatok ATP-a3a /A BbI3bIBOET OOAE3Hb
MeHkeca.

MPHK AT9-a3bl /B 0OHAPY>XEHA B rENATOLMUTOX U
KAMUAAIPAX MO3Ird. DTOT PDEPMEHT Y4OCTBYET B
BbIBEAEHMM MEAM OPTAHM3IMA (U3 KPOBM B XKEAYD)
1 13 TOAOBHOIO MO3ra B KPOBb. MMEHHO ero
HEAOCTATOK BbI3bIBOET OOAE3Hb BUABCOHO-
KOHOBOAOBQ.




[laToreHes

OCHOBHYIO POAb UTPAET HAPYLLUEHNE
OAAQHCO MEXAY MOCTYNMAEHMEM U
SKCKPEUMEUN MEAM.
Y NAUMEHTOB C 3TUM 3ADOAEBOHUEM
npoLecchl abcopdbumm meam B XKT He
HOPYLLUEHbI, HO OTMEYJETCH 3HAYUTEABHOE
CHMXKXEHME OKTMBHOCTU NpoLecca
BbIBEAEHUA MEAM C XKEAYBIO, HTO MPUMBOAMT K
HOKOMAEHMIO STOTO MMKPOIAEMEHTA B

rernatoumnTax.



[laToreHes

CHMmXeHne DMAMAPHOM IKCKPELIMM MeAM MPU DOAE3HM
BUALCOHO-KOHOBOAOBAO MPUBOAMT K €€ M3DbITOYHOMY
HOKOMAEHMIO B OPTraHmn3Me. [1epBOHAYAABHO MEAbD
HOKAMAMBAETCA B MEYEHM, MOSTOMY 3000OAEBAHUE YALLLE
BCEro MAHUDECTUPYET C MNOJABAEHMA CUMITOMOB
NOPAXKEHNI MMEHHO 3TOro OPraHa (B 42% cAy4QeB).
[lOCAE TOTO KAK MeYeHb HACKILLLAETCA MEABIO, YTO B PAAE
CAYYOAEB MPOMCXOAUT BECCUMMTOMHO, HOKOMAEHME
MEAM MPOUCXOAMT B ARYTUX OPTOHAX U CUCTEMAX,
npexae Bcero B LUHC, B ©A3aAbHbIX TAHIAMAX TOAOBHOTO
MO3ra (XBOCTATOM FAPE, CKOPAYNE, ODAEAHOM LLIOPE), B
KOTOPbIX COAEPXKAHUNE MEeAUN YBEAMYMBAETCH B 50 U
OOoAEe€E PA3 MO CPABHEHMIO C HOPMOMU. DTO MPUBOAMT K
BO3HWUKHOBEHMIO HEMPOMCUXMYECKMX HAPYLLIEHMM,
KOTOPbIE YALLLE BCETO HADAIAQKOTCYH BO BTOPOM M
TPETbEM AECATUAETUAX XKM3HM.




[laToreHes

[eHeTn4eCckmm A€ EKT

HapyLueHne doyHKLMM MeABTPAHCTIoOPTUPRYIOLLEN ATPA3bI
BHYTPMKAETOYHOIO TOAHCNOPTA MEAMU

Pe3koe CHUXEHWE SKCKpeL MM HapyLueHme cuHTesa
MEAM C XEAYBIO,HAKOMAEHME B LLEPYAONAQ3IMMHA
renatoLmTax

HakonAeHune CBOOOAHbLIX PAAMKAAOB
1 3anyck NOA

- YBEAMYEHME YPOBHA CBODOAHOU MEAM B CbIBOPOTKE KPOBM

- OTAOXEHUE 1 HOKOMAEHUE MEAM B TKAHAX M 1 pOrosumLLe

- DMM30AbI BHYTPUCOCYAMCTOTO TEMOAM3A

- YBEAUYEHUE DKCKPELMM MEAM C MOYOM M OTAOXKEHME B KOHAABLLOX MOYEK



AebloT O0AE3HU

[le4yeHOoYHbIE MNP OIBAEHUS

(CAQDOCTD, XXEATYXA, CHMXKEHME ANMETUTA, ACLMT, OTEKM)

