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CMUCOK COKPALLEHUI

AJIT - anaHMHoOBas TpaHcaMuHasa

ACT - acnaparvmHoBas TpaHCcaMuHasa

BO® - 6enok ocTpoii hasbl BOCManeHns

BP - 6unnpy6uH

[TTI - rammarfytamarTpaHcnenTuaasa

XKT - XenygouHO-KMLLIEYHbIA TpakT

BO3 - BcemupHas opraHu3aums 34paBooXpaHeHuns

KK® - konbua Kaiizepa-®dneiiepa

MKEB - MexfayHapoAHas Knaccugukauus 6onesHei

MHO - mexayHapogHoe HOpMann30BaHHOE OTHOLLEHME

OrlH - ocTpas noyeyHas HefOCTaTOYHOCTb

MB - NpoTpoM6MHOBOE BpeMs

MAK - npefenbHO fonycTUMasa KOHLEHTpauums

MTW - NpoTPOMOUHOBbIN UHAEKC

PHILL, - pecny6anKaHCKWIA HAYyYHO-MPaKTUYECKWIA LEHTP

®AOQ - Npo0BONLCTBEHHAA 1 CENbCKOXO3AACTBEHHAsA OpraHM3aums

OOH ot aHrn. Food and Agriculture Organization (FAO)

LIHC - ueHTpanbHas HepBHas cucteMa

LA - yepynonnasmuH

L& - wenoyHaa goctaTasa

KOHEN - nporpamma OOH no okpy»atowleli cpefe oT aHrn. United
Nations Environment Programme (UNEP)

EASL - European Association for the Study of the Liver

AASLD - American Association for Study of Liver Diseases



AKTYaNIbHOCTb.

BonesHb BunbcoHa 06bIYHO MaHUECTUPYET B LETCKOM W HOHOLLECKOM
BospacTe (5-16 net), ucxog 3abonesaHns NpU OTCYTCTBUM NeYEHWN NeTa/lbHbIV
B 100% cny4aeB npumepHO K 30 rogam OT NeYEHOYHONM MM NOYEYHON HeaocTa-
TOYHOCTW, FemMopparmyeckux OCNOXHeHWI. BonesHb BunbcoHa BCTpevaeTtcs
yalle, Yem AMarHocTMpyeTcs, a AMarHOCTUKa 06bIYHO 3anasfbiBaeT Ha HECKO/b-
Ko neT. KauecTBO XM3HW NauMeHTOB onpeenseT TAKENasa UHBAIUAHOCTb, 06y-
cnosneHHas nopaxeHnem LHC u neyeHn. CBOeBpeMEHHOE KOHCepBaTUBHOE
fleyeHve NOBbIWAET BbbKMBaeMocTb 90% nauveHToB W NpefynpexiaeT WHBa-
NUAHOCTb, YTO ONpesenseT 0TBETCTBEHHOCTb Bpaya 3a CBOEBPEMEHHYHO ANarHo-
CTUKY U NleyeHme.

OnpepeneHne.

bBonesHb BunbcoHa (renatouenntonsipHas AuMcTpotus (gereHepayms),
60ne3Hb BunbcoHa-KoHoBanoBa, MeaHblii TOKCMKO3 - wingp MKB-X E.83.0 -
HapyLueHve o6MeHa Meau) - HacnefcTBeHHOe 3abonesaHue. HacnegyeTcs no
ayTOCOMHO-PeLIeCCUBHOMY TUMY W 06YCNOBMEHO WU36LITKOM CBOGOAHON MeaM,
KOTOpas HakaninBaeTcs B OpraHax W TKaHsX, rnaBHbIM 06pa3om B MeYeHn u
LIHC B pesynbTaTte feuunta nam noaHoro otcytctaua ATd-as3bl P-Tuna, cno-
COOCTBYIOLLEN BK/HOYEHUIO MeAM B LEPYNnonnasMuMH U 3KCKpeuuu meau B
Xenyb.

ANnaeMmnonorns.

3aboneBaHve perucTpupyroT ¢ Yactotoir 1:33000 HaceneHus, ogMHaKo-
BO YaCTO Cpefin Ma/IbYNKOB U [ieBOYeK, B Pa3NNUHbIX CTpaHax Mupa. Hocutesnb-
CTBO MATO/IONMYECKOr0 reHa BbISBAAKT ¢ yacToTol 1:80-1:150 nayneHToB. Ya-
e 3aboneBaHMe 0GHapy>XMBaeTCa MPU POACTBEHHbIX 6pakax. B Pecnybnuke
Benapycb yactoTa 3a6onesaHma 1:18000, HOCUTENbCTBO NATONOMMYECKOrO reHa
1:93 naumeHTa [5]. PacnpocTpaHeHHOCTb MaToONOrMy UMeeT TEHAEHUMIO K po-
CTY, O YEM CBUAETENLCTBYIOT 6a3bl faHHbIX, CO3[aHHbIE B Pa3/INYHbIX CTpaHax
mupa. KnuHuueckas maHudectaumns 6one3Hn BunbcoHa B 42% cnyyaeB nposiB-
NAETCA NaToNorvei nevyeHn B JETCKOM BO3PACTe, HEBPOMOrMYECKNE CUMMTOMbI
BbIABNAIOTCA NO3Xke, K 19-20 rogam. B 12% cny4yaeB pa3BuBaeTcs reMosinTuye-
CKas aHeMus npuW Bbixo4e 60MbLIOro KoamyecTsa CBO60AHON Mean 13 neYeHn B
06K KPOBOTOK. Y feTeil Mnaglle NATU NeT CUMNTOMbI, Kak Npasuno, 0TCyT-
CTBYIOT. PefjKo BO3MOXHa M30/1MpoBaHHas TpaHCaMMHa3eMuns B BO3pacTe CTap-
we roga [20] wnn (o4eHb peako) ynbMWHAHTHas MeYEHOYHAs HefoCTaTou-
HOCTb.



aTmonorus.

MyTaHTHbI reH (ATP7B) pacnonoxeH B 13 xpomocome (nokycl13ql4-
g21), kognpyeT 6enok AT®d-asy P-tuna [14, 18, 32, 33, 35]. igeHTunymposa-
HO 60nee 500 MyTauMil reHa, U3 KOTopbIX Ans 380 y>e NMOATBEPXAEHA pPosib B
natoreHese 6one3Hn Bunbcona. MyTtauua H1069Q onpegensietca B 35-45%
cnyyaeB 60ne3HM BunbcoHa y nauueHToB 13 EBponbl, MyTauus R778L BcTpe-
yaeTca B A3mmn 1 onpegenseTca y 57% nauveHToB Monoxe 18 net [16]. N3-3a
fedekTa reHa Mefb He BKNIOYAeTCA B LiepynonnasMuH, 3atpyfHeHa eé aKCKpe-
LWS B Xenub, MPOUCXOAMUT HaKomM/ieHne CBOGOAHON Meau B MeuyeHu, 3aTeM B
pasfMyHbIX OpraHax W TKaHsx, npexge scero B LIHC. KoHueHTpauwus uepyno-
nnasmMmHa B KPOBM CHWXKEHA, KOHLEHTPaLus Meay B TKaHW MeYyeHW U B Moue
noBbILleHa

3aboneBaHne NPOSBASETCA Y FOMO3UIOT (HOCMTENN ABYX OAMHAKOBbIX
LeeKTHbIX annenein OAHOro /I0Kyca) M y KOMNayHJ reTeposvuroT (Hocutenu
[OBYX pasnuyHbIX feeKTHbIX anneneil 0fHOro fokyca). JIoKycom HasblBaeTcs
NOMOXEHWEe TeHa Ha KapTe XPOMOCOMbI. AfifeNlb - BapuaHT nocnefoBaTeNbHO-
¢t OHK B faHHOM NOKycCe, /I0KYC BK/OYAeT HECKONbKO anneneir. Y reteposu-
rot (HocuTenu ofHol AeeKTHOW annenu OAHOro N0Kyca) BO3MOXHbI HU3KME
3HaYeHWs LepynonnasMuHa nposBneHns NapKUHCOHW3Ma. PynbMUHaHTHasA ne-
4YéHOYHaa HefoCTaTOYHOCTb 00nee XxapakTepHa AN FOMO3UIOT  MyTauuu
H1069Q [5], ¢ myTaumeit H1069Q accouumnpyroT HEBPONOTMYECKME NPOSIBIEHMS
6one3Hn BunbcoHa [31], npu natonormm nedexn y aetein 3-13 net 6e3 HeBpo-
NIOTMYECKMX CUMMNTOMOB XapakTepHa myTauus L708P [28]. Koppensuua mexay
reHOTMNOM nauueHTa 1 heHOTUNOM KIMHUYECKUX NPOSBAEHUI 60ne3HN Bunb-
COHa aKTUBHO M3y4aeTcs.

