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‘bonesHb BunbcoHa y peten

A.A.BapaHos, 6.C.Karanos, M.3.Baraesa, 3.M.3aiiHyAuHOB

Hayyneit yeHTp 3q0poBws getevt PAMH, Mockea

Boneatb Bunbcona ~ pefkoe HacnefcTBEHHOe 3a00NeRaHve, NPOTEKAIOWEE ANUTENBHOE BPEMA NATEHTHO C NOABNEHUeM
NEePBLIX KMMHMHECKNX CUMNTOMOB NOce 5 NeT Xu3Hu. narHoctuka 6onesqn BunscoHa B geTckom B03pacTe 3aTpyaHeHa, Tak
KaK MpoLiecc y feTeil xapakTepu3yeTcs B Ha4anbHOM Nepuode HamMyMeM KNUHUYECKON KapTWHbI MOPaXeHWs NeveHn, oTcyT-
CTBMEM HEBPONIOTMYECKOM CUMNTOMATMKU W Konbua Kanzepa-®dneviepa. CBOEBPeMEHHOE yCTaHOBNEHWe anarHosa u paH-
HEe Ha3HAYeHWe NaToreHeTUUECKON TEpanuu CONMPOBOXAAETCA PErPEcCOM KIMHUUECKOW CUMNTOMATUKM U NpefoTBpaleHu-
eM (hOpMUPORAHUS LMPPo3aa neveHu. Npu pa3euTum MyNbMUHAHTHOrO renaTuTa Uik NPOrpPECCUPYIOLLIEH MeHeHOYHON HeJoC-
TATOYHOCTM MPU CaMOCTOSTENBHOM MPEKPALLEHNN NEeHeHUs SAMHCTBEHHLIM 3(hEKTUBHEIM METOROM Tepanun sBrsieTcs
TPaHCcNnaHTauus NeNenn.

Kniodessie cnosa. feti, 605ie3Hs BunbcoHa, hynbMUHaHTHBIN renatit, Uuppos neYeHn, Tepanms, TPaHCMIaHTaums neveHn

Wilson’s disease in children

A.A.Baranov, B.S.Kaganov, M.E.Bagaeva, Z.M.Zaynudinov

Scientific Center of Children’s Health, Russian Academy of Medical Sciences

Wilson'’s disease is a rare hereditary disorder that is latent for a long time, the first clinical symptoms presenting after 5 years
of life. Recognition of Wilson’s disease in childhood is hard, since at the initial stage the process in children is characterized by
a clinical picture of hepatic involvement, absence of neurological symptoms and of the Keiser—Fleischer ring. An early diagno-
sis and administration of pathogenetic therapy promotes a regress of clinical symptoms and prevents the formation of liver cir-
rhosis. With the development of fulminant hepatitis or progressive hepatic failure in self-termination of therapy, the only effec-
tive method of treatment would be liver transplantation.

Key words: children, Wilson’s disease, fulminant hepatitis, liver cirrhosis, therapy, liver transplantation

MUcTopuueckan cnpaska

bone3Hs BunbcoHa — HacnegCcTBEHHOE ayTOCOMHO-peuec-
cuBHOe 3abonesaHne, XapakTepuayLeecss HapylleHnem Me-
~abonnama Meam U U3bbITOYHLIM €€ HaKOMNEHNEM B MEYEHU U
UHC. Bnepsble 3a6onesaHune 6bino onucaHo C.Westphal
1883) n A.Strimpell (1898) 1 Ha3saHo ncesnockepo3om (60-
nesHb Becthana-LUTptoMnens) ws-3a KNMHMYECKOro cxoacTsa
HEBPONOrMYECKON CcUMNTOMATUKK MNpu Bones3Hn BunscoHa ¢
oaccesHHbiM cknepozom. B 1912 r. anrnuiickmin Hesponatonor
S.Wilson gan onucanme KNMHWYECKOW U NaToNoroaHaToMmu4ec-
XOW KapTurbl 3a6oneBaxnsi y MONOObIX NHOgel, CONPoBOXAA0-
Lerocs CoO4ETaHHbIM NOPAXEHUEM MEYEHM U MO3ra, HapacTa-
-UeM PUruBHOCTU, aucaruu, gu3apTpum, TMNePKUHE30B, Ncu-
XUHECKUX PACCTPOWCTB W HA3BAHHOTO MPOrpeccupyroLes feH-
~uKynspHod gerenepaymest. B 1921 r. H.C.Hall o6veguuun npo-
"PECCUPYIOLLYIO NEHTUKYNAPHYO fereHepaumo Bunbcona w
“ceBOocknepos Bectdana-lUtpioMnena B ogHo 3abonesanue
A BBEN TEPMWH renatoneHTUKY/IfpHas pereHepauyus. Yuutol-
3as1, 4TO U3MEHEHUA B MO3re HUKOr[a He OrpaHM1YuBaloTCsi NeH-
TUKYNAPHBLIMA SApPaMU U HOCAT andpdbyaHbI xapakTtep, H.B.Ko-
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Hoganos (1960) Bbipenun pasnuyHbie PopMbl 3TOr0 3abonesa-
HUs (6ptoLLiHas, apuTMOrMNEPKUHETUYECKAS, APOXATENbHO-PU-
rvaHas, apoxaTenbHas, SKCTpanMpaMuaHO-KOpKoBas) u rnpea-
NOXWUN TEPMUH renartouepebparnsHas aucTpogus. T103xe 6bin
YyCTaHOBNEH ayTOCOMHO-PELECCUBHBIA XapakTep HacnenoBsa-
HWst 6onesnu [1-4].

B oTeuecTBeHHOM nuTepaTtype ato 3abonesaHue TPaoULUOH-
HO HOCWT Ha3earue 6one3Hn Bunbcona—KoHoeanosa. J.Walshe
B 1983 r. npeanoxun knaccuukaumio, NOCTPOEHHYHO Ha KNUHK-
YECKUX MpU3Hakax 6one3Hn, NOCnenoBaTeNsHOCTU UX nosene-
HWRA, COYETAHWUM NOPAXEHUsi NEYEHU U MO3Ta U BKIIOHAOLLYIO
6ECCUMNTOMHYIO, NEYEHOYRYI0, LepedpanbHylo U CMELLaHRyo
ee hopmbt. B nocnegHee Bpems, B COOTBETCTBUM C MEXyHa-
ponoHo# Tepmunonoruen u MKB-X a1o 3afonesanue HasbiBaeT-
ca 6onearbo Bunbcona [1-3].

B 1902 r. B.Kayser u 1903 r. B.Fleisher Heaasucumo apyr ot
apyra o6HapyXunu nurMeHTUpOBaHHOE KOMbLO Ha poroBuue
rnasa y OAHOro 60MBbHOTO C MHOXECTBEHHbLIM CKIIEpPO30OM U Y
RBYX HeBponorudeckux naymexTos. B 1952 r. 6uina onpepnene-
Ha cBA3b 6one3Hu BunbcoHa ¢ HU3KMM YpOBHEM LiEepynonnasmm-
Ha B nMnasme, OQiHAKO MOMNbITKW ée NeYeHUs C NOMOLLIO NNaameb!
okasanuce 6e3ycneluHbivui. C cepepmHbl 1950-x T. B Tepanuu
6one3nn BunbCcoHa UCMONL3YOT CUHTe3upoBaHHblld J.Walshe
NeHUUMNNamMuvH — npenapar, obnagatoLlni xenaTupyoLmnm ad-
(hEKTOM, T.€. CBA3LIBAOLMIA MEOb B COCTABE KOMIIEKCOB C Mo-
CNeayoLlLMM BbiBeAeHWEM NX ¢ MOYOW. JleveHne 60NeLHbIX ¢ 60-
nesHbo BunecoHa npenapatamu LUMHKa, NpensaTCTBYIOLLEero Bca-
CbIBaHUIO Meau B KULLIBYHWUKeE, 6bino HavaTo ¢ 1961 r. C KoHua
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1960-x rr. y 60MbHbLIX ¢ HEMNEPEHOCMMOCTBIO MeHUuMnnamMuHa
MPUMEHAIOT TPUSTUNEHTETPaMUH TUOPOXI0PpUL, YCUITMBAIOLWNIA
BbiBeAeHWe Mefum ¢ movon [5-8].

NeHeTMKa e

B 1986 r. 6b110 yCTAHOBNEHO, YTO reH, OTBETCTBEHHLIN 3a
pasBuTne 60ne3Hn BunbcoHa, HaxoguTCs Ha OMWVHHOM nneve
13- XpOMOCOMBI, U Ha4ancsa atan MoNeKynapHoO-6UONOrN4ECKNX
MeTofoB uccnenoBaHma. B 1993 r. HECKONbKO HE3aBUCUMBIX
rpynn y4eHoix coobwmnnm o6 ngeHtudmkaumm reHa ATP7B, ac-
COLUMMPOBAHHOrO € pa3suTueM 6GoneaHu BunbcoHa n coctosLe-
ro u3 7,5 TbiCaY reTepoUMKIIMHECKNX OCHOBAHWUIA HYKIEMHOBOW
KWUCNOTLI. YCTAHOBMEHO, YTO 3TOT reH KOQUPYET TpaHCcMeMbpaH-
HbI 6enok ATdasy7B, ces3biBaAOLLYHO 6 aTOMOB Meau U nepe-
HOCALLYIO Mefib BHYTPU renaroumra K nu3ocoMam, ocyLecTBns-
IOLLMM ee AanbHeWLUMA TpaHCNopT Yepe3 KaHanbLueByo Memb-
paHy B Xen4yHbit npoTok. AT®a3a7B, pacnonoxeHHas B KOMM-
nekce lNonbaxu, o6ecnevnBaeT Takxe BCTpauBaHue Megu B Le-
pynonnasmuH (o2-rno6ynuH), TpaHCnopTUpyilowmii Mefb B
kpoeb. [pn 6onesnn BunebcoHa pedektHaa ATdasa7B He cno-
cob6Ha TpaHCnopTMpoBaTh Mefb K LiepynonnasMuHy 1 K M3oco-
MaM, B CBA3N C 4EM CHUXAETCA YPORe = -Liepyionia3MmMHa B Cbi-
BOPOTKE KPOBU W HapytuaeTcs axcﬂga'éum Meou 4epes enyb
[2, 9—10].

B HacTosLLee Bpems BbisiBNeHO 6onee 200 pasnuyHbIX MyTa-
LMK rena 6one3xHn BunbcoHa, Haubonee pacnpocTpaHeHHble n3
KOTOpbIX O6HapyxeHbl B 14 1 15 3k30He 13-i xpOMOCOMBI. TOT
hakT, 4TO BO BCEX UCCMENoBaHHbIX Nonynauusax 6onesHs Bunb-
coHa CBA3aHa ¢ mapkepamu 13-4 XpOMOCOMBI, Npefnonaraer,
YTO pasfinyHbie MyTauWW B 3TOM JTIOKYCE MOTYT OBBLACHATL KIK-
HU4Yeckoe MHOroobpasve 3abonesaHus. eH 6one3Hy BunbcoHa
pacnpocTpaHeH No BCEMy MUPY U OBHAapYXeH Yy BCex pac, ¢ 4ac-
ToTOM 1 Ccrny4an Ha 30 000 4Yenosek. 3a6oneBaHne HacneQyeTcs
no ayTOCOMHO-peLeccuBHOMY Tuny. MNocne KNoHUpOBaHWA reHa
ATP7B, BbidbiBatoero 6one3Hs BunbcoHa, npedcTaBneHne o
reHeTUHECKON OCHOBE NaToNoOrM4eckoro npoLecca 3Ha4YuTeNbLHO
pacwmpunocs [5, 11-14].

