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Mpepnaraemas cTaTbA MOCBALEHA PONu
KOMOPOVAHOCTM B Pa3BUTUN U TeUeHUN rena-
TouepebpanbHoi guctpodun (FLUAI). YuntoiBan
60/IbLWION KIIMHNYECKUIA 1 NaToreHeTUYeCKnin
nonumopdusm y 6onbHbix ¢ FLUA, ecTb ocHo-
BaHMA paccMoTpeTb 3To 3aboneBaHue C no-
31Mumuin komopbuaHoctu. Mpexae Bcero, 3To
TpaHCCUHAPOMAasbHaA KOMOPOMAHOCTL B CBA-
31 C Hannumem y 60nbHbIX abgoMUHaNbHOro
(NeyeHOYHOro MNK NoYeyHoro) n Lepebpanb-
HOrO (HEBPONIOrMYECKOro U NCUXNYECKOTO)
naToreHeTUYeCcKkn CBA3aHHbIX Mexay cobow
CMHAPOMOB.

TakXe Mbl OTMETUNK, YTO NPU 3TOM 3a60-
NeBaHNM MOXeET ObITb U TPAHCHO30M0rMYecKan
KOMOP6UAHOCTb, 06YCNOBNEHHAsA TeM, YTO
y 3Tux GOMbHbIX pa3BMBAeTCA HelpoaereHe-
paTVBHbIN NPOLECC, NPUBOAALLMIA K Pa3BUTUIO
pPasnnMyHON COCYAUCTON NAToNoOrnn B CBA3U
C pa3BUTNEM CMHAPOMA PaHHEro cocyancToro
cTapeHus.

MokasaHo, YTo Hannume y NaLmMeHToB ¢ 60-
nesHbio BunbcoHa — KoHoBanosa Komop-
6ugHOCTY crefyeT yumuTbiBaTb 1 Npu Boibope
anropntMa ANarHOCTUKN 1N CXeMbl NieyeHunA
CMHAPOMaTVKM 3a6oneBaHunsA, YTo B CBOIO OYe-
peab No3BONUT AOBUTLCA He TONIbKO yBennye-
HUA ONNTENBHOCTU, HO N yNyylleHNA KayecTBa
KU3HU.

Kniouyesvie cnoea: renatouepebpanbHas
anctpodua, KomopbuaHOCTb, ANArHOCTMKA,
neyeHue

NiKyBaHHA

HaunHaa ¢ TmnnokpaTa, Knaccukum megnunHbl —
M. A. Mygapos, H. W. Muporos, A. A. boromoney n apy-
rve 6oinn yb6exaeHol B TOM, YTO JIeUnMTb HEOOXOAUMO
He 60ne3Hb, a 6onbHOro. Mpn Takom Nogxode 4acTb
Bpayen HefoCTaTOYHO BHMMAHUA obpalyany Ha OCHOB-
HOe Ho30M10rnyeckoe 3abonesaHue. B 60-e roabl XX Beka
HEKOTOpble Bpayuu cYMTan CBOMM JOSTOM 1 NPaBoM fi0-
6aBnATb MK y6aBnATb B peuenTypy MUKCTYpbl [NaBnoBa
TOT WX UIHOWM MHTPEeANEHT 1 Ha3blBaTb €e CBOUM VIMEHEM.

Mporpecc HayKkn npriBen K NoABAEHWIO HOBbIX AOPO-
rocToALNX NevyebHbIX 1 AUarHOCTUYECKUX Npoueayp
N NeKapCTBEHHbIX MPenapaToB. B cBA3M ¢ 3TMM BO3HMKNA
HeobXxoANUMOCTb B CO34aHNN UHPOPMALIMOHHOWN CUCTEMDI,
KoTopas Obl JOCTOBEPHO AaBana oLUeHKY 3pPeKTUBHOCTH,
6€30MacHOCTU 1 CTOMMOCTY MeAULUHCKNX BMELIaTeNbCTB.