HeBpoAormyeckme pacCTpoOmUCTBA

(KpynHOPA3MALLMCTbIM TDEMOP, HAPYLUEHMI MOXOAKM, AU3APTPOMS,
AMCOOHMS)

[eMOAUTUHECKME KPWM3bI
(C AMXOpPaAKOU, AHEMUMEN, TEMATOCIAEHOMETAAMNEN)

[lcxmyeckme HapyLLEHMS

HeMOTUBUPOBAHHbLIM THEB, BbIYYPHOCTb M MAHEPHOCTL NMOBEAEHMS, OpEA
M TOAAOLMHALAN)

AMeHOopE], becnAoAME, COMOMPOM3BOAbHbLIE
AOOPThI

CMELLAHHbIE KAMHMYECKME dDOPMbI
pd



B TeyeHmm 6oAesHn BUALCOHAO-KOHOBAAOBO
MOXKHO BbIAEAUTb ABE CTOAMM:

AQTEHTHAA CTAOAUA MPOAOAXKMNTEABHOCTLIO
B CODEAHEM 5-/ AET.

CTOAMA KAMHMYECKMX (MEevYeHOYHbIX,
HEBPOAOTMYECKMX) MPOABAEHUMN.

B COOTBETCTBMM C MPUIHAKAMM

3000OAEBAHMI MOXXHO BbIAEAUTH TOM €70
JOOPMbI:

ooAEe3Hb BUABCOHO-KOHOBOAOBQ,

NPOTEKAIOLLLAS C MOPOXKEHUEM MNEYEHMU;
HEPBHOM CUCTEMbI M CMELLIAHHAS
doopMa.




KAMHU4eckue coopMbl

PUrMAHO-
APUTMOTUNEPKUHET
n4yeckKas

ApoXaTeAbHO-
pPUrMAHas

ApoXaTeAbHAS

SQKCTPANMMPAMMUAHO-
KOPKOBQS

ABOAOMUHAABHAOS
(6proHan)

>

y Konsuo
Kansepa —

- Onenwepa /

ﬂerenepamanble WU3IMEHEHUSA
XBOCTaTLIX Aaep

A~

w i \ ’
v

Cnacruxa,
HenpoM3BONbHbLIE
DBWKEHUS,
BeccMmbicneHHan
yneibxa,

\ CRIOHOTENEHWe

Unppo3s nesenn,
OTnoXeHwe Mmeau
B Ne4YeHn

Pucyrok 3. [nasHble opraHbi-MULLEHN U HEBPOJIOrHYecKue NposaseHns 6o-

nesHun Bunscora — Konosanosa (no F. Netter, 2001)




KAMHMYECKAI KAPTUHAO

[TomepHOo Y 25% NAuMeHTOB 30D00AEBAHME
HOYMHAETCH OCTPO, C PA3BUTUA XKEATYXM ,
QCTEHMYECKOTO CMHAPOMA, AHOPEKCUM,
NOBbILLIEHMA TEMNEPATYPLI. MOXET
HOOAIOAQTBCH CTEATO3; PA3BMUBAETCH
Ne4YeHOoYHAd HEAOCTATOYHOCTb (MHOTAQ

DOYAMUHAHTHAOS).




KAMHMYECKAS KAPTUHO

[TOM3HAKM MOPAXKEHMI HEPBHOM CUCTEMbI MOABAIOTCH
TOABKO K 19-20 roaam 1 nosaHee. K HUM OTHOCATCA:
obeAHEHME MMMUKH, M3DBLITOYHAT COAMBALLAY,
PACCTPOMCTBA PEYM U KOOPAMHALIMM ABUMXKEHUM,
TPEMOP, HOPYLLEHMI MEAKOU MOTOPUKM M MOXOAKM.

HeBpoAormyeckas 1 NCUMxmM4ecKas CUMMOTOMATUKA
HaOAoACETCA Y 34 1 10% OOAbHbIX COOTBETCTBEHHO.
[lcmxmyeckme HapPYyLUEHMS 3AKAIOYAOTCS B MOSIBAEHUM
KOMMYAbCUBHO-MMMYAbCMBHOIO NMOBEAEHMS,
ArpeCcCumBHbIX peakumm, obmmn. MHTEAAEKT, KOK
NPABUAO, COXPAHEH.