MarToreHes

YCTaHOBNEHO, 4YTO NaTOreHeTU4eckoW OCHOBOW 60re3Hn
BunbcoHa fiBnsieTCcs HapylweHne meTabonuama megu, a UMmeH-
HO — CHIDKEHUE €€ IKCKpeLMn U3 renatoumnToB C Xenybio B Ku-
LUEYHUK, 4TO MPUBOAUT K U3BLITOYHOMY OTMIOXEHUIO 3TOrO ane-
MeHTa B MNeYEeHU, FONIOBHOM MO3re 1 Apyrux opraHax.

Megb — Heo6xoOMMBbIN ONs opraHMaMa 3f1EMEeHT, KOTOpPbINA
BXOOWUT B COCTaB MHOrMX (HEPMEHTHbIX CUCTEM U MOCTynaeT B
opraHuam ¢ nuuen. Hambonee 6oratsl Megpto Takue NpoayKThl,
Kak neveHb, NOYKNU, MOSIKOCKM, LUOKONaZ, CyLUeHble 606kl ropox
n HeoBpaboTaHHas nuwexHuua. Kpome T0ro, He06X0OUMO YHUTbI-
BaTb U Mefb, PaCTBOPEHHYIO B BOAE (KOHUEHTpauua Mean B
NUTLEBOW BOAE A0 2 MI/N CHATASTCA O0NYyCTUMOWN).

B nepBble 6 MeC XU3HU pebeHka B OPraHnam ¢ nuLLen Oomnx-
HO nocTynaTb 80 MKr megu Ha Kr Maccbl Tena B cyT. KnuHuye-
CKWe NposBNEeHUa HegocTaTka Meau y HOBOPOXAEHHbIX BKHO4Ya-
0T aHEMMUIO, HENTPOMEHWID, NATONOMMK KOCTHOW TKaHU U MOTyT
6bITs OBYCNMOBNEHbI HApyLIEHWEM MUTAHUA WM XPOHUHECKOM
onapeen. [neta ¢ GonbluMM CoepXXaHWem Medu NpUBOAUT K

paszBuUTUIO UMppo3a nedyeHun (MHOWMAUCKUA OEeTCKUA Lmppoy
B Hopme 13 exxegHeBHO NOTpeGNAemMbIX C et 4 Mr megn 2y
BCaChbIBAETCH B KMLLIEYHUKE U 2 MI BbIOENAETCA C XenybH, B¢
3ynbrare Yero obecneymnBaeTtcs ee 6anaHc B opraHuame (2, 1

HeBcocagsLiasica Mmeab (40—75%) HAXOAUTCH B SHTEPOLMTaXE
CBfI3@2HHOM C MeTaslNIoTMOHEeMHaMM COCTOSHMW U yaanseTcs 4
pe3 KULLEYHWK Npy AeCKBaMaLnmn PECHUTHATOrO 3NMTenus (Chk
3UCTbIN 6apbep abcopbumn). BcocaBluascs megb (25-60%) cet
3bIBAETCA B KPOBU C anbOYMUHOM, TMCTULMHOM W, BO3MOXHO, ¢
BbICOKOMOINEKYNSPHbIM 6€1IKOM — TPaHCKYMNPENHOM U NOCTYNag!
C nopTanbHbIM KPOBOTOKOM B Me4YeHb, rAe € MOMOLLBK Mew:
paHHoro neperocyunka (hCTR1) npoHnkaeT B renatoumt (90%)
OcTaBLiascsa 4actb anb6yMUHCBA3AHHON Meau, MUHYS Nevets.
nonagaet B CUCTEMHbBIA KPOBOTOK W 3KCKPETUPYETCH MOYKami
BHyTpu renaroumta ¢ nomMollblo 6ernka-nepeHocydmka (HAH
MeOb OOoCTaBnaeTcsl K MedbTpaHcnoptupylowen ATdaze’d
obecre4vmBaroLien ee NOCTYMNEHNE B NM3OCOMbI C MOCNeqyk
LWMM BbiBegeHneM B xXendb. MoHbl Mean B UMTOMNasme renar
uuTa CBA3aHbl C rNyTaTMOHOM UM METaNNOTUOHEMHAMK, & B
BpemMsl TPaHCMOPTUPOBKM HaxOOATCA B NMOMMMEPUINPOBAHHON
CcynbruapunbHBIMA CBA3SIMM COCTOSIHWW, YTO NMPEQOTBpaLLas
TOKCUYeckoe ux gencrteue [16, 17].

B naTtoreHese 6one3Hun BunbcoHa BegyLLyl ponb Urpaert He
pyLleHne 6ananca mexgy NoCTYMNIEHNEM U IKCKpeLmeir MemH
YTO CBA3AHO C HECMOCOBGHOCTLIO FenaToLMTOB SKCKPETUPOBAT:
Mefb C XEeJYblo, NMPU HE HAPYLLEHHOM BCAChbIBAHUU €€ B KULEt
HuKe. Mpn 3ToM 3a60MeBaHNM IKCKPELMS MeOU C XKenybk o
crasnaetr nuwb 0,2-0,4 Mr/cyT, 4TO NMPUBOONT K N3OLITOHHOMY
€€ HaKOMMEHUK B NeYEeHN (HECMOTPS Ha MOBbILEHWE Bbiaene
HUA ¢ MOYOW). Mpwn 9TOM HAPYLLIAETCA TAKXe NepeHoC Meau, He:
06X0OVMMON ANsi CMHTEe3a LepynonnasMuHa, B CBA3W C 4eM ypo-
BEHb LiepynonnasmmHa B KpoBu cHuxaeTcsa. MyTtaunum rexa 6o
ne3Hn BunbcoHa MoOryT B pas3HoW CTEMeHW BMUATH Ha pasHbi
dOYyHKUMKM ATdaszbi7B, NO3TOMY MOXHO NMPEAMNONOXUTL, HTO Y He
KOTOPbIX BOMbHBIX HAPYLLIAETCH IKCKPEUMS MEOMN C Xemubt, Hi
BCTpauBaHve mMeau B LEPYNonnasmMuH 1, CRefoBaTesnbHO, ern
CofiepXXaHue B KpoBW He uameHsTes [5, 18].

YCTaHOBNEHO, YTO TOKCUHECKOE AEVCTBNE U3NNLLIHENO COotep-
XKaHWUA Medu NpuBOOMT K reHepaunn CBOGOOHBIX PaamKarnos i
3anyCKaHWs npoLeccoB MNEPEeKUCHOrO OKUCNEHWA  JIAMWACE.
B pesynbrate HapywarTcsa yHKLMW NIa3mMatuyeckon u M-
XOHApUWanbHon memépaH, nu3ocomarnbHble EPMEHTbLI NOCTyNa:
10T B KNETKY, Hapywaetca dyHkumoHmposaHue OHK u 6enkos,
CHMXAETCA CoJepXanne aHTUOKCUIAHTOB — ryTaTHOHA n TOK:
thepona. O6pasyomincs Npu NEPEKUMCHOM OKMCIEHUM NIUNULS
MasioHOBbIA gnaneherunn CTUMYNMpPYeT CUHTE3 KonnareHa, cne-
cobcTBysl hubporeHedy. Ha paHHMX cTaguax 3abonesawus
CTPYKTYpPHble aHOManuu B SHAONNA3MaTUYECKOM CeTU, MUTO-
XOHIOPUAX U AQPE KNETOK MEYEHN B COMETAHUMN C YMEHBLLEHWEM
aKTUBHOCTU MUTOXOHAPUANbHLIX (hEPMEHTOR MOTYT OblITb Bax:
HbIM 3TanoM NaToU3NONOrMYECKNX N3MEHEHWUIA, BEOYLLMX K k-
NMMOHOM NepokcUaaLUUn U HAKOMEHWIO TPUIMULEepUOoB B rena
TouuTax [2, 19-21].

KnuHuyeckue npoasneHusn
HavaneHbie cumnTomel 60n1e3Hn BunecoHa BapuabenbHsi i

PEeaKo BLIABAAIOTCA Y BOMBHBIX A0 AOCTUXEHUSA UMW 5-1eTHEr
Bo3pacTa [5, 7]. PassepHyTas kKnuHu4eckas kapTuHa xapakre-

pu3
Tem
nne
opr
neu
por
UM
oT |
pyH

yec
MO>
HOE
CTa

Bu
aet
(8-
06¢
Ta:
rar
Bn.
Her
Hef

rer
MO
Hbl

My

L€
TOJ
TO!
TO!
ye
Ty

MeE
OT!
rui
cp
CTi
[17




A unppoas).
rMeoun 2 Mr
n4yblo, B pe-
3Mme [2, 15].
epounTax B
seTca ye-
renusa (cnu-
-60%) cB#-
Y3MOXHO, C
noctynaet
b0 Memb-
umt (90%).
ys NeYeHsb,
1 flo4Kamu.
ka (HAH1)
\Tdaze7B,
nocnepyw-
vie renarto-
1aMu, a BO
IpOBaHHOM
)yTBpaLlaer

ArpaeT Ha-
ven megm,
eTMpoBaTh
} B KMLUEY-
en4Yblo Co-
bITOUHOMY
3 BblOene-
mMeau, He-
; 4em ypo-
1 reHa 60-
la pasHble
, YTO y He-
3M4bIO, HO
NbHO, €ro

ro cogep-
MKanoe m
IMnupoB.
A W MUTO-
noctyna-
1 6enKoB,
la N TOKO-
mnugos
eHa, cno-
meBaHus
N, MUTO-
SLLIEHWUEM
bITb BaX-
UMX K sn-
3 B rena-

enbHbl 1
-neTHero
xapakre-

bonesHs BunbcoHna y geten

PUIYETCA  3HAYUTESbHLIM  Pa3HO06pasneM, OBYCNOBNEHHbIM
TeM, YTO HEAOCTATOYHAS 3KCKPELMs Meaun NPUBOAUT K e€ HaKo-
MEHMI0 B ONpeAesieHHOM NOCNefoBaTeNbHOCTM B Pa3NMYHbIX
opraax W cuctemax. MNepBoHaqYanbkHO MeAb HakanamMeaeTtcs B
neYenn (6eccMMnTOMHbIA nepuop 6onesnu), 3atem — B LIHC,
poroBULE rnasa, novkax, cepgue, Koctsix. B ¢Bsisn ¢ atum npe-
UMYLIECTBEHHOE MOPaXKeHWe TOro WM MHOrO opraHa 3aBUCKT
ot BO3pacTa. Tak, y aeten go 10 net, B OCHOBHOM, AMArHOCTW-
pylOT HapylleHusi PyHKLMM NedeHu (neveHo4Haa dopma), Ha
2-M 1 3-M DECATUNETUAX XUIHWU NPEBANUPYET NCUXOHEBPONOIN-
Yeckas cumMnToMaTuka (Heiponcuxudeckas opma), HO BO3-
MOXHO 11 COHYeTaHWe Tex 1 ApyrMx CUMNTOMOB [2, 8, 22, 23]. Oc-
HOBHblE KNTMHWMYECKME NposiBNeHus 6onesHn BunbcoHa npeg-
CTaBNeHb! B TA6R. 1.