[MaToreHes.

B Hopme un3 nuwm abcopbupyetcs 80-95% meamn B XKenyfke v TOHKOWA
KuLlKe. B KpoBW UMPKYNMpyeT cBsizaHHas Medp (C LepynonnasmvHom 60-65%,
anbbymuHom 12-17%, TpaHcKynpuHom 12-14%, ammHokucnotamu - 10-15%,
rnasHbIM 06pasoM TrUCTUAMHOM). W36bITOK Meau 3KCKPeTUPYeTCH B dKenub
(80% Bceil NOCTYNMBLLEA B MeYeHb MeAn - YNoTpebneHne B Nuuly mMeau, npe-
BblLLAOLLEN (PU3MONOrMYEeCKYy0 NOTPe6HOCTL). B Xenum mefb cBA3aHa ¢ Kpyn-
HOMONEKYNSPHbIMKU 6eNKamMm, MpPensTCTBYOWMMN eé peabcopbummn B TOHKOI
Kuke. Hebonblias yacTb mean (<40 MKr/cyT), CBA3aHHOW C anlbbyMUHOM, 3KC-
KpeTmpyeTca noykamu. KonmyecTBo MOCTynatoLLeil B OpraHn3M u Bblgensemoi
Meau JOMKHO 6biTh 0AMHaKoBo. IMpu 60ne3Hn BunbcoHa abcopbums mean us
XKKT He HapyLueHa, a BbIBE[leHNe MeAy B XXeNYb CHUKEHO, HapyLUeHO BK/oYe-
HVe Meawu B LepynonnasmuH npu geduunTe uam nonHoM otcyteTeum ATd-asbl
P-Tina. B HOpMe 3KCKpeLns Meau C XXenubto 2 Mr/cyT, a npu 60ne3Hn Bunbco-
Ha 0.2-0.4 mr/cyT [4].



LlepynonnasMuH - 3TO rAMKONpoTems anbta-ppakuyum rnobynmHos,
(heppookcmaasa, cTabunmnzaTop KNeToyHblX MembpaH, aHTMOKCMAAHT, TOPMO3UT
nepeKncHoOe OKMUCAeHWe NMNUAOB, CTUMYNUPYET reMornoas, NepeHocuMT mMedb U3
NN30COM TenaToLnTOB B XeNub, LMPKYANPYeT B KPOBM 24 yaca. Mpu geduunte
LiepynonnasmmnHa u3bbITOK CBOGOAHOM MefW BbI3blBAaET LUTOTOKCUYECKME I(h-
(heKTbl B pe3ynbTaTe OKMCIMTENbHOIO MNOBPEXAEHUS KNeTOYHbIX MeMbpaH, fe-
crabunusauum aaepHoin AHK, paspyleHns MUTOXOHAPWIA 1 NN30COM.

HakonneHune Meau B nevyeHn NpUMBOAMT K (hopMUpOBaHUIO (hrnbposa, ne-
YEHOYHO-KNIETOYHON HefoCTaTOYHOCTM U umppo3y. HakonneHune mean B LIHC
NPUBOAUT K CUMMETPUYHOMY MOBPEXAEHWIO NOLKOPKOBbIX LIEHTPOB B 06/1aCTU
6a3anbHbIX raHrnMeB (XBOCTaToe AApo, 6nefHbIi LWap, cKopayna), MHoraa B 06-
NnacTn Tanamyca, MO3XeuKa U KOpbl FOfI0BHOTO Mo3ra (n106Hble fonun). OpHo-
BPEMEHHO C OT/I0XKEHWEM B HEPBHOM CUCTEME, Mefib OTK/afbIBAeTCA B fecLieMe-
TOBO MeM6paHe POroBuLibl C MUrMeHTauuen XENTO-KOPUYHEBOTO UK 3eNEHO-
ro upeta- Konbla Kaiizepa-®neiiwepa (pucyHok 1).

PucyHok 1 - Konbua Kaiisepa-® neiiwepa*

Mpn 6bICTPOM MOCTYNAEHUN 6OMbLIMX KOAMYECTB MeAW B 06WMIA Kpo-
BOTOK, Mefjb MKCUPYeTCS Ha MeMBpaHax 3puMTPOLMUTOB, 06pa3yst KOMMIEKChI C
GenKamu, 4TO MPOBOLMPYET reMOSMTUYECKYO aHemMuo. B apuTpouuTax Mefnp
He Hakan/nuBaeTcsi. BO3MOXHO MOBpeX[eHWe CBOGOAHON Mefibio Apyrux opra-
HOB (NOYKK, cepaue, cycTasbl) [19].

KnuHuka.

Pasnunyaiot:

1.CTaguu pa3BuTuna 601e3HN:

1.1.naTeHTHasa - MPOAO/MKUTENbHOCTb B CPpeAHeM 5-7 feT, HauyanbHbIl
nepuog HakonneHns Meamn (NpeuMyLLecTBEHHO B MEYeHN).

“ http://old.smed.ru/useriiles/image/preview_Wilsons_disease_ RING-
before.JPG
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1.2. MaHM(eCTaUMs KIMHUYECKUX CUMMTOMOB - MEYEHOUHbIX, HEBPONO-
TMYECKMX M ApYTUX MOCne BbiXofa CBOGOAHOM Meamn 13 neyeHn B o6LLMIA KPOBO-
TOK.

1.3. pemmuccUs Ha (hoHe XenaTMpoBaHWS UMK MPOrpeccupoBaHmne 6ones-
HU MPK OTCYTCTBUN NeYeHNs, POPMMPOBAHNE OCNOXHEHNIA

W.TeyeHve 60ne3HN:

2.1. ocTpoe (pefko) - MaHudecTauus NaTtonorvein nevyeHW B PaHHEM
[eTCKOM BO3pacTe, NMPOSBAAETCA XENTYXOM, aCTeHUEN, aHOpeKcuein, cybgebpu-
NNTETOM, MOBbILLIEHNEM TpaHCaMUHa3, QyNbMWHAHTHON NeYEHOUHOW HefoCTa-
TOYHOCTbHIO. BbICOKas BEPOATHOCTb N1eTa/IbHOrO NCX0AA, HECMOTPSA Ha NeYeHue.

2.2. XpoHMYecKoe (4acTo) - (HOPMUPOBaHME B TEUYEHNE HECKONbKMX NeT
Ne4YéHOYHON HefOCTaTOYHOCTH, LMPPOo3a NneyeHn. 3aTemM HapacTaeT HEBPOIOru-
yeckas CMMNTOMATWMKA: HapyLUeHWs MOXOAKW, KOOPAUHALMW ABWXEHWN, nap-
KMHCOHU3M. B (huHane 60ne3Hn M3MeHSeTCA MCUXMKA: MOABNAIOTCA MapaHou-
[anbHble peakuun, UCTepums, Aenpeccus, arpeccus, Wn3oMpeHns, CHUKEHNE UH-
TenneKTa.

I1l.  KnuHnueckune opmbl 60ne3um no H.B. KoHosanosy [6]

3.1. bpiowHasa (4OHeBpoONOrMyecKas) - MaHUecTUpyeT B JETCKOM BO3-
pacte (5-17 neT) pasnMyHbIMKU BapuaHTamMy NOPaXKEHUA NeyeHW, Hepeako npu-
H/MaILWMMK NporpeccupytoLlee TedeHue. be3 nevyeHns NPOAOMKUTENBHOCTb
XXU3HU B CPeJHEM OT HECKO/IbKUX MecsLeB f0 3-5 nieT.

3.2. PaHHAsa (pUrngHo-apuTMOrMnepKMHeTUYeCKas) - MaHuecTupyeT B
fLeTckom BospacTe (7-17 neT) aKcTpanumpaMuiHbIMU TMNEepPKMHe3aMu, yalle Top-
CMOHHO-AUCTOHNYECKOr0 XapakTepa. XapakTepHa MbllleYHas pUrngHocTb, KOH-
TPaKTypbl, 3aMeANeHHOCTb [ABWXEHWIA, XOpeoaTeTOMAHbIE WAM TOPCUOHHbIE
HaCUNbCTBEHHbIE ABWKEHUSA, An3apTpus, gucdarns, CyLopoXKHbI CMeX ¥ nnay,
aeKTUBHbIE 1 BUCLEpanbHble PAcCTPONCTBA, YMEPEHHOE CHWKEHUe WHTen-
nekTa. bes neueHunsa 3abonesaHwe AUTCA B CpefHeM 2-3 rofa U 3akaH4MBaeTcs
NeTanbHo.