Hanbonee gocToBEpHbIMU N AOKa3aTeNbHbIMMK SBNS-
0TCA pe3ynbTaThl KAYECTBEHHbIX KMHUYECKMX NCCneao-
BaHWUN, NPOBEAEHHbIX B COOTBETCTBMM CO CTPOFOW CTaH-
JapTHON meTogonorunei. boim paspaboTtaHbl NPUHLUMMBI
CTaHAAPTHOrO JIEYEHNS TOTO UM MHOTO 3ab0NeBaHNSA.
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3anponoHoBaHa CTaTTA NPUCBAYEHa
poni KoOMOp6igHOCTI B PO3BUTKY i nepe-
6iry renatouepebpanbHoi guctpodii
(rud). 3 ornAagy Ha BeNUKUIN KNiHIYHWN
i natoreHeTUYHUN nonimopdism y xBO-
pux 3 FLUA, € nigcTaBn po3rnaHyTH Le 3a-
XBOPIOBAHHA 3 Mo3uUii KOMOP6IAHOCTI.
Mepw 3a Bce, ue TpaHCCUMHAPOManbHa
KOMOPOIAHICTb B 3B'A3KY 3 HasABHICTIO
y XBOPUX abfoMiHanbHOro (neyiHkoBoro
abo HMpPKOBOrO) i LepebpanbHoro (HeBpo-
NoriyHoro abo NCcMxiyHOro) NaToreHeTUYHoO
MoB'A3aHMX Mi>XK CO6OI0 CUHAPOMIB.

TakoXK MK Bii3Hayanu, Wo nNpun Lbomy
3aXBOPIOBaHHI MOXe OyTu i TpaHCHO30-
noriyHa KoMop6ifaHiCTb, 3ymMOBNieHa TUM,
WO Yy LMX XBOPUX PO3BUBAETHCA HENPO-
AereHepaTMBHMUIN NPOLEC, WO NPU3BOAUTD
[0 PO3BUTKY Pi3HOI CYyAMHHOT naTonorii
B 3B'A3KY 3 PO3BUTKOM CUHAPOMY paH-
HbOrO CYANHHOrO CTapiHHA.

MNMoka3aHo, WO HaABHICTb Y MaLi€HTIB
3 xBopoboto BinbcoHa — KoHoBanosa Ko-
MOpO6igHOCTI cnig 6paTy Jo yBaru i npu
BMOOPI anropuTMy AiarHOCTUKKN Ta CXemu
NiKyBaHHA CMHAPOMATUKM 3aXBOPIOBaH-
HA, WO nepeayciM AO3BONUTbL JOMOITUCA
He TiNbKW 36iNblWeHHs TPUBaNoCTi, ane
i NONINWEeHHA AKOCTI XUTTA.

Knioyoesi cnosa: renatouepebpanbHa
anctpodia, KoMopbigHiCTb, AiarHOCTUKaA,

This article is devoted to the role
of comorbidity in the development
and course of hepatocerebral dys-
trophy (GCD). Given the large clini-
cal and pathogenetic polymorphism
in patients with HCD, there is reason
to consider this disease from the stand-
point of comorbidity. First of all, this
is transsyndromic comorbidity, due
to coexistence in patients with ab-
dominal (hepatic or renal) and cerebral
(neurological or mental) pathogeneti-
cally related syndromes.

Also, we noted that this disease can
also have transnosological comorbid-
ity, due to the fact that these patients
develop a neurodegenerative process,
leading to the development of vari-
ous vascular pathologies, due to the
development of the syndrome of early
vascular aging.

It was shown that the presence
of comorbidity in patients with
Wilson'’s disease should be taken into
account when choosing a diagnostic
algorithm and treatment for the syn-
drome of the disease, which in turn
will make it possible to achieve not
only an increase in duration, but also
an improvement in the quality of life.

Key words: hepatocerebral dystro-
phy, comorbidity, diagnosis, treatment

OpHaKo npakKTrKa nokasana, Yto Npu NPUHATUN KNK-
HUYECKUX peLLUeHUIA NPUHLMMbI fOKa3aTeNbHON Meanuu-
Hbl JOMKHbI COYETATbCA C OMbITOM Bpaya v UHAMBUAYasb-
HbIMU 0COBeHHOCTAMYK 6oNbHOTO. Takm 06pa3oM, CTaH-
JapTbl IeYeHnA [oNXKHbl 6bITb NePCOHNGULNPOBAHDI.

