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B cratbe npegctaBneHbl 0COBEHHOCTU KITMHUYECKOro TeveHus, TEMNOB d)OpMMpOBaHMFI LUppo3a rnevyeHn 1 NpUHUKNGLE Tepannn

Goneanu Bunkcona B AeTckoM Bo3pacTe. Mof HaGnopeHMen Haxoannuce 40 fieTelt ¢ GoneaHbio BunbcoHa B Bo3pacTe OT 7 o
17 net. [InarHo3 6one3nn BunbcoHa 61 yCTAHOBNEH NPU NEPBOA rocnuTanu3anyyny Ha CTaany Lipposa neveHn 'y 19 (47,5°/9) n3
40 naumenTos, ay 21 (52,5%) peGeHka Ha cTaguu XpoHuueckoro renarura. MNokasana atheKTUBHOCTL NATOreHeTUHECKON Te-
panum 60neann Bunscora v onpeaeneHs! NokasaHus K TPaHCMNAHTALMN NeveHn y JeTell ¢ AGKOMNEHCMPOBAHHBIM LIPPO3OM.
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5 onesHb BunbcoHa — penkoe HacneacTBEHHOE 3aboneBaHue,
XapaxkrepuaytoLieecs HapylueHuem metabonuama megu. B
€ro naToreHese BefyLLUYHO PONb UIPAET HapyLeHWe 3KCKPeuuu C
XENYbI 1 HAKOMNNEHWE MeaW B TOKCUHECKOW KOHLEHTpaLMn B ne-
YeHu, LIHC 1 B opyrux opraHax v TKausx, 4To o6ycnoant'fnaaeT no-
MMOPMU3M KNNMHUYECKUX nposieneHnn [1, 2]. 3abonesaHue Ha-
cnefyetca Mo ayTOCOMHO-PELIECCUBHOMY TUMY U PErMCTpUpYeTCst
¢ 1actoTton 1: 30 000. eH, OTBETCTBEHHbLIA 3@ pa3BuTUE 6ONE3HU
Bunkcona (ATP7B), HaxoauTcs Ha ArmHHOM nnese 13- XpoMoco-
Mbl. B HacTosLlee Bpems BbisBneHo 6oniee 200 pa3nunyHbIx MyTa-
Lni 3TOrO reHa. Havnbornee pacnpocTpaHeHHbie MyTaLuM oGHapy-
XeHbl B 14 1 15 ak30He 13- XpOMOCOMbI. TOT ¢hakT, YTo BO BCEX
uccnefoBaHHbIX nonynaumsax 6onesHe BunbcoHa ceazada ¢ 13-4
XPOMOCOMOW, Npeanonaraer, YTo pasfnnyHble MyTaLuM UMEHHO B
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The article presents features of clinical course, rate of forming of hepatocirrhosis, as well as principles of therapy of Wilson dis-
ease in children. 40 children aged from 7 to 17 years with Wilson disease have been observed. The diagnosis of Wilson dis-
ease was determined in first hospitalization in 19 (47,5%) patients at the stage of hepatocirrhosis and in 21 (52,5%) children at
the stage of chronic hepatitis. It was shown effectiveness of pathogenetic therapy of the Wilson disease and defined indications
for the liver transplantation in children with decompensated cirrhosis.
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3TOM JIOKYCe MOTyT OBbLACHSATbL KIIMHUYECKOE MHOroo6pasue 3a6o-
neaHus [3-5].

HavanbHble KnMHW4Yeckue nposienenus 6onesHn BunbcoHa Ba-
prabenbHbl U PEAKO BbIABAAIOTCS Y AeTen 4o 5-neTHero so3pacra
[6, 7]. MpenmyuiecTBeHHOE NOPaXeHWe TOro UMW MHOTO OpraHa 3a-
BMCWUT OT BO3pacTa naumneHTa. Y geten, B OCHOBHOM, AuarHoCTupy-
0T HapyleHna yHKUMUM NeYeHn (nedeHouHas doopma), HO Ha
2-M 1 3-M JECATUNETUN XU3HN NPEeBaNMPYIOT HEBPOMOrnYecKan
CUMNTOMATMKA M HapYLLEHWA NCUXUKKU (Hedponcuxmudeckas cop-
Ma), XOTs1 BOBMOXHO 1 Co4eTaHne o6enx coopM. [narHos 60nesHm
BunbcoHa ycTaHaenmesaeTcsl Ha OCHOBaHWM CHUXEHWA YPOBHS Lie-
pyronnasMuHa B CbIBOPOTKE KPOBW, MOBLILLIEHWA CYTOYHOW 3IKC-
Kpeuuu Meaun ¢ MOYoN, B TOM 4ucrie B npobe ¢ [J-nersvuunnamu-
HOM, Hanun4msa konbua Kailzepa—Pnenwepa Ha porosuue rnasa,
HEBPONOrMyeCKo CUMNTOMATUKKM (3KCTpanupaMuoHas HepocTa-
TOYHOCTL) [8—10].

Tepanus npu 6one3nn BunbcoHa gomkHa npofonkarscs B Te-
YEHWEe BCEW XW3HW NaumeHTa, T.K. ee npekpalLleHne MOXeT npuee-
CTU K 6bICTPbIM W HEOBpPaTUMBIM NEYEHOYHbIM U HEBPOSornYe-
CKM Hapywieruam [11-13]. MNpenapatom BeiGopa asnsetcs [-ne-
HULMIMNEMUH, KOTOPbIA CBA3LIRAET Meab U YBENNYUBAET €€ CYTOH-
HYtO 3KCKpeLmto ¢ MoYoi. Mpu HenepeHocumocTy O-neHuumnna-
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MWHA K B Ka4ecTBe NoafepXvBaioLLEe Tepanvv HasHavatoT npe-
napaTbl LMHKa (oKeup, cynbdbat, auetar). [porHo3 npu 601e3Hu
BunbcoHa 3asuCUT OT BpeEMEHW BbifiBMeHUsT 3a60NeBaHns 1 Hadva-
na Tepanun. bea nevenHvs 3a6oneBaHue NPorpeccupyeT v NprBo-
O1T K HeoBpaTUMbIM NEYEHOUHBIM WM HEBPONOTMHECKUM 3Me-
HEeHWAM C NocrnenyoLwmMM neTansHbIM ucxogom [14, 15].

CoBpemeHHbI 3Tan uayyenust 6onesHn BunbcoHa B Hallen
CTpaHe OTNAYAETCH MHOMMMM HEPELUEHHBIMW Bonpocamn, Jo Ha-
CTOSILLIEro BpemMeHu B Poccum HeQOCTaToOMHO LUMPOKO BHEAPEHL! B
KIIMHUYECKYIO MPakTuKy MeTodbl NadopaToOpHOW AOWMArHOCTWUKU
5TOM 60NesHu, NNOxo paspaboTaHbl NPUHLMMBI ee BbIABMEHUS Ha
DOKNMHUHECKOA CTaanu, He MPOBOANTCH LLIMPOKOrO MONEKYNApHO-
FEHETNHECKOro 06CneaoBaHu s, B TOM Y1CTIe 415t BbISICHEHWA reHe-
TUYECKUX MyTaLMiA, OBYCNORNMBAIOLLMX Pa3BUTUE 6ONE3HN Bunb-
coHa.

Liene HacTosiwero vccneposanvs — pa3pabotatb KpuTepuu
OMarHOCTUKU U U3YyYUTL TeyeHne 6one3Hn BunbcoHa B AETCKOM
BO3pacTe.