3.3. OpoxartenbHo-puruaHas - BO3HWKaeT B Bo3pacTe oT 15 o 25 e,
BCTpeyaeTca yvalle Apyrux (opm. XapakTepHO OfHOBPEMEHHOEe pa3BuTue pu-
FMAHOCTU W APOXKAHUA, APOXKaHUe PUTMUYHOE (2-8 APOXKaHWA B CEKyHAY), pes-
KO YCWMBAETCA MPW CTATUYECKOM HAMpPsXXEHWU MbILLL, ABUKEHUAX W BOJHe-
HWKW, B TMOKOE WM BO CHe ucyesaeT. VIHOrga BbIABAAKOTCA aTeToMAHble XO-
peothopMHble HACUNbCTBEHHbIE ABVKEHNS, Anctarns n gusaptpus. bes neveHns
3aboneBaHue B TeyeHUe 5-6 NeT 3akaHUYMBAETCA NETaNbHO.

3.4. ApoxaTenbHas - OTAXYaeTCA NO3LHUM Havanom (B CpefHeEM B BO3-
pacte 20-30 net) n Hanbonee fo6poKadecTBeHHbIM (10-15 net) TeyeHmem. W3-
BECTHbI Clyyan fAe6tota 3ab6onesaHuns B 40-50 net. OCHOBHbIM KIMHUYECKUM
CUMNTOMOM SIBASETCA APOXaHUe, BUCLEpPanbHble MPOABMEHUA MeHee Bblpaxe-
Hbl. PUTMAHOCTb NOSABNSETCA NULLb B KOHLEe 601e3HM, MOXeT Habnojatbes rm-
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MOTOHUS MbILLL, aMUMWS, Mef/IeHHasi MOHOTOHHAs peub, THKENbIE N3MEHEHMUs
NCUXMKK, aeKTUBHbIE BCMbILLKM, 3NMMNENTUNOPMHbIE NMPUNAIKN.

3.5. SKCTPanupammaHo-KOpKoBas - XapaKTepusyeTcs NpUcoeanHEHUeM
0CTPO Pa3BMBAIOLLMXCSA MUPAMMAHBIX MApe30B M AMUNENTUYECKUX NapOKCU3MOB,
yallle 04aroBoro xapakTepa. BbICTPO MPOrpeccupyroT NCUXUUYECKIUE HAPYLLIEHUS,
TsHKENoe cnaGoymue, OGLUMPHbIE PA3MATYEHNs B KOpe GONbLUMX MONYLLIapHii.
LnvTCs B cpefHeM 6-8 NeT 1 3aKaHUMBAETCA NeTanbHoO.

IV. O6Lme BapuaHTbl KIMHWUYECKMUX (hOPM: MeyéHouHas, HeBposoruye-
CcKasi 11 CMeLLaHHas (hopma.

V. MposBneHns natonorun opraHos u cuctem (AASLD - [29])
1. MNeyéHouHble:

« BecCMMNTOMHas renatoMeranms

* 130/1MPOBaHHaA CnyieHomeranus

¢ ycTOonumBoe nosbilweHne ACT, ANT

e cTeaTorenaTos

* OCTPbIA renatuT

* QyTOMMMYHHbIA renatut

¢ LPpPO3 NneyeHn (KOMMEHCMPOBaHHBIA UK feKOMMNEHCUPOBaHHbIIA)
e OCTpas neyéHoYHas HeoCTaTOuHOCTb

2. Hesponoruyeckue:

 BUraTe/ibHble PacCTPONCTBA (TPEMOP, HENPOU3BO/IbHBIE ABMXKEHMUS)
* CIIOHOTEYeHNe, An3apTpus

* pUrMaHas QUCTOHMA

* nceBaobynbGapHLIA Napanuy

* BereTatviBHble AUCHYHKL NN

* r0/10BHble 6011, MUTPEHM

¢ 6eccoHHMLa

* 3NUNENTUYECKME NPUNaLKM

3. Mcuxmarpuyeckue:

* fenpeccus

* HEBPOTMYECKOE NoBeAeHVe

* M3MEHEHMS JIMYHOCTY

* [cnxos

4. Opyrue:

* rnasHble: KonbLa Kaiisepa-®neiiwepa, KatapakTa

* KOXHbIE: ronybble HOrTeBbIE IYHKN

* aHOM&/IMM MOYEK: aMMHOALUAYpUs, MoYeKaMeHHas 60/1e3Hb
* CKe/eTHble aHOMa/IMK: OCTEONOPO3, apTpuT

* KapAMOMMONaTK, apUTMUM



* MaHKpeaTuT
* runonapaTnpeos
* HapylLieHNst MEHCTPYanbHOTO LMKNa, 6ecnnoamne, BolKAabILLIN

MeyéHoUHblE MPOSBMEHUA COCTaBNAT A0 15% BCEX XPOHUYECKUX 3a-
60neBaHuii NeveHn y feTeil. B oTanyme oT BUPYCHOrO renatuTa, AN NaTonoru-
4ecKoro mpotecca B neveHn npu 6one3Hn BunbcoHa XapakTepHbl HEBbICOKUE
3HaueHus ANIT, ACT, LW ®. Bo3MOXHO BbisBneHne AT aHTUHYKNeapHbIX, K
rnafko MyckynaTtype, OfHAaKO ayTOMMMYHHbI/ renatut He nopgaéres nede-
HWUIO TNIOKOKOPTUKOMAaMK, PynbMUHAHTHas MeyéHouYHas HefocTaTouHOCTb
pa3BMBaeTCA Yalle Ha (hOHe He AMArHOCTMPOBAHHOIO paHee LMPPO3a MeyeHu
[10]. KnvHuyeckvMK MpPOSBAEHUAMU LMpPO3a MeYeHn ABNAETCA ChieHOMera-
NNA, TUNEPCNAEeHN3M, acumT, NopTanbHas rmnepTeH3uns.

MposiBNeHNs NaTONOTK HEPBHOI CUCTEMbI NPEACTaBNEHbI HA PUCYHKE 2

PrcyHOK 2 - IUCTOHUA 1 aTeTo3 Npu 6051e3HN BunbcoHa*

OTMeuaeTcs TpeMop NanbLEeB PYK TUMA «CUYETA MOHET» MW Henpous-
BO/IbHbIE [BMXKEHWS MPOKCUMMa/bHLIX OTAEN0B PYK (B3Max KpblIbeB NTULbI).
SKcTpanupamuaHble TMNepKUHesbl COYeTaloTC C TMMNOKMHE3aMN 1 MbILLEYHO
PUrMOHOCTBIO, UYTO CO3AaéT CBOeo6pasMe MOXOAKW (TONYKOO6PasHbIA Xapak-
Tep). BbisBnseTcs xopes, Aucharus. TPemMop, HapyLeHe KoopaNHaLMN ABUKe-
HUIA.

* http://old.smed.ru/userfiles/image/Wilsons_disease Atetos.JPG


http://old.smed.ru/userfiles/image/Wilsons_disease_Atetos.JPG

BbIMOMHEHWe MNOBCEAHEBHLIX MAHUMYNALWA, TakUX Kak ofeBaHue W
MUCbMO 3aTpyAHeHo. PopMMpyeTcs Mackoo6pas3Hoe ML, OTMEYaeTCs CIKOHO-
TeueHne, AU3apTPUA. HeBponormyeckne CUMNTOMbI OB6HapYXuBaloTcs y 34%
NauWeHToB, NCUXMYECKNE HapylleHus y 10% nauueHTOB. VIHTeNNeKT, Kak npa-
BW/O, COXPAHEH, MPU OTAENbHBIX KAMHUYECKUX BapUaHTax CHUDKEH, MOTYT pas-
BUTLCS LUM30(PEHUS, MaHWAKaIbHO-AENPECCUBHBbINA NCUX03 U HEBPO3bI.

Y fdeTeil 0TMeYaeTCs HapylieHWe MoBeAeHUs B LUKOME, BO3BYXAeHUe,
[Eenpeccusi, HaBA3uMBble COCTOSIHWS, (HOGUM, MPUCTYMNbI arpeccum, HeBpo3bl W
ncuxo3bl. Takue nauueHTbl MOryT MepBoHaYanbHO HabMoAaTbCA NCUXMATPaMm
C PasMYHLIMK AMArHO3aMK MCUXMYECKNUX 3a60NMeBaHMiAi Ha MPOTSHKEHUU He-
CKOMbKWX NET.