MopaxeHne ne4veHn

MpossneHws HapyweHus QyHKUMA nedeHn npu 60nesHu
BunscoHa y metert ypesBblvaiHO BapuabenbHb! U UMEeoT TeH-
JeHUMIO K MaHudecTaumm B 6onee paHHeEM Bo3pacTte
{8~12 neT), 4em HeBponorudeckas cumntomaTuka. O6bIYHO Npu
06cnefoBaHUM BbISIBNAKOTCH CUMIMTOMbBI XPOHUYECKOro renartm-
Ta: YMEPEHHAA KENTyXa, BbICOKAs aKTMBHOCTb TpaHCcamuHas,
rneprammarnobynuHemus. TpyaHOCTU AMArHOCTUKW BONE3HN
BunbcoHa B 3TO BpeMsA CBA3aHbl C BO3MOXHbIM OTCYTCTBMEM
HEBPONOrMHECKMX CUMNTOMOB U Komnbua Kansepa—®dnenwepa u,
Hepeako, C HOPMarbHOM ChIBOPOTOYHOW KOHUEHTpaunen uepy-
ronnasmuHa. KaptvHa 3aéoneBaHvst HAaNOMMHAET XPOHUYECKUIA
TEnaTuT MoBGON MHOM ITMONOMUM, 4TO 0BYCNOBNIMBAET HEOOXOAU-
MOCTb MCKITIOYeHWa 6oneaHn BunbcoHa y Bcex geTen ¢ nogod-
HbIMW NDOSIBNEHUAMM, B TOM YMCIEe NPpY NOAO3PEHMM Ha ayTONM-
MyHHBIM TenaTtuT [24, 25].

Mpu 6onesHn BunbcoHa y Aeter mMOryT otMedaTbCs MoBbl-
\eHHAs YyTOMNSIEMOCTb, HefgomMoraHue, aptponatuu. flabopa-
TOpHBIE [aHHblE BKHOYAKT YMEPEHHOE NOBbILIEHWUE CbIBOPO-
TO4HBIX aMUHOTPaHcdIepas U 3Ha4YUTENbLHOE — YPOBHS CbIBOPO-
To4Horo IgG. Y Yactn 60MbHBIX OBHAPYXMBAKTCA Hecneundu-
4Yeckue ayToaHTUTena (aHTUHYKNeapHble U K rafKoA Myckyna-
Type). Lppos neweHn npy 60ne3Hu BunscoHa npoTekaet anm-
TenbHOE BpEMS 6ECCUMNTOMHO, a 3aTeM NPOsBAAETCH CNNEHO-
Meranuew, acuMToM, NopTanbHOW rMNepTeH3nen, YTo TaKkxe He
0TMYaETCA OT CUMMTOMOB LMppO3a NeveHn Opyronl STUono-
n. TIpW COOTBETCTBYIOLLIEN JTEKAPCTBEHHOW Tepanun JoMnro-
(po4HasA NepcrnexkTnea y naumeHToB ¢ 60ne3Hbio BunscoHa fo-
(TaTO4HO GraronpuATHa Jaxke Npu Hanuyun uMppo3a neveHn
[17, 286].

Onnako npu 3TOM 3a60neBaHnM BO3MOXHbBI CUMINTOMbI, Xa-
paKTepHble He TOJNIbKO ANS XPOHWYECKOro renarurta u umpposa
neveHu, HO M Anst pynbMUHAHTHOrO renatuta. fepebiMn ero
NPOSBMNEHNAMW, OCOBEHHO Yy MOAPOCTKOB M MOMOAbIX Nofewn
00bl4HO Ha hboHe paHee HefMarHOCTUPOBaHHOTO LMPPOo3a fne-
YeHu, MOTYT ObiTb: NROrPECCUPYIOLLAn XenTyxa, acuuT, nede-
HOYHas M MoYeYHas He[OCTaTOMHOCTE. MaccuBHbIN BbIGPOC Me-
IV U3 PaspyLLalLLMXCA KNETOK NeYeHWn NpUMBOOUT K PE3KOMY
NOBLILLEHMIO €8 KOHUEHTpauUMM B KPOBU M PA3BUTUIO TEMONUTK-
yeckon aHemum [2, 27]. Tipn OTCYTCTBUU B CEMEMHOM aHaMHese
ykazaHUA Ha nopaxeHue neveHn unu LHC dynbmMuHaHTHYO
MEYeHOHHYI0 HEeQOCTaTOYHOCTb Ha (hoHe 6onesHn Bunbcoxa
yaHO AmdbcbepeHumpoBaTs OT YNbMUHAHTHOIO renavura
MHOA STMONOTUM.

Tabnuua 1. KnuHuveckune nposineHus 6onesHn BunbcoHa

BoBneyeHHbie B npouecc
OpraHbl U CUCTEMDI

KnuH14eckme cMMnTOMb!

[Neyens [posBNEHNs XPOHUYECKOro renatuTa, uipposa
neyeHy, YNbMUHAHTHOTO renaTuTa
UHC
HEBPONOrU4ecKue TPEeMop KUCTeid, CHUXEHUE KOOPAUHALMM, CIa3Mbl
paccTpoiicTea NMLEBOIA MyCKynaTypbl, 3aTpyLeHue nucema,
[U3apTPUS, HENOCTORHHAS PUTMIHOCTb KOHEYHOCTEH,
HapyLLeHue roTaHus, aMUMUYHOCTb NUUa
ncvxu4eckve Henpeccunu, ho6uM, aHTUCOUMansHbie NOCTYNKu
HapyLLEHNs!
Mmasa Konbuo Kaiizepa~®neiiuepa
Modkm TyByNApHbIE HAPYLUEHUS, CHXEHWNE FMOMEPYNSPHON

unsTpaunm, HedponuThas

KocTHo-MbILLIeYHas OcTeomanauus, 0CTeoNopo3, AereHepaTuBHbIE

chcTema 3afonesaHus CycTaBoB

Kposb Temonus, xoarynonatii, TpOMBONEHUA, NEAKONEHUS
XKenynoyHo-KuLLeyHblA  XonenuTuas, naHkpeatut

TpaxT

Cepaue Kapnvomuonartus, aputMins, HapyLLEHNs NPOBOAUMOCTH

9H,ELOKpMHHaﬂ cucrema Ba,qepx(Ka I'IyﬁepTaTHOFO Pa3BUTUA, TMHEKOMACTUA,

ameHopesn

KnuHnyeckumu npusHakamu, ykasbliBawoLumMK Ha accouma-
Um0 yNbMUHAHTHOrO renaTtuta ¢ 6one3Hslo BunbcoHa, saens-
IOTCSH BHYTPUCOCYAUCTBIA TEMONU3, CBA3AHHbIN C BHE3AMHbLIM
nonagaHveM B KPOBb Meau U3 HEKPOTU3UPOBAHHBIX renatoum-
TOB, YBENU4YEHWE cene3eHKM n kKonbuo Kansepa—dnenisepa.
Mpy 6noxnmMmnyeckom ncecnegoBaHum KPOBW BbIBMSIOT OTHOCK-
TE€NbHO HU3KYK aKTMBHOCTbL TpaHcaMmHa3s, LWenoYHon gocda-
Tasbl; ypoBeHb LEepynonnasMuHa Takxe O06bl4HO CHUXEH, HO
MOXET 6bITb HOPMaNbHbLIM UK [AXeE NOBbILIEHHbIM. Ana anar-
HOCTUKU Ba)XHa NYHKUMOHHAaa 6uoncus nedeHu: npu obHapy-
>KEHUU y NOAPOCTKOB UMM MOMOAbIX NAUUEHTOB € OCTPbIM rena-
TUTOM MUCTOMOMMYECKOW KapTuHbl UUPPO3a W MOBLILEHHOro
YPOBHSI MeaM B KNeTkax neveHu cnegyer gymaTb o 60nesHu
BunecoHa [7, 28].

Haxe Npu CBOEBPEMEHHO YCTAHOBNEHHOM ANArHo3€e NporHos
npy OyNbMUHAHTHON NEYEHOYHOW HELOCTATOYHOCTM Y naumeH-
TOB ¢ 60ne3Hbl0 BunbcoHa kpalHe He6naronpusTHbIN: npouecc
NPOTEKAET CTPEMUTENBHO, 4aCcTO 3aKaH4MBasACh NeTansHbIM Uc-
xonoM. EguHCTBEHHBIM 3b(heKTUBHEIM CNOCOBOM NnedeHns Ta-
KWUX BONbHLIX ABNAETCH TpaHCMNaHTaums nevenu [2, 28J.

Mopdronornyeckme uameHeHus B ne4eHU

lMe4yeHb — OCHOBHOW opraH, rge OTknaabiBaetcs Medb Npu
6onesHn BunbcoHa, 4TO NO3BOSAET BLISBATL XapaKTePHbIE, HO
He NaTorHOMOHW4YHBIE, MOPMONOrM4eckne U3MEHEHUs: XUpo-
BYIO MHPUALTPALMIO U MHOMOSIAEPHOCTL KNETOK NEYEeHN, MMMKO-
reHOBYIO BaKyonuaauuio ux saep, 6annoHHyo auctpodunio, He-
Kpo3 renatounTos. Npu NporpeccupoBaHnm NOPaxeHUs NeveHu
NPOUCXoanT OTIIOXXEHWE KonnareHa u passuimne pubposa. Xa-
pakTep MOpdONOrM4YeCcKUX U3MEHEHUI B NeYeHn npu 6onesHu
BunbcoHa NpvHUMAMANBEHO HE OTNMYAeTCs OT TakoBbIX NpU ay-
TOUMMYHHOM FenaTuTe n XpOHUHECKOM renatTuie MHOW 3TUORO-
ruv 5, 29-31].

[Mpwn OTCYTCTBMM NEeYeHUs y NauneHToB ¢ 60mne3Hblo Bunbco-
Ha pa3BMBaeTCs UMPPO3 NeveHu, nocne OpMUpPOBaHUS KOTOPO-
rO XUpoBas OUCTPOMMA ncyesaeT. BoisBNeHe Meam B TKaHu
nevyeHn OCHOBAHO Ha oKpaLiMBaHUM NoNMMMepU3MpoBaHHOTo Me-
TannoTUOHMHA, HaKOMNMEHHOro B NM30coMax B BMAE rpadyn. Ha
paHHWUX cTaamsax 60ne3Hu, XOTa B 3TO BPeMs KOHLeHTpauus Me-
AN B Me4YeHn MakcumarneHas, oHa pacnonoxeHa avddysHo B

]
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uMTONIa3Me M 4acTo He OBHapYy>XMBAETCs MPW OKpalLMBaHWK,
Ha nosgHux ctaguax, Korga npoucxogvt nepepacnpegeneqve
MeAUN U3 LMTOMNNasmbl B JIM30COMbI, FAe OHa CBA3bIBaeTcs ¢ 6en-
KOM-METaINIOTOHUHOM U 0BHApYXXMBaeTCa CTaHO4apTHbIMW TUC-
TOXMMUYECKMMW MeTOdaMu (oKpacka pyb6eaHoBON KWUCIIOTOW,
opceuHom) [2, 29].

B uenoMm, ana noaTBepXaeHVs UM UCKIHYeHUs 6051e3Hn
BuUnbCoHa ruCTOXUMMYECKME MeTOoObl ManoMHOPMaTUBHBI,
HEOO6X0AMMO KONMMYECTBEHHOE OnpefeneHme Meain B TKaHu ne-
YyeHn. HopmanbHoe cogepxaHve Megu B NOCNefHel cocTas-
naeT ao 50 MKr B O4HOM rpaMMe Cyxoro seLlecTtsa. Y naumneH-
TOB ¢ 60ne3Hblo BunbCcoHa KonMyecTBo MeuM ysenuymeaeTcs
[0 250 MKr 1 6onee Ha rpamMmm Cyxoro BeLlecTBa TKaHu neve-
Hu [1, 7].

MopaxxeHne LeHTpanbHOW HEPBHOW CUCTEMb}

Hesponornyeckune cumnTomsl 60ne3Hy Bunscona y geten Ha-
6énoganics 1 B Bo3pacTte 6 neT, HO, Kak nNpasuio, OHW NOABNS-
KOTCA Ha BTOPOM-TPETLEM AECATUAETUN XU3HM M 4ACTO COYeTa-
I0TCA ¢ oBHapyxeHveM konbla Kanzepa-®nenwepa. WNHorga
nopaxexnne LIHC MoxeT 6biTb OCHOBHbLIM KIIMHUHYECKUM MpOsiB-
neHvem 3abonesaHus [2, 8].

HeBponorndeckue W3MEHeHWs pasBUBAOTCA MOCTEMNEHHO U
6e3 NeYeHUs HeYKIOHHT NporpeccunpyioT. O6bIMHO HabniopaTces
TPEMOp, ANCTOHMS!, “LJLLUeHUEe KOOPAMHALMW U BLINONHEHNS Ta-
KWUX TOHKWX W CAIOXHbIX MaHUNYNALUA, Kak OfeBaHue U NUcbMo.
JIMuo cTaHOBUTCH MAckoobpasHbIM, MOABMAKTCA CMIOHOTEYEHME,
OM3apTpust, pUrMgHOCTb, HAPYLLEHWUS NMOXOAKKW. TaK Kak MHTenneK-
TyanbHasa cepa 06bIYHO HE CTPaAfAeT, y H60/IbHOrO MOXET pas-
BUTHCHA rNy6oKas [Oenpeccus U mopanbHas OnycTOLLEHHOCTb.
VY 60nee B3POCNbIX NALMEHTOB YKA3aHHAA BbilLe CUMMITOMaTUKa
OWMBOYHO TPaKTYETCHA KaK YMCTO MCUXMHECKOE UMW HEBPOSOrU-
Yyeckoe 3aboneeBaHwe, HanpuMep, PaccesHHbIA CKNepo3 unu na-
TONorms 6asaneHbIX raHrnues. Y [eTen NepBbiM HEBPONOTrUYec-
KWUM nposiBfieHMeM 6one3Hn BunbcoHa MOXeT BbITb HapylwleHue
noesefenus B Wkone [32, 33].

Mpn koMnblOTepHOW ToMorpadmm (KT) ronoes! y 605bHbIX 06-
HapyXWBaloT BaXHble NpU3Haku 6onesHn Bunbcona: oyaru no-
HWDKEHHOI MJIOTHOCTM B COYETaHWM ¢ obnactamu anddiy3Hon
arpodmu, KOTOpble MOTYT BLIABNATLCA Kak Ha hoHe HEeBPONoru-
YeCKMX CUMMTOMOB, Tak W B UX OTCYTCTBUE, a TaKkXe npu nedve-
HOYHbIX NPosBeHNax. MameHennsa Ha KT He KOppenupytoT ¢ Ts-
XECTbIO KMMHUYECKOW KapTubl {2, 17, 34].

MaruuTHo-pe3oHaHcHasa Tomorpadmns (MPT) okasanachk 60-
nee YyBCTBUTESNIbHLIM MeTOAOM, Yem KT AN BbIABNEHUA U3Me-
HEHWI B rOSIOBHOM Mo3re nNpv 6onesnn Bunscona. MNpu 3Tom ne-
CnefoBaHUM O6HaPY>XKUBAKT MOBbLILLEHWE WHTEHCUBHOCTW CWr-
Hana B o6nacTy 6a3alnbHbIX FaHrnNueB, coveTarLlmecs ¢ aug-
by3HO aTpochurelt ceporo 1 6ea0ro BELWECTsa rofloBHOM MO3-
ra, a Takke M3MEHEHUS MO3Xe4Ka, YeyeBU4YHbIX U 3yByaTbix
faep. OTM U3MEHEHUS KOPPernupyioT C BbIPaXXEHHOCTLIO KNUHK-
Yeckux cumntomos [1, 33].

Meuxudeckne Hapywenus npu 6one3Hn BunbcoHa y peTen
BKIMIOHAKT MMOX0e NOBEHEHUE B LUKONE, BO3BYXOeHWe, fernpec-
CUI0, HaBA34YUBBIE COCTOSIHMA, (POBUM, NPUCTYNbI arpeccun, Hee-
PO3bl 1 Aaxe Ncuxo3bl. Takue 60nbHbIe HacTo HAGMI[AITCA Nu-
TenbHOE BpeMmsi MCUXMaTpamm ¢ caMbiMU pasnnM4HbiMK guarHosa-
MW. MHorAaa TpyaHO OTNIMHUTE CUMMTOMBbI, 0O6YCNOBNEHHbIE N36bI-
TOUHbIM OTIIOXXKEHUEM MEAW, OT BTOPUYHON MHAMBUOYANEHON pe-

aKUWK Ha ANUTENbHOE XPOoHUYecKoe 3aboneBaHne UHON ST
rMU, YTO UMEET 3HaYeHWe NP HaBNIOEHNN 3a GONbHBIMA KoH
LIeckoro Bospacta. B takoM cnyvae Heo6xogMMa KOHCYnLTaL
ncuxuatpa [35].

Mopaxxenne rnas

M3ameHeHuns rnas npu 6onesHn BunscoHa 3acny>xmsaror oot
60ro BHUMaHUA, NOCKOSIbKY BO MHOIMX CRydasx MoMorawr yo
TaHOBWTL AMarHo3 A0 nNpoBeAeHWNs NabopaTopHbiX VICCNEaos:
HUIA. LiBeT BbIABIAEMOro Npu 3ToM 3ab6oneBaHuu Konbua Kak
3epa— dnenllepa 3aBUCUT OT OKPACKW pady>XHOW O6OMouK
BO3MOXHbBI  30N0TUCTO-KOPUYHEBAA, 3€JIEHOBATO-XENTas
6POH30BANA UNW CEPOBATO-XeNTas NMrMeHTauus fecLemeTosdl
MeMbpaHbl numba porosulbl. KonbLo 06pasoBaHO rpaHynam
Meau, OOHAKO, NUlb €e He3HAYMTENIbHOW 4acTbio, COomepxd
wercsa B porosuue. OCHOBHAS 4acTb Melu OTKIagbiBaeTcs s
CTPOME pOroBMLibl, HO BU3Yanu3npyeTcs TONMbKO COAepXallas
ca B gecuemeToBon membpaHe. Megb BHa4ane BblAENAETCA b
CNEe3HYI0 XUOKOCTL U 3arem anddyHampyet B porosuuy. Cre
NeHb ee OTNOXEHWA ONpefenseTca CKOPOCTBKY UCNAapPEeHHs
CNe3HON XUOKOCTM C NOBEPXHOCTU POrOBULibI: YEM MeELSIeHHe:
oHa wcnapseTcs, Tem 6bicTpee OTKNaabiBaeTca mMedb. Konslo
hopMUpyeTcsa BHa4ane Ha BEPXHEM, 3aTEM Ha HVXKHEM TMOMKGE
poroeuubl. Bo Bpemsi neveHuns Konbuo ucHesaeT B 06paTHoM
nopsigke [2, 5].

Kak npaesuno, konbuo Kamnsepa—dneniepa BbisIBNAIOT 0f
HOBPEMEHHO C HEBPONMOrMYECKUMU CUMNTOMAEMM, HO OHO ObiBa:
eT U Ha (POHEe MU3ONMPOBAHHbLIX MEYEHOUHbIX MPOSIBIIGHUIA Wik
Jaxe B OTCYTCTBME BCEX KITMHUYECKMNX IpOsBeHuiA 3abonesa
Hua. Konbuo Kansepa—®neiwepa He sBNSETCA NaTOrHOMO:
HUYHBIM 018 60ne3Hn BunbcoHa n MOXeT BCTpevaTbes Takxe
npyv NepBMYHOM BMNNAPHOM LIMPPO3e, BHYTPUMEYEHOHHOM X0-
necrase, KpUNTOrEHHOM XPOHUHYECKOM renaTuTe 1 LMppose ne-
YyeHu. Fopasgo pexe npu 6one3Hn BunscoHa BCcTpedaeTcs ka-
TapakTta B Bue «nofcosHyxa», NpakTM4eCckn BCerna oaHoBpe:
MEHHO C KOonbUoM Kanzepa—®neniepa. B 6onbumHcTBE Cy-
YaeB KartapakTa He HapyLlaeT 3peHns u ucyesaeT Ha hoHe ne-
YeHusd [1, 24].

Mopa>xeHne novek

B pes3ynbtate oTnoXxeHusa mMeau B NPOKCUMASbHbLIX OTAenax
MOYEeYHbIX KaHanbLeB MOABMAAKTCA aMUHOAUUAYPUSA, MK
ypus, MOBbLILLUEHHAA IKCKPELUs MOYEBOW KUCNOTH! U Kanbuus, 1
CHMXAETCA CKOPOCTb (PUNLTPALIMM U MOYEYHOrO KPOBOTOKA.
AucTanbHeId peHanbHbIA TY6YNAPHBIM auuaoa npeapacnonara
€T K 06pa30BaHNI0 KaMHEN, BbI3bIBAIOWLMX, B CBOKO O4epemb, ¥
4acTu NaunMeHToB MUKporemarypuio [171].