K HeobxopmmocTn nepexofa Ha CTaHAapTHOe nep-
COHNOUUNPOBAHHOE fleyeHne 6ONbHbBIX MPUBENO 1 Pas-
BMBalOLLEeCs B HAaCTOsILLee BpeMs YUeHne o Komopbna-
HOCTUK 3aboneBaHun.

KomopbugHocTb (1am. «co» — BMecTe + «morbus» —
60/e3Hb) — Hannume HeCKoNbKKX 3aboneBaHnin, CBA3aH-
HbIX MEXAY COO60M eMHbIM MAaTOreHETUYECKUM MEXAHU3-
MoM. MNoHATre komopbugHocTy npegnoxun B 1970 rogy
amepukaHckuin Bpay A. R. Feinstein [6].

HekoTopble aBTOpbl NPOTMBOMNOCTABAAT APYr APY-
ry NMOHATUA KOMOPOUAHOCTN U MYNbTUMOPOUAHOCTH,
onpepenasa NepByo Kak MHOXKECTBEHHOE Hanuyue 3abo-
NeBaHUN, CBA3AHHbIX €[MHbIM NMAaTOreHeTUYECKNM Mexa-
HU3MOM, a BTOPYIO — KaK Ha/inume MHOXeCTBEHHbIX 3a-
60neBaHUN, HO He CBA3aHHbIX MeXy COOO0l NaToreHeTn-
yeckmmMmu mexaHusmamu [7]. ipyrue xe He genatoT akLeHTa
Ha egUMHCTBE UAK pa3HuLe ux natoreHesa [4, 51.
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H. C. Kraemer n Van den Akker onpegensatoT Ko-
MOPO6MAHOCTb Kak coyeTaHue y ogHoro 60nbHOro AByx
1 bonee XPOHMYECKNX 3ab0neBaHNiA, MAaTOreHeTUYeCKn
B3aIMOCBA3aHHbIX MeXAy co60i nnu coBnagatmoLmnx
MO BPeMeHU, BHE 3aBMCMMOCTI OT aKTUBHOCTY KaXk[0ro
13 Hux [7, 81.

MpuYnHamn KOMOPOHMAHOCTU MOTYT ObITb aHAaTOMUYEC-
Kas 6/1M30CTb NOPaXKEHHbIX 60NIe3HbIO OPraHOB, €ANHbIN
naToreHeTNYeCKNn MexaHn3M HeCcKoJIbKuX bosnesHen,
cncTeMHble MeTabonnueckne N3mMeHeHNs, BpeMeHHasn
NPUUYNHHO-CNeLCTBEHHAA CBA3b, reHeTMYecKasa npeg-
PacrnonoXeHHOCTb, OfjHa 60le3Hb — KaK OCJIOXKHeHue
apyron [5,10, 111.

HekoTopble aBTOpbl NpeanaraloT KOMOPOUAHOCTb
OenuTb He TONbKO MO HO30J/IOTMYECKOMY, HO 1 MO CUH-
APOManbHOMY MPUHLMMY. DTO MO3BOMAET MOHATb, YTO
KOMOPOMAHOCTb MOXET OblTb CBA3aHa Kak C e4UHON Npu-
UYMHOW, TaK 1 C eANHbIMU MeXaHU3MaMM naToreHesa 3Tux
coctoaHun [10].

bonbwon KNMHWYECKN N NaToreHeTUYeCKUuin nonu-
Mopdu3m y 605bHbIX € renatouepebpanbHon anctpoduer
[laeT OCHOBaHWA ANA PacCMOTPEHUA 3Toro 3aboneBaHuA
C Mo3MUMIn KOMOPOUgHOCTU.