Y 15% naumeHTtoB boAe3Hb BUABCOHO-KOHOBOAOBQO
MOHUTJDECTUPYET TEMATOAOTMYE CKMMU CUHAPLOMAOMMU
(Mpe>xAe BCEro re MOAUTUYECKOM AHEMMEMN).




[1TATOrTHOMOHMYHBIM AAT OOAE3HMN BUABCOHO-KOHOBOAOBAO
CUMMITOMOM ABASETCH OOHAPYXXEHME XKXEATO-
KOPUYHEBOIO KOAbLLA MO Nepmapepmm POroBmLLbI
(KOAbLLO Kamzepa-PaenLLepaq).




PUrmaHo-aputTmorunepkKkmHeTu4eckas
doopma

XAPAKTEPUIYETCH
MbILLIEYHOMN PUTUMAHOCTBIO C
KOHTPOKTYPOMM ,
HOCUMABCTBEHHbBIMM
TOPCUOHHO-
ANCTOHMYECKMMU UAM
XOPEOATETOMAHbBIMM
ABWMXKEHUAMM. PUTMAHOCTD
PACNPOCTPAHAETCSH HO
MbILLILLBI TYAOBMLLLO M
KOHEYHOCTEMN,
MUMMNYECKME MbILLILLBI.
AeOtoT OOAE3HM B BO3PACTE
OT 7 AO 15 AET C ObICTPbIM
NPOrPECCUPOBAHMEM.




PO3BMBAETCH
OAHOBPEMEHHO
PUTMAHOCTb U
APOXAHME. MOXET
COMPOBOXAQTLCH
AMCOATMEN U
AM3APTPUEMN.
APOXOHUNE BAPBUPYET
No CTEMEHM
BbIDOXKEHHOCTM.
AeObloT B BO3pACTE
15-20 AerT, Te4ET Bonee
OAQTroOnNpPUATHO.

[1pOgBAIETCA
PACMNPOCTPAHEHHbIM
APOXAHMEM U
OTCYTCTBMEM
MbILLIEYHOM
PUTMAHOCTH, PE3KO
YCUAMBAIOLLLEMCA NMPU
YAEPXKAHMU PYK B
OMPEAEAEHHOM
MOAOXEHUN 1 MPU
LLEAEHAMPABAEHHbIX
ABMKEHUIAX. AeOtoT
20-30 Aer.



SKCTPANMMPAMMUAHO-KOPKOBAOS
doopma

®  XAPAKTEPUIYETCH
NMPUCOEANHEHMEM
ObICTPO HOPACTAKOLLIMX
MMPAMUAHBIX MAPE3OB
N SNUAENTUYE CKMX
MNPOUNAAKOB. TAKXKE
XAPAKTEPHbI
BbIDAXKEHHbIE
COMATHUYECKME
HAPYLLUEHUS, XXEATYXA,
renaTOCNAEHOMETAAMS.




AOAOMUHAABHAS chopMa

BEAYLLIMMU ABASKOTCA
TAXKEAbIE MOPAXKEHMS
NneYvYeHu,
NPUMBOASLLLNE
OOABbHbIX K CMEPTU
PAOHbLLE, YEM
MNOABAAOTCH
HEBPOAOIMYECKME
CUMMNTOMBI. HaLLLEe
HAODAIOAQIOTCA Y
oy




®  TUAMYHBbIM
CUMMTOMOM
ABAJETCH KOAbLLO
Kamsepao-
PArenLLepPA —
OTAOXEHME
MUTMEHTQ,
COAEPXKALLLETO
MEAb, MO
nepuooepmm
[POrOBMLLbl TAQ3Q




ANATHOCTUKO

CHMXKXEHME COAEPXKAHMA MEAM B
CbIBOPOTKE KPpOoBUM HMXKe 80 mkr Ha 100
MA

CHMXEHNE KOHLLEHTPALLMM
LLEPYAOMAA3IMUMHA HMXKE 20 mr HA 100
MA

[10BbILLIEHMNE DKCKPELMMN MEAM C MOYOU
ooaee 100 MKT B CYTKM

s



AQDOPATOPHbLIE METOADI
AMATHOCTUKM

OBLLUMM AHOAM3 KPOBU(TPOMBOLMTONEHMS)

KoaryAorpamma. (CHm>xeHme npoTpoMOMHOBOTO
MHAEKCQ)

CyTO4YHAI SKCKPELMI MEAM C MOYOM(MOBbILLIEHME
YOOBHS CYTOYHOM SKCKPELMM MEAUN C MOYOU B
HOpPME 3TOT COCTABASAET <30-40 Mmkr/cyr.)

AHOAM3 MOYU(MUKPOTEMATYPUIO, HE3HAYUTEABHYIO
NPOOTEMHYPMIO, TMNEPKAAbLLMYPMIO)

LLepyAONAQ3MUH B CbIBOPOTKE KPOBU(CHMXKAETCH)



ANArHOCTUKO

U3 UHCTPYMEHTAABHbIX
MEeTOAOB
o6cAeAOBAHUA NPUH
6oAe3Hn BuAbCOHa-
KoHoBAAOBA
UCMNOAb3YIOT:

- YAbTPCA3BYKOBOE
UCCAEAOBOHUE U
KOMMbIOTEPHYIO
TOMOrpacpuio opraHos
OpPIOLLHOU NOAOCTH

MOrHUTHO-PE3OHAHCHYIO
ToMorpadouio roAOBHOro
Mo3ra
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OCMOTpP POroBMLLbI C
MOMOLLLbIO LLLEAEBOU ACMIbI




Kpurepmm AMArHOCTUKM BOAE3HMU
BMABCOHO-KOHOBOAOBO

OBHapyxeHme KoabLa Kanszepa-PaenLuepa.

CHMXEHME COAEPXKAHUSA LLEPYAONMAAIMMHAO
CbIBOPOTKM KPOBU (MeHee 20 MI/AA).

CHMXKXEHME COAEPXKAHMI MEAM B CbIBOPOTKE KPOBMU
(MeHee 12 MKI/AA).

[1OBbILLIEHME DKCKPELMM MEAM C MOYOU (DOAEE
100 mkr/cyrT).

[TOAOXKUTEABHbBIE PE3YAbTATblI NEHNMUNAAAMMHOBOTO
TECTJ.

[1OBbILLLEHHOE COAEPXKAHME MEAM B TKAHM MEYEHM
(Boaee 250 MKT/T Cyxoro BeLLLECTBA).

OTCYTCTBME BKAKOYEHUA M3OTOMNA MEAM B
LLEPYAOMAQ3MMUH.



NevyeHuUue

* [laToreHetnyeckoe
ToMeHTMH 1-1,5 MI/CyT B TPUM NPHMEMA
TeTpatTMoOMOAMBAQT 120 Mr/cyT

[Toenaparbl LMHKA (CyAbdOAT 1 ALLEeTAT UMHKA): 200 Mr
cyAbdoaTta 3-4 pasa/cyT n 50 mr auetara 3 pasa/cyT

- [enatonpoTeKkTop.bl

- OCCeHUMAAbHbIE DOCHOOAUMMADI

- BuUtammHotepanmd

- AE3MHTOKCHMKALMOHHAOA TepAnug
KynmpoBaHmMe re MoAmTn4yeckoro kpmsa (MKC,




BeCb MeproA A€4eHMI MOXHO PA30MTb HO 2 dOA3bl:
HAQYAAbHYIO dOA3Y M AOA3Y MOAAELXKUNBAIOLLIEMN
Tepanmm. Kputepmem nepexoad Ha
MOAAEPXKNBAIOLLLYIO TEPAMMIO IBASETCS HOPMAAMIALIMS
MOKA3ATEAEM ODMEHAO MEAM MPU 2-X
MOCAEAOBATEAbHbLIX UCCAEAOBAHMUAX, BbIMOAHEHHbIX C
MHTEPBAAOM B 3 MEC.. CHUMXKEHME YPOBHI CBOBOAHOMU
mean (< 1,6 MKMOABb/A) M OTpmLUATEABHAS MPpoba C d-
MNEHULMAAAMUHOM (MOBLILLIEHME SKCKPELIMN MEAMN C
MOYOM HO COOHE MNpMema TeCToBoum A03bl (500 mr ~ 7
MT /K MacChl TeAd) d-neHUUMAAAMMHA < 500 MKT/CYT. X
1,/3M2 1iam < 8 MKM/cyT. X 1,73M2). HopmMaam3aLms
NoOKA3aTeAEN OBDMEHA MEAM CBUAETEALCTBYET OO
UCTOLLIEHMM 3ANACOB MEAM B OPraHm3me (3a
nckarodeHmem LUHC). OBbI4HO COMPOBOXAQETCH
HOPMAAM3ALMEN AKTMBHOCTM TOAHCAMMHA3 (AAAT,
ACAT), 4TO 9BASETCS MPU3HAKOM BOCCTAHOBAEHMS
LIEAOCTHOCTU KAETOK MEYEHM.



AneTa. PEKOMEHAYETCH MCKAKOYEHME MPOAYKTOB,
COAEPXKAHUNE MEAM B KOTOPBIX MpesbiLlaeT 0,5
MI/100r, TOKMX KAK rpmbbl, PpAKOOOPA3HbIE,
MOAAKOCKM, OPEXM, LLIOKOAQA, NMEYEHDb U APYTUE
CYOMpPOAYKTbl, OCODEHHO B HOYOABHOM GoA3E
TeEpArnMm (CyTo4HOE NOTPEDAEHNE MEAM B DTOT
NEPUOA HE AOAXKHO MPEBBLILLIATL | MI/CyT).
KpanHe OCTOPOXHO HY>KHO OTHOCUTLCH K
MOAMBUTOMMHHBIM MPENAPATAM, COAEP>KALLMM
MUKPDOIAEMEHTHI, MULLLEBBIM AODOBKAM,
CPEACTBAM UMCKYCCTBEHHOTO MMTAHUA. MHOTME 13
HMX COAEPXXAT CYTOYHYIO HOPMY MOTPEDAEHMS
MEAM B3POCAbIM HEAOBEKOM (2 MI/CYT.) K, NO
CYLLLECTBY, 9ABASOTCSH TOKCMYHBIMM AAA MALMEHTOB
C bBBK. Mimetotcd COODLLEHMA O TOM, 4YTO Y
BETETAPUAHLLEB HADAIOAQIOTCH ODOAEE MO3AHMM
AEDIOT 3000AEBAHUA M MEAAEHHOE
NPOrpPecCcHMpoOBAHME.




HO AQHHbBIML MOMEHT B MMPE AAA A€YEHUA TAA
(6oAe3Hn BUABCOHO-KOHOBOAOBA) MCMOAb3YIOTCS
CAEAYIOLLIME KOMMAEKCOODOPA3YIOLLMNE
npenapdarbl: d-NMEHULMAAAMMUH, TOUEHTUH,
LIMHKTEPAA , TETPATUMOMOANDAQT U YHUTHOA.

B HO4YOABHOM Qoa3e Tepanmm d-NEHNLMAAAMMH
OObIYHO Ha3Ha4yaeTcq B A03e 750-1500 mr/cyr.,
PA3AEAEHHOM HA 2-3 NpMEMA. Y AETEUN AO30
PACCHYUTLIBAETCHA HA KI MACChHI TEAQ U
COCTABAAET 20 MI/KI MACCHI TEAQ B CYTKM.

B HOYOABHOM Qoa3e TepAnUM TPUEHTUH OObIYHO
Ha3Ha4yaeTcd B Ao3e /50-1500 mr/cyT., B doase
NOAAEPXKMBAIOLLLEM TEPANMM — B AO3e 250-500
MT/CYT., PA3AEAEHHOM HA 2-3 MpHnema. Y Aeten
AO30 PACCYMTBIBAETCH HA KI MACChHI TEAQ U
cocCTaBAgET 20 MI/KI MAOCChI TEAQ B CYTKM.




OUEHKO 50 EKTMBHOCTH

ACHEHUS

OueHKA 2D EKTMBHOCTM AEYEHMS

B HOYOAE AeYeEHMI MEHMULMAAOMMHOM
SKCKPEUMI MEAM C MOYOM MOXET COCTOBAATb
2000-5000 mkr/cyr.

B AQABHEMLLIEM PEKOMEHAYETCH EXETOAHOE
BbIIBAEHME KOAEL, Kanszepa-PAenLLepa - rnpu
SDODEKTMBHOM AEYEHUM OHM McYHe3aoT Y 80%
NALUMEHTOB B TEYEHME 5 AET.




Cnacubo 3a BHUMAHUE

- 33b.xu
(c) BEPA-JIYHA