NaumeHTbI U MEeTOAbI

Mo HawvM HabnogexHveM Haxogunuce 40 geTen ¢ 6ones-
+bH0 BunbcoHa B BogpacTe oT 7 Ao 17 net. Bce 60nbHbIE B Teue-
Hue 1996-2003 rr. 661 rocnUTanM3npoBaHbl (HEKOTOPbIE — He-
OAHOKpaTHO) B renartonorndeckoe otaenenne HAW negmnatpum
HU3O PAMH ¢ paannyHeivmn Hanpasnstowmmmn guarHosamu: 60-
Ne3Hb BunbcoHa — 9, KpMNTOreHHbIN XPOHMYECKUIM renatut — 16,
ayTOMMMYHHbIA renatuT — 5, UMppPO3 NeYeHn HEACHOMU 3TUOSO-
rum — 10 naumeHToB. Cpean HUX 6610 22 Manbyuuka u 18 geso-
Yyek, CpedHU BO3PACT MALMEHTOB NPW NEPBOM MOCTYMNNEHWV B
Hauly KNuHuky coctaeun 12,6 + 2,1 ner.

Mpw ycraHoeneHun gvarHosa 6one3Hn BunbcoHa Mbl OCHOBBI-
Banvch Ha knaccutmkaumu J.Walshe (1983), Boigenstouei 6ec-
CMITOMHYIO, MEYEHOYHYH0, LiepebpanbHyto v CMeLUaHHYI0 hOpMmbI
3abonesaHus [6]. Ha ocHoBaHuM 3ToW knaccudukaumu y 30 60nb-
HbIX C MpPU3HAKaMU NopaXkeHusi nedveHy 6bina AUarHoCTUpPOBaHa
neveHo4Has, a y 10 ¢ KIIMHUKOW COMETAHHOrO MOpaXeHWs neYveHn
W UEHTPansHOM HEPBHOW CUCTEMBI — CMelliaHHasn dopma 3abone-
BaHUA.

Bcem petam, noctynuBlLMM B CTaumoHap, NpoBOAMIM KOMI-
NEKCHOEe KNMUHWKO-nabopaTtopHoe o6cnegoBaHve. KNMHUYECKoe U
Bnoxummnyeckoe nccnefoBaHve KpoBu NPOBOOMIN B KNUHWUKO-Te-
maronormyeckoit naéopartopuu (3as. — npod. [.A.Topybaposa) n
B 51laboparopmm KIMHUYeckomn 6moxmmmu (3ae. — npodp. M.M.Baka-
HOB); cofepXXaHne MMMyHOrnobynmMHoB knaccos A, M, G B CbIBO-
POTKe KpoBM onpegensamm B nadbopartopum MMMYHONOrMM M Mone-
KYNAPHO AnarHocTukv (3as. — npodp. B.B.BoTteMHbEBA); Mapkepbi
BMpYCHbIX renatutoB B u C onpegensnu meTogom vMmyHodep-
MEHTHOro aHammaa B nabopatopvy KIMHWHECKOW BUPYCONOruv 1
Ceponorv4eckon amarHoCctuku (3ae. — npodp. T.6.CeHuora) HAN
nepvatpumn HU3L PAMH. Hanuuve [JHK HBV n PHK HCV B cbI-
BOPOTKE KPOBU UCCNEAOBAM METOLAOM NONMUMMEPASHON LENHOM pe-
akuum B nadbopaTopuy MONEKYNAPHOW AMarHOCTMKK (3aB. — npod.
r.A.Wwvnynvr) UHAW snvpemuonorum M3 P®. Onpegenenve ay-
ToaHTUTEN (ANA, SMA) B CbIBOPOTKE KPOBW METOLOM HEMPSIMOW
UMMYHOIIOOPECLEHLMW MPOU3BOAMIM B NlabopaTtopuv UIMMYHO-
normm (3as. — npod. A.N.CnepaHckuin) HUN pesmaTonorum
PAMH. CyTO4HYI0 3KCKpeLumio Meaun ¢ MO4oW 1 B npobe ¢ [-neHun-
LMNIaMMHOM, a TakxXe KONMYeCTBEHHOE onpeseneHne Meau B TKa-

L

HY MeYeHV NPOBOANIN METOAOM CNEKTPOOTOMETPUN Ha aTOMHO-
a6CcopbUMOHHOM CneKTpothoTOMETPE B 1aboparopun 6UoXMmMmnm
(3aB. — 0.6.H. N.MN.KysbmuHa) HAM Tpypa PAMH.

YnbTpas3eykoBoe UCCreqoBaHue opraHoB OPIOWLHOW MOMoCTU
NPOM3BOANIN B OTAENEHUM YNBTPA3BYKOBOM OMArHOCTMKM (3aB. —
npodp. WN.B.[lBopsakoeckuit) Ha annapatax Aloka SSD-680 u
SSD-1700, 330tharoractpoayoneHOCKONUI0 — B SHOOCKONMNHECKOM
otgenenum (3ae. — npod. N.J1.lLep6akos) HAM negunatpmm HU3L
PAMH.

KnuHnyeckue nposBneHvs NopaXeHus LieHTPasnibHOW HepBHOW
CVCTEMBI Y NauMeHToB ¢ GonesHbio BunbcoHa oueHvsanu ¢ yya-
CTMeM COTPYAHVKOB MCUXOHEBPOSIOrMYECKOro OTAeNeHus (3as. —
npod. O.M.Macnoga); anexktpoaHuedanorpaduio (330 nposoam-
N Ha KOMMBIOTEPHOM anekTpoaHuedanorpacde Medelec B oToe-
neHun OYHKUMOHANBHOW OVAarHOCTUKV W Tepanuu (3aB. — nNpod.
0.0 JlykuHa) HAN neamatpvv HLI3 PAMH.

MyHKUMOHHaA 6uoncus nedeHn 6bina npoussefeHa y 28 us
40 naumeHToB. Mopdonornyeckoe vccnegoBanne 6UONTaToB y
24 600NbHbIX 6bIN0 NPOBEOEHO B NATONOroaHaTOMUYECKOW Nado-
patopuv (3ae. — npod. A.lTananaes) HUW negvatpun HL3]
PAMH, 1 y 4 — B ne4eBHbIX YHPEXOEHUAX MO MECTY XUTENLCTEA.
Hapsgy ¢ Ka4eCTBEHHOM XapaKkTepUCTUKOA CTPYKTYPHBIX N3MeHe-
HWA Nedenn y 22 peTedt 6611 onpegeneH UHAEKC rMCTONOrMYEcKon
aKTUBHOCTM KHoZenns. 3TOT MHAEKC YYUTbIBAET BblPaXXeHHOCTb
FUCTONOMMYECKON aKTUBHOCTU (NepunopTansHOro 1 MOCTOBUAHO-
ro HEKPO3OB, BHYTPMAONEKOBOW iereHepaummn 1 04aroBblx HEKpPo-
30B, NopTanbHOro BocnaneHus). CeAsb MeXay aKTMBHOCTLIO XpO-
HMYECKOro BOCMANIMTESNIbHOIro Npouecca B TKaHW NeHeHn N UHOEeK-
COM TUCTONOrMYECKOW akTUBHOCTU (6€3 ydeTa BbIpaXeHHOCTU
(h1bpo3a) OLeHVBANN C YHETOM TOro, 4To uHaekc KHogenns ot 1
[0 3 6annos coOTBETCTBYET MUHUMANBHOW, OT 4 0 8 — HU3KOR,
0T 9 Ao 12 — ymepeHHoM, 0T 13 o 18 — BLICOKOW aKTUBHOCTU MPO-
uecca [3, 16].

MonekynsapHo-reHeTM4eckoe uccnefoBaHMe o6pasuos Kposu
GONbHBIX U UX POACTBEHHVKOB GbINO BbINONHEHO Ha 6a3e otaena
MONEKYNAPHLIX OCHOB FEeHETUKMN Yenoseka VIHCTUTYTa Monekynsip-
How reHeTukun PAH (3aB. — npod. C.A.llumbopckas).