B nocnepHee Bpemsi BHUMaHVe TEPaneBTOB U HEBPO-
noroe Bce 60nblue NpuBNeKaoT pasfinyHble acneKkTbl
renatouepebpanbHon guctpodun (6onesHm BunbcoHa —
KoHoBasoBa). To 06ycnoBieHo, Npexae BCero, TpyAHO-
CTbl0 ANArHOCTUPOBAHNA, @ CIejOBaTEIbHO — MO3JHEN
[AVarHoCT1Kom 3aboneBaHus, YTo MPUBOAUT K HECBOEBpe-
MEHHOW 1 HeJOCTaTOUYHO NaToreHeTMYeck 060CHOBaHHOM
Tepanuu, K paHHen MHBaNMAM3aLum, a Yacto — u K rmbenm
3TuX 60NbHbBIX B MOSIOAOM Bo3pacTe [3, 12].

bonesHb BunbcoHa — KoHoBanosa (BBK) — Taxkenoe,
XpOHMYecKoe nporpeccupytoLlee 3aboneBaHue C reHeTH-
yecku OOYCNOBJIEHHBIM HapyleHnemM MeTabosnima
menu [9].

MeueHb ABNAETCA LLeHTPaNbHbIM PErynsTopom romeo-
CTa3a MeAw, B Hell OCyLLeCTBNACTCA XpaHeHWe U SKCKpeLna
MeTanna. JlIusmc neperpyxeHHbix Mefblo renaTtoymToB
NMPUBOAUT K MOBBILLEHVIO YPOBHA CBOOOAHOW TOKCMYEC-
KON mMeaun B CbIBOPOTKE KPOBU, YTO MPUBOAUT K HaKoM-
NeHnio Mean B CTPYKTYpax rosloBHOroO Mo3ra v gpyrux
opraHax-MuweHsax. B cBA3n ¢ 3TMM NpeHeBposiornyeckas
(neueHouHasn) akTUBHaA CTaguaA 3aboneBaHnA NnepexognT
B aKTMBHYI0 HeBpoJiornyeckyto ctaguto [1].

Kak nokasanu Hawwm nccnefosaHus, y naumneHTos ¢ bBK
HaKanaMBaloLasacsA B OpraHm3me cBOO6OAHAA TOKCUYECKas
Mefb 3anyckaeT HeMpogereHepaTyMBHbIN NpoLecc, KOTo-
pbii B fanbHeNLeM MOXeT NOAAEPKMBATLCA 3a CYeT Apy-
FMX 3HAOO- U 3K30TeHHbIX GaKTOPOB, a TakXe reMoANHaMu-
YECKUMU N UMMYHHBIMU HapyLLUEHUSMM.

B noaTBepKaeHMe CKazaHHOTO MOTYT CITYKUTb Cregy-
foLMe ABa KNMHUYECKIMX CryYas.

[BapuatuneTHss 6onbHas M. nocTynuna B KMMHUKY MHCTUTYTa
C AMArHO30M: COCTOsIHME MOC/Ie OPTOTONUYECKOWN TPaHCMNaHTa-
LMK MeyeHn, B CBA3MN C NPOrpeccupyioen neyeHo4YHom Hego-
CTaToOYHOCTbIO y 6onbHol ¢ BBK. MpoBefgeHHOe B KNMHMKE KOM-
nnekcHoe ob6cnefoBaHVe NoKasano, YTo Bce noKasaTenu GpyHK-
LIMOHANbHOro coctosHnA neveHm (AJTT, ACT, ITT, LL®) y 6onbHoiA
nocse onepauuy NPULLAK K HOpme. Ha ypoBHe BepXHel rpaHmLbl
HOPMbI Y 60NbHOM BbiNK Kak NoKasaTenb LepynonnasMmHa, Tak
1 NOKa3saTesib CofepXaHna MeAM B CbIBOPOTKE KPOBMU.

OfHaKo HelipoBr3yanu3aLus nokasana Hanuuve y 60nbHow
Hapy>KHO-BHYTpeHHel rugpouedanmu, BbiaBaHHON Anddy3HbIM
HelpoaereHepaTMBHbIM NPOLIECCOM Kak 6enoro, Tak 1 ceporo Be-

LLlecTBa roflOBHOro Mo3ra. KnrH14Yeckn oTMeyanoch HapyLeHmne
peun, rMoTaHWA N CTaTUKN.