MopaxeHune KocTen

IMpu 6onesHn Bunbcona Habniogaerca WUpPoOKUA CNekTp w-
MEHEHUA OMOPHO-ABUraTeNbHOro annapara: OocTeornopos, ot
TeoMansums, CNOHTaHHbIE NepenoMbl, OCTEOXOHAPO3, OCTe0apT-
puT, Yallle BCEro pa3BuBacTCs AeMUHepanmaaumna Koctem, oby-
CINOBNEHHAaa runokansumMeMmen un runodocateMment, BO3HNKa:
IOLUMMK BCIEACTBUE NOTEPL KanbLMs U dhocdiopa Yepes Mnoyky,
a TaKXxe ONCTOHUYECKUX KOHTPaKTyp U MMMoBunuaauyuu. MNopa-
XEHWE KOCTEe MOXET OblTb TakXe pes3ynbTaToM HapyileHws
hyHKUMMK nevenn. B page cnyvaeB npu 6Moncumn oTMevator ne-
BbILLUEHHOE COAepXaHue Mean B XPALLEBONA TkaHu [15].
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1€ MHOM 3THONC-
6ONbHBIMA 10H-
1a KOHCYbTauus

NYXWBAOT 0Co-
X TOMOrartoT yc-
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M Konbya Kai-
HO 060oNouKM,
0BaTo-XenTas,
flecLuemMeToBRo
aHO rpaHynamu
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nagbiBaetcy s
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BbIAENsIEeTCAH B
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ieM MefifieHHee
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WXHEM nosoce
3T B 06paTHOM
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I, HO OHO 6biBa-
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HWiA 3a6onesa-
% NaTOrHOMO-
3HaTbCa Takxe
34EHOYHOM XO-
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'T Ha dhoHe ne-
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‘0 KPOBOTOKA.
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WA CnekTp us-
reonopos, oc-
103, 0OCTE0apT-
1KocTel, 06y-
neit, BO3HMKa-
Hepes MoYKK,
13aumu. Mopa-
A HapyLleHus
YTMeYaT nNo-
[15].

bonesHb Bunbcona y petent

flpyrue nposiBneHns 3abonesaHns

[eMonn3 — XOpOLUO WM3BECTHOE OCMOXHeHWe O0me3Hu
BunbcoHa. OH MOXeT MnpeflecTBOBaTbh APYrUM ee KNUHKU-
yeckim nposisnieHuam (B 15% cnyyaes), npoTekartb OCTPO
WM NEpMAaHEHTHO C pa3BuTMeM aHemun. CumTaetcs, 4To re-
O3 MOXET 6bITb OOYCNOBNEH OKUCITUTENbHLIM NoBpexXae-
iMeM MemMEpaH 3pUTPOLIMTOB BCIIeACTBUE TOKCUYECKOTO AeW-
CTBMR Meau.

XpOHUYECKWIA TEMONKU3 U HapyLLeHns YHKUMKU NeYeHn npu
fonesnn BunbCOHa CNOCOBCTBYIOT PA3BUTUIO XEN4YHOKaMEeH-
Koit 6onesHn. Npun 3TOM 06PA3YIOTCHA KAMHU CMEeLlaHHOro Tu-
’ M3, BKNIOYaoLUMe XonecTepuH n conu 6unupybuHa. lNMostomy

pu 3TOM 3a60MeBaHNU HEOOXOAUMO UCKIIIOHYUTL Y NaLMeHToB
faMHM B XENYHOM ny3blpe. HanpoTus, BbiSBNEHUE Xen4HoKa-

MBHHON BONE3HM Y [AETEN CAYXWUT OCHOBaHuem Ans nposege-
Hif TECTOB, MO3BONSIOLWMX AMArHOCTUPOBaTL 60Nne3Hs Bunb-
cona [2, 35).

Mopaxenne cepaua

HecMoTpst Ha TO, 4TO 60ne3Hb Bunbcona siBnsieTca cucTem-
HbiM 3a60NEBAHUEM, UBMEHEHMAM CEPALA NMPU HEW MOCBRALLEHO
0THOCMTENBbHO Mano padoT. Y 4acTu 60MbHbIX BbIABMAAIOT U3Me-
vernst Ha IKT, BKNoYaoLLME rMnepTPOUIO NEBOTO XENYAOUKa,
(xeHWe cermeHTa ST, uHBepcuio 3ybua T, CUHAPOM Npexze-
BEMEHHOTO BO3OYXOEHUA XKeNy[LouvKOB, CUHOAYPUKYNAPHYIO
fnokagy M MepLaTenbHyo apuTMumio [2].

SHOOKPUHOMOrNYeCKne CumnToMbl. Y HEKOTOPbIX NAUMEHTOB
¢ 6onesHbto BunbcoHa BLIABNSAIOT OTCTaBaHWE B MOSIOBOM paa-
BT, TMHEKOMACTUIO, ameropero [1, 5].

EcTrecTBeHHOE TedeHUe 3a6oneBaHunn

B Te4eHWM 60Ne3HU BUNbCOHa BbIAENSIOT NATh CTafWiA:

+ 1-5 cTaOMA XapakTepuayeTcs MPOrpeCcCUBHBIM HAKOMNIEHU-
&M MEaM B LMTONNa3me renaTtoumToB, BNNOTh 40 NOMHOMO HaChl-
lugHs1 BCEX Y4ACTKOB CBA3bIBAHUA MEOW B MEYEHOYHbIX KNeT-
¥ax. 3Ta CTaAUsA KINMHUYECKN 6€CCUMMNTOMHA W 0BbIMHO NPOAON-
¥aeTcs 4O 5-neTHero Bo3pacTa;

* Ha 2-ii cTaguu mMeab B rernatouMTax nepepacnpegensercs
#3 UMTONNAa3Mbl B JTM30COMBbI U BbIAENAETCA B XENYHbIE KaHab-
upl. Ecnu aTO BLICBOBOXAEHWE MPOUCXOAUT NOCTENEHHO, BOMb-
Hoit He MMEET ABHbIX Npu3HakoB 6onesHu. MNpu 6uICTPOM nepe-
pacrpefeneHMn BO3MOXEH HEKpO3 renaTtoumToB U MOsB/IeHUe
NeYeHOYHON CUMMTOMATUKW. BICTPLIA BbIXOA MEAM B KPOBb MO-
XeT NPUBECTU TAKXKE K Pa3BUTUIO FEMONMUTUYECKOA aHeEMUN U
$YNEMUHAHTHOM NEYEHOYHOW HeJOCTaTOYHOCTU, OBYCNOBIMBA-
et HeOOXOAMMOCTL TpaHCcnNaHTauuu neyenn. OgHako, ecnu
3T OCNOXHEHUA Pa3peLlatnTes, BbIPaXKEHHOCTL CUMNTOMOB 3a-
foneBaHMs MOXET BHOBb YMEHBLLIMUTHLCS;

* Ha 3-i cTaaun NPOUCXOANT AarbHEWLLIEE HAKOMIeHWe meau
B M30COMax M passuBatotcs (hmbpo3 1M LMppo3 nedexn. B ato
BpeMmsl MPOAOIHKAETCH HAKOM/IEHUE Meau B OPYEUX OpraHax: ro-
NOBHOM MO3re, poroBuue, noykax, koctax. bonbHble MOryT ro-
faMW HE UMETb BbIPaXXEHHbIX CUMMNTOMOB, €C/TU HAKOMNTEHNE Me-
M B MEYEHWN 11 MO3F€e NPOUCXOAUT MeaNEeHHO;

+ 4-9 cTaANsl CONPOBOXAAETCA BbICTPbIM HAKOMNEHWEM Meau
W NpPOrpeccUpOBaHMEM CUMMNTOMATUKW MOPAKEHUA MNedYeHU
wnnn LIHC B TeueHue KOpOTKOro nepuoia BpemMeHu;

* 5-9 cTagma OTMeYaeTca y 60MbHbIX, NONYYaWmMX afeKksar-
Hytl0 Tepanuio: MoBbILLUEHHAA 3KCKPELUA Meau C MOYOW MNpuso-

OUT K yMeHbLLIEHUIO ee CoaepXaHua B opraHuame, BOCCTaHOBNe-
HUMIO (OYHKLMIA NOBPEXOEHHBIX OPraHOB W TKaHe#, YNny4uleHuio
COCTOAHUS 60NbHbLIX [2, 17].

Awardocruka

OvarHos 6one3Hn BunbcoHa OCHOBLIBAETCS HA TWLATETbHOM

aHanuse BCEro KOMMJeKca AAHHBIX, BKIOHAIOWMX CeMeHbIA
aHaMHe3, KIMHUYECKMe MPOSIBNEHWA U CheumansHblie naéopa-
TOpHble uccnefosanus (Tadn. 2). MNpu Hanu4nmM KNnaccuyeckon
TpUaabl KNMHWYECKUX MPU3HAKOB — NOPaXeHUs NeYeHn, HeBpo-
NOrNYeckmnx HapyweHuid M konbua Kawnzepa—®dnenwepa amar-
HO3 He BbI3bIBAET COMHEHWN [7, 15].

Heo6xoaMmbIM ANMArHOCTUYECKMM UCCNeaoBaHUEM npu no-

A03peHni Ha 6one3Hb BunscoHa saBnsieTcs onpeneneHune Coli-

BOPOTOYHOMO LiepysnonnasMmHa. BonblMHCTBO AeTer U nop-
POCTKOB € 3TUM 3a60/ieBaHUEM UMEIOT CHUXEHHbIR ero ypo-
BEHb, OiHAKO, aHaNOrNYHble U3MEHEHUsI MOTYT HABMOLaTLCS
NPY HapYWeHUM CUHTETUYECKOWK (PYHKLMK NeYeHU, CBA3aHHOM

C NOrpeuwiHoOCTAMN B NUTAHNN, 3KCCWJ,8TMBH0171 3HTeponatmen,

He(PPOTUHECKUM CUHAPOMOM U BPOXOEHHOW runouepyno-
nnasMuHeMMen, a Takxe y getei nepsblx 6 MeC XU3HKU. Tak
Kak LepynonnasMuH aBaseTcsa 6enkoM oCTpon asbl, y nauu-
eHToB ¢ 60Me3Hbl0 BunscoHa ero ypoeseHs MOXeT 6biTh B npe-
Jlenax HopMarbHbIX nokasaTefied B nepuofe akTUBHOIO BOGC-
naneHus B TkaHu nedeHn. CMHTES3 uepynonnasmmHa CTuMynm-
pyeTcs 3CTpOoreHamm, no3ToMy BO Bpems 6€peMEeHHOCTU UMK
neveHns 3CTporeHamut y 60/bHbIX MOXET OTMedaTbCsi HOp-
MarnbHblll ero yposeHb. Y 10% retepo3uroTHbiXx HocuTenew
JethekTHOro reHa 6onesHu BunbcoHa, npu OTCYTCTBUM ee
KITMHUYECKUX CUMNTOMOB, BbIABNSIOT CHUXEHHbLINA YPOBEHD Lie-
pynonnasmuvHa B CbiBOPOTKE KPoBUW. B CBA3M C 3TUM, CbIBOPO-
TOYHbIM LEPYNONMNA3MNH ABAAETCHA BaXHbIM, HO HE €OMHCTBEH-
HbIM KpUTepnem guarHosa 6onesHu Bunbcona; Heobxogumo
NpoBeAEHWE LENOoro paga AONONHUTENbHbIX UCCNenoBaHUNA
[1, 5, 15, 36].

Tak, npy nogo3peHun Ha 6onesHb BunbcoHa 06b1HHO NpoBo-
[AT OnpefeneHne KOHLEHTpaunuum Meau B KPOBW, XOTA 3TO He
uMeeT GONbLIOrO AUArHOCTMYECKOro 3HadeHus. Mpu knaccu-
YECKOM Te4deHun 3a6oNieBaHWA ypOBeHb Mefu B ChiBOPOTKE
KPOBUW CHUXEH, TaK Xe, KaK 1 YpPOoBEHb LiepynonnasmuHa. OaHa-
KO Ha HEKOTOpPbIX CTaAMAX 601E3HN YPOBEHb MEM MOXET MOBbI-
LaTbCa BCNEACTBUE €€ BblIbpoca 13 nedvexHn B ceobopHon dop-
Me, TO eCTb He CBA3aHHOW ¢ uepynonnasmuioM. CBoBogHas
Mefb, CBA3aHHas ¢ ans6yMMHOM, aMUHOKMCIIOTaMU UMK TPaHc-
KYMPenHOM, OKasbiBaeT TOKCUMYECKOoe AeiicTBMe Ha Membpany
3PUTPOLMTOB U BbI3bIBAET Pa3BUTUE FEMONUTUHECKON aHEMMUM.
YpoeeHb CBOGOAHON MeAW B CbIBOPOTKE KPOBW BhblUMCNAETCH
KaK pasHOCTb Mexay obLiuM YpOBHEM Meau U Meau, CBA3aH-
HOW C uepynonnasMuHom (B 1 Mr uepynonnasmmHa CoORepXuUT-

Ta6nuua 2. NabopatopHbie noKkasarenu npu 6onesun Bunscona
Moka3zatenu Hopma  boneaHb Bunbcona
Llepynonnasmut (Mr/an) 17-40 <17
CeofoaHas Meflb B CHIBOPOTKE KpoBM (MKr/an)  5-12 > 50
CyTo4Has IKCKpeLus Meu ¢ MOYOW (MKr/cyT) < 40-50 100-1000
CyTouHas SKCKpeLnsi Mefn C MO4O# 600-800 1000-3000
8 npobe ¢ [i-neHnLnnamMu+oM (MKr/cyT)

KonuuecTBeHHoE cofiepXaHue Meau 15-55 > 250

B TKaHW NEYEHM (MKI/r CyXoro seca)
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flaeT 100 MKr, x0T Ha OOK/IMHUYECKOW CTaguu OBbIYHO He
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ca 0,047 Mxr megu). Y nauneHToB ¢ 60ne3Hsio BunscoHa ypo-
BEHb CBOOGOAHOM Medu [0 Ha4vana Tepanuu cocTaBnseT 06bIYHO
6onee 50 mkr/gn [7, 371

B otnnumne o1 copepXaHusi CbIBOPOTOYHOM MeOu YpPOBeHb
€€ 3KCKpeLuMn C MOYON CNYXUT BaXHbIM OUArHOCTUYECKUM
KpuTepmeM. B HopMe cyTo4YHas 3KCKpeLMA Medn ¢ MOHOW Co-
. -aBnsieT meHee 50 mkr. lNpu 60ne3Hn BunbcoHa oHa npeBbl-

Bbille 70 MKI, Y reTepo3nroTHbIX HOCUTENEN NaToNormn4ecko-
ro reHa oHa MoOXeT JocTuraTe 65 MKr, a npu QyNbMUHAHTHOM
TeyeHun — 6btTb Bbile 5000 mkr. OnpefeneHve aKckpeLuu
Mean ¢ MOYOM nocne npuema [-neHUUMNnaMmHa CNy>XnUT Xo-
poLLMM NoKas3aTenem KOHTPonsa ahPEeKTUBHOCTU NPOBOANMON
Tepanuu. NMpn 6onesHn BunscoHna Ha oHe 3TOW Npobbl 3KC-
Kpeuust MEAM MO OTHOLLEHWIO K Ba3anbHOMY yPOBHIO YBEMUYU-
BaeTcs B 10 n 6onee pas. OgHako, HaQo UMeThb B BUAY, YTO NO-
BbllLEHWE CYTOYHOW ISKCKpeuuu mMeam MoxeT HabnonaTbes
TakXxe Npu NepBUYHOM BUNNEPHOM LMPPO3e, PYNIBMUHAHTHOM
renatute u xonecrase [3, 29].

BonbLuoe guarHocTnyeckoe 3Ha4eHne nmeeT konbuo Kaise-
pa—®nenwepa, BeIIBSIEMOE C MOMOLLBIO LLieNTeBOW namnbl. OHO
BcTpevaetcs ¥ 50% nauneHToB ¢ CUMNTOMamMK NopaxeHus ne-
YyeHn 1y 95% — ¢ HeBpONOrMYeCKUMU NN NCUXNYECKUMU Hapy-
weHnamu. CocTosiHWe KonbLa Kailsepa—®dneilepa B AUHaMUKe
NleYeHNsT MOXET Takxke CNyXWUTb nokasarenem cobniogeHus
60MbHBIM CXEMblI PEKOMEHAO0BAHHOW Tepanuu, Tak Kak npu age-
KBATHOCTU NEYEeHUs1 WHTEHCUBHOCTb OKPACKM MOXET YMeHb-
WwaThCsA, @ NPU HapyLLUEHUN peXuma Tepanuu — BHOBb YCUIU-
BaTbes [1, 38].

KonnyectBeHHoe onpepeneHne KOHUEHTpauMm meagn B 6mo-
nTate nevYeHOYHOW TKaHW OCTaeTCsl «30M10TbIM CTaHOApPTOM»
OMarHoCTUKK B6onesHn Bunbcona. B HOpMe kOHUEeHTpauus me-
0N B TKAHW NevYeHn He npeebliwaeTt 50 MKr, npu 6one3Hn Bune-
COHa — HaxoauTcs Ha ypoeHe 1000 MK Ha rpamMm Cyxoro Belle-
CTBa 3TOro opraHa. Ha [oknuHWYeckon ctagum 3abonesaHus,
OCOBEHHO Yy OeTel, KONMM4ecTBO NeYEeHOYHOM Mean He Bcerga
npesbilaeT 250 MKI/T, y reTepo3nurotr MoXeT ObITh B Npegenax
150—200 MKr/r. HopMmanbHbIid ypoBEHb COAepXaHus Meau B ne-
YeHun uckovaeT 6one3Hb BunbcoHa, Toraa kak NnoBbILLeHHbIR —
noaTBepXnaetT AuarHo3 Mpu COOTBETCTBYIOLLMX KIMHUYECKUX
JaHHbIX [9].

Y 6OMbHbIX C HEBPONOrMHYECKON MU NCUXUATPUHECKOA CUM-
NTOMaTtUKON AN yCTAHOBNEHUs gumarHosa 6onesHn BunbcoHa
JOCTaTo4yHO OBHapyxeHua konbua Kansepa—®dnenwiepa, cHu-
XEHWA YPOBHA LiEpynonnasMuHa B CbIBOPOTKE KPOBM, NOBbILIE-
HWUA CYTOYHOM 3KCKpeuun Meau ¢ Mo4Hon. Ecnm xe konbuo Kan-
3epa—drenepa OTCYTCTBYET, YPOBEHDb LiepynonnasmMmHa Hop-
MasbHbIA, a CyTOYHasA 3KCKpeuns Mean ¢ MOYOW MOBbILLEHA, TO
NPOBOAUTCA NMYHKUMOHHAA BUOMCUA NEYEHU C KONMMYECTBEHHBIM
onpepeneHvem meau B 6uontarte [5, 7].

[Mpy XpoHUYecKOM 3aboneBaHUKU NeYvYeHn, 0CoH6eHHO NpKu oT-
CYTCTBUM MApPKepPOB BUPYCHbLIX renaTUToB W NPU3HAKOB ayTOUM-
MYHHOrO renatuta, pekoMmeHgyetcs NpoBeCTW UccnefoBaHve
POrOBMLb! CO LLIENEBON NAMNON € LeNbio OBHAPYXEHUS KONbLA
Kanzepa—®dneiwepa, onpegeneHne ypoBHa LepynonnasmuHa,
CYTOYHOM 3KCKpeLun Meou ¢ MOYO0W, B TOM Yucne — B Npobe ¢
[-neHnumMnnaMmmHoOM, KONMUYECTBEHHOE onpepeneHue Meau B
TKaHW neyeHn. B COMHUTENLHLIX CNy4Yasx NpoBOAUTCA FeHeTU-
Yeckoe uccrnefoBaHue.

BaxkHO nOAYepKHYTh, 4TO NOG0E XpOHUYECKOe 3abonesask
nevyeHn B AETCKOM BO3pacTe MOXET TpaKTOBaThCH Kak Gonek
BunbcoHa, noka He gokasaHo obpaTHoe.

PoocTBeHHUKN nauneHToB ¢ 60ne3Hbio BUbCoHa ponxi
6bITb 06CNEeaoBaHbl HECMOTPSA Ha OTCYTCTBME Y HUX Bbipaxe:
HbIX KITMHWUYECKUX CUMMNTOMOB 3aboneBaHus. O6cnenosati
BKNIOYaeT OCMOTP OKYNNCTa C MOMOLUKLIO LLIENEBOK namnbl, o
pefeneHne ChbIBOPOTOYHOW KOHUEHTpaumMu Liepynonnasmixa i
MeOW, aKTUBHOCTW aMUHOTpaHcdepa3 U CYTOYHOW 3IKCKpeL
Mefu ¢ MOYOW. ECNn OTKNOHEHUI 3TUX NapameTpoB OT HOpM
HeT, To 6one3Hb BunbcoHa MOXHO UCKNMOYUTbL. OOHaKo, ok
XOT$ 6bl B OQHOM U3 Ha3BaHHLIX Bbllle TECTOB OBHAPYXEH! #
MEHEHUs1, TO XenaTeNnbHO NpoBefeHNe BUONCUUN NeYeHN 1 onpe:
JeNneHne copepXxaHua MeduM B NEeYeHOYHOW TKaHu. Y cuben
60MLHOMO pebeHKa, UMEIOLLIMX HOPMAanbHbIA YPOBEHb CYTOYHI
3KCKpeuun Megu ¢ MOYOW, aHan13 NOBTOPSOT Yepe3 HeCKOMsK
neT, Tak Kak npu 6onesHn BunbCoHa ¢ BO3pacToOM COepXati:
MEOW B OpraHn3me yBelIMHYMBAETCA, YTO MOBLILLAET ee IKCKpe
umio ¢ Mo4on. lNposisneHneM 6one3HM BunbcoHa MOXeT 6o
remMonua. B COMHUTENBHBIX Cy4asx MOXET OblTh MPUMEHEH re
HETUYECKMIA aHanu3 ansa BbiABEHUs MyTaunn reHa ATP7B, &
COLMMPOBAHHOIO € pas3BuTneM 6051e3HN BunbcoHa. YuwTbies
BbICOKYIO CTOMMOCTb FeHEeTUYECKOro aHanmaa v pasHoobpasi
MYTauun, B HACTOsLLEEe BPEMS 3TO UCCNES0BaHNE NMPOU3BOMT
CA NUWb B TeX Cny4asx, korga (Mpyv nogo3peHun Ha 6oness
BunbCoHa) KNMHUKO-BUOXUMUYECKME METOAbl HEe OaloT onpem
JIEHHOro 0TBeTa. PaHHsAs ouarHoCTUKa 3Toro 3abonesaHuns uie
€T NPUHUMNManbHOe 3Ha4YeHNe 419 CBOEBPEMEHHOrO Havana i
TOreHeTUYeCcKon Tepanuu [2, 24, 39, 40].

NeveHne

Tepanuio npu 60ne3Hn BunbcoHa cnepyeTt HaunHaTh C AuneTs.
HanpasnNeHHOM Ha YMeHbLUEHWE NOCTYMNNEHWUA MEOM B OpraHuan
NS Yero UCKNIOHYAaTCA NPOAYKTbI C BbICOKUM €€ COfepXaHHeN,
Ecnu nuTbeBas BoJa No MecTy XUTenbcTBa G0IbHOrO Coaepxi
3Ha4YUTENIbHOE KONMHYECTBO Meau, TO UCMONb3YeTCsl AeUOHNd
poBaHHas UnKM OMCTUNAMpoBaHHas sopa [15].

MpenapatoMm BhIGOpa npu 60ne3Hn BunbcoHa aBnserts
O-neHnunnnaMuH. 3T0T nNpenapaT NpefcTaensieT coboil amuH:
KUCNOTY (MPOU3BOAHOE MEHULMNIUHA), COOEPKALLYIO MONEKYN
cepbl. [Mpenapat nepeeoanT BHYTPUKNETOYHYIO MELb B HEAKTUE:
HOE COCTOsIHME NyTem 0oBpas30OBaHWsA C HEKo XEnaTHbIX KOoMMnek
COB, KOTOpbIE BbIAENAOTCA U3 OpraHuaMa ¢ Mo4ou. Mpuem [ne
HULMANaMUHa NPUBOOUT K MCHE3HOBEHWUIO MU CHVKEHWIO BbIpE:
XEHHOCTU MEe4eHOUYHbIX, HEBPONOTUYECKUX U MCUXMYECKUX pac
CTPOWCTRB Y NaumeHToB ¢ 6onesHkio BunbcoHa. MNpenapar npuki
MatoT per 0s 3a 3045 MUH [0 efibl Unn Yepes 2 4 1 bonee nocne
npuvemMa num nepen cHom 4 pasa B AeHe. [ns aetei 1 nogpocr
KOB CyTO4YHaa [o3a coctaenaetr 20 Mr/Kr, Ons B3pOChbiX -
1-2 r/cyT. NleveHne HaumHatoT ¢ HebonblMX A03. HavanbHas 1o
3a npenaparta coctasnset 250-500 Mr/cyT (B 4 npuema), 3aten
KONMMYECTBO ero NOCTENEeHHO YBEeNUYNBAIOT A0 1—2 I/cyT (Kaxsk
7 OHer Ha 250 Mr 00 OCTUXEHWUA CYTOYHOM A03bl). YUUTbIBAA T,
4TO [-neHnumnnammH ABNSETCS aHTaroHUCTOM NMUPUOOKCAHA, 4
npefoTBpalLEeHns HeLOCTaTO4MHOCTV MOCNEeOHErO, ero pPeKoMet
OytoT 0o6aBnATL K Tepanuy B fo3e 25 Mr 3 pasa B Heq [1, 41,42

Ha coHe HenpepbiBHOrO Npuema [-neHuumniaMuHa Boife
neHwe megm ¢ mo4oi gocturaet 1000-3000 n o 5000 Mkricyr.
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BbonesHb Bunbcona y perven

3aTeM SKCKpeLUst Mefiu NOCTENEHHO YMEHLLUAETCA U Yepes He-
CKONbKO MECAILLEB UMM N1eT NOoc/e Hadana neveHns MOXeT Kone-
fatbcA B Npedenax 600 MKr/cyT. HYepes HeckonbKo feT Ha (hoHe
TepanvM yNydLaeTcs COCTOofHUE O60fNbHbIX: pedb CTaHOBUTCA
4eTKOM, TPEMOP U PUTMAHOCTb YMEHbLLAKTCA, HOpManuayeTcsa
MCUXMYECKUI  CTATyC, BOCCTaHaBNMBAETCA MOYEpPK (XOpoLuui
NPOTHOCTUYECKMIA NMPU3HAK) ncyesaeT Konbuo Kansepa—dnen-
lepa UMM YMEHbLLIAETCA UHTEHCUBHOCTL €r0 OKpacku, Npubnun-
XaTCA K HOPME NoKalaTeNM NeYeHOYHbIX TeCTOB, CHUXAEeTCsA
KOHUEHTPALMS MefM B TKaHu nedeHw. Korpa kMHUYeckoe co-
CTOAHVE NaLMEHTA CTaBUNN3UPYETCH W BbIPAXKEHHLIE CUMMTOMBI
3ab0oneBaHMs NCHE3AKoT, a IKCKPeLns MELAM C MOHOWA CHUXaEeTCs
10 600 MKI/CYT 1 HUXe, o3y O-neHnumnnamMmHa yMeHbLUIaT 40
450-600 mr/cyT.

Ha choHe neveHus ynyqiaeTcs ructonornyeckas KaptuHa B
NeYeHOMHOM TKaHW: YMEHbLUZETCA BbIPAXEHHOCTb (hbnbposa
nopTaneHbIX TPAKTOB, BOCNANeHns n Hekposa. B nutepatype co-
06aeTes 0 KNMHUYecKoM HabnwaeHnn 3a 10-neTHUM peber-
KOM C UMPPO30OM MedveHu, pasBuBLUMMCH B UCxoae 60nes3Hu
BunbcoHa, y KOTOporo yepes 27 Mec nocfie Havana fieveHus
L-neHnumMINaMmnHOM Mpu NOBTOPHOW OGWUOMCUKU  OBHApYXeHa
MPaKTMHECKN HOpMarnbHas FMCTONOrMYECKaa KapTuHa, Mpuyem
froncuio Bpany Npy NanapoToMnmn U3 HECKONBKMX YHACTKOB, BO
ubexaHne oWMBKN. 31O HeoBbiHHOE HabMAEHEe CBUOETENb-
CTBYET O BO3MOXHOCTU MOSIHOrO 06paTHOrO pPasBUTMA Nopaxe-
HAA MeveHW Npu 6one3Hn BunbcoHa [2].

CvHOpOM YXYALLIEHWUs1 COCTOSIHUA NOce HaYana npvemMa [-ne-
wuMnnaMuHa Hadnogaetcs y 20% nNauneHToB C HeBpOosornyec-
MK cumnToMamm 3abonesaHus. MonaraoT, 4To Ha (PoHe ne-
Yehus [-NneHnUMINaMmMHOM BbICBOGOXAAETCA 60MLLIOE KOMU-
4eCTBO NEYEHOUHOW Megu, KOTOpas MOXET OTKNaabliBaTLCA B ro-
flOBHOM MO3re, MPOBOLMPYA WK YCUIIWMBAs HEBPOSIOTMYECKYIO
wmToMaTuKy. B aTux cnydasx Heo6xO0oMMo BHadane yMeHb-
wiTb npuem O-neHuuyunnamMmuHa go 250 Mr/cyT, a 3atem yBenu-
Weatb [O3Y HA 250 Mr/cyT Kaxdble 4—7 OHel OO0 JOCTUXKEHUA
TepaneBTUYECKOn [5, 7].

Mo6o4Hble peakuuun Npu npueme O-neHUUMNNaMuHa HabNo-
fawtes Y 20% NaumMeHTOB B TeYeHUe MepBbiX 3 Hen nevYeHus.
BoamoXHbI TUXOpagka, KOXHas Cbinbk, NuMmdoageHonaTus, nen-
KoneHus M TpoMbounToneHust. Pexe BO3HUKAKOT 6onee no3gHue
HexenatenbHble peakuun — NPOTEUHYpUs, He(ppoOTUHECKUA, MU-
aCTEHWYECKMIA, BONYAHOYHONOOOOHBIN cnHapoMel. MNpu passu-
M TRXENbIX NO604HbIX 3hdEKTOB npuem O-nenuuunnamuHa
BPEMEHHO NPEKpaLLatoT, 1, NOCre Nx NCHE3HOBEHMS, BO3OOHOB-
JAI0T NEeYeHne, HauMHasa ¢ MUHUMansLHOM 0o3bl [-nexvumnnamu-
Ha {250 mMr/cyT). 3a 2-3 gHs nepep NOBTOPHLIM NMPUMEHEHMEM
npenapaTta pPeKOMEHOYEeTCA Ha3Ha4YeHWe NpepHU3onoHa B Jo3e
20-30 mr/cyT (0,5 Mr/kr). B Te4eHne nocneayowiero mecaua [o-
% O-nernumMnnamMuHa NoOBLILLIAKOT, NMOCTENEHHO CHUXaa [o3y
fpenHU30mIoHa [O MOMHOM ero oTMeHbl. [pu coxpaHsLencs
BbIPAXKEHHOW HENEepeHOCUMOCTY [-neHnumnnaMmmHa HasHaq4aoT
npenapatbl UMHKa [5, 10, 29].

Ecnn 60NMBHON, COCTOSIHWE KOTOPOrO YNy4LWMIOCh Ha (hOHE
neyeHnst  [-NeHUUMINaMmMHOM, CaMOCTOSITENIbHO MpekpailuaeT
Ne4eHMe, 3TO MOXET COMPOBOXAATLCS PE3KUM YXYALLEHUEM ero
COCTOSHUA BNOTb [0 pasBuUTUS (PYNEMUHAHTHOMO renatura ¢
NeTanbHbIM UCXOO0M B TedeHne 6—8 mec. Ha4anbHsIMU NpusHa-
KaMu peunauBa 3aboneBaHVsa Cy>XaT MOCTENneHHOE MOBbILLe-
Hie AKTUBHOCTU CbIBOPOTOYHbLIX TPAHCAMUHA3, HapacTaHue 6u-

MPYObUHEMUN, TUNOANLOYMUHEMUM, MOBLILLEHWE YPOBHS CBO-
600HON MeM B CbIBOPOTKE KPOBU M CYTOYHOW 3KCKpELUn ee ¢
MO4OW. [1-neHuumnnammnH o6pasyeT ¢ Mebl) HETOKCUYHBIA KOM-
Nnekc, Ho MNMpW MPEKPALWIEHUN NEYEHU MPOUCXOoOUT 6bicTpas
auccoumnaums 3Toro KOMMfekca WM BbICBOGOXAeHWe Mean B
60NbLUNX KONMYECTBaX, YTO MPUBOAMT K MOPAXKEHUIO KNETOK ne-
YeHU U MevYeHO4HOW pekomneHcauuu [2, 8]. pu NOCTOAHHOM
npveme [-neHuumniaMmmHa CyToHHas 3KCKpeums Meau ¢ MOHOM
pefko npeebiwaet 1000 MKr, HO NMPU CaMOBOSIBHOM ero OTMeHe,
a 3aTeM npu NOBTOPHOM Ha3Ha4YeHUK NpenapaTta oHa MOXeT Ao-
cturatb 2000 mkr [2, 5, 20].

LMHK (okcua, cynbchat, auertaT) nogasnseT BcacsiBaHe Me-
ON B KULWLEYHWKE U MPUMEHSETCS Kak anbTepHaTMBHOe CpeacTBo
npu 6onesHn BunscoHa. B 1946 r. 66110 06Hapy>xeHO oTpuua-
TeNbHoe BAMSHWE LIMHKA Ha 6anaHc medu y Kpbic, B 1954 1. —
CHWXXEHMEe KOHLIEHTpauUMM Mean B NeYeHn y oBeL, Ha hoHe ave-
Tbl, 60raton UMHkoM. OCHOBOW OENCTBUS LMHKA CHUTAETCH WH-
OyLUMpOBaHWE CUHTE3a METaNNOTUOHWMHOB (MEOLCBA3LIBAIOWMX
6GEeIKOB) B 3MUTENTMN TOHKOW KULLKW W B renaTouutax, 4To npe-
NATCTBYET abcopbLuun Meay B NOPTaNbHYIO LIMPKYIAUMIO, yyY-
Las ee BbiBedeHMEe C Kanom n o6ecrneuvBas ee nepexoq B He-
TOKCUMYHOe cocTosiHue [15, 43, 44].

Mpenapat NpUHMMALIOT BHYTPL B NEPEpPbIBAX MEXAY npuema-
MU Nuw. PekomeHgyemas 0032 UMHKA Yy B3POCIbIX COCTaBA-
eT 50 Mr 3 pasa B fieHb, y AeTe n 6epeMeHHbIX — BABOE MEHb-
was (25 mr 3 pasa B AeHb). IDDEKTUBHOCTL NEHEHNS OLEHU-
B&IOT MO CYTOYHOM 3KCKPELMN MEAU C MOYOW. Tak Kak npu ne-
YeHUU LUMHKOM Mefb BbIBOOAUTCH 4eped KULLEYHUK, TO IKCKpe-
LUMsi ee C MOYOM OTpaXaeT cofepXaHue B OpraHu3Mme: rnpu He-
OOCTaTOYHOM OTBETE 3KCKpeLMsl OcTaeTcsl NOBLILIEHHOW (Bonee
125 MKr B cyT). KnuHU4Yeckun acbdekT OT NPUMEHEHNs Npena-
paToB LUUHKa pas3BMBaETCA AOCTATOYHO MEONIEHHO (4N CTUMY-
NAUMN CUHTE3a MEeTanNOTUOHMHOB B KULWIEYHMKE HEOOXOOUMO
1-2 Heg), NO3TOMY B Hadane fiedeHUs y 60JIbHbIX C BbIPAXEH-
HbIMU KNUHWUYECKUMU NPOSIBRIEHNsiIMKU 60ne3HM BunbcoHa obbiy-
HO MpUMeHsT [-NeHUuunNaMuH, 3ateM NepexodsT Ha LUHK,
TaK Kak B KayecTee NoAdepXUBaKLLen Tepanvm OH MeHee TOK-
cuyeH. Micnonb3oBaHue LMHKA PEKOMEHOYETCS Y MALMUEHTOB, He
VUMEIOLLIMX BbIPAXEHHBIX KITMHUYECKUX CUMNTOMOB, NPW Henepe-
HOCUMOCTW [1-NeHUUMNNamMuHa, y 6EPEMEHHBIX XEHLUMH C 60-
ne3Hblo BunbcoHa [45, 46].

BepoaTHOCTb NOGOYHBLIX peakuuin (ronoBHble 60NN, Xeny-
OOYHO-KULLIEYHbIe pacCcTPONCTBa) MOXHO YMEHBLIWUTL MCNONb-
30BaHMEM okcuaa, a He cynbdpara uuHka. OTmevarolueecs
WHOrAa Npu fieYeHUM LUHKOM MOBLILLEHWE YPOBHSA CbIBOPOTOY-
HOW aMunasbl 1 nMnasbl MOXET 6biTb O6YCNOBNEHO €ro BAUA-
HWEM Ha CUHTE3 3TUX (DEPMEHTOB, HO HE NOBPEXAEHWEM NOoA-
Xenyno4How xenesbl. He BbISIBNEHO CUHEPreTMYeckoro agde-
KTa LMHKA B KOMOWHALMK C XeNaTUPYIOLLMMK NpenapaTamu, u,
clefoBaTtensHo, OTCYTCTBYET OCHOBa AN UX COBMECTHOrO
npumeHeHns [47].

B 1969 r. J.Walshe B kauecTBe anstepHaTvesl [-neHnumnna-
MUHY BrepBble NPUMEHWUT TPUEHTUH (TPUITWUIEH TETPAMWUH Ou-
ruopoxnopua) y 605HOr0 ¢ MIMMYHOKOMIMTIEKCHEIM HEDPUTOM,
pasBuBLUMMCSH Ha hoHe nedeHus [-neHnumnnnammHom. 3T1o npe-
napar He MeHee 3(PHEKTUBHO, YeM [-NeHULMNNaMUH, CBA3LIBA-
€T 1 BbIBOOUT Medb C MOYOW npwn 60ne3Hn BunbcoHa. B 60nb-
LLIMHCTBE Cny4aeB BCE NOB60OYHbIE 3hdeKThl A-nenuumunnaMmya
Nnocne ero 0TMeHbI NPOXOAsT U He BO3OBHOBNAKOTCA NpW Npueme

n
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TpuenTuHa. CyTouHas [03a npenaparta cocTaensaeT 1-2 1 B Tpu
npuvema. Ha poHe neveHus TPUEHTUHOM, OCOBEHHO Y XEHLLWH,
MOXET pasBuThCA xenesofedmunTHas aHemusi, KOTopas Koppu-
rMpyeTcsa npenapartamu xenesa [9, 47].

Kpome TOro, npu 60ne3HM BunbcoHa NpUMEHSItOT TeTpaTuo-
MoOM6AaT aMMOHMA, KOTOPLIN CBA3LIBAET ME[b B KMLIEYHUKE,
nofiaBnaeT ee BcacbiBaHue, 06pasyer KOMMIIEKC C Meblo U anb-
6YMWHOM B CbIBOPOTKE KPOBU U NPENSaTCTBYET MNOCTYNNEHWUIO Me-
Av B renatouuthl. [lpenapaT Ha3Ha4aeTcs M3 pacueTa
600-1000 mr B cyT B iBa NpMema (45, 46]. OgHako Tuomonuéaa-
Tl NOAABNAOT PYHKLIMU KOCTHOrO MO3ra, B CBA3K C YEM OHU MNO-
Ka He PeKOMeHA0BaHb! AN NpUMeHeHuns y peten. Ao HacTosLe-
0 BPEMEHWU TPUEHTUH 1 TeTpaTMoMonubaaT aMMoHus B Poccunin-
cko Pepfepaummn He 3aperncTpupoBaHsbl [48, 49].

TpaHcnnaHTauuto nedeHun npu Gornezxn Bunecona Bbinon-
HAIOT NPU CNEQYIOLLMX NOKA3aHUAX:

* PAa3BUTUN (PYNbMUHAHTHOR NEYEHOYHOW HEJOCTaTOMHOCTY;

¢ HeahheKTUBHOCTU Tepanuu XenatopamMu Meau B Te4eHue
HECKOMNbKUX MEecALEB Yy NauueHToB € [EKOMNEeHCUPOBaHHbLIM
UMPPO30OM MeyeHu;

* BO3HUKHOBEHUW TSDKENOW NPOrpeccupytoLlen Ne4eHoYHoON He-
AOCTATOMHOCTW NPW CaMOCTOATENbHOM MPEKPALLEHUW fIEYEeHNS;

* NPOrpeccupyloLWmnx U HeobpaTUMbIX HEBPOSIOrMYECKUX Ha-
pywenusx [20, 50-52].

Nporuo3s y 6onbHLIX nNocne TpaHcnnaHTauuu neveHn 6naro-
npuATHLIA. B TeyeHne 1-2 mec nocne onepauny yny4uiaeTcs co-
CTOAIHWE NaLMEHTOB, PErpeccupyloT KIMHWMYECKUE CUMNTOMEI,
HOPManuayloTca nadopaTopHble nokasateny (YypoBeHb Lepyno-
NnasmMuHa 1 Megu B CbIBOPOTKE KPOBW, CYyTOYHAA 3KCKpeLUs Me-
LM ¢ Mo4oW). B pape cnyydaes 0TMeHeHO YMeHbLIEHWE BbIpaXeH-
HOCTW HEBPONOIrNM4EeCKMX NPOABNEHUIA U [axe NONHOE BOCCTaHO-
Bnexne Hesponorudeckux yHKUMA. Bce 3TO nogTBepxgaer,
4TO HapyuweHne MetTabonMamMa Meu accouMmpoBaHo ¢ npouec-
camu, NPOUCXO[ALLMMM B Nedenn [5, 53, 54].

Takum o6pasoM, 6onesHb BunbcoHa npefcTaBnseT co6owt
HacnencTeeHHoe 3abonesaHune, ANUTeNbHOE BpeMs NpoTekaro-
Lee NateHTHo. lMepBble KNMHUYECKWe CUMITOMbI MOSBAAKTCS
06bI4HO nocne 5 roga Xu3Hu pe6eHka. HavasnbHbIM nepuog 3a-
6oneeanunst y AeTel XxapaKTepUayeTcst CUMMNTOMamK Nopaxexus
neveHun, OTCYTCTBMEM HEBPONOrMYECKUX MPOSBIEHNA U KOMbLA
Kanzepa-Qriefiwepa, 4TO 3aTpygHAeT AMarHOCTUKY. BeinonHe-
HWe Komnnekca nadopaTopHbiX U MOPGONOrnyYeckux nccneqo-
BaHWA NO3BONAET CBOEBPEMEHHO YCTAaHOBUTL AnarHo3 6onesHu
BunbcoHa. PaHHee HasHaveHuWe naToreHeTU4eckoh Tepanuu,
Kak npasuo, CorMpoBOXAaETCH PErPeccoM KITMHAYECKUX MposiB-
NeHniA U npepoTtepallaeT OPMUPOBAHME UMPPO3a NeYeHw.
Y pAga 60nbHbIX KOHCEPBATUBHOE NeveHne HeaMEKTUBHO, YTO
0fycnosnmBaeT HeOGXOAMMOCTL NPOBEAEHUA onepauum TpaHc-
nnaHTauumu nedeHu.
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