B xoge viccnegosaHus Hamm 6eino obcnegoBaHo 40 poacTBeH-
HWKOB NauneHTOB C GonesHblo BunbcoHa (26 poguTtened w
14 6paTbeB Wwnu cecTep, BO3pacT CUGCOB coctaeun oT 9 Ao
23 nert). CamoMyBCTBME poguTeneit n cMbcoB ObINTO YO0BNETBOPU-
TenbHbIM. B pesynstate obcnepnosanus y 8 (57,1%) na 14 obene-
[OBaHHbIX CUOCOB HaAMU BrepBkie Obin yCTaHOBNEH anarHos 60-
ne3ny BunscoHa (y 7 BbiIBAIM renatoMerammio, y 8 — CHUXeHue
YPOBHS LIepYNonnasmmHa, noBkILLEHNE CYTOHHOM SKCKpeLmm megn
C MOYOM, U3MEHERME NAPEHXMUMbI NMEHEHW NPU YNETPA3BYKOBOM WUC-
cnefjoBanuy, y 2 6bina nokilleHa akTmeHocTs AT u ACT). B Ha-
CTosiLLee BPeMs 3TW MauMeHTbl NOAyYaloT NaToreHeTUHECKYIO Te-
panmio 1 HaXo4ATCA Nog MEOVLMHCKUM HabMoOgeHNEM.

MatemaTtundeckyto 06paboTKy NOMyHEHHbIX PESYSLTATOB OCY-
LLECTBANM C MOMOLLLH0 KOMIBIOTEPHBLIX APOrpaMM MeTodammn ma-
TEMaTUHECKOW CTATUCTUKKM C PACHETOM CpeaHero apugMeTniecKo-
ro 3Had4eHvs (M) 1 ctaHOapTHOrO OTKNOHEHuA (J). [JoCTOBEPHOCTL
Paznuynii Mexay KONMHECTBeHHBIMW MoKa3aTensiMv BbIMUCIIANN C
ucnons3oBaHneM Kputepus CTeogeHTa, pesynsTaTel CHUTaNM cTa-
TUCTUHECKW JOCTOBEPHbIMK Mpy p < 0,05. [ins ycTaHoBNeHus B3a-
VMOCBA3M MeXay U3y4aeMbIM1 napameTpamuy NPUMEHANN Koppe-
NALNOHHBIN aHaN3. [Ans CpaBHUTENBHOW XapaKTEPUCTUKK GbIn UC-
NoNb30BaH NakeT NpuKIagHsbIx nporpamm STATISTICA-6.



KnuHuueckas kapTuHa v TeyeHue Bone3nn BunbcoHa y peten

Pe3yl'lb'l'a'l'bl nccnenqoBaHUA U UX o6cy)|me|-me

Kak yxe 6b1no ckasaHo, cpeau Habnogaembix HaMmn 40 neTel ¢
60ne3Hblo0 BUnbCoHa 4MCno Manb4MKoB U AeBoHeK 6bino npumep-
HO OAMHaKOBbIM (22 U 18 COOTBETCTBEHHO). Kakux-nMbo pasnu4mi
B KIUHWUYECKON KApTUHE B 3aBUCUMOCTU OT nona NauneHToB BbifB-
neHo He 6bIno. MNepBble KNMMHUYECKUE NPOosABNeHUs 3abonesaHna y
8 60nbHbIX HAGNHAANUCH B Bo3pacTte 5-7 net, y 12 -8 7-10 neT, y
14 —B 10-14 neT ny 6 — nocne 14 net. CpegHuin BO3PacCT BbisBIIe-
HUA Ha4anbHBIX CMMNTOMOB 60ne3Hn coctaun 9,5 + 2,8 ner.

Y 4 getei nepsoi MaHudecTauvein GoneaHn Bunscora 6bino
pasBUTE FEMONTUTUHECKOrO KpK3a, CONPOBOXAABLIEr0cs aHeMuen
1 HenpsIMoi BUnNMpybuHemMKed, B BospacTe 9—15 net. Y ocTarbHbIX

NMauueHTOB NEepBble KINMHU4ECKME CUMNTOMbI, CBUOETENLCTBYHO-
e O Hann4Ynn 3adofesanms, b UNn HecneudnHecknmMm, nnm

BbISBMANUCE NP cryHaHom obcriegosaHun. Tak, y 19 geTei 6bim
OBHapyXeHbl ANCNENTUHECKUE UK acTEHUYECKUE ABNeHns, y 7 —
4acTble HOCOBbIE KpoBoTEueHus, ¥ 17 —renaromeranus, y 8 —cnne-
Homeranus, y 14 — nosiBNeHWe OTEKOB UMK acumTa.

Y Tpex 60flbHbix B BazpacTe 7—13 et Obin BLIABAEH aKcTpanu-
pamungHbIii CUHAPOM MpKU o6cnegoBaHMn No NOBOLY HEBPONorv-
YECKWX NPOSIBIEHUA (HENPOW3BOSbHBIE UM 3aMeNeHHbIe ABNXe-
HWs1, MOAeprmBaHNe MUMUHECKON MyCKynaTypbl U Ne4eBoro nos-
ca, 3aMefNeHHOCTb peYu).

Y NATW NaumeHTos cnMnToMbl 6051e3HU BunbcoHa 6binu Boisiene-
Hbl NOCne 06CNefoBaHNs, CBA3AHHOMO € 3TUM 3aboreBaHneM y 61mna-
KX POACTBEHHUKOB. Y HacTy feTtemt 6110 06HapyXeHO NoBbILLeHWe
akTmBHocTn AJTT, ACT 1 ypoBHS GUNMPY6GUHa B CuiBOPOTKe kposu. C
[MarHo30M ayTOMMMYHHBIA renatiT AnuTensHoe Bpems Habniopa-
ek 5 feten, U3 HUX Tpoe MONyHaTn UMMYHOCYTPECCUBHYIO MM
CUMITOMAaTUYECKYIO Tepanuio 6€3 CYLLIECTBEHHbIX Pe3ysTaTOoB.

Takum obpaszom, nuub y 4 (10%) n3 40 naumeHToB ¢ 60Ne3HbLI0
BunbcoHa B BospacTte 9—15 net oTMeqanacs ocTpas MaHudecTa-
uMs Npouecca B BUAE reMONUTUHECKOro Kpuaa. Y ocTanbHbIX 36
(90%) peTeit 3a6oneBaHue NPOTEKANo B TEYEHUE MHOMAX NeT Nna-
TEHTHO, 6€3 fIBHbIX NPWM3HaKoB NopaXXeHnst neveHn unn LIHC.

Cnegyert Takxe OTMETUTb, 4YTO TONMbLKO Tpoe (7,5%) aeTtei ume-
NN Ha4aslbHble MPU3HAKU HEBPOJIOrMHYECKUX pacCTPoOACTB, a y
onblumHeTBa (92,5%) Npy NepBUHHOM obpalleHn NpeBanvpoBa-
JIN NeYeHoUHLIe cUMNTOMb! BonesHu. 31o coenagaeTt ¢ paHHbIMU
nmMTepaTypbl, GOrNAacHO KOTOPbLIM Y [ETEN, KaK Npasunno, neYeHoq-
Hble NposABieHNA 6oNe3Hn BUNbCoHa Ha MHOrO NET OmEPEXAlT
HeBposnornyeckume [17].

Mpy nocTyrneHnn B KIIMHUKY NMPOACIKUTENBHOCTE MEOULINH-
CKOro HabnaeHus 3a naumeHTamm coctaensna oT 3 Mecsues Ao
8 net, B cpegHem — 3,0 + 1,5 neT. CocTosiHMe 18 peTeit pacLeHu-
Banocb Kak Tshkenoe, 22 — Kak cpeaHe-Taxenoe. B xoge koMmn-
JIeKCHOro 06GrepoBaHmns y Bcex 40 60MbHbIX Bbl1a AUarHOCTUPO-
BaHa 6oneaHb BunbcoHa, ns Hux y 19 — Ha ctagnm cchopmmpoBan-
HOro uMppo3sa neveHn. CpeaHuiA BO3pacT geTed Npu ycTtaHoBne-
HWUKW gnarHosa cocrtaeun 12,3 + 2,1 ner.

Y 60nbLIMHCTBA AETei Npy NOCTYNMEHNW OTMEHanu aucnenTu-
YecKMe ABNEHUA, aCTEHUHECKUE PEaKLMK, Y HacTW — UKTEPUHHOCTL
KOXW U cKIep, TeneaHrnokTasum Ha nuue u KoHevHoctsx. Y 35 na-
LIMEHTOB BbIABWIW rernaromeranuio, y 22 — cnneHomeranwvio, y 11
— OTeKu 1 acumT (Taén. 1). MapkepoB supycHoro renatuta B u C
He OOHAPY>XEHO HU Y OAHOro U3 NaLMEHTOB.

V Bcex 40 nauueHToR 0TMEYEHO MUHUMASIBHOE WY YyMepeHHoe
NMoBbILLEHNE aKTMBHOCTU TpaHcaMuHas, a y 38 — CHUXeHue KOH-

Tabnvua 1. OCHOBHBIE KNIMHUYECKUe CUMNTOMBI Y AeTeN ¢ 60Ne3HbIO
Bunbcona (n = 40)

MNokazatenu B nepuop HayansHsIx MMpu nocTynneHum
KITMHAYECKNX B KIVHWKY W YCTAHOBNEHUH
nposBNeHni avarHosa 6B

Boapact 9,5+ 28 ner 12,3 £2,1 net

NiucnenTtuyeckue fRnNeHus 11 20

ACTEHNYECKUIA CUHAPOM 8 25

TeMONTUTUYECKIA KpU3 4 2

MKTepUYHOCTL KOXU U CKNep 10 15

CocyaucTble 3BE3R0HKM 9 28

Hocosble KpoBOTeUEHMA 7 6

ACUMT, OTEKM 14 11

MNeyeHs:

He nanbnupyeTcs HET AaHHbIX 5
BbICTYNaeT 13 nofpebepen
Ha 1-2 cM 3 10
Ha 2-3 M 10 22
Ha 4~5 cm 4 3
CeneaeHka:
He manbnupyeTtcs HET AaHHbIX 18
BbICTYNAeT 13 noapedepwn
Ha 1-2 ¢cm HET AaHHbIX 13
Ha 3-5 cM 6 6
Ha 6-13 c™ 2 3

LIEHTpaLWW Lepynonna3mmHa B CbIBOPOTKE KpoBW. YPOBEHb Liepy-
nonnasmuHa 6bIn CHYXEH, B cpeaHem, fo 7,8 + 4,3 mr/an, npu
3TOM HE06XoMMO OTMETUTBL, YTO Y ABOUX (5%) AeTer uepyno-
nIasmuH Bblil HA HWKHEN rpaHuue HOpMbl. VI3BECTHO, YTO HOP-
MarbHas KOHLEHTpaLus LepynonnasmvHa MoXeT BbISIBIIATLCS Y
15% nauneHToB ¢ 60ne3Hb BrnibcoHa. 9TO CBA3aHO € TeM, YTo
LiepynonnasmuH fAsnsieTcs 6enkom 0CTPON hasbl U NMPU BbIpakeH-
HbIX BOCMANUTENBbHBIX M3MEHEHUSX B MEYEHN €ro CUHTE3 YBENU4M-
Baetcs [1].

Copgep»aHue megu B CbIBOPOTKE KPOBU Bblf1 HOPMaribHbIM y BCex
60MbHbIX. BaXHbIM OWArHOCTUHECKMM KPUTEPUEM SBNAETCA ypo-
BEHb 6a3anbHOW IKCKpeuun Mean ¢ MOYOW: ero NoBblleHne oTMe-
4arnock y Bcex 6onbHbIX (B cpepHeM, A0 237,2 + 232,3 MKr/cyT npu
Hopme Ao 50 MKr/cyT). Peskoe noBbiLLEHWE 3TOMO nokKasaresns oTme-
Yanoce NpW NPOBEREHUM Harpysku ¢ O-neHvumriiammHoMm — fo
2321,5 + 1526,1 MKr/cyT (Npu Hopme 600-800 MKr/cyT). MiameHeHwe
CofepXaHunsa Meaun B MoUe sIBAETCA OQHUM U3 Hanbonee 3Ha4MMbIX
apryMeHTOB B Nosb3y 60neaHn BunbCcoHa 1 Cny>XuT XopoLLMM noka-
3aTenieM KOHTposs aththeKTUBHOCTU Tepanum (Taén. 2) [1, 3].

IlocToBepHOW KOPPENALMOHHON CBA3WM Mexady aKTMBHOCTbLIO
TpaHcaMuHas, ypOBHEM LiepynonnasMnHa B CbiIBOPOTKE KPOBW MU
C CYTOYHOW IKCKpeLmenhn Meay ¢ MOHON 0BHapyXeHO He 6bIo.

Mpu yneTPa3ByKOBOM MCCIEQOBAHWN OpraHoB BptoLLHOM Nono-
CTW o6paLLano BHUMaHwe oCTOBEepHOe yBenuyeHne obenx gonemn
neyYeHu B rpynne geTen ¢ XpOHUYECKUM renaTtmuToM U CENe3eHKn y
NnaLmMeHToB ¢ LMpPO30M nedeHn. MNMapeHxmma sTux opraHos 6bina
HEOQHOPOAHOW, MMMNEeP3aX0reHHoM 3@ CHET MHOXECTBEHHbIX, Mes-
KWX, Pa3NMYHbIX MO 3XOreHHOCTW CUrHanoB. Y 60SbHBIX C LMPpPo-
30M MNe4eHn BbISBANN TUNEpaXoreHHble y4acTkU («yanbi») pas-
JMYHBIX PA3MEPOB, CMIEHOMEranmio, paclumpeHne CTeona u Bet-
Beli BOPOTHOW W Ceie3eHOYHOM BEH.

Mopthonornyeckan oueHka BbIP@XEHHOCTM M3MEHEHWUIA TKaHW
neYeHn NPy ee NyHKLUMOHHOM Buoncun y 22 u3 28 aeten 6bina npo-
BefleHa C UCnonb3oBaHnemM nHagekca KHogenns. Pesynsrartbl Mop-
hONOrM4eCKoro UccregoBaHus nokasanu, YTo NMPU3HAKU XPOHK-
YeCcKOoro renarnTa MUHUMasbHOW aKTUBHOCTU MMENN MeCcTo y 7,
HW3KOW — ¥ 9, yMepeHHon — y 3 U3 22 06cneqoeatHbIxX 60SbHbIX;
BOCNaSIMTESNbHLIE U3MEHEHUA OTCYTCTBOBANM y 3 AETEN.
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Tabnvua 2. JlaGopatopHbie nokasaTtenu y aeted ¢ 60nesHblo
BunbcoHna (n = 40)
Mokasatenu Hopma B nepwoa Mpw
Ha4anbHbIX nocTynneHM
KITUHAYECKUX B KITMHUKY
NPOABMEHAN
SputpouuTel (10°n) 42-47 36+06 43+08
Hb (r/n) 116-135 111,4 + 18,1 126,6 + 19,6
TpomboumTei (10°n) 200-400 150,3 + 81,7 192,9 + 100,6
CO3 (Mm/4) 2-10 7137 8693
BunupyBuH obwmin (MkMonb/m)  2-15 69,8 +50,2 28,8+425
061umi 6enok (r/n) 65-83 63,959 69,0+ 125
ANT (eg/n) 10-40 110,0 + 104,9 130,8 + 116,5
ACT (en/n) 10-42 80,2 £73,3 89,2 £ 52,1
AnbGymuHel (%) 50-55 384+70 439482
Y-rno6ynuHb (%) 15-20 39,0 £12,0 27598
Lo (eg/n) 40-550 5030+ 4218  342,1+270,2
ITT (en/n) 12-40 66,0 + 26,8 39,4 +30,6
Menb B CLIBOPOTKE KPOBU 12-32 HET JaHHbIX 14,8 £4,7
(MKmOnb/N)
Lepynonnasmut (Mr/an) 17-40 154 + 0,4 7843
MpOTPOMEUHOBBIA UHAEKE (%)  85-105 64,2+ 175 614 +26,6
Ig A (Mr%) 43-149 237,0+£1952 2260+ 1628
g M (Mro%) 90-111 362,5+ 23,3 236,7 + 198,6
lg G (Mr%) 1035-1100 12155+ 1209 1578,6 + 883,3
CyTouHas SKCKpeums Meau <50 HET AaHHbIX 237,2+232,3
€ MOYOM (MKr/cyT)
CyTo4HaA IKCKPELWs Meau 600-800 HET JaHHbIX 2321,5 £ 1526,1
€ MOYO# B npobe
¢ J-nernumnnaMmuHom

uMKI'/CyT)

Mopdonoruyeckas kapTuHa urbposa neveHun 6bina BobifBEHa
y 18 13 28 naumeHTOB: NOPTO-NOPTasbHBLIA hnbpPO3 — Y 3, HUOPO3
nopTanbHbIX TPakToB — y 10, NOpPTO-UeHTpanbHbIin hubpos — y
5 peten. Y 7 n3 28 60nbHbIX 661K BbiSBNEHLI MOpdonorn4eckme
Npu3Hakn LmMppo3a neyenu. Y geter ¢ ombpo3oM Wim LMppoO3oM
neYeHn oTMeYanace MUHUManbHas UM HA3Kas rMCTONorn4eckas
aKTUBHOCTb rpouecca.

Takum 06pas3oMm, cpean MopoNoOrMHECKUX U3MEHEHWI TKaHW
neyenu y getei ¢ 6onesHbio Bunbcona npeobnaganv MuHMManb-
Has 1 HW3Kas BOCManuTeNbHas akTUBHOCTE C BbICOKUM YPOBHEM
dopMupoBaHms hnbposa u LMppo3a NeYeHu.

Okpacka 17 61onTaToB pyGeaHoBOW KACIOTOW Ha onpeaeneHe
[ENO3UTOB Meau BbISBUSIA NONOXUTENbHYIO PEAKLMIO B 7 CRy4asX.
KonuyecTtBeHHoe onpefieneHve Meam B 6uonTarte GbiNo NposefeHo
y 10 nauneHTOB, N3 HAX y 5 6bINO OBHAPYXXEHO NOBLILLEHWE ee CO-
AepxaHua B TKaHW NeYenn (B cpegHem — 505,8 + 221,9 yu(r/r npm
Hopme He 6oree 250 MKr Meoy Ha rpamM Cyxoro BeLLecTBa).

Y 12 naumeHToB B CBA3N C TAXENbIM O6LLIMM COCTOSHUEM W Ha-
JIM4MEM NPOTUBONOKA3aHNA MyHKUMOHHAA BUOMNCKUA MeveHn Npo-
n3BefieHa He 6bina. Tem He MeHee, Y 3TUX B0JIbHBIX MOXHO 6bIN0
roOBOPUTL O (POPMMPOBAHMM LIMPPO3a NEYEHU HA OCHOBAHUW K-
HWKO-NabopaTopHbIX AaHHbIX: BbIpaKEHHasi renaTtocnsiieHoMera-
nvs, pacLIMpeHne BEHO3HOW CeTU Ha NepeaHel NOBEepPXHOCTU XK-
BOTa, acum1T, OTEKWN, CHUXEHWE YPOBHA TPOMBOLMTOB M NMPOTPOM-
B6UHOBOrO MHAEKCA (HWXe 50%), YPOBHS anbByMMHOR B CHIBOPOTKE
KpoBK Hxe 40%, paclumpeHue cTBona BOPOTHOW M CENe3eHo4HON
BEH, BapMKO3HOE paclLUpeHWe BEH NyLLeBoda.

Takum o6pasom, y 19 (47,5%) u3 40 HabnogaeMbIx Hamu geTtei
¢ 6onesHbio BunbcoHa anarHo3 uvppo3a neyery Gbin yCTaHOBNEH
y>Xe Npu NepBOM MOCTYNNEeHWU B KNUHWKY, v 21 (52,5%) peberka
UMesIMCb NPU3HAKWU XPOHUYECKOro renatunta, Ho 6e3 nepexoaa B
LiPpO3 neyeHu.

CpefdHuii BO3pacT YCTaHOBMEHUS KITMHWKO-NabopaTOpHOro
Wy MOpAHONOrM4EcKoro anarHosa LmMppoaa nedexn y Habnoaa-

eMbIx feter coctasun 11,8 + 2,1 net. Yacrora BbISIBNEHUS LIMPPO-
3a rneyeHun y nauyueHToB ¢ 60ne3Hbl0 BunbcoHa ¢ Bo3pacToM yBe-
nu4msanack. Tak KnuMHU4eckue unnmu mMopdonornieckue NpuaHa-
Ky LMppo3a nevenHn 6binn oBHapy@eHb! y 3 13 20 60onbHbIX B BO3-
pacte 7-10 net ny 16 u3 20 B Bodpacte 10-17 ner (p < 0,05).

Mony4eHHble HaMK gaHHbIe CBULETENLCTBYHOT O TOM, YTO 60-
nesHb BunbcoHa y peter xapaxktepusyercs HebnaronpusTHbIM
NPOrpeccupyolMMm TeHeHneM ¢ hopMMpPOBaHWEM LIMPPO3a Neve-
HW, YacToTa KOTOPOro Bo3pacTaeT C rofamu, a 3Ha4umT ~ 1 ¢ Npo-
OOMKUTENLHOCTLIO 60Me3HN.

B rpynne geTen ¢ uMppo30M NeYeHn NO CPaBHEHWIO C IpynMnon
6OMbHLIX C XPOHWUYECKUM renaTtuToOM ObIfo BbISIBIEHO CTATUCTW-
4yeckun goctoBepHoe (p < 0,05) yBenuydeHne cofepXaHus obLLero
6unmpybuHa, ypoBHs raMMa-rnobyrnuHoB 1 UMMYHOr106ynmHoB G,
CYTOYHOW 3KCKPeLun Megm ¢ MoHol 1 B Npobe ¢ O-neHuumnnamm-
HOM, CHWXEHWE YpOBHS obLero 6enka 1 nNpoTPOMOBUHOBOrO WH-
fdekca. AktusHocTe AlT 6bina goctoBepHo (p < 0,05) Bbiwe 8
rpynne getei ¢ XpoHWHECKUM renatuTtom. KOHLIeHTpaLms CbiBOpO-
TOYHOTrO Liepynonsia3MuHa He 3aBucena oT CTagun pasBuTnsa xpo-
HWU4YECKOro BOCManuUTeNnbHOro npouecca B neyeHn (bubpos mnm
umppo3s) (Taén. 3).

Mmenacb [ocToBepHas 3aBMCUMOCTb MeXAY BbIBMNEHWMEM
Konbla Kainsepa—®neiepa n Hanu4nem Lmppo3sa neyeHu y ae-
Ten ¢ 6onesHblo BunbcoHa. 3TOT CUMNTOM MMEn MecTo
y 15 (37,5%) 13 40 HabmogaemMbix Hamu 60JbHbIX, HO MpU 3TOM
y 10 (52,6%) n3 19 ¢ UMpPpPO30OM NeYeHu v nuwb y 5 (23,8%) ns 21
C XPOHWUYECKMM renaTuToM 663 NpU3HakoB LmMppo3a (p < 0,05).

Y Bcex Habnopgaembix neten Mol o6cnegosany LHC ¢ uensio
onpegeneHust KMIMHUYECKUX CUMMTOMOB ee NopaxeHus. PeaynsTa-
Thbl 06crienoBaHnst No3BoNMnKW guarHoctupoeath y 10 U3 40 601b-
HbIX cMeLLlaHHyto hopMy 6onesHu BunbcoHa: codeTanne nopaxe-
HUA NeyeHn (Y 4 — uMpPOo3 NEYeHH, y 6 — XPOHUHECKUIA renaTuT) 1
L{HC (npuaHak4 3kCTpanupaMuaHoro CUHApOMa PasHOW cTeneHw
BbIDaXXEHHOCTH).

Y 5 13 10 60nbHbIX C HEBPOIOTMYECKUMU NMPOABIIEHUAMMN OTME-
YeHbl 3Ha4MTENbHble OBLLEMO3rOBbIE W MCUXOIMOLIMOHASIbHBIE
pacCcTPOUCTBA (OenpeccrBHbIN (DOH HACTPOEHUA, HAPYLLIEHUA CHa,
yXyOLWeHWe BHUMAHWS, NaMsTW, CHWKEHWE KOTHWUTUBHBLIX (DYHK-
UMI), @ TaKXe U3MEHEHN CO CTOPOHbI YepenHo-MOo3roBbiX Hep-

Ta6nuua 3. JlabopaTopHbie Nnoka3aTenu y getei ¢ 6one3Hbto Bunb-

COHa Ha CTaAMKn XPOHMYECKOIro renatuTa Unmu LMppo3a nevyeHu
IaGopatopHele nokasateny Hopma XpoHudeckuid  Linppos neyeny

renatur (n = 21) (n=19)

Bunupy6un o6l (Mkvons/ny - 2-15 15,0 £ 4,1 434 +57.9*
O6wmi 6enox (r/n) 65-83 73950 63,6 + 5,9*
Anb6yMuHBI (%) 50-55 462+76 415+82
FamMma-rno6ynuHbl (%) 15-20 21,949 33,8 £10,1*
TpomboumTsl (10%n) 150-450 262,7+71,2 1155 £ 65,5
IgG (Mro) 1035-1100  1249,0 + 504,9 1996,1 + 1084,9*
IMpoTpoMEKHOBLI MHaEKE (%)  85-105 73,6+270 48,4 + 19,6*
ITT (en/n) 12-40 281+234 32,8208
LW (ep/n) 40-550 2919+ 1095 4122+ 4208
ANT (ep/n) 10-40 181,1 £ 1410 75,3 + 33,9*
ACT (en/n) 10-42 97,3+ 66,0 80,3+275
LepynonnasmuH (mr/gn) 17-40 70+48 884135
Megb B CbIBOPOTKE KpOBM 12-32 141+32 159+ 6,3
(mKmons/n)
CyTo4HAR SKCKPELWs Meau <50 191,1£24 352,3 + 302,8"
C MOMOM (MKT/CyT)
CyTO4HasA 3KCKpeLuua Meau 600-800 1933,1 + 882,1 2709,5 + 1566,6*
€ MOY0/ B npo6e
¢ O-nesvumnnamurom (mxr/cyT)
"[OCTOBEPHbIC Pasmuyuns mexgy rpynnamu (p < 0,05).
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BOB: FOPU30HTaMbHbIA HUCTArM, HEAOCTATOMHOCTb KOHBEpPreHLMM
1 aKKoMoaLUmK, HapyLLeHWe MHHepBaLmMn NMLEeBoro Hepsa Mo ne-
puepuryeckomy Tvny, ancoHUs, OU3apTpus, 3aMmensieHne peyu.
B mBuratenbHoi cchepe 6b1n BbIABNEHbI OPaAUKUHESNS, PA3HO-
obpasHble rmnepkuHessl (xopeedopMHble, aTeTonaHbIe, TOPCUOH-
Hble, ApoXaTefbHble), CTAaTOKUHETUHECKUIA TPeMop, M3MEHeHne
MbILLEYHOrO TOHYCa MO IKCTPanMpamMugHoOMy TUrMy («BOCKOBas pu-
TMOHOCTL» WU «3y64aToe Koneco»), runeppednekcus, naronory-
Yyeckue pedinekcsl BabuHckoro, Pocconumo, OnneHrerima; oTme-
YeHbl TEHAEHUUS K POPMUPOBaHMIO KOHTPAKTYp B KPYMHbIX CycTa-
BaXx, HapyLUEHWA 0CaHKN U Moxopku. Y 4 U3 5 feTein BbipaXeHHble
HEBPOSIOFMYECKME paccTporCcTBa CoYeTanck € NpU3HaKamu
CchOPMUPOBaAHHOTO LIMPPO3a MeveHK.

30l -uccnenoeanne, nposedeHHoe y 38 U3 40 naLMeHToB, no-
Kasaro, YTO XapakTep W BbIPaXEHHOCTb M3MEHEeHUIA 3aBUCAT OT
chopMbl 60Me3Hn Bunbcora. Tak, HapyLLEHWA KOPKOBOW PUTMUKK,
NOKANBHLIE MPPUTATMBHBIE PACCTPONCTBA, M3MEHEHWA (yHKLAN

CPEeOMHHBLIX MO3rOBbLIX CTPYKTYP Yallle BbISBMANMCH NPpU cMeliaH-
HoW (6 13 9 6OMbHBbIX), YeM MPU NeHeHo4YHOW dopMe 6onesHu (8 13

29 feTed, p < 0,05). BoisBNeHHble UBMEHEHWUA CNEKTPANbHOA MOLL-
HOCTWU o-pUTMa, MEOJIEHHOBOSHOBOM N -aKTUBHOCTU YKa3bIBalOT
Ha TO, 4TO Yy NauveHToB C Me4eHo4YHOr dhopmoit 3abonesaHus
cTpafaeT OyHKUMS CPeOMHHbIX MO3rOBbIX CTPYKTYP, a Y 6O0NbHbIX
CO CMeLLlaHHOW (POPMOIt UMEIOT MECTO HENPOPDUINONOTUHECKINE
HapyLLeHNa Kak CpeduHHbIX MO3roBbIX CTPYKTYP, Tak U CTPYKTYP
Kopbl nonyLuapui Mosra.

Kombuo Kaiisepa—®neiiwepa BbiSIBASSIOCh NMPU CMeLaHHON
(7 13 10 6onbHbIX) AOCTOBEPHO HaLle, YeM Mpy Ne4eHOHHOM hop-
mMe 6onesnm BunbcoHa (8 u3 30 geTed, p < 0,05).