HecmoTpA Ha NpoBOAMMYIO XeNnaTHYI0 MeAb-3TUMUHK-
pytoLLyto Tepanuio, NPOAOKaNM HapacTaTb ABMeHNA 6ynbbap-
HOTo CMHAPOMA, C BblpaXKeHHbIM HapyLleHWEeM aKTa rnoTaHusA
1 6onbHan yepes rog B AOMaLLHKX YCNOBUAX NOrMbna.

O ponu cocyamcTo-reMoguHamMuueckoro pakropa mMmo-
eT roBOpUTb CNefyLWnin KTMHNYECKUA Nprumep.

BonbHas H., noctynuna B KnuHMKy MHCTUTYTa, rae Ha oCHO-
BaHUW KlaCCUYECKMX CMMMNTOMOB — CHUXKEHME CofeprkaHunaA
Lepynonsa3smMmHa B CbIBOPOTKE KPOBMW, MOBbIWEHHAA CyTou-
HaA 3KCKpeumna meam C Moyom 1 Hanuume Koney Kamsepa —
Onenwepa — 6bU1 NOCTaBNeH AnarHo3: 6onesHb BunbcoHa —
KoHoBanoBa. [lo 3Toro 60nbHas neynnacb C AMarHo3amu:
VNHPEKUMOHHO-aNNeprnyecknin sHUedanuT, snunencus, opraHn-
yeckoe bunonapHoe paccTponcTso 1 ap. bonbHol 6bina HasHa-
YyeHa xenaTHasa MeAb-3NMMUHNPYIOLWas Tepanua. Yepes Tpu roga
60nbHaA B 3MMCTATyCe NOCTYNAET B KIIMHWKY CKOPOW 1 HEOTIIOX-
HOW nomowy 1 yepes 2 aHA nornbaet. Ha cekuymm obHapyxeHa
aHeBpM3Ma NIeBON cpefHen MO3roBoOW apTepuun ¢ NPOpPbIBOM
KpoBu B cybapaxHompaanbHOe NPOCTPAHCTBO U »Keny[04YKOBYIO
cucteMy mo3ra. MenkoysnoBou LMppo3 neveHu.

Ha Haw B3rnag, 3To He cnyyanHaa MUKCT-MAToNorus,
a pe3ynbTaT pa3BUTUA JereHepaTMBHOIO NpoLecca, 0byc-
NOBJIEHHOTO renatouepebpanbHon aereHepaumvei. Begb
npoBefleHHOe paHee HaMy KOMMAEKCHOe nccnefoBaHne
nokKasano, uTo y 60nbHbIx BBK nmeloTcs Kak CTpyKTypHble,
TaK 1 GYHKLMNOHAJbHbIE HapYLLEHNWA B cUCTEME obecrneve-
HUA uepebpanbHON reMoguHaMNKK. Y 3TUX 60NbHbIX pas-
BMBaeTCA CMHAPOM PaHHEero COCyaMcToro ctapeHus [2].

Taknm 06pa3om, Kak BUAHO M3 NPUBEAEHHbIX JaHHbIX,
60s1e3Hb BunbcoHa — KoHOBanoBa MoOXeT OblTb OTHECEHA
K pa3nnyHbIM KOMOpOMAHbIM cocTosaHUuAM. Npexae Bce-
ro 3To TPaHCCMHAPOMasibHaa KOMOPOMAHOCTb, B CBA3M
C Hanuurem y 6onbHbIX abgoMMHaNbLHOro (MeyeHoYHoro
WX MOYEYHOrOo) 1 LepebpanbHOro (HEBPONOTMYECKOTO
U NCUXNYECKOrO) NMaTOreHETMUYECKN CBA3AHHBIX MeXIy
co60li CUHAPOMOB.

Mpw 3TOM 3a6oneBaHUN MOXET ObITb 1 TPAHCHO30/10TU-
yeckas KOMOpPOMAHOCTb, OOYCNOBMEHHAA TEM, UTO Y ITUX
60NbHbIX Pa3BUBAETCS HENpPOAEreHepPaTUBHbIN NpoLecc,
NPUBOZALLNI K Pa3BUTUIO Pa3fIMYHON COCYANCTON NaToso-
T, B CBA3U C pa3BUTMEM CUHAPOMA PaHHEro cCocyancToro
cTapeHus.