B0O3MOXHa reMoNUTMYecKash aHeMusi, KPOBOTEUEHWS, yBeNnueHue nnum-
(hoy3nos. XKeneso npu 6onesHu BunbcoHa OTKNAAbIBAETCS B MeueHu, Kak W
medb. Ha doHe nedeHus aeduuuT Megy NPensaTCTBYeT 06pa3oBaHMIO rema u
BCACbIBAHMIO XKefe3a B KULLIEYHWKE, YTO CMOCOGCTBYET HApYLUEHWIO KPOBETBO-
peHusi, (hoOpMMPOBAHMIO AEPULMTHOA aHemMuu. TpK MaToNorMM MoYek oTMeva-
0TCA Nepudieprueckme OTEKW, AUCHYHKLMS MPOKCUMabHBIX KaHables (Mo-
UeUHbI KaHa/bLEBbIV auMa03), CUHAPOM ®aHKOHW, He(POKabLMHO3, MUKPO-
rematypus, noyeyHas Kosmka. ApTpUTbI Pa3BMBAKOTCS B KPYMHbIX W MENKUX Cy-
CTaBax, MOryT 6biTb paxuTonogo6GHble ehopMaLMn N CMIOHTaHHbIE MEPEeSoMb.
HapyLueHa TonepaHTHOCTb K F/IH0K03e, BO3MOXHA 3a/iep)KKa NooBOro co3pesa-
HUS, TMHEKOMACTWs, OTCTaBaHWe B NMOJIOBOM Pa3BUTUM, aMeHopes.

[AnarHocTuka.

[LnarHocTuka 60ne3Hn BunbcoHa OCHOBaHa Ha K/acCU4ecKoin Tpuafe
MpU3HAKOB - NMOPaXKEHWEe NeYeHU, HEBPOJIOTUYECKMe HapyLLIeHUs W Konblua Kaii-
3epa-Pneiiwepa (anarHo3 60n1e3HN BrnbCoHa He Bbi3bIBaeT COMHEHMIA). OaHaKo
TaKne U3MEHEeHWs1 XapaKTepu3ytoT NO3AHI0K cTaauto 6onesHun. [ns Gonee paH-
Hell AnarHoCTUKM UCMONb3YHOT:

* CHMXEHMe COofiepXXaHusa Liepy/onnasMmmnHa B KpoBu A0 50% 0T HOPMbI
(Hopma 200-300 mr/n),

* MOBbILLUEHME COfEPXaHWA Mefy B CYTOYHON Moye 6onee 40 MKr/cyT
(6onee 0,6 MKMONL/CYT).

* YBENMYEHUNE COAEPXaHWUs MeaW B TKaHW medyeHn Gonee 250 MKr/r cy-
xoro Beca (6onee 4 MKMO/b/T CyXoro Beca), B HopMe 15-50 MKr/T.

[0NoNHWUTENbHO  YUNTLIBAKOT  MONOXMUTE/bHblE  pe3ynbTaTbl  MNeHU-
LW1aMUHOBOrO TecTa, OTCYTCTBME BKNIOYEHWS M30TOMA MeAu B Liepynonnas-
MUH, AHK-TunupoBaHue ¢ nccnefosaHmeMm reHa ATP7B. Tak Kak CTOMMOCTb
reHeTMYecKoro 06cnesoBaHNs OYeHb BENNKA, FEHeTUYEeCKYH ANarHOCTUKY Npo-
BOAAT B Cflyyae, eCny APYrMMU MeTofaMu AuarHOCTUMpoBaTb 3abosneBaHue He
NpeACcTaBNfeTCS BO3MOXKHBIM.



Ecnu pesynbTatbl 06Cnef0BaHNSA B HACTOALLEE BPEMA He YKasblBalOT Ha
naTonoruto, To y NauMeHToB rpynnbl pUcka Heo6Xo4uM NOBTOPHbIA CKPUHWUHT
yepes AaBa rofa. Y Aeteil HanbonbLueli AUarHoCTUYECKO TOYHOCTLIO B BepUtu-
Kauun guarHosa 6ones3Hn BunbcoHa 06nafaloT napameTpbl CYyTOYHOM 3KCKpe-
LMU Meay C MOYOM W 3HAYEHWS KOMMYECTBEHHOrO COAepXaHus Mean B TKaHu
neyeHu.

YunTbiBas KAMHUYECKYIO U COLMAaNbHYHO 3HAYMMOCTb Maronoruu, k-
(heKTUBHOCTb CBOEBPEMEHHOM Tepanuu B NpesynpexaeHnn THKENON HBaNMA-
HOCTW B MO/IOZOM BO3PAaCTe W YBENIMYEHNMN BbIXMBAEMOCTW MaLMEHTOB, ANarHo-
CTU4YecKne KpuTepum 6onesHun BunbcoHa pernameHTupoBaHbl AASLD n EASL
B BMAE PYKOBOACTBA AN KNMHWYECKOA MPaKTUKM Ha OCHOBAHUW Hay4HbIX CU-
cTemaTuyeckmx 063opoB. PekomeHgauunv EASL npegctasneHsl B Tabnuue 1

Tabnuya 1- TecTbl B AuarHoctuke 6onesHn BunbcoHa (EASL - [16])

TecT TunuyHo JoxHo (-) JI0XKHO (+)
- renatut (LN -
Llepynonnas- MmeHee 50% Hop-  BO®) - Manibabcopbuma
MWH Mbl -VIMMYHHbIA MeToA - auepynonnasmu-
CbIBOPOTKM oueHkn LMNJ1 Hemua
KpoBK - 6epeMeHHOCTb - FeTepo3nroThl
- 3CTPOreHbl
>i,6
CyTouHas aKc- MKMOTb/C -HEKOPPEKTHO CO- FeNATOHEKDO3b!
Kpeuus meau ¢ yT OGpaHHbIA aHanu3 p
o >0, 64 o - Xonecras
MOYO -y fieTein 6e3 natono-
MKMONb/CYT - KOHTaMuHauus
o TN NeyveHn
y deTeit
CBo6ofHas - UMMYHHbIA MeToq
>1,6 MKMONb/N
MeAb B KPOBU ! oueHku LM
- aKTUBHOE 3a60/e-
Copepxarine >AMKMONb/T € BaHWe neyveHu
MEAN B TKAHI oo Beca / ereHepaTopHble ya- 0 ccTad
neyeHu P parop y
Nbl
-50% nauuneHToB ¢
neYyéHOoYHbIMMU Npo-
KK®, ocmotp ABNEHNAMU P nepBUYHLINA 61
CO LieneBoit NpUCYTCTBYIOT ' pBu
namnoit - 6ONbLUMHCTBO 6eC-  NMAPHbIA LMpPo3

CUMNTOMHbIX 6paTb-
€B U CecTép
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B Tabnuue 2 npeacTaBnieHa AnarHoCTMYECKas OLEeHKa COBOKYMHOCTU Te-
CTOB, OCHOBaHHasi Ha cucTeMe moacyéta Gannos, paspaboTaHHas creyyanbHO
CO3aHHOI paboyeil rpynnoii u yTBepXXAEHHas Ha 8-ii MexXayHapoaHO KOH-
thepeHyun (Jleinuwmr, 2001) no guarHocTvke 60ne3Hn BunbcoHa. Ecnmn B cymme
nony4yeHo 4 u 6onee 6annoB - AuMarHo3 BepudumumMpoBaH, 3 6anna - AuarHos
BO3MOXEH U Heobxoaumo foobenesoBaHve, 2 6anna U MeHee - AUarHo3 mMano-
BEPOSITEH.

Tabnuya 2 - Cuctema nogcyéTa 6annoB Ana AMarHOCTUKK
60ne3Hn BunbcoHa (Jleinuur, 2001) [17]

TUNUYHbIE KNUHUYECKNE CUMMTOMbI 1 MPU3HAKK Bannbl
Konbua Kaiizepa-®neiiliepa

STTPUCYTCBY 0T ovtevieiteteseseeteteseeesese s e e e s seseesessesesaesesesenenes 2
-OTCYTCTBYHOT 0
HeBponormyeckme CMNTOMbI

-TSXKENbIE..... 2
-yMepPeHHble... 1
-OTCYTCTBYHOT 0
CbIBOPOTOUHBIV LiepynonnasMuH

SHOPMA > 0, 2 TNt 0
20,170,2 T/Meeeiieeeiet e e 1
-<0,1r/n 2
FemonnTMY. aHemMus Npu oTpuuaTensHoin npobe Kymoea

STIPUCYTCTBYET evieivivesiieieresistesesesaesesesessesesassssesesessesessssssenenens 1
-0TCYTCTBYET 0
Copep>xaHue Meaun B MeYeHU Npu OTCYTCTBUM X0necTasa

= S0, AMKMOTIBIT ..ttt ettt 2
- 0,8-4,0 MKMONb/T 1
- Hopma (<0,8 MKMOnb/T) -1
- POLAHUH NONOXMNTENbHbIE rPpaHy bl (ECIN HEBO3MOXHO onpe,qenmb
KONMYECTBEHHO) 1
BblgeneHve meay ¢ Mo4oii (OTCyTCTBME OCTPOro renartuTa)

S HOPMA ittt 0
- 1-2XBbILLE JIAMUTA HOPMbL...vveeireeiemiereenieineeieaeienseenceesenas 1
- >2 XBbILE IMMUTA HOPMbBL..vceiannieenieienisenenene e 2
- HOPMa, HO >5XBbILLIE NMMUTE HOPMbI MOC/IE NIeYeHUns

D-neHuumnamMmmHom 2
AHanus myTaymi

- [epeKT B ABYX XPOMOCOMAX.... 4
- AetheKT B OAHOW XpOMOCOME 1
- OTCYTCTBYIOT MyTauum 0
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[narHocTnyecknii anropuT™M Ha OCHOBe Nofcuyéta 6annoB npescTaBneH
Ha pucyHke 3.

PucyHok 3 - [imarHocTMyeckuii anroputMm 60ne3Hn BunbcoHa Mo
cucTeMe 6annoB, yTBepPXAEHHbIX B Slennuure, 2001r [17]

BannbHas LWKana AnarHoCTUKW 60ne3Hn BunbcoHa obnagaeT cTporoi
cneundguyHocTbio (100%) U BbICOKOW YyBCTBUTENLHOCTbIO (84,2%) y peTei:
NPOrHOCTUYeCKask TOYHOCTb MOMOXKUTENbHOIO pe3ynbTata 100%, a BO3MOX-
HOCTb NOXHOOTPULATENBHON AnarHocTUMKM 31,4% npu OTCYTCTBUM Onpeaene-
HWS KONMMYECTBEHHOTO COAEPXXaHWs MeAM B TKaHW MeYeHn U MONeKynspHO-
reHeTUYeCcKOro TeCTMPOBaHMS. [N UCK/HOUEHMS NIOXHOOTPULIATE/IbHbIX 3Haue-
HUIA peKoMeHJ0BaHO 06s3aTeNlbHOe NPOBeAeHNe GUOMNCUK MeYeHn ¢ onpeaene-
HEM KONMYECTBEHHOTO COAEPXXaHWs MeAn B TKaHW MEYeHW U MONeKynspHO-
reHeTUYeCcKoro TeCTUPOBaHMSA, HauyMHas ¢ 3-X /IeTHero Bo3pacta [9].

[ns MOHWTOPWHIa COCTOSHWS MaLMeHTOB C 60Ne3HbI0 BunbcoHa paspa-
6oTaHa wkana: Novel Global Assessment Scale for Wilson’s Disease, koTopas
npeAcTaBnseT coboii YHUDULMPOBAHHYIO METOAMKY CPaBHEHMSI Pe3ynbTaToB
NEYEHUs B Pas/IMUHbIX MEeAULMHCKUX LEHTPaxX W BbISBNEHMS MPUOPUTETHOIO
HanpaBneHWst KOPPEeKUMM pacCTPOiCTB Yy naumeHTa. LLIkana BKouaeT ABa
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YPOBHSl, XapakTepu3yHoLMX My/bTUCUCTEMHbIE NPOSBIEHUs 3ab6onesaHus. Ha
NepBOM YPOBHE OLIEHMBAIOT O6LLVe NPOSIBNEHUS MO YeTbIpEM 06/1acTaAM: Me-
ueHb, MO3HaHWE U MOBEJIEHNE, ABMraTe/bHbIE, KOCTHO-MbILLIEYHbIE HAPYLLIEHUS.
Ha BTOpOM YpOBHe MpeAnaraloTcsi MHOTOMEpPHbIE LKa/ibl /11 OLEHKW Hapylue-
HUA HEPBHOIA CUCTEMbI, KaX/aas LLKana BKOYaeT 4 rpafauun ¢ MakcMabHbl-
MU W3MEHEHUAMU B MyHKTe 4. [0/ NOBCEAHEBHOMN AeATeNbHOCTbIO MOHUMAETCS
OfieBaHWe, NIMYHAs TUTVMEeHa, MUTaHWe, MPOrYNKW W Apyras MOBCEAHEBHas [Aes-
TeNbHOCTb.

NOVEL GLOBAL ASSESSMENT SCALE
FOR WILSON’S DISEASE [I1]

YPOBEHb 1: OBLWWE MPOABNEHUA NHBANVNAN3ALNN
1. L- CocTtosiHue nedeHu (liver)

L O-HeT MpoLUAbIX UM TEKYLMX aKTUBHbIX 3a60/1eBaHNIi NeyeHu

L 1-3a60n1eBaHMs B NPOLLZIOM, HO HET TEKYLLIUX aKTUBHbIX 3a60/1eBaHNii

L 2-Tekyll|an akTMBHas 60/1e3Hb NeveHn 6e3 NprU3HaKoB LMppo3a

L 3-C npu3HaKamy KOMMEHCMPOBAHHOIO LpPpPo3a

L 4-C npu3HaKamm leKOMNeHcaLui upposa

L 5-noTeHLManbHO ONacHoe As XKN3HK COCTOSHE MeYeHu:

a) UMEOTCSA KIMHUYECKMe, BUOXMMUYECKME 1 3XOCKOMUYECKMe [0Ka3a-
TeNbCTBa, GUONCUS NeyeHn Heobs3aTeNbHa,

b) UMEIOTCA KNMHMYECKME U 3XOCKOMMYECKMe [0Kas3aTeNbeTa LUppo-
3 MEYEHN UM OCNOXKHEHWS! LMppo3a, GUOMNCHS NeYeHr Heobs3aTesbHa,

C) BbISIBNAETCS NeUY&HOYHas aHLEe(anonaTus, NopTocUCTEMHbIE KpOBOTE-
UeHUs, acuuT,

d) nMeeTCs oCcTpas NeUYEHOUHas HefoCTaTOUHOCTb, 3a60/1eBaHMS NeYeHN
C MaccuBHbIM TemMoM130M WK Nto6ast NaToNorus nedeHu, TpebyoLas nepecas-
KM NeyeHu.

2. C - MNosHaHKMe n noeefeHme (cognition)

C O-HopmasibHoe

C 1-cMMNTOMbI 3aMeTUNN BAMKaliLLNE OKPYXKatoLLWe, HO MaLMeHT B Lie-
NOoM (hYHKLMOHUPYET HOPMa/IbHO

C 2-o4eBuUgHble Npobiembl OMa, B LIKONE, Ha paboTe, HO MaUMEHT MO-
XeT (PYHKLUMOHMPOBaTb Ha HOPMaJbHOM YPOBHE C LONOMHUTENbHbIMU YCUNUA-
MW MW MOMOLLbHO

C 3-cepbesHble Npobnembl 4OMa, B LLKONE, Ha paboTe, NauueHT He B CO-
CTOSHUW (DYHKLMOHMPOBATb Ha HOPMa/lbHOM YPOBHE, MPOWUCXOAMT HapylleHue
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MEXNNYHOCTHBIX OTHOLLIEHWIA, CHUXKEHWE YCNEBAEMOCTY B LLKOME, He CrnpaBns-
eTcs ¢ 06513aHHOCTAIMM Ha paboTe

C 4-nauueHT He B COCTOSHUM (hYHKLIMOHMPOBATb CaMOCTOSTE/NbHO, 3a
WCKMIOYEHNEM MPOCTbIX AEACTBUIA B MOBCEAHEBHOW AESTENbHOCTU: TSXKENble
HapyLUEHNS MEXMYHOCTHBIX OTHOLUEHWIA, NPeKpalLeHne YUéobl B LLIKONE, fes-
TENbHOCTW Ha paboTe, HYXAAETCA B CyLLECTBEHHON NOMOLLM 1 Ha3HAYEHUW aH-
TUENPECCAHTOB WK HEPONENTUKOB.

C 5-3aBMCMMOCTb NalMeHTa OT OKPYXatoLMX Aaxe AN NPOCTbIX Aei-
CTBWIA B MOBCEHEBHO AeATENbHOCTU, HEOOXOAMMOCTb MOMELLEHNS B chewma-
NN3NPOBAHHOE NeYebHOe YUpeXaeHne WU HaxoauTbCs AOMa, MPUHUMATb aH-
TUNCMXOTUYECKME NEKAPCTBA WU aHTUAENPECCAHTbI B CBA3N C UHTENNEKTYarb-
HbIM CMazfioM, AienpPeccueit NN NCMXo3oMm.

3.M - ABmxeHune (motorica)

M 0-6e3 CMMNTOMOB WM HOpPMA

M 1-HebonbLUMe KMHNYECKME NPU3HAKM AUCMOTOPUKN

M 2-TpygHOCTV B NMOBCEAHEBHOMN AEATENIbHOCTU B CBA3W C HapyLLeHUEM
MOTOPUKU, MPU HE3aBUCUMOCTU OT OKPYXKatoLLnX

M 3-TpebyeTcs NOMOLLb B NOBCEAHEBHON eATeNbHOCTY

M 4-33BUCUMOCTb OT OKPYXXatoLLMX B MOBCEAHEBHON AeATeNbHOCTY

M 5-NpWMKOBaHHOCTb K MOCTENN W3-3a HEBPOIOrMYECKUX ABUTaTEbHbIX
HapyLUEHNIA.

4.0 —KOCTHO-MbIWeYHble HapyLeHns (osseomuscular)

O 0-Hopma

O 1-cKeneTHble aHOMauW, BbISB/IEHHbIE MPU PEHTIEHONOrMYECKOM 06-
CnefoBaHNm, npoTekatoLime 6eCCMMNTOMHO

O 2-TpyAHOCTW B MOBCEAHEBHOW AeATeNbHOCTW MPU OTCYTCTBUW 3aBU-
CUMOCTU OT OKPYXatoLLmMX

O 3-TpebyeTcs NOCTOAHHAsA NOMOLLb B MOBCEAHEBHON feATeNbHOCTU

O 4-3aBUCUMOCTb OT OKPYXXatoLMX B NOBCEAHEBHON AeATENbHOCTU

O 5-nepenoMbl, NPUKOBAHHOCTb K MOCTENN U3-3a KOCTHbIX aHOMauii,
CNUHaNbHOW 601K nnm 601K B CycTaBax, OTEKOB, AethopMalnii, cnabocTn NpPoK-
CUMaIbHbIX MbILLILL,

YPOBEHb 2: HEBPONOI MYECKOE OBCNEOOBAHUE
1. Jlnuo npm 60ne3Hn BrunbcoHa

0- Hopma
1- OTKPbITbIA POT MW LWYTAMBAsA Y/bl6Ka
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2- OTKPbITBIN POT W LWYTNMBAA YNbIGKA, BO3MOXHO YBE/MUEHWE canvea-
uum

3-  CKydJatoLmii B3rnsy,

4- GECCMbICNEHHbIV B3rNsA, NCEBAONTO3, CHUXEHWE 3PUTENbHOTO KOH-
TaKTa, MOUCKOBbIX ABUXEHWIi FNasHbIX A6/0K, ONyLieHWe YI0B pTa, He QUKCH-
pyeT B3rNsif, aMUMms.

2. YcrneBaemocTb

0- HeT CHUXeHWS UHTeNNeKTa, YCneBaeMocTu, BbINOHEHNS pa60T

1- YMEPEHHOE CHWXXEeHWE MHTENNEKTa, BbIABNAEMOE C NMOMOLLBLHO Cneun-
a/IbHbIX TECTOB MPW COXpPaHEHUN NPOU3BOANTENBHOCTU Ha pa60Te
2- CHWKEHNe MHTENNEKTa, ABHO HU3KaA yCneBaeMOCTb C HEBbINMO/THEHNEM

LUKO/bHOM NPOrpaMMbl MO BO3PACTY UM CHUXKEHWE BbINONHEHUS paboT
3- OTCYTCTBME BO3MOXHOCTM NPOA0/KaTb 06pa3oBaHMe UM paboTaThb
4- TpebyeTcs MOMOLLb B MOBCEAHEBHOW MHTENNEKTYaNbHON AeaTenbHO-
CTW, NMpo6ieMbl B Urpax C Apy3bsMM, HEBLIMOMHEHUE NPOCTLIX 06s3aHHOCTEV
[0Ma, TPYAHOCTW B MOBCEAHEBHON [AEATENbHOCTW, He 0GbACHSAEMble (uU3nye-
CKMMM HeflocTaTKamm

3. Aenpeccus

0- otcyTcTBYET

1- He6Oo/bILMe CMMMTOMbI, KOTOPbIe 3aMeTHbl TO/IbKO CO CTOPOHbI 6/11-
XKalLero OKpy>XeHns goma, B LIKO/E WK Ha paboTe, HO He MeLLat0T CEMEAHOM
XKU3HW, 06yUeHNI0 nnn paboTte

2- CUMNTOMbI Mano MELLAKT CEMEHOM XM3HW, 06YUYEHNIO UK paboTe

3- CUMNTOMbI 3HAUUTENLHO PA3PYLIAOT CEMEHYIO XU3Hb, 3aTPYLHSHOT
06y4eHue B LUKONe UK paboTy, TPe6YITCA aHTUAENPECCaHTbI
4- MOMbITKA Camoy6uiicTBa, HeOBXOAMMOCTb FOCMUTANNU3ALMNN, YrHeTe-

HUEe HaCTpPOeHUs, HesanHTePeCcoBaHHOCTb BO BCEX BUAAX AeATE/IbHOCTU C COMa-
TUYECKMMMW CUMNTOMaMM Un 6e3 HUX, HeobbACHNMAs noTepsa Beca, NSMEHEHUA
B peXume CHa, yCTasioCTb, anatusa, YyBCTBO HNKYEMHOCTH, HeyMeCTHOVI BUHbI,
CHW)KeHWe KOHUEeHTpaunun BHUMaHUA, HepelwnTenbHOCTbL B NoBeAEHUN

4. MNcuxunka

0- OTCYTCTBYHOT HapyLleHWs, HopMa

1- HebOo/blUMe CUMMTOMbI, KOTOPble HE MeLIalT CEMEHOMN XM3HU, 00Yy-
YEHMIO B LUKONE UK paboTe

2- CUMNTOMbI YMEPEHHO BbIPaXeHbl, MELLIAIOT CEMEVHOW »XM3HW, 06yye-
HUIO B LLIKONE UK paboTe
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3- CUMMNTOMbI 3HAUMUTENIbHO HapYLLAlT CEMeNHYI0 W 06LLeCTBEHHYIO

XXW3Hb, OTHOLLUEHUA, YCNEBAEMOCTb B LLUKO/NE, BbINO/THEHNE pa60TbI, Tpe6yeTc;|
HasHayeHune HeVIpOI’IeI’ITI/IKOB

4- yrposa unu nonbiTka camoyouiicTBa uam ybuincteo, TpebyeTtcs orpa-

HUYEHMEe peXuma WAKM TocnuTanm3aLus, OTMeYatoTCs nepenabl HacTPOeHUS,
pa3ApaXuTeNbHOCTb, BO3GYXK/EHWE, arpecCMBHOCTb, WCTEPUSs, C/IOBECHO WU
(hM3NYECKN OCKOPBUTENbHbIE WAWN HACUMLCTBEHHbIE AEACTBUS, GpeaoBbIe naew,
CAaBMieHHas pedb, [BuraTeNlbHoe 6GecrnoKoWcTBO (CYeTIMBOCTb, TUMepaKkTUB-
HOCTb, MO6Ery U3 AOMa), UMMYLCMBHOE MOBE/EHNE, TMNEPCEKCYaNbHOCTb, pac-
TOPMOXXEHHOCTb. aNnKoroNnamM Unu 3noynotpe6ieHne HapkoTMKamu, 6peq, ran-
nouMHaLmumn

5. AucToHunA

6. Tpemop B MOKOe, NPV CTATUYECKON HArpysKe WA B ABMXXEHUN
7. Xopes

8. MapKUHCOHM3M

[na Kaxaoro nyHkTa 5-8:

0- NposiBNEHUs OTCYTCTBYIOT
1-  MposiBNEHUs He OrpaHNYMBalOT NO6YIO eATENbHOCTb

2- orpaHuyeHne MNOBCEAHEBHOI [eATeNbHOCTM MPU He3aBUCUMOCTW OT
OKPYXKatoLLMX

3- orpaHuyeHne MoBCEeAHEBHON AesTeNbHOCTU W 3aBUCUMOCTb OT OKpY-
Xatowmx

4- NpWKOBaHHOCTbL K MOCTeNn
9. Peub

0- HopMmasbHas

1- HeBHATHasA, HO NIerko NoHVMaemas
2- HeBHATHasA, MOHUMAETCA C TPYAOM
3- HepasbopuuBas

4- OTCYTCTBME peyn Wau aHapTpus

10. CnoTaHwne

0- Hopma

1- nonepxuBaHue MHoOrga

2-  nonepxmBaHue 4yacTo

3- nonepxuBaHve C KaXAbIM NMPUEMOM ML
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4-acnupauvoHHas NHEBMOHUA UK MUTaHWE Yepe3 30H[

11. CntoHOOTeNeHne

0- Hopma

1- BRaxHas NogyLuKa HOYbio, HOPMa B TeYEHUE HSA

2- BlXHble TyObl W Yron pTa, POT NOMHBIA CMIOHbLI, TPEOYIOTCA YacTble
noACcyLIMNBaHNA

3-  nepuvoanyecKoe CNHHOTeYeHME
4- MOCTOAAHHOE CIIOHOTEeYEHME

12. OcaHKa 1 noxogka (6e3 naTonornm KOCTHO-MbILLIEYHOV CUCTEMbI)

0- HopMmasibHas npsimas 0caHKa 1 NoxoaKa
1- aHoManbHble No3bl, HO CTOUT Y XOAUT CaMOCTOATE/IbHO

2- 0CaHKa HapylleHa, CTOUT U XOAWUT C TPOCTbIO UMK C NOAAEPXKKOMA 04-
HOTO YesnoBeka
3- HE MOXET CTOSATb U XOAUTL 6e3 MOMOLLM OKPYIXKAIOLLMX, MOXET NErko

ynacTb, €CN HE nNoAaep>KmnBaeTca
4- npuKoBaH K NocTenu

13. Konbua Kalizepa-dneiwepa

0- oTcyTCTBIOT

1-  BM3yanu3aums C MOMOLLbIO LLLENeBO Namnbl

2- HenosHble KOMbLa, BUAUMbI HEBOOPYXKEHHbLIM [1a30M W/ C NMOMOLLbHO
LL|eNeBoi Nnamnbl

3- NO/IHbIE TOHKME KO/bLa, BUAHbI HEBOOPY>XEHHbIM [Na30M WK C Mo-
MOLLbIO LLIeNEeBOV Namnbl

4- NoJHbIE TONCTbIE KOAbLA, BUAHbI HEBOOPYXXEHHbIM [/1a30M WM C Mo-

MOLLbHO LLLeNeBOI Namnbl
14. Pegkuve HapyLleHNs

3anucbiBaloT Hanmume (1) nam otcyTteTeme (0) KaXAOro 13 cneayrowmx
NpW3HAKOB:

-3MOLLMOHaNbHas NabUbHOCTb

-cyfoporu 6onee 1 mecsua

-MVOK/IOHYC

-CTepeOTUNHOCTb NOBEAEHUS

-TUKN

-NUpamMuniHble 3HaKu

-rnas3o/BuraTesibHble paccTpoiicTea
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O6LWNIA AUarHOCTUYECKUIA a/iTrTOPUTM:

ANrOpPUTM ANArHOCTUYECKNX PeLLeHNiA NPeACcTaBNeH Ha PUCYHKe 4.

PrcyHOK 4 —ANropnT™M gnarHocTukm 6onesHn BunbcoHa |7]

Kpome atoro, anroputm 06cnefoBaHNs BK/IKOYAET:

1 BbisiBneHne natonoruu nedeHn: OAK+TpombOLUTbI, MEYEHOUHbIE
npo6bl - ACT, ANT, W, TN, dpakuynm BP, MTW, npotenHorpamma, CPB.
thmbpuHoreH, XC, rnwkosa, a Takke Y3 n KT nam MPT neueHn n cenesgHku,
drAC (ebisiBneHve NopTanbHOM FUMNepTeH3UK), GUOMCUA NeYeHn Npu Heobxo-

ANMOCTW.
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2. BbisisneHune natonorun LIHC - ocmoTp HeBponatonora, KT vam MPT
rof0BHOro0 mMo3ra, 33T, 0CMOTP OKy/nMCTa CO LieneBol namnoin (konbua Kaiise-
pa-dneiillepa He BbIABNAIOTCA Y feTei MnagLe 5 neT), Nons 3peHus.

3. CoepxxaHvie LepynonnasMmHa B CbIBOPOTKE KPOBW, CyTOYHas 3KC-
Kpeuus Meay ¢ MOYOM, OTBET Ha NPOGHOE neveHne [- NeHMUMIaMUHOM, BKO-
YeHMe M30ToNa Meau B LiepynonfasMunH, KOHCybTauusa nauueHTa n ero 6au-
XalLmx poACTBEHHUKOB y reHeTuka, AHK-aHanu3 Ha myTauun B reHe ATP7B.

CnefyeT OTMETUTb, YTO A0 MOMEHTA YCTaHOB/EHWS AMarHo3a 60ne3Hn
BunbcoHa NpoxoguT OT TPEX A0 AeBATW NeT. B 3T0 Bpems 601e3Hb NpoTekaeT
NATEHTHO WY BO3MOXHbI ApYrue nepBuyHbIE ANarHo3bl, KOTOpbIe npescrasne-
Hbl B Tabnmue 3.

Tabnuua 3 - CnekTp NepBUYHbIX AMarHo30B Npu 601e3HN BunbcoHa [8]

Hosonornyeckune opmbl Yuncno nauveHTos 29
MocnefcTBUA HEMPOUHGEKL N 6
LLMppo3 neyeHn unu XpOHUYECKUIA renatut
HeBpo3 unnM HeBPOTUYECKUE CUHAPOMbI
PaccesiHHbIli cknepo3

XpoHWYecKuid sHLedannT

Xopes MeHTUHITOHa

MocnefcTBUA YepenHO-MO3r0BO TpaBMbl
AMMNOTpOYECKMiA 6OKOBOIA CKNepo3

bBonesHb Pedpcyma

[ereHepaTnBHo-gMcTpodumy. 3abonesaHue LIHC

PR, P RPPEPO®O OO

OCHOBHbIe pe3y/ibTaThbl 06Cﬂe,qOBaHMFI naluneHToB

O6wWwmin aHann3 KpoBu. TpomOOLMTOMNEHNS, NPX NOPTaNbHON FMNEPTEH-
31M - TUNEpPCnieHn3M (aHemMus, NenKo- 1 TPOMBOLMTOMEHNS).

Koarynorpamma. O6 yXyALleHUN COCTOSHWUSA MEeYeHU CBUAETeNbCTBYET
CcHwkeHne MTU (Hopma 80 - 140%), NPOrHOCTMYECKN HEGNAronpusTHO CHU-
xeHue MTUN meHee 50%. MTW paccunTbiBaeTCA Kak OTHOLWEHWe TTB KOH-
TponbHOM nNnasmbl K MTB uccnegyemoii nnasmbl NauMeHTa, BblpaXKaeTcs B Npo-
LieHTax.

CyTouHas 3KCKpeuus meayn ¢ mModoii. B Hopme M y nauueHToB C 6ec-
CUMNTOMHbIM TeyeHnem <40 MKr/cyT. 3HauyeHusi Bbiwe 40 MKr/cyT TpebytoT
[anbHelwmnx nuccnefoBaHuii No gnarHoctnke 6one3Hn BunbcoHa. Mpu KAnHK-
YECcKO MaHugecTaumm 60M1e3HN CYTOYHAs 3KCKpeuus mean ¢ mouoir  >100
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MKr/cyT (>1,6 MKMONb/CYT), 3HayeHWs MeHblle y geteit >50 mkr/cyTt (>0,64
MKMO/b/CYT).

VHTepnpeTaumio pe3ynbTaToB MCCNELOBaHMS 3KCKPeLUnM Mean 3aTpya-
HAET ayTOMMMYHHbI/ renaTuT, Xonectas, XPOHUYECKUA aKTUBHbIVA renatut. Y
[eTeli ¢ Nérkoi hopmoii 3aboneBaHNA NeYeHN CyTOYHas 3KCKpPeuus Meau ¢ Mo-
4Ol cnerka noBsbllleHa UaW B Npefenax Hopmbl. CHUXXEHME ANarHOCTUYECKOrO
nopora nosesHo Ans o06HapyXXeHWs 6ecCUMNTOMHbIX MalMeHTOB, HO NepeKpbl-
BAeT 3HAYeHWs C MauueHTaMu ¢ ApYruMu nopaxeHUaMu nedeHun. Mpu dynbmu-
HaHTHON MNeYEHOYHOW HefoCTaTOYHOCTM CYTOYHAA 3KCKpeuusa Meau C MoYoi
>1000 mkr/cyT. B Hauane neyeHus D-neHuymnammHom 1000-5000 MKr/cyT., Ha
thoHe afekBaTHOW Tepanum 200-500 MKr/cyT.

MeHWLUMNNaMUHOBBI/ TECT: UCCnefytoT Mody, cobpaHHyt cpasy mocrne
npuéma 500 mMr D-neHuyumnnammnHa u yepe3 12 4yacos, B HOPMe YBe/MYEHUA
3KCKpeLun Mean He Habnopgaetcs, npu 60ne3Hn BunbcoHa 3HaueHus OyayT
>1500 mKr/cyT.

WccnenosaHue moun. BO3MOXHA MMKpOrematypusi, HeaHauuTenbHas
NPOTENHYPUS, KanbLWypus, ypaTypus, HapylleHa pea6copbuys aMUHOKMCNOT,
rNt0KO3bl, (HOCHATOB, BOAbI, HATPUS, Kasus.

BUOXMMUWYECKNIA aHann3 KPOBU. XapaKTepusyeT TSHKeCTb HapyLlleHWi B
neyeHN W NPOrHO3, XOTA (hOpMUpOBaHMe (MOBPO3a U LMPPO3a NeyYeHW MOXET
npoTeKaTb NaTeHTHO. XapakKTepHO MoBbiWeHWe akTuBHocTM AT n ACT, no-
BbllLeHWe B [Ba pasa XapakTepusyeT LUTOAUTUYeCKUiA cugpom. ANT - uuTo-
nnasmatmyeckunii goepmeHT, ACT Ha 70% coaepXuTca B MUTOXOHAPUAX. Ons
TOKCMYECKOr0 MOPaXKeHUs MeyeHu, B OT/IMUME OT BMPYCHOTO MOPaKeHus, Xa-
pakTepHbl 60nee Bbicokne 3HaueHuUss ACT, yem AJIT. BbhbknMBaeMoCTb nauymeH-
TOB C 60n€e3HbI0 BunbcoHa npu coxpaHeHnn ACT 6onee 250 Efl/n cocTaBnseT 3
roga, 10-neTHAA BbXMBAEMOCTb TOMLKO Y 10% nauueHToB.

Mpn NopaxeHWM NeyeHW MPOrHOCTUYECKN HebnaronpusTHO CHWXKEHWe
thepmeHTemun (ANT, ACT) Ha toHe nageHus MTU (HeT YHKLMOHMPYHOLWMX
renaTouMToB), NOBbILWEHMe 06Liero 6unmpybmHa 6onee 200 MKMOAbL/N, NPAMOro
6onee 60 MKMONb/N, CHWKeHME anbbymuHa MmeHee 30r/n, NOBbILLEHWE MOYEBU-
Hbl 6onee 17 MKMONb/N, KpeaTMHWHa 6onee, Yem B fABa pasa (OlH, renatope-
HaNbHbIA CUHAPOM).

Mpn 6one3Hn BunbcoHa xapakTepHO MoBbiweHne 11 111, 4To noaTeep-
X[aeT xonectas. B Hopme KOHLeHTpauus 3atoro depmeHTa B >xenun B 10 pa3s
NpeBbILLAET ero KOHUEHTPpauuio B KpoBW. 3HaveHns LLLP (hepmeHT KaHanuky-
NAPHOWA YacTn mem6paHbl renaToLnToB) NpY 3TOM HU3KWE B OT/IMYME OT XOre-
CTasa [pyroro reHesa. Bbicokue 3HaueHus LU®P npu HU3KMX 3HaueHuax MTTM
WCK/HOYaloT X0necTas.
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Mpn hopMMpoBaHUM MEYEHOUHO-KIETOYHON HefOCTaTOYHOCTU MpouUC-
XOOUT CHWKEHWE OfHOW WM HECKONbKUX (PYHKLUIA NeYeHW HUXKE YPOBHS, He-
06X0AMMOr0 /18 XXU3HEAeATENbHOCTY OpraHusma. B Hopme neyeHb hyHKLMO-
HMPYET HEeMo/HbIM KOMIMYECTBOM NEeYEHOUHbIX KNEeTOK: 06pa3oBaHue MOYeBUHbI
ocylecTBnatoT 20% KNEeToK, CUHTe3 albbyMWHOB W (hakTOPOB CBEPTbIBAHWS
KpoBu - 10% K/eToK.

BblpaXKeHHble pereHepaTopHble CNOCOBHOCTM OpraHa 06ecrneymBatoT ero
nofIHOe BOCCTaHOB/IEHWE NOC/e YCTPaHeHU NPUUMHHOIO (hakTopa lMpu uuppo-
3e MeYeHn paspactaHue pereHepaTopHbIX Y3/10B U NEPeCcTPOiKa apXUTEKTOHNKM
opraHa UCTOLLaeT pesepBHble BOSMOXHOCTU, Kak ¥ MpU MAaCcCUBHbLIX HEKpPO3ax.
Mpn nopakeHUW MeveHU BO3MOXHbI 3NEKTPOAUTHbIE HapylueHus (Kanwui,
HaTpwuin), aunaos, KOTOpbI 3aTPYAHSAET BCe )ePMEHTATUBHbIE Peakuuu B KNeT-
Kax.

LlepynonnasmMuH B CbIBOPOTKE KPOBU —CKPUHUHIOBBIVA TeCT npu Aua-
rHocTuke 60ne3Hn BunbcoHa, B HOpMe KOHUeHTpauus 200-300 mr/a, npu 60-
Ne3HN BunbCoHa 3Ha4YeHNs HUXKe HOPMbI (YYBCTBUTENBHOCTb TecTa 95%).

Y HOBOPOX[EHHbIX feTeil TeCT HEMH(OPMATUBEH 13-3a HU3KOTO CoAep-
XaHWs LepynonnasmmHa, KOTOPbIA TONbKO K KOHLY MepBOro rofa >XusHu y 340-
poBOro peb&HKa NoBbILIAeTCA A0 HOPManbHbIX Ludp. HU3koe cogepxaHue Le-
pynonnasmMmHa Bo3MOXHO y 10-20% reTepo3nroTHbIX HOCUTENel maTonoruye-
cKoro reHa ATP7B. CHuxeHue LepynonnasmuHa Ha 50% OT HOpMbl guarHo-
CTMYECKMN 3HAYMMO, OYeHb HWU3KUIA ypoBeHb (<50 Mr/n) JOMKeH paccmMaTpuBaTh-
€A Kak CuUMbHOE J0Ka3aTeNbCTBO B N0/Mb3y 60N1e3HM BunbcoHa. CybHOpManbHble
3HayeHus TpebytoT fanbHelillero 06¢nefoBaHNs, HOpMa He UCKOYaeT 3abone-
BaHuve.

KoHUeHTpaLuio LepynonnasMmnHa U3MepsatoT SH3MMHbIM MeTogoMm. Mpu
60ne3Hn BunbcoHa 3HaveHns MeHee 100 mMr/n (MUHWMa/bHOE 3HaYeHWE B HOP-
Me 170 mr/n). VIMMyHHbIA MeTOA He pasnnyaeT anouepynonnasmmH (6e3 meam)
1 ronouepynonnasMuH (C Meabto), 4TO MPMBOAMT K NOXHOOTPULLATENIbHBIM pe-
3ynbTatam. Mpu auepynonnasMMHEMUN NauueHTbl UMEeT MyTauuio B 3-i Xpo-
MOCOMe, a He B 13- XxpomMocoMe, Kak npu 601e3Hn BunbcoHa.

Megb B cbiBOpoTke KpoBu. Hopma obuwiein dpakuymmn megm 700-1400
mkr/n (11-22 mkmonb/n), B Bo3pacTe oT 7 mecsaueB Ao 18 net 900-1900 mkr/n.
[0 6 mecaues 200-700 mkr/n.

Mpn 60ne3HN BunbcoHa 3HaYeHWