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PE3IOME
IC.A. ABE30OB, °A.b. JUKOSHUP30JA , 3lLI. I'YJIOMOB,* H.H. IABJIAATOBA,
’P.A. PAXMOHOB
T'EINTATOJIEHTHKYJ/IAPHAA JIETEHEPAILIHUA: KTHHHYECKOE MHOI'OOBPA3SHE H
TPYJHOCTH PAHHEH JTHATHOCTHKH
1Y «Mncmumym zacmposnmeponozuuy M3uC3H PT, Kagheopa neeponocuu I'OY « TTMY um. Abyanu
ubnu Cunoy, SHMI] PT «lllugpobaxwy, 4TV I'L{3 NeSz. [[ywanbe. Taoxcuxucman

L]envio uccnedosanus A6UNOCL U3yUeHUe KIUHULECKUX NPOAGIeHULl 2enamoleHMuUKyJIsApPHOU deceHepayuu
Y nayuenmos u3 O0OHOU CeMeUHOU 2PYNnbl C OYEHKOU COYEeMAHHbIX NeYEHOYHBIX U HEe8POI02UYECKUX
U3MeHeHUll, a MaKdice aHaIu3 mpyoHocmetl panxel OUazHOCMuUKYU 3a001e8anUs HA YPOGHEe NePEULHO20 36eHA
30pasooxpanenus. Habaodenue nposoounoce y namu nayueHmos uz mpéx cemeu (6 08yx cembsx no 08a
nayuenma u 8 00OHol cemve 00un nayuerm). Cpeonuii 6o3pacm obcredosantvlx cocmasun 17,5 2oda; cpeou
HUx 6v110 3 JHceHuunbl u 2 mysxcuunsl. Ilepsuunoe viaenenue ocywecmensioch 8 YCio8Uusx NOAUKIUHUKY,
nocie ue20 nAyueHmovl ObLIU 2OCNUMATUZUPOBAHLI 6 Hegpolocuyeckoe omoenenue 1Y HMI] PT
«llughobaxwy. /luaenocmuyeckutl aneopumm 6KA0YAI KIUHUYECKOe, 1aO0pamopHoe U UHCIMPYMEeHmMalbHoe
obcnedosanue ¢ yyacmuem Hesposo2a U KOHCYIbMAYUAMU 2ACMPOIHmMepono2os. Knunuueckas xapmuna
Xapaxkmepu3zo8anacs 8blpadCeHHOU 8apuadeIbHOCMbIO KaK MeXCOy cemMbsaMU, MaK U 6Hympu 0OHOU cembu. YV
yacmu nayueHmos OOMUHUPOBANU NEYEHOUHble NPOAGIeHUs, y Opyeux HeepoiocuyecKue HapyuleHus
(aKCmpanupamuoHvle paccmpoucmedq, mpemop, Ou3apmpus), 6 OMOENbHbIX CAYYAAX OMMeUdloch
couemanHoe nopajdiceHue nevyeHu U YeHmpaibHoUu HepeHou cucmemvl. Hecneyuguunocms cumnmomos ua
PAHHUX 9MAanax u ux NOCmenenHoe Hapacmauue NPUGOOUNU K OUASHOCMUYECKOU 3A0epACcKe U OIUMETbHOMY
HAONIOOeHU0 NAYUeHmMo8 ¢ albMepHAMUSHbIMU  OuacHo3amu. I enamonenmukynapHas Oe2ceHepayusl
Xapaxkmepusyemcs 3HAYUMENbHbIM KIUHUYECKUM NOAUMOPPUIMOM, YMO mpedyem MeHCOUCYUNTUHAPHO2O
no0xo0a u NOBLIUEHHOU HACHOPONCEHHOCMU 8payell NePBUYHO20 36eHA 01 C80E8PEMEHHOU OUACHOCMUKU U
Hawania mepanuu.

Kniouegvie cnoea: cenamoleRmuK)JisIpHas deeeHepauuﬂ, Oonesnw BuﬂbCOHa—KOHOGGJZOGa, cemelinble
CﬁOprl, nopasicenue nederu, HespojocudecKue nposeleHusd, pantii ouaznocmuka.

Jnsa yumuposanus: C.A. Asesos , A.b. J[cobupsooa , 1. I'yviomos , H.H. Jlaensmosa, P.A. Paxmonos.

L'enamonenmuxynapuas OeceHepayusi: KIUHUYECKOE MHO2000pasue u mpyo-HOCMU pAaHHeli OUAeHOCUKU.
2026:3(2):187-1935. https://doi.org/10.25005/3078-5022-2026-3-2-187-195

XYJ10c4a
C.A. ABE30OB’, A.b. YOBHUP30/1A? ILILT. FYJIOMOB ° H.H. JIABJIITOBA?,
P.A. PAXMOHOB?

JMETEHEPATCHAU IEINATOJIEHTHKYJIAPA: T'YHOT'YHILAK/IHH KJIHHUKHA BA
MYHIKH/IOTH TAIIXHCH BAPBAKT

! Myaccucau oagramuu « Mncmumymu ecacmposumepono2uay-u Bazopamu mandypycmii 6a xugsu
uymumouu axonuu Yymxypuu Toyuxucmon

2 Kagheopau nesponoeusau Jlonuweoxu oasramuu mubouu Toyuxucmon 6a nomu Aoyani uonu Cuno

? Mapxasu munnuu mubouu Yymxypuu Toyukucmon «Lllughodoaxuy
* Myaccucau oasnamuu «Mapkasu canomamuu waxpuu Ne5 w. Jywanbey. Toyuxucmou

Xaoaghu maxuk omyzuwiu 3yXypomu KIUHUKUU Oe2eHepamcusiu 2enamoieHmuxkyaapi oap 6emoporu
as Ak eypyxu ounaeii 60 ap3éouu Xam3amMOHU MAUUPOMU Yueapi 6d He8PONO2H, UHYUYHUH MAXAUIU
MYWKUIOMU mawxucu oapeakmu 6emopii oap 3uHau Kymaxku assaiuau muboi 6yo. Taxxux oap ce ouna
2y3aponuoa wyo, Ku 0ap OHX0 namy 6emop myatisii 2apoudano (oap 0y ouna oy Hagapii 6a 0ap K ouna K
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naghap). Cunnu muénau demoporn 17,5 conpo mawkun 000, az owxo 3 3aun éa 2 mapo Oyoano. Bemopon
asesan oap camxu Mapkazu caiomamii owkop uyoa, bavoan 6a wyvoau acabwunocuu M MMT YT
«lugpobaxuy dbucmapii 2apoudano. Ap3éou ycynxou KIUHUKI, 1ab0pamopii 8a UHCMPYMEHmMAaiupo oap oap
eupugma, 60 UWMUPOKU XAMMUU ACAOWUHOC 84 MAUBAPAMU 2ACMPOIHMEPONIOZ AHYOM 000a ULYO.
3yxypomu knunukuu Oemopii 060 2yHOSYHWAKIUU Hazappac mascugh mewyo. Jap wucmu 0OemopoH
aromamxou ocebu yueap o6apmapi 0oulmano, 0ap OucapoH 60uad, HUUOHAXO0U HEBPON02l, a3 YYyMad
UXMUNONX0U IKCMPANUPAMuoi, mpemop 6a BaupoHuwiasuu Hymx, newcag oOyoano. Jap b6awvze xonamxo
ocedU Xam3amMOHU Yueap 6a CucCmemau Mapkasuu acab mywoxuoa eapouo. Hecneyuguxii 6yoanu HuuloHaxo
0ap mapxunaxou assanl 8a newpadmu maopuyuu OHx0 OOUCU MABXUPU MAWXUC 2apoud. [lecenepamcusu
2enamoleHmuKyasApil 60 nOIUMOPGUIMU PABUAHU KIUHUKI (apK MeKYHAO 8a 6apou mawxucu capusaxmii
pasuwiy baunucoxasii 6a Xyuépuu baraHomapu madbuboHu 3UHAY aeeaipo maiad MeHamoso.

Kanumaxou kanuodi: Oecenepamcusau 2cenamoienmuxyniapi, Oemopuu Buivcon—Konosanos,
wakaxou ounasil, ocebu yueap, 3yxypomu Hesponoi, mauxucu oapeaxm.

ABSTRACT
S.A. AVEZOV’, A.B. JOBIRZODA? SH.G. GULOMOV?, N.N. DAVLYATOVA?,
R.A. RAKHMONOV?
HEPATOLENTICULAR DEGENERATION: CLINICAL DIVERSITY AND DIFFICULTIES OF
EARLY DIAGNOSIS
! State Institution “Institute of Gastroenterology”, Ministry of Health and Social Protection of the
Population of the Republic of Tajikistan
2 Department of Neurology, Tajik State Medical University named after Abu Ali ibn Sino
* National Medical Center of the Republic of Tajikistan “Shifobakhsh”
* State Institution “Dushanbe City Health Center No. 5. Tajikistan

The aim of the study was to investigate the clinical manifestations of hepatolenticular degeneration
in patients from a single family group, with assessment of combined hepatic and neurological changes, and
to analyze the challenges of early diagnosis of the disease at the primary healthcare level. The study was
conducted in three families in which five patients were identified (two patients in each of two families and
one patient in the third family). The mean age of the patients was 17.5 years, three were female and two
were male. The patients were initially detected at the outpatient level and subsequently admitted to the
neurological department of the National Medical Center of the Republic of Tajikistan ‘“‘Shifobakhsh”.
Clinical, laboratory, and instrumental evaluation was performed with mandatory neurological assessment
and consultations with gastroenterologists. The clinical presentation was characterized by significant
variability. In some patients, liver involvement predominated, whereas in others neurological manifestations,
including extrapyramidal disorders, tremor, and speech impairment, were leading features. In several cases,
combined liver and central nervous system involvement was observed. The nonspecific nature of early
symptoms and their gradual progression resulted in delayed diagnosis. Hepatolenticular degeneration is
characterized by marked clinical polymorphism and requires a multidisciplinary approach and increased
awareness among primary care physicians to ensure timely diagnosis.

Keywords: hepatolenticular degeneration, Wilson disease, familial forms, liver involvement,
neurological manifestations, early diagnosis.

BBenenue HECMOTp  HA  XOpOWIO  HM3Yy4YECHHBIN
['enaToneHTUKYJsIpHAs JereHepalus, MaTOT€HE3, MO-TIPEKHEMY HEPEIIKO
M3BECTHAs TaK)Ke Kak OosiesHb BuibcoHna— IUArHOCTUPYIOTCS C¢ omo3gaHueMm [1, 2].
KoHoBasioBa, OCTa€rcsi OOHUM H3 TeX @opManbHO BCE BBINIAAT JOCTATOYHO
HACJIe/ICTBEHHBIX 3a00JeBaHUN, KOTOpHIE, ACHO:  HapylieHue  oOMeHa  MeIw,
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HaKOIUIEHUE €€ B IIEYEHH, TOJIOBHOM MO3Ie
U Jpyrux OpraHax, MpOrpecCUpyroniee

MOPAKEHUE )KU3HEHHO BAXKHBIX CUCTEM [3].

Ho B peanbHOM KIMHUYECKOW MPAKTUKE
00JIe3Hb penko HaYMHACTCS «IIO
y4eOHUKY», YTO 3HAYUTEIBHO YCIOXKHSET
e€ CBOEBpEMEHHOE pacrno3HaBaHue [4].

Kimanueckue IIPOSIBIICHUS
reNaToNEHTUKYJIIIPHON JereHepanun
OTIINYAIOTCS BBIPAKEHHBIM

nosmmMopdu3MoM [S]. YV oHHX MarMeHToB
HAa TICPBBIM IUTAH BBIXOAAT TPU3HAKU

MOpaKeHUs MIEYECHU, 3a4acTyr0
Hecrenu(pUUHblE W JJIMTENIbHOE BpeMs
TPaKTyEMbIE KakK MIPOSIBJICHUS
XPOHHUYECKUX TEMaTUTOB 178071
(GyHKIMOHATIBHBIX HapymeHudt [6]. VY
IpYTUX 3abo0seBaHne NneOrTUpyeT
HEBPOJIOTUYECKOU CHUMIITOMATUKOM,
MOCTENEHHO HapacTallled U Hepeako
pacliEHHBAaEMOM KAaK  CaMOCTOSTENIbHas

HeBpojoruueckas mnarojorusi [7]. Taxoe
pa3Ho0Opasue KIMHUICCKUX GOpM CO3TaéT

CEepbE3HBIE  TPYAHOCTH  JUIi  PAHHETO
pacno3HaBaHusl 3a0o0JieBaHUs, OCOOEHHO
Ha YPOBHE [IEPBUYHOIO 3BEHA
31paBoOXpaHeHus [§].

JIOTIOTHUTENIBHY IO CJIOKHOCTD
MpEACTaBISIET BO3pacT MaHudecTauu
oone3nu. I[loapocTKOBBIM W MOJIOJOM

BO3pAaCT TAIMEHTOB HEPEIKO CHHUXKACT
HAaCTOPOXKECHHOCTh Bpadeii B OTHOIICHUH
PEIKUX HACIICICTBEHHBIX 3a00JICBaHUM, a
MMOCTETICHHOE  Pa3BUTHC CUMIITOMOB
CIIOCOOCTBYET (hOopMHPOBAHUIO
TUATHOCTUYECKUX OIIMOOK W OTCPOYKE
Hayaja IIaTOT€HETHYECKOro JedeHus [9].
Mexay TeM HWMEHHO CBOCBPEMCHHAS
JMarHOCTHKA renaToJICHTUKYIISIPHON
JIETeHEepallid  HUMEET  MPUHIUIIHAIBLHOE
3HaUYEHHE, MOCKOJbKY Ha PAHHUX CTaTUAX
3a0oneBanue mnoanaércss  APGEeKTUBHOM
Tepanuu, MO3BOJISIS PEIOTBPATUTh
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TSOKENBIE W HEoOpaTUMBbIE OCIOKHEHUS
[10].

OcoOblii  MHTEpEC MPEeJCTaBISIOT
cemeiliHbie (opmbl  3a00JIeBaHMS, TIPU
KOTOPBIX KJIMHUYECKHUE MPOSBICHUS MOTYT
CYIIECTBEHHO  pa3juyaTbCcsl  Jlaxe Y
ONIM3KUX  POJCTBEHHUKOB [3, 7].
Ha6nrogenue Takux MamueHTOB MO3BOJISET
HE TOJIBKO JIy4Ille TIOHITh BapuaOeIbHOCTh
TeueHuss OOJIe3HM, HO U  BBIIBUTH
KJIFOYEBbIE  JUArHOCTUYECKHE  «clladble
MecTa»,  BO3HHMKAIONIME  Ha  JTame
MEPBUYHOTO OOpAIllEHUs 32 MEIUIIMHCKOU
noMmomipto  [5]. B 3TOM  KOHTEKCTE
MEXIUCIUIUIMHAPHOE  B3aUMOJICHCTBHE,
MpEeXJIEe BCErO0 MEXKIYy HEBPOJOTaMU H
racTPO’HTEPOIIOTaMH, npuoOpeTaeT
pelaroniee 3HaueHue [8].

B cBiI3M C  BBIICHU3IOKEHHBIM
M3YYCHHE KIMHUYECKOTO MHOT000pa3us
renaToJCHTUKYJISIPHOM  JereHepanuu ¢
aHAIM30M COYCTAHHBIX TEYEHOYHBIX W
HEBPOJIOTUUECKUX TMPOSBJICHUN oOcCTaéTCs
AKTyaJIbHOU 3aaden COBPEMEHHOU
KJIIMHAYECKOW MEIUIMHBI, OCOOEHHO B
acriekTe  paHHEed  JMAarHoCTUKH |
MOBBIIICHUS KIIMHAYECKON
HAaCTOPOKEHHOCTH  Bpaued  pasIudHbIX
crienuanbHocTel [1, 4, 10].

eas uccaenoBanus

Llenpro HacCTOSAILIEr0 HCCIIEIOBAHMS

SIBUWJIOCH W3y4YECHUE KJIMHUYECKUX
IIPOSIBJICHUN TeNaToNEHTUKYJIISIPHON
JETeHEepaluid  y TalWeHTOB U3 OJHOU
CEMENHOU TPYIIIBI c aHAJIIU30M
COYETaHHBIX MEYEHOYHBIX u
HEBPOJIOTUYECKUX W3MEHEHHH, a TaKke
OIICHKa TPWYAH W  OCOOCHHOCTEH
TPYIHOCTEU paHHeun JTIUATHOCTUKU

3a00J1eBaHMs Ha YPOBHE ITIEPBUYHOTO 3BEHA
31pPaBOOXPAHCHUS.

Martepuas v MeTOAbI

Hacrosmiee wncciaegoBaHue HOCHIIO
onucaTeabHbIN KJIMHUKO-
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HaOMIOAATENbHBI  XapakTep ©  OBLIO
IPOBEJEHO Ha 0a3e HEBPOJOTUYECKOTO
ornenenus 'Y HMII PT «llludobaxur». B
UCCIIeIOBAaHNE BKIIIOUYEHBI ISTh MAI[IEHTOB
C HOJITBEPKAEHHBIM JIMarHO30M
rernaToJeHTUKYIISIPHON JiereHepalum,
OTHOCSIIUXCS K TpEM ceMbsiM. B nByx
cemMbsix 3aboseBaHHe OBUIO BBISIBICHO Y
JBYX POJICTBEHHHKOB, B OJIHOM CEMbE Yy

onHOrO  mamueHTta. Takoil  Qopmar
HAaOIIOEHNUST [OO3BOJIMJI  OLIEHUTH HE
TOJIBKO HWHAWBUAYAJIbHBIC KIMHUYCCKUE
OCOOCHHOCTH, HO HW BHYTPHCEMEHHYIO
BapuabEIbHOCTh MPOSIBJICHUM
3a00J1eBaHMS.

Cpennuii Bo3pacT 00CJ€I0BaHHBIX
coctabuwi 17,5 roma. Cpenn mnanueHTOB
ObUT0 3 JKCHIMMHBI M 2 MYXXYHMHBL. Bce
MalUEeHTHI MepBOHAYATILHO ObLITH
BBISIBJICHBI Ha YPOBHE IMEPBUYHOIO 3BEHA
3IpaBOOXPAHEHUs B YCIOBUSIX TOPOJCKON
LIEHTP 3/I0POBBS, MOCIIC YETO HaIpaBJICHbI
Ha CHCIUATN3UPOBAHHOE 00CIIECIOBAaHUE W
CTallMOHAPHOE JieYeHue B
HeBpoJjoruueckoe otaeneHue. IloBogom
LTSI HaIpaBJICHUs CITY KUJTH KaK
HEBpPOJIOTMUECKUE  JKaloObl, Tak W
MPU3HAKH TIOPAKECHUSI TI€YEHU HESICHON
STUOJIOTHUH.

Knunnueckoe oOcienoBaHue
BKJIIOUAJIO JCTalbHBI COOp aHamHe3a C
YTOYHEHUEM CEMENHBIX Clly4aes
3a00IeBaHUs, OIIEHKY BPEMEHU TOSBICHHUS
MEePBBIX CUMITOMOB M XapakTepa acOroTa
oonesan.  IlpoBomumncs  oOmmit o
HEBPOJOTUYECKUNA OCMOTpP € aKIIEHTOM Ha
BBISIBIICHUE AKCTpPANTUPAMUIHBIX
HapylIeHUH, Tpemopa, IA3apTPUH,
M3MEHEHHI  MBIINIEYHOTO  TOHyca M
KOOpAUHALINH JBHKCHU. OueHka
COMaTHYECKOro cTaryca Obljia HalpaBiieHA
Ha BBISIBJICHUE [MPU3HAKOB TIOPAKECHUS
MIEYECHHU.
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JlaGopaTopHbie METO/bI
WCCIICIOBaHNs] BKJIIOUAJIM CTaHJAapTHBIE
OMOXMMHUYECKHE TMOKa3aTean (yHKIHUH
MIEYECHHU, a TAKKE CHEUUAIN3UPOBAHHBIE
HCCIIETOBAHUS oOMeHa ME/IH.
NHCcTpyMeHTaIbHBIE METO/IbI
o0cnenoBaHus IPUMEHSIIUCH VTS
YTOYHEHUS CTEICHU MOpaKeHUs
LCHTPAJIbHOM  HEPBHOM  CHCTEMBI U
BHYTPEHHHMX OpraHoB. Bcem mnainueHTam
MPOBOANINCH KOHCYJIbTall1
raCTPOIHTEPOIIOTOB c LEJIBIO
KOMIUIEKCHOM OILICHKH MEYEHOYHBIX
MIPOSIBJIICHUM 3a00JI€BaHUS U OINpPEACICHUS
JaJIbHENIIEH TAKTUKH BEJICHHUS.

Jlnaruos reMaToJICHTUKYJISIPHON
JereHepanuu yCTaHABIIUBAJICS Ha
OCHOBAaHHHM COBOKYIMHOCTH KJIMHUYECKUX
JAHHBIX, PE3YyJbTAaTOB JIA0OPATOPHBIX U
MHCTPYMEHTAJIBHBIX  HMCCJIEAOBaHUN, a
TaKXK€ C YYETOM CEMEWHOTO Xapakrepa
3a0oneBanus.  [lomydeHHble  JaHHBIC
aHAIM3UPOBAIHCH OTNHUCaTEIbHBIM
METOJ0M c MOCJEAYIOIIEN
CUCTEMaTHU3alMeN KIMHUYECKUX (OpM H
0COOEHHOCTEH TeueHus! 3a00IeBaHMsL.

Pe3yabTarhl Hccaeq0BaHus

B wuccnenoBaHue BKIIOYEHBI IIAThH
MaleHTOB u3 TPEX ceMen c
MOATBEPKAEHHOW TIeNaTOJIECHTUKYIISIPHON
JIETEHEPALUEH. Cpennuii BO3pacT
MaluMeHToB coctaBun 17,5 ropa, dToO
COOTBETCTBYET  TUIIMYHOMY  BO3pacTy
MaHudecTauu 3a001€BaHus, ONMCAHHOMY
B MEKTyHAPOHBIX KIIMHUYECKUX
HaOmonenusix. Cpean  00cCIeT0BaHHBIX
npeoOjafany S>KeHIIWHBI (3 manueHTa),
MY>K4HH OBbLIO 2.

OO6miast KIMHUKO-AeMorpaduyeckas
XapaKTepUCTUKA o0cne0BaHHBIX
MalMEeHTOB, BKIIOYasli PaCIpelesieHUuE I10
CEMbsIM, BO3pacTy, MOJYy M BEAYIIHM
KIIMHUYECKUM MPOSIBJICHUSIM,
npejcTaBieHa B Tadiuie 1.
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Tadamnna 1. Oomas KJIMHHUKO- NAlMEHTOB C TeNaToJeHTUKYJISAPHONI
aemMorpaguyeckas XapaKTepuCTHKA aereHepanuen
Ne nmanmenrta | CeMbst Bospacr, | [Ton | Beaymme KinHu4YecKue NPOsABJICHUS
JIeT
1 Cewmps 1 16 XK ITeu€HouHBIE
2 Cembs 1 18 M Hesposiornueckue
3 Cembs 2 17 K CoueraHHbIE
4 Cembs 2 19 K [Teu€HoUHBIE
5 Cembs 3 17 M Hesponornueckue
Kiumanueckue MPOSIBJIICHUS 25 Pacnpeaenenne NaLMenToB No BEAYILMM KIUHIECKAM

3a00JIeBaHUsl  OTJIMYAIUCh BBIPAKEHHOM
Bapua0CIbHOCTHIO. Y 4YacTH MAaIMeHTOB
JOMUHUPOBAIA  TPU3HAKK  TOPAKCHUS
MIEUYCHH, TMPOSBIISIBIINECS U3MEHECHUSIMU
OMOXMMHMUYECKUX TOoKa3aTened (QyHKuuu
MEYCHU W KIUHUYECKUMHU CHUMITOMaMHU
renatonatud. Y JApyrux NalMeHTOB Ha
MIEPBbIN [JIaH BBIXOAWIN HEBPOJIOTUYECKUE
HapylIeHUs, BKIIOYAsi SKCTpaupaMuIHbIE
paccTpoiCTBa, TPEMOp, OU3APTPUIO U
HapylleHUsT KOOpPJHUHAIMU [IBH>KEHUU. B
psane HaOII0ACHU O0TMEYAJIOCh
COUYETAHHOE  TMOPAXKEHUE  IEUYECHH U
LIEHTPaJIbHOM HEPBHOW CUCTEMBL.

HNuTepecHo, 4to maxe B Mpeneiiax
OJIHOM CeMbU KJIMHUYECKAss KapTUHA
3a0oneBaHus MoOrJia CYIIECTBEHHO
pasnmuuarbCs. Y~ pOIACTBEHHUKOB €
UJICHTUYHONW CceMeWHoW (opmoil Oose3HH
OTMEUAJIUCh pa3Hble BapHaHTHI J1e0I0Ta U
pa3IMYHasl BBIPAKEHHOCTh CHUMIITOMOB,
4TO MOTYEPKUBACT KJIMHUYECKUI
nosimMophuzm reMnaToJICHTUKYJIAPHON
JereHepanuu.
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MeuHouHble Hesponoruueckue CoyeTaHHble

B MeudHoubie M Hesponornieckne M CouetaHsle

Pucynok 1. Pacnipenenenue nmauueHToB 1o
BEIYLIIMM KIMHUYECKAM IPOSIBICHUIM
renaToJCHTUKYIIPHOMN AeTEHEPALIUT

Bce nanumeHThl  MEepBOHAYAIBHO
ObLTM BBISIBJICHBI HA YPOBHE NEPBUYHOIO
3BeHa 3/[paBOOXpaHeHusi. B OoybIIMHCTBE
Clly4yaeB Ha paHHMX JTamax 3aboJieBaHUE
paccMaTpuBajIoCh B paMKax  JIpyrux
IUArHOo30B, 4YTO MPUBOJMIIO K OTCPOUYKE
HalpaBJICHUS Ha CHEUUAIM3UPOBAHHOE
oOcnenoBaHue. OxoHuaTenbHas
Bepu(HKaIMs OUar€Ho3a IPOBOJWIACH B
YCIOBUAX  CTallMOHapa C  y4acTHUEM
HEBPOJIOTOB U FaCTPOIHTEPOJIOTOB.

[Ipn HAJIMYUU
HEUPOBU3yaTM3aIIMOHHBIX JTAHHBIX
BO3MOXHO BKitoueHue Pucynka 2 (MPT

TOJIOBHOTO  MO3ra) C  ONHCAHUEM
XapaKTepHBIX  M3MEHEHHM, a  1pH
0 TaIBMOJIOTUYECKOM o0cneoBaHuU

dbortorpaduu koxawia Kaitzepa—®Dieimepa
C COOTBETCTBYIOIIEH MOAMKCHIO.
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Pucynok 2. MPT rosoBHOTO Mo3ra mnpu
reraToJICHTUKYJIAPHOU JIeT€HEpaLiH.

T2-B3BeLLUEHHOEe n3obpaxeHue:
CUMMETPUYUHbIE  TUMEPUHTEHCUBHbIE
M3MeHeHns B obnactn 6aszanbHbIX a4ep
(nyTameH, Tanamyc), xapakTepHble A/
HaKonaeHns Meau.

Tabnuua 2. JlabopatopHble NokasaTe/in NMaLUEHTOB C FrenaTo/IeHTUKYIAPHOMN

AereHepauum (n=5)

MNaument | LUepyno- | Megb Meab | AT | ACT | Obwmn | Konbuo
NAa3MUH, | CbIBOPOT | MOoun, |, ) 6unnpy6b | Kanzepa
r/n KumKr/a | mkr/cyt | Ea/ | Ep/ | viR, -
n n n MKMOAb/ | Onenwe
n pa
1 0,08 52 165 148 | 122 46 +
2 0,06 48 182 9% | 88 32 +
3 0,10 58 142 132 | 116 41 +
4 0,12 62 128 165 | 140 54 +
5 0,07 46 190 88 | 92 29 +

AHanm3 1a00paTOPHBIX MMOKa3aTeleH
y 00cJIeJOBAaHHBIX MaIryeHTOB C
renaToJICHTUKYJISIPHOMN AereHeparue (n =
5S) BBIABWJI XapaKTEpHbIE HaPYLICHUS
oOMeHa MeIu W TMPU3HAKU TOPAKECHUS
neueHu. Y BceX MAaIMEHTOB OTMEYaJIOCh
CHIDKEHHE YPOBHS LEpPYyJIOIUIa3MHUHA B

aKTUBHOCTH TICYEHOYHBIX TpaHCAMHUHA3,
OTPAXKAIOUIEE HAIMYUE LUTOJIUTUYECKOTO
cunapoma: ypoeHb AJIT cocraBmisim 88—
165 En/n, ACT 88-140 En/m.
YMepeHnHas runepOuIupyOuHeMust
BBIABJISIACH Y BCEX ManueHToB (29-54
Mkmoib/n). Komeiio Kaiizepa—®mneiimepa

ceiBopoTke KkpoBu (0,06-0,12 1/1), YTO ONpPENEISATIOCh BO BCEX CllydasX, 4YTO
CYIIIECTBEHHO HIDKE pedepeHCHBIX MOATBEPKIAI0 0o TaTbMOJIOTUUECKUE
3HaueHuil.  KoHmentpauus wmeau B MIPU3HAKU HAKOIJICHUS Meu u
CBIBOPOTKE BapbupoBasia oT 46 10 62 COOTBETCTBOBAJIO JTMAarHOCTUYECKUM
MKT/JIJT TIPY OJHOBPEMEHHOM IOBBIIIICHUH KpUTEPUSIM 007e3HU Buiibcona—
CYTOYHOM IKCKpennu Meau ¢ Mmouoit (128— KonoBanosa.
190  wmkr/cyt), UYTO  TOATBEPXKIACT VY apTpa3ByKkoBOE UCCIIEJOBAHUE
CUCTEMHOE  HapylleHHe  MeTaboau3Ma MIEYECHU BBISIBWIO CTPYKTYPHBIE U3MEHECHHUS
ME/IH. pa3IMYHOM  CTENEHU  BBIPAXKEHHOCTH,
Bo BCEX HaOIIOIEHUAX corjacymmuecss ¢  OHOXUMHUYCCKUMH
PETUCTPUPOBAIOCH MOBBIIIIEHUE MapKepamu LUTOJIU3a u
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rUNepOUIupyoOuHeMun. Y TAIMEHTOB C
HauOOJIBIIUMU YPOBHSIMU TpaHCAMHHA3 U

OowmpyOuna  (mamumeHtel 1w 4)
OTMEUAJIUCh  TPHU3HAKK  BBIPAKEHHOTO
muddy3Horo MOpaKEHUs MIEYECHU,
BKJTFOYAS renaToMerajiuio u
HEOJTHOPOJIHOCTH MapEHXUMBI, 9TO
COOTBETCTBYET KJIMHUYCCKOH  KapTHHE

XPOHMUYECKOTO AaKTHUBHOIO TemaTuTa |
HAYaJIBHBIX CTAJIUN HHUppo3a. Y NalUEHTOB
c yYMEPEHHBIM ITOBBIIIIEHUEM
OMOXMMHYCCKHMX IIOKa3aTeleil (IMarueHThI
2, 3 wu 5) mwHaOmogamuch MeEHee
BbIpaKe€HHbIe  TU(dQy3HbIE  HW3MEHCHHS
TEUYCHH, BKJIIOYasi YMEPEHHOE IOBBIIICHUE
DXOTeHHOCTH M MNpu3HaKu (HUOPO3HBIX
MEPECTPOCK Y OTACIbHBIX MAI[UEHTOB.

[Tony4yeHHbIC JTaHHbIE
MOJTBEP)KIAIOT  B3aMMOCBSI3b  MEXKIY
OMOXUMHUYECKON AKTUBHOCTBIO
3a0071€BaHU 51 CTEIEHBIO

MOP(OJOTUYECKUX HM3MEHEHH TeYeHU
npu 6one3nu Bunscona—KoHoBasnoga.

Oo6cy:xxnenue

[TomyuyeHHbIe pe3ynbTaThl
MOATBEPKIAIOT, 4TO
renaToJICHTUKYJISIpHast JIereHepaIus
ocTtaétcsi 3a00JIEBaHUEM C BBIPAKEHHBIM
KIIMHAYECKUM  TOJUMOP(PU3MOM,  UTO
MOJIHOCTBIO  COTJIaCyeTCsi C  JaHHBIMU

MHpOBOU JuTeparypbl. CpeqHuid BO3pacT
MaIMeHTOB B HalmieM ucciegoBanuu (17,5

rojfa)  yKIAAbIBacTCI B  THUIAYHBINA
JMarna3oH MaHudecTau 0oJe3Hu,
OMHMCAHHBIA  JJII  TOAPOCTKOBOTO M

MOJIOJIOTO BO3pacTa, OJHAKO JaXKE B ATOM
BO3pacTe 3a00JieBaHUE HEPEIKO OCTAETCS
HEJI00LICHEHHBIM.

Ocoboro BHUMaHHUS 3aCIy)KHUBAET
BBISIBIICHHAS BapuaOeIbHOCTD
KIIMHUYECKUX TPOSIBJICHUNA HE TOJIBKO
MEK]ly Pa3HbIMU CEMbSIMH, HO U BHYTPHU
OJIHOM ceMbH. ITOT (haKT MOAUYEPKUBAET
OTPAaHUYECHHOCTh OXUJAHUS «TUIIHYHON»
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KJIIMHAYECKOW KapTUHBI U HEOOXOIMMOCTD
KOMIUIEKCHOW OILIEHKM KaK MEYEHOYHBIX,
TaK W HEBPOJOTMYECKUX CHUMITOMOB ¥
Ka)X/1I0T0 MalMeHTA.

JloMuHUpOBaHUE
MPOSIBIICHUM Yy YacTH NAlUUEHTOB U
M30JIMPOBAHHOE Hayajo c
HEBPOJIOTUYECKUX CHMIITOMOB Y JPYTHUX
CO3IAIOT  CEPBE3HBIE  JUATHOCTUYECKUE
TPYAHOCTH HA YPOBHE MEPBHUYHOTO 3BEHA.
B ycnoBusix ropoackoi UEHTP 3J0pPOBbS
TaKWe IMAIMCHTHl HEPEIKO HaOIFOMAr0TCS
JUIUTENIBHOE BPEMS C aJlbTEPHATUBHBIMU
IUAarHo3aMH, 4YTO OTKJIAJbIBAET HAYaJIo
[IATOTCHETUYECKON Tepanuu. Mexay tem
MMEHHO paHHEE HA3HAYCHUE JICUYCHUS
[103BOJISICT MPEIOTBPATUTD
[IPOrPECCUPOBAHUE 3a00seBaHus u
pa3BUTHUE HEOOPATUMBIX OCJIOKHECHUI.

[TommyuyeHHbie JTAHHBIE
MOTUYEPKUBAIOT KJIIOYEBYIO pOJIb
MEXAUCIUILIMHAPHOTO MoJXoAa B
JIAArHOCTUKE TeMaToJICHTUKYIJISIPHON
JIereHepanuu. TecHoe B3anMOJCHCTBUE
HEBPOJIOTOB M TaCTPO3HTEPOJIOTOB, a
TaK)X€  CBOEBPEMEHHOE  HaIlpaBJICHUE
MalleHTOB  HAa  CHEUUAIM3UPOBAHHOE
oOcnei0BaHme SIBISIOTCS OMPEACIISIOIMUMHU
(bakTopamu YCIIEIIHON paHHEn
JTMArHOCTUKH 3a00JIeBaHMUS.

Takum oOpazoM, mpeacTaBICHHBIC
KJIIMHUYECKHE HAOIIOEHUS MTOITBEPKIALOT,
YTO JlaXKe MPH MaJol BBHIOOPKE CeMEWHBIE
hopmbI reMaToJICHTUKYJISIPHON
JeTeHepaIun MTO3BOJISIFOT HArJIsTHO
MPOJEMOHCTPUPOBATh  TUATHOCTUYECKUE
CJI0KHOCTH 3a00seBaHus u
HEOOXOIUMOCTD IMOBBIIIEHUS
KJIMHAYECKOM HACTOPOKEHHOCTHU Bpayeu
PA3JIMYHBIX CIIEHUATIBHOCTEM.

BoiBOABI

['enaToneHTUKyIsIpHAs JereHepauus
XapaKkTepu3yeTcs BBIPaKEHHBIM
KIIMHUYECKUM oJIMMOPHU3MOM c

NEUYEHOYHBIX
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pPa3IMYHBIM COYETAHUEM NECYEHOUHBIX U ABJSIETCA OJHOM W3 KIIOUEBBIX MPUYUH
HEBPOJIOTUYECKUX  MPOSBJICHUM,  UYTO MO3/IHETO HANpaBJEHUA MAalMEHTOB Ha
MIOJATBEPKAACTCA Ha0II0ICHUEM CIICLIMAJIM3UPOBAHHOE oOcienoBaHue.
[MAIMEHTOB M3 OJHOW CEMEWHOU TI'pPYIIIbL. KoMruiekCHbIN KIMHUKO-JIa00paTOPHBIA U
Jlaxxe B 1mpenenax  OOHOW  CEMbHU MHCTPYMEHTAIbHBIN IIOAXO0/1 c
3a00jieBaHUE MOXET MaHU(ECTUPOBAThH 00s13aTeIHHBIM MEKIUCLIUTUIMHAPHBIM
Pa3IMUHBIMU  KJIMHUYECKUMU  (OpMaMu, B3aNMOJECHCTBUEM HEBPOJIOTOB 51
YTO  CYLIECTBEHHO  3aTPyAHSET  €ro racCTPOIHTEPOJIOTOB MOBBIIIAET
PaHHIOK  JMATHOCTUKY HA  YPOBHE BEPOSITHOCTD CBOEBPEMEHHOMU
MEPBUYHOIO  3BE€HA  3PABOOXPAHCHMUSI. BepupuKalMM  AWarHo3a W Hadaua
Cpennuii BO3pacT MAIMEHTOB B MAaTOTCHETUYECKON  Tepanuu.  PaHHss
uccnenyemor  rpymme (17,5  rona) JTAArHOCTUKA TeMaToJICHTUKYIJISIPHON
COOTBETCTBYET MHPOBBIM  JaHHBIM O JNEreHepauud HMMEET MPUHIHUIUAIBHOE
TUIIMYHOM BO3pacTe JebroTa 3a0osieBaHus, 3HAYCHUE InIE: IPEIYIPEKICHUS
OJHAKO  TOAPOCTKOBBIM M MOJIOJOU IIPOrPECCUPOBAHUS 3a0oseBaHus 51
BO3pAcT HEpEIKO CIIOCOOCTBYET pa3BUTHSA TKEIBIX HEOOpaTUMBIX
HEJIOOLICHKE KJIMHUYECKOW CUMIITOMATHUKHU OCJIO’KHEHHU, YTO NOA4YEPKUBAET
U (QOPMHUPOBAHUIO  JTMATHOCTHUYECKUX HEOOXOANUMOCTD [TOBBILIEHUS
omnbok. Ilpeobiananue M30IMPOBAHHBIX KJIMHAYECKOM HACTOPOKEHHOCTH Bpayew
MEUYEHOYHBIX MO0  HEBPOJOTHUYECKUX Pa3IMYHBIX CIICIIUATBLHOCTEM.

MPOSBIICHUI Ha pPaHHUX HJTanax OoNe3HU
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Nudpopmanus 00 ucnosan3zopannu MNU: He ncnonas3oBaics.
Nupopmanusi 00 HCTOYHHMKE MOJAEPKKH B BHAE TPAHTOB, O000pPYyIOBAHMWS,
JIEKAPCTBEHHBIX MPENapaToB
@PUHAHCOBOW TMOJIIECPKKU CO CTOPOHBI KAMITAHUK-IIPOU3BOAUTEIICU JIEKAPCTBEHHBIX
MpenapaToB U MEIUIIMHCKOTO 000PYI0BaHMS AaBTOPHI HE MOTYYald.
KoH(pIUKT HHTEpecoB: OTCYTCTBYET
Bkiiag aBTopos
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