AKTUBHOCTb PYHKLMOHANBbHOIO (KIMHUYECKOro) unu
naToMopdonornyeckoro NPosABeHUA STUX CUHLPOMOB
yalle Bcero He ogHo3HauHa. [Npn abgomnHanbHom dopme
6onee uem y 70 % 6ONbHBIX OTMEYAIOTCA FrenaToMeranuy,
CNIeHOMErannn, OTEYHO-aCLLEeTUYECKUA CMHAPOM, 6011
B >KMBOTE U 3HauuTeNIbHble U3MEHEHNA TaknxX NoKasaTenen
dYHKUMOHANbHOIO cOCTOAHUA neveHun Kak AJTT, ACT, ITT.
B TO Bpems Kak CO CTOPOHbl FOJIOBHOrO Mo3ra 60/bHble
XKanob He NpenbABAAIT, N Aake Konbua Kansepa —
Dnenwepa BbiABNAOTCA He 60s51ee Yem y 20 % 60JbHbBIX.

Mpw akTMBHON LiepebpanbHO popme, HA06OPOT, 60sb-
Hble, KaK NPaBuIo, abAOMUHANbHbIX »Kanob He NpeabsAB-
nAT. N HecmoTpsa Ha 1o, uTo 0Koso 90 % 3TUX 6ONBbHbIX
MMEIOT Pas3INYHON CTEMEHN BblPaXKeHHOCTM CTPYKTYPHble
N3MeHeHUA neveHu, broxummnyeckmne n GyHKLNOHaNbHble
nokasaTtenu NeyeHn Haxo4ATCA Ha BEPXHEW rpaHunLie HOP-
Mbl. TakuM 06pa3om, y 3TUx 60/IbHBIX OTMEYAETCA KapTUHA
NVLWb Manomn N yMepeHHOM akTMBHOCTIN NaTONIOMMYeCKoro
npouecca B neyeHu.
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K coxaneHuio, Takoe siBNeHne NPUBOAUT K TOMY, UTO
B CyLUecTBYloLEeN NPaKTUKe Hanbonee pacnpocTpaHeH-
HOW OLINOKOW ABNAETCA SleUeHne TONbKO NPodUbHOrO,
B HacTosLiee BpeMsi Hanbosnee aKTMBHO NPOABAAIOLLErocs
3aboneBaHuA.

Takum 0b6pa3om, Hanuumne y naunMeHToB C 6onesHblo
BunbcoHa — KoHoBanoBa KOMOPOMAHOCTY crefyeT yun-
TbIBaTb NP BblGOpe anroputMa AUArHOCTUKA 1N CXEMbI
neyeHnA CUHAPOMATUKN 3aboneBaHns. Y Bcex O0/bHbIX
Heo6X0AMMO YTOUHATbL cTeneHb QYHKUMOHANbHbIX Ha-
pyweHunin 1 mopdosiormyeckoro ctaTyca BCcex BOBJe-
YeHHbIX B MATONOTMYECKMIA MPOLECC OPraHOB U CUCTEM.
KomopbugHocTb TpebyeT KOMMNNEKCHOro neyeHus Bcex
BOBJIEUYEHHbIX B MPOLECC OPraHoB, a 3TO eMHOBPEMEHHOE
nevyeHve TpebyeT CTPOroro yyeta COYETaeEMOCTU U CTOU-
MOCTU NpenapaTos.

MporHo3 KomopbuaHbix 3a60neBaHNn BO MHOTOM
CBA3aH C 0COBEHHOCTAMM NOBEAEHNA CAMOro NaLUeHTa,
€ro KOMMJTA€HTHOCTbIO Y MOXKET ObITb B 3HAUNTENIbHON CTe-
NeHu CKOPPEKTUPOBaH BpauyoMm. ITO NMO3BOSIUT AOOUTLCA
He TONbKO YBENUUeHUA ONUTENbHOCTU, HO U YNyYLLEHUS
KauecTBa »KU3HW.
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