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COBPEMEHHDBIE 110AX0/Jbl K JUAT'HOCTHKE H AEYHEHHIO BOAE3HH
BUABCOHA—KOHOBAAOBA

3.A. 3aasnosa

Kageapa nespororuu, ADK, BK u pegpaexcorepanuu (sas.— npogp. J.H. Borganos) Kasarckozo
20CYAAPCTBEHHOZ0 MEAUUUHCKOLO YHUBCPCUTETA

Boresnp Buabcona—Konosarosa (BBK), uam
renaTOAEHTHKYASIpHAsA JeTreHepalHs, ABASETCH
COMHO-pellecCCHBHBIM 3aboAeBaHHEM, B OCHOBE KO-
TOPOTO AEKHT HapylieHHe MeTaboAMsMa MeaH. |en
3a60AeBaHHA HACHTHPHIHPOBAH H KAOHHPOBAH.
ANokaruzosan on B 13-i xpomocome u Koaupyer
(EepMEeHT, OCYIIECTBAAIOIIHHA 3KCKPEIHIO MeAH B
eAYb H HHKOPIOPAUHIO MEAH B I€PYAONAA3MHH.
BBK - ornocureabno peakoe 3aboreBanHe, ero
pPacmpOCTPaHEHHOCTb COCTABASET OJHH CAy4Yad Ha
100 Thicau waceaenus [10].

3uaunTterbubii Bkaaz B usydenne DBK Bmecan
otedectBennbie yuenbie H.B. Konosaros u ILI. Ae-
kapb [1, 2, 3]. Cospemennass Meauuuna pacroaara-
€T HOBBIMH TEeHETHYeCKHMH H HeHpOBH3yaAH3allH-
OHHBIMH BO3MOKHOCTAMH, KOTOpPbIE AOTOAHSIOT
KAacCHYeCKHe KAHHHKO-Aab0paTOpHDbIE KPHTEPHH
anarsoctukn DBK. BoabmuncTBO KAMHHuUeckHX Tpo-
ABAEHHH — pPE3YAbTAT aKKyMYASALHH MeZH B pas-

ayTo-

AMYHBIX OpraHaX M TKaHAX, B OCHOBHOM B T€YeHH,
rOAOBHOM MO3Te, POTOBHIE TAa3a H MOYKAX. IDTHM
OIpezeAsIOTCA MHOTOOb6pasHe KAHHHYECKHX MpPH3Ha-
KOB, a CAeZOBaTeAbHO, H TPYZHOCTH JAHATHOCTHKH.
Kaunuueckne mnpossreHHs o6blYHO MaHHeC-
THPYIOT BO BTOPOH—TpeTbel ZeKaze »KH3HH. Bo3HHK-
HOBeHHe CHMIITOMOB 3a60AeBaHHA 40 5 AeT H TocAe
30 rer nexapaxrepno. B Bospacte 5—20 rer 60resHb
Jaile HayHHAeTCA C CHMIITOMOB TOpaKeHHsA TMede-
HH HAH BHYTPHCOCYZAHCTOTO TeMOAH3a, BbI3bIBAIO-
Iero MeYeHOYHYIO HeZOCTATOYHOCTb, H TPHBOAHT
K AeTaAbHOMY HCXoAy B TeueHHe 2—7 AeT. B 6oaee
mo3ZHeM BO3pacTe OOGBIYHO AOMHHHPYET HEBPOAO-
ruyeckas CHMIITOMaTHKa, GOA€3Hb MPOTEKAeT Mez-
B Teuenne 10—40 rer [11, 14, 15].
Hespororuueckne cuMnTomMbl  pa3sBHBAIOTCA
OCTPO HAH TIIOCTEII€HHO. l_[epBl/I‘-IHble CHMIITOMbI MO-

AEHHee -

IyT HOCHTb CTePTbIH XapaKTep H IIPOSBASATHCSH IOBe-
J€HYEeCKHMH HapyLLIEHHS{MI/I, CHHKEHHEM II0O3HaBa-
TeABHBIX CIOCOGHOCTEH, SMOLHOHAAbHOH AabGHAb-
HocTbIO. B zarbHelilneM Bo3HHKAlOT AH3apTPHA, AHC-
(Qarusi, THIEPCAaAHBaLHsd, TPEMOP, aTaKCHsd, aKH-
HETHKO-PHTHAHBIH H 1CeBAO6YAbOApHBIH CHHJAPOMBI.
[Tonauary Tpemop MoxseT 6bITb ABYCTOPOHHHM HAH
OH,HOCTOPOHH]{M H HaIIOMHHATb SCCeHgHaJ\DHDIﬁ HAH
YCHAEHHBIH (DH3HOAOTHYECKHH, MO3JHEE OH CTaHO-
BUTCSL 6oAee Tpy6bIM H TPaHCPOPMHPYETCS B Tpe-
MOp no THNy «GHeHHs1 KpblAbeB». B garexko samez-
[IIHX, HEAEUEHHbIX CAYy4YasiX, COCTOsIHHE yCyrybasiercs
[IPHUCOEJHHEHHEM CHACTHKH, AHCTOHHH, 3IHAENTH-
YeKHX TMPHNAaZKOB H (AeKkcopHbix kouTpakTyp [4, 11].

Y tperun 6oabubix BBK o6uapy:xusaiorcs Toab-
KO ICHXHYeCKHe H [OBeAeHYeCKHe HapylieHHs. Bbi-
ZEASIIOT YEeTbIPE OCHOBHbIE KaTErOPHH MEHTaAbHBIX
pPacCTPOHCTB: HOBCZLCH'-leCKl/IC/J\Pl'-lHOCTHbIC, appex-
THBHbIE, MH30pPeHONOAO6HbIE H KOTHHTHBHbIE
[5, 8, 11]. Y noroBuHbI GoAbHBIX 3aboAeBaHHe Ha-
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YHHAETCA C CHMITOMOB TOpParKeHHA MeYeHH -
OCTPOTO MeYeHOYHOTO CHHAPOMA, XPOHHYECKOTO
aKTHBHOTO remaTHTa, IHpposa. Mspeaka nmepsbie mpwu-
3HAKH 6OAe3HH ODbIBAIOT CBA3AHBI C MOPaKEHHEM
nouek (HepPOKAABIIHHO3, TeMaTypHs, HedpoTHYeC-
KHH CHHZPOM), TIOZKEAYZOUHOH :KeAe3bl, cepala
(xapanomuonaTHs), penuaHBHPYIOHM aptputom [4, 7].
Haxonaenne mean B porosume
AOTHCTO-KOPHYHEBOTO H 3EA€HOBATOTO II[BETa, OTpe-

B BHJZE KOAbLla 30-

ZeAsieMoe B ZieClieMeTOBOH 060AOYKEe POTOBHIbI TAa3a
(xoabuo Kaitzsepa—Maeiimepa), obmapyxsuBaercss y
BCeX HEAEYEHHBIX GOADHBIX C HEBPOAOTHYECKHMH
HapyureHHAMH (H AHMIIb y TpeTH GOABHBIX C H30AH-
POBaHHBIMH TEYEHOYHbIMH TMPOSABAEHHSAMH) C IO-
MOIIBIO IIEAEBOH AaMIIbl, TOHHOCKOTA HAH B HEKO-
TOPBIX CAyHYasAX Jazke HEBOOPY2KEHHBIM TAa30M.

/Jlmarsos ycraHaBAHBAaIOT Ha OCHOBAaHHH KAHMHH-
yeckux H AabopaTtopubix zanubix. Y 80—90% mnanu-
€HTOB CHHKAeTCA YPOBEHb MAAa3MEHHOTO IepPyAO-
naasmuna (menee 0,25 r/a); skckpeuus meau ¢ Mo-
yoit mnpespimaer 6oree 100 mkr/cyr (B HOpMe - Mme-
nee 30 wmxkr/cyT); cHuaercs obllee copeprkaHue
meau B naasme (B nopme - 0,84—1,45 mr/a). Ilosni-
HIaeTCs KOHLEHTpAlHs «CcBOBOZHOI», He CBA3AHHOM
¢ uepyronrasmutom meau (B nopme - 0,10—0,15 mr/a).
[Tpu orcyrctBun koabua Kaitsepa—@aeiimepa wu
HEBPOAOTHYECKOH CHMITOMATHKH TMPOBOAAT  pazHo-
usoronHoe uccaegosanue 64Cu uam 6uoncuio me-
4eHH, 4TO6bI OMpPeZeAHTb BHYTPHIIEYEHOYHOE COZep-
:xanue meau [4, 9].

PasauvaloT dYeThipe TaTOTeHEeTHYECKHE CTa-
aun BBK. Tlpu [ cragun mabarozaerca akkymyasamus
MeZH B IIHTO30A€ TeMaTOIHTOB, 6OAE3Hb MPOTEKAaeT
6eccumntomuo. Bo Il cragmm Bce yuwacTku mmTosoas
CBA3BBIBAIOT MeAb, KOTOpas HAa4YHHAET OTKAAZAbIBATb-
Ci B AM30COMax TelaTOlMTOB, H BO3MOKHO €€ BbIC-
BO602IeHHEe B KPOBEHOCHOE PYCAO, 4TO MOKET MPO-
ABAATHCA HEKPO3OM TeNaTOLHTOB H BHYTPHCOCY/H-
CTBIM TE€MOAH30M H XapaKTepH3YeTCS IMedeHOUHbIMH
H rematororuyeckumu cumnromamu. B Il crazum
MeZb HAaKallAMBAeTCH He TOAbKO B Ie4eHH, HO H B
TOAOBHOM MO3re H ApyFI/IX BHEII€4YE€HO4YHbIX TKaHAX,
KAHHHYECKHEe MPH3HAKH 3aBHCAT OT COOTHOUIEHHS
aKKyMYASIIHH MeZH B TeX HAH HHBIX OpraHax. |H-
MHYHBI HeBpoAorndeckne cumntombl. OzHako ecaH
pa3sBUACH HEAaKTHUBHbIH IIHPPO3 M MeAb B MO3re Ha-
KalAHBaeTCs MeJIAEHHO, 6OAe3Hb MOKET IpOTeKaTb
acumntoMHo MHorue roabl. llpu IV craaum gocru-
raetcs HOpMaAH3alHA 6araHca MeAH BO BpEMsS Xe-
AaTHOH TepamuH. Y HEKOTOPBIX MALHEHTOB COXPaHs-
10TCS Heo6paTHMble HEBPOAOTHUECKHE H TedeHOd-
HbIE HpoﬂB]\eHHﬂ Ha (poHe opFaHl’[quKl’[X HOBPC;K‘
ﬂeHl’[ﬁ, B TO BpeMﬂ KakK y Hagl/IeHTOB, Ha4daBIIHX
AeyeHHe BOBpeMs, 3a60AeBaHHE MOKeT HOCHTD
acCHMITOMHBIH XapakTep.
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[Tatororoanatomuueckue HccaezoBanus obHa-
pY:KHBAIOT JereHepalHio H ob6pa3oBaHHe MOAOCTEH
B 06AacTH CKOPAYNbI, 6A€AHOrO IIapa, XBOCTATOTO
A4pa, TaraMyca H HECKOAbBKO pexe AOGHOH KOpbI.
Cpean 6asarbHbIX TaHTAHEB dallle MOPAKaeTCs CKOP-
ayna. [latororus 6eroro BemectBa M KOpbl MO3ra
HexapakTepHa u BcTpeudaerca Aumb B 10% cayuaes.
Hakonaenne mean B mosre kopperupyer ¢ Bbipa-
»KEHHOCTbIO HeBpoAorHueckux mnpossrenuil. Ho mezab
OTKAAZbIBaeTCS BO BCEX CTPYKTYpaxX MO3ra OAHHAKO-
Bo [12, 16].

Wsmenenuss B roroBHOM Mo3sre, obHapy:KeHHble
MeToZaMH HeHpOBH3yaiH3allHH, COMNOCTaBHMbI C
ructororuueckumu naxoakamu. KT BoisBasier maro-
aroruio y 50% mnaumHeHTOB ¢ acHMNITOMHBIM XapakTe-
pom 3aboaeBanus u y 75% — c medeHouHo#H amc-
dyukuueii. MPT - 6oaee uyBcTBHTEADHBIH MeTOZ
HellpOBH3yaAH3allMH Ha paHHUX CTazusx 3aboAeBa-
uus u, B orauure or KT, noanocrnio koppeaupyer
¢ HeBpoaorudeckodl cumnromatukod. KT- u MPT-
KapTHHa 06blYHO ObpaTHMa MNOA AeHCTBHEM CIeLH-
(puueckoit Tepanuu (Kpome KOPKOBOH aTpoduu).
B Ttunuunbix cayuasx ma MPT Busyaausupyercsa ru-
IOMHTEHCHBHAasA B |, lleAeBHAHAaA KalMa Ha rpaHH-
e MOAKOPKOBOIO ceporo M 6eAOoro BellecTBa, HaM-
6oAee BbIpazkeHHasi MO0 KOHTYPY CKOPAYINbI, HAH 3Ha-
YHTEAbHbIE THIIOHHTEHCHBHbIE B |- H THIEPHHTEH-
cuBHble B T,-M306pax<eHHH OYarn B 6a3aAbHbBIX TaH-
rAMsX, Taramyce u 3ybuaTtom sizpe. |akue usmene-
HHs HANOMHHAIOT «MOPAY THTaHTCKOH maHabl» [9].
Kapruna Hepeako aonoansercs pacmiupeHHem :e-
AYZLOYKOB, dYalle MepPesHHX POTrOoB GOKOBBIX KEAY-
Z0YKOB, a Takxke AUPPY3HOH LepebParbHOH H MO3-
»keukoBoil atpopuert [9, 12, 13].

Haun6oree unpopmatHBHa MO3UTPOHHO-3IMHCCH-
onnas crnektpockonus. B 86% cayuaes obmapy:xm-
BaeTcsd JAHP@PYy3HOe HAH (POKAAbHOE HapylIeHHe 3a-
xsata ECD. [lpeumymectsa crnexTpockonmuu oueBHZ-
Hbl M TPH CPAaBHHTEAbHOH OleHKe 3PPEKTHBHOCTH
AeYeHHsI Pa3AHYHBIMH mpernapatamu [6].

ConocraBrenune HeBporormueckux u MPT zan-
HbIX TMO3BOAHAO BbizeAuTb Tpu Bapuanta bBK. [1ces-
AONAPKUHMCOHUSM BbISIBASIETCS y MALlMEHTOB C PACIIH-
pennem Il xeryzouxa B BHae puruanoctH, 6pazu-
KHHE3HH, KOTHHTHBHDBIX PACCTPOHCTB M JeNpeccHH
(TepMHH «ICEBAONAPKHHCOHH3M» SBASIETCS HE CO-
BCEM TOYHbIM, MpaBHAbHee 6bIAO 6bl HCIOAb30BATb
HOHATHE CHHAPOMa mNapkuHconusma). [lcesgockae-
pos (cunapom Becrpars—Illrpromners) xoucratu-
pOBaH y TNalHeHTOB C (POKAAbHBIM MOpPaKEeHHeM Ta-
AaMyca M XapaKTepH3YeTCsl aTaKCHel, MOCTYpaibHbIM
TpeEMOpPOM, AH3apTpuell, MmH30(pPeHOnoA06HbIM CO-
crosinueM. JuckuHesuss BO3HHUKAeT MpPH MOPaKeHHH
CKOPAYTIbI U GA€ZHOTO IIapa H COYETAEeTCs C AH3apT-
pueii u sfdopuedi [9].

XeraTtnasi Tepamus D-memunuiramusom (xym-
perurom) no 250—500 mr 4 pasa B zeHb 70 eabr Ha
PAHHUX CTAaZUAX HEBPOAOTHYECKHX, MEYEeHOUHbIX H
[CHXHYECKHUX TPOSBAEHHH MOMKET MPHBECTH K MOA-
HOMY HHBEAHPOBAHHIO CHMIITOMOB, a B 6oAee 1037-
HHE CPOKH TPENATCTBOBaTb (OPMHPOBAHMIO CHAC-
THKH, KOHTPAaKTYp H SMHUAENTHYECKHX MPHIALKOB.
Xorss D-nenunuaramun umeer psg no6o4HbIX 3P-
dextoB, 'y 20% 60AbHBIX B HayaAre MpHeMa Mpera-
pata 060CTPAIOTCS HEBPOAOTHYECKHE H ICHXHYec-
KHe TPOSABAEHHS, XeAaTHas Tepanus D-TeHULHA-

AQMHHOM OCTaeTCs TeM He MeHee BeAYIIHM MeTo-
aom Aedenusa. [lpu uemepenocumoctn D-menmima-
AaMHMHa TIpHMEHseTCA TpPHeHTHH. |lpm ToaepanTHOC-
TH K ABYM TpeabIAYIIHM IMpernapaTaM B A€YeHHH
HCTIOAb3yeTCs LUHHK. B HexkoTopbix cTpanax (mampu-
mep, B Huzepranzax), mpeamourenwe otzaercss IHH-
ky [9]. Hapsaay ¢ meauxamenTosHoil Tepammeit, cae-
AyeT OrpaHHYHTb yTMOTpebAeHHEe MPOAYKTOB, 6ora-
Thix Meabio (medyenb, pbiba, TPHOBI, Kakao, IIOKO-
AaZ, OpexH, KamycTa-6pOKKOAHM).

BoBpems mauaTas XeiaTHas Tepamus dalle BCe-
ro TMO3BOAsIET TpepBaTb zaAbHeHmee passutie bBBK.
Ogaunako B psize cAydaeB Ha3HaueHHEe MEHHIIHAAAMH-
Ha MOKeT BbI3BaTb BpPEMEHHOE YCYTybAeHHEe HeBpO-
AOTHYECKHX HapyIeHHH HAH TMPHBECTH K BO3HHK-
HOBEHHIO HOBBIX B BH/JE OCTPOH TeHepaiH30BaHHOH
AMCTOHHH H aKHHETHKO-PHTHAHOTO CHHZAPOMA. JTO
CBHZETEABCTBYET O HeaZeKBaTHOCTH HCIOAb3yeMbIX
Z03HPOBOK TpernapaTa H TpebyeT CHHKEHHS O3Bl
[Tocreayromee yBeanueHue 10A2HO 6bITh 60oree Mex-
A€HHDIM.

Taxum o6pasom, BBK, sapassacpe Tamerbim mo-
AMCHCTEMHDBIM ZeTeHepaTHBHbIM 3ab0AeBaHHEM, OT-
AMYaeTCs 3HAUHTEAbHBIM pa3HOOGpa3HeM KAHHHYEC-
koii kapTuubl. I mosToMy c HauaAbHBIMH 3TamamH
3a60AeBaHHA MOTYT CTOAKHYTbCSA pa3sAHUYHbBIE CIle-
[HAAHCTBI - MeAHaTPbl, TePameBThbl, MCHXHATPBHI,
racTPOSHTEPOAOTH, HEBPOMATOAOTH H T.Z. Pauuss
aunarnoctuka DBK, BoBpemsa nauaToe Aeuenme mo-
3BOAAT KYNHPOBATb NPOSABAEHHS 3abOAeBaHHA H
npeAynpesHTb €ro zaibHeilllee pa3BHTHe.
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