Y 30 naumeHToB 6bI10 BbINOMHEHO MOMNEKYNAPHO-TEHETUHECKOE
ncenefoBaHMe KpoBK C LiENbIO BbISIBNIEHWS HAMbonee 4acTo BCTpe-
vallumMxca MyTauui reHa ATP7B, oTBeTCTBEHHOro 3a passutue
6onesHn BunbcoHa. M3BecTHO, 4TO OOMLLUMHCTBO MALUMEHTOB C
3TUM 3a60neBaHNEM SABMAIOTCA KOMMAyHO-reTepo3nrotamm, T.e.
MMeIoT pasfimyHblie MyTaumm reHa ATP7B [18]. C yyeTom TOro, 4to
B POCCUMCKOM NOMynsuum Haubornee 4acTo BCTpeYaeTca MyTaums
His1069GIn B 14-M 3K30He, LUMPOKO NMpefcTaBneHHas U B eBpo-
NEeNCKUX MONynAUMAX, Mbl NPOBENW aHanU3 4acToTbl BCTpevae-
MOCTU [aHHOM MyTaumu y HabniogaeMbix Hamm 6onbHbIx [19, 20].
Ananua JHK ebiseun y 17 (56,6%) 13 30 HaLlMx NaumeHTos, a Tak-
xe 'y 3 (21,4%) n3 14 cubeoB ny 4 (15,3%) 13 26 pogutenen Ha-
nvyve B 14 3k3oHe rena ATP7B myTaumm His1069GIn B reTeposu-
FOTHOM COCTOsRIHMU. KpoMme 3TOro, C NOMOLLIbIO aHanu3a ofHoLeno-
YEe4HOro KOHMOPMaLMOHHOrO nonmMopduamMa (SSCP-aHanua) m
NnocneayoLwero CekBeHUpoBaHMs ObII0 NPOBEAEHO M3y4YeHue
8-ro, 15-ro 1 17-ro 3k3oHoB reHa ATP7B. B 8-M 3k30He MyTauuWii
06HapyxeHo He 6bino. MNpu aHanuze 15-ro 3k3oHa y OQHOro 60Mb-
HOro 6bina BobisBneHa MyTaums 3400delC (P1134Pfs). Bbino Takxe
YCTaHOBMEHO, YTO OAMH NaLMEHT ABIAETCA KOMMAayHOHO! retepo-
3roton nNo gBymM MyTtauusm reHa ATP7B: 3649-3654del6
(V12171218Ldel) 8 17 3K30He 1 His1069GIn B 14 3K30He.

Takum obpasom, y 6onee 4em nonosuHbl (56,6%) obcneno-
BaHHbIX HAMW OETEW YCTAHOBNEHO reTEPO3UrOTHOE HOCUTENBCT-
BO MyTaumm His1069GIn B 14 3k30He reHa ATP7B. OgHako, Hu
0[HOr0 6OMBHOr0, FOMO3UIOTHOrO MO A@HHOW MyTaUWW, BbIABNe-
HO He 6bIMo.

JledeHne. B HacTosLWEee BPEMS YCTAHOBIEHO, YTO (haKTopoM,
CAEPXVBaOLLMM eCTecTBeHHOe HebnaronpusTHoe TedeHue 60-
ne3Hn BunbcoHa, ABNseTcA naToreHeTUYeckas Tepanua Xenarto-

pamMu Medu, HanpaefeHHas Ha ycuneHue ee BbIBEAEHUA U3 opra-
HW3MAa, U NpenapaTaMyv LMHKE, YMEHbLLIAILLMMKA BCacbiBaHWE Me-
A1 B KULLEYHUKe [5].

Mocne ycTaHoBnEHWA anarHo3a 60nesHy BunbcoHa Mbl Hav4anm
natoreHeTUyeckyto Tepanuio y 37 n3 40 geten. Tpoe 60MbHbLIX
(13—14 neT) € UMPPO30OM MEHEHN U MNpU3HAKaAMK MEeYEHOYHO-KNe-
TOYHOW HEQOCTATOHMHOCTY UMESTN 9KCTPEHHbIE MOoKa3aHus K NpoBe-
[EHUWIO TPaHCMNaHTaumMn neveHun n 6binu nepesedeHbl [ns npose-
JEeHWs orepauum poACcTBEHHON TpaHCMiaHTaumMn nedveHn B Poc-
CUACKUNIA HayuHbIA LeHTP xmpyprv (PHLIX) PAMH.

J-nernumnnamuH nonysani 29 fetein u3 pacderta 20 Mr/kr/cyT
B 4 npuema. YuuTbIBasl, 4To 3TOT Mpenapar obnaaaeTt aHTMnupuao-
KCMHOBLIM 3H(PEKTOM, B NleHeHUn o6s3aTtenbHo fo6aBnAnm nupu-
JOKCUH (BUTaMUH Bg) B foae 25 Mr Tpu pasa B Heaento [4]. Okena
LMHKa nonyYann 8 60MbHbIX U3 pacdeTa 75 M 3leMEeHTapHOro
LUMHKa B CYTKU B 3 npuema.

MoMMMO MaToreHeTU4eckon AeTW rnony4ant U cuMnToMaTu-
YECKYI Tepanuio; anbbyMUH, renatonpoTeKToPbl, MOHEroHHbIe U
XEen4eroHHble Mpenaparbi, YPCOAE30KCUXONUEBYO KucnoTy. [a-
LMEHTbI CO CMeLLaHHON hopMOol 60NE3HN MONy4any Takxe cpef-
CTBa, KOPPErnpyloLme MbILeYHbIA TOHYC M yMeHbLuaLlme 60-
JIE3HEHHOCTb AUCTOHNYECKNX CMa3MOB, aHTUOKCUIAHTHbIE npena-
paTtbl, BUTAMMWHbI.

Ha dhoHe yka3aHHOro niedeHus yxe Hepesd 3—6 MecAaues nocne
€ro Ha4yana Mbl oTMeHanu NoNOXUTENbHYIO AUHAMUKY KITMHUKO-
nabopaTtopHbIx nokasaTtenen y BCexX MauMeHTOB: CHMXEHWE ak-

Tabnuua 4. lMHaMnuKa paga OCHOBHbIX K/IMHU4YECKUX M naGopaTop-
HbIX NOKa3aTtenen y aetef ¢ 6onesHblo BunbcoHa Ha ¢hoHe Tepanum
Moka3atenu Yepes 6 Mec Yepea1rop  “epes 1.5-2ropa
OT Havana 0T Ha4ana OT Hayana
TEpanum Tepanuun TEpanumn
{(n=30) (n=26) (n=22)
[ucnentuyeckme CUMNTOMbI 14 8 4
ACTEHUHECKMA CUHAPOM 15 5 -
MKTepn4HOCTL KOXU U CKNep 6 2 -
HocoBbie KpoBoTEHEHUS 5 2 -
TeneaHrnakTaamm 23 22 14
AcumT, OTEKM 3 - -
MeueHs:
He nanbLnupyeTcs 1 13 10
BbICTYMaeT M3 nogpebepss
Ha 1-2 cMm 15 9 9
Ha 2-3 ¢cMm 4 4 3
CeneseHka:
He manenMpyetcs 17 18 15
BLICTYNAET U3 Noapedepsn
Ha 1-2 cMm 9 4 3
Ha 3-5¢cMm 3 3 4
Ha 6-13 cM 1 1 -
3KCTpanMpamMngHbIA CUHAPOM 6 3 1
CWHAPOM BEreTaTMBHOM 15 10 4
ANCTOHUM
TpomBouuTet 179,7£96,7 190,11 £ 1027 208.8 + 99,1
(200400 x 10%n)
ANT (1040 egy/n) 55,7 + 441 46,2 + 33,7 48,1 + 36,1
ACT (10-42 ea/n) 46,5+219 423 + 18,1 35,3 £ 19,1
Ld ( 40-550 en/n) 358,2+178,8 374,1+220,1 260,5 £ 160,6
ITT (12-40 en/n) 34,7+183 258+19.2 221127
LiepynonnaamuH 94+76 81+49 8,6+86,1
(17-40 mr/pn)
Ig A (143-143 Mro%) 1953 + 84,4 158,1 + 52,5 148,3 + 63,5
Ig M (90-111 Mro%) 2008+ 106,3 15411225 136,1 + 62,7
Ig G (1035-1100 Mr%) 1610,6 £ 8752 1265,7+237,1 12375+ 262,9
CyTouHan skckpeuus megn  1067,5+ 6828  687,1 + 4341 500,6 + 304,1
C MOYOM Ha (hoHe NneveHus
L-nesnumnnnammHoM
(600-800 mkr/cyT)
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TUBHOCTW TpaHCaMMHa3, HOPMAanuM3auuio YpoBHsa GuUnvMpy6uHa m
UMMYHOITIOBYNIMHOB, YMEHbLUEHWE CYTOMHOM 3KCKpeumMn Meau C
MO4OW. Y naumeHToB O cMeLLaHHoM hopMoit 6onesHn BunbcoHa
yNydLWanuncb TakXe MCMXO3MOoUMoOHanbHble MokasaTenu, MeHee
BbIpaXeHHbIMU CTAHOBWITUCb HEBPOSOrMYECKUE MPOSBIEHUs
(Tabn. 4).

Yepes 6 mecsueB oT Havana Tepanvm y 13 ua 37 (35,1%) 601b-
HbIx 6bina OTMeYeHa KNMHUKO-nabopaTopHas peMuccus. 3To nos-
BONUNO Yepes 12—18 mecsAUeB neveHnst CHU3UTb 0o3y O-neHnynn-
namuHa Ao 10 MKI/Kr/cyT y 7 OeTeil U yMeHblUWTL 003y oKcuaa
UMHKA [0 25 MI anieMeHTapHOro UWHKAa B CYTKK y 6 peTel. B cBs-
31 C HapacTarLLMMM NMpUsHaKkamn NevYeHOHHO-KNeTOYHOM Hedoc-
TATOHHOGCTU Y OAHOIo pefeHka C LMPPO3OM MeyeHn Yepes 2 roga
nocrne Ha4ana naroreHetuyeckon Tepanum B PHLX PAMH 6bina
npoBefeHa TpaHCnNaHTaums neveHu.

MoSouHbie asneHus Ha chore Npuema O-neHuuunnammta otme-
Yanucb y 3 geten (NOBbILLEHWE TeMrepaTtypbl Tena Ao gedpunb-
HbIX Uncbp v 1, anneprudeckuin gepMatut —y 2 geteit). flosa [1-ne-
HULMNNaMWHA Y HUX Bbina CHWKEeHa, a y 2-X U3 HWX BNOCNeacTBun
3TOT Mpenapart 6bi/T OTMEHEH U Ha3Ha4YeH okcug UMHKa. [loe u3
8 [leTei, Nony4yaBLUMX OKCWE, LMHKA, BBUIY OTCYTCTBUSA KIUHUYE-
cKoro athdpekTa 1 CoXpaHeHWst akTMBHOCTH Mpouecca 6binn nepe-
BedeHbl Ha Teparvio [-neHnumniamMmHoM.

Y 9 peTent ¢ UMPPO3OM NeYeHU B TePMUHASILHOM cTaann 6ones-
HU BunbcoHa BbISBRsSNack MEYEHOHHO-KNETOYHaa HegocTaTou-
HOCTb W MopTasnibHas rmnepTeH3us, YT0 NPUBESIO K HEOBXOAUMOCTH
onepaumMm OpTOTOMUHECKONW TpaHCnNaHTauun neveHu. lNocne o6-
cnefloBaHua No NporpaMme POACTBEHHOW TpaHcniaHTauum neye-
HW 3TN [eTn BbINK BKIKOYEHBI B TCT OXWAAHWUA 9TON onepauuu, a
y 4 13 HUX OHa 6bina ycnelwHo npouseegera B PHUX PAMH [21].

MocneonepaumoHHbIA Nepyod y 3Tux 6OMbHBIX COCTaBnseT B
HacTosiLLEee BpeMs OT 6 Mecsuer o 3,5 net (Ha okTsbps 2004 r.),
COCTOSIHME UX CTAbUNLHOE, CaMOYYBCTBUE YAOBNETBOPUTENBHOE,
KIIMHWKO-NabopaTopHble nokasaten HOPMali3oBanmncb, OHW Mo-
ny4aroT UMMYHOCYNPECCUBHYIO Tepanuio LIMKIOCTIOpUMHOM A B nog-
OepXvBaroLen nose.

Kak nokasanu Haium uccrefloBanuns, 6onesHb Bunbcona y neten
NPOTEKaeT, Kak NPaBwmo, NaTeHTHO, C NOSIBIEHWEM NEPBbIX KIMHW-
YECKNX CUMIMTOMOB B BO3pacTe 5-14 fneT, He MMeeT MONOBbIX pas-
NWYUIA, xapakTepuayeTcs y BCeX NalMeHTOB NpU3Hakamm nopaxe-
HWS NEYEHN 1 Y '/, U3 HUX — HEBPOMOTrMHECKUMN CUMMTOMAaMM.

3abonesaHne conNpPoBOXAaeTcst QOPMMPOBAHMEM uwﬁpoaa ne-
YEeHW NOYTW Y NONOBUHBI (47,5%) oeTen, NpUYeM YacToTa ero Bbl-
ABMIEHWA yBenuuuBaeTcs C BO3PacToM W cocTaenaet 15,0%
y 60nbHbIX B Bo3pacTe oT 7 o 10 net 1 80,0% — y 6onbHbIxX oT 10
no 17 ner.

Mopdonoruyeckne U3MeHeHWs B TKaHW neyeHn npu 6onesHu
BunbcoHa y feTert xapaktepuaytoTca npeotnagaHueM MMHUMarb-
HOW WU HU3KOW BOCManWMTeNIbHON aKTUBHOCTU C BbICOKUM YPOBHEM
hopMmMpoBaHus bpo3a 1 LMppo3a NeYeHu.

HeBponoruyeckas cuMnToMaTKa BHISBNAETCA Y 25% nauneH-
TOB B BUAE M3MEHEHNI B KOTHUTUMBHOW cdhepe, OYHKLUMM YepernHo-
MO3IOBbLIX HEPBOB, 3KCTPArMpamMmaHOro CuMHApOMA, HapyLleHWs
hYHKLIMOHANTIBHOIO COCTOSIHUSA KOPbl W MOAKOPKOBbIX CTPYKTYP
MO3ra no AaHHbIM 3MEKTpo3HLedanorpadmu.

Hannumne konbua Kaizepa—®rneniepa y peten ¢ 60nesHbo
BunbcoHa cBuaeTensCTBYET O BbICOKOW BEPOSATHOCTW hOpMUPO-
BaHWA LMppO3a NeYeHn v ABNAETCA OOHUM 13 KOCBEHHBLIX MPU3Ha-
KOB CMeLLaHHOM (hopMbl 3a60NeBaHus.

MonekynspHo-reHeTn4ecKoe nccnegoBanus 6onee, 4eM y nomno-
BUHbI (56,6%) NaumeHToB, Yy '/s cUBCOB U /s UX poauTeseit BbISBNS-
€T reTepo3nroTHoe HOCUTeNLCTBO MyTaummn His1069GIn B 14 9k30-
He rena ATP7B, oTBeTCTBEHHOrO 3a passuTve 60ne3Hn BumibcoHa.

MatoreHeTuyeckas Tepanus O-NEHAUMANIAMUHOM U OKCUEOM
LUMHKa OKasblBaeT BbIPaXXEHHbIA TepaneBTUHeckuin athdekT yxe
yepes 3—6 MecsUeB 1 He CONPOBOXAAETCH CePbe3HbIMU NOBOYHbI-
MU BRIEHUAMN. Y fIeTel C EKOMNEHCUPOBAHHLIM LMPPO3OM Neve-
HU B TepMasibHoOW cTagumn 6onesHn BunbcoHa nokasaHo nposege-
HWE OPTOTOMUHECKOW TPaHCMNaHTaLMKN MeYeHW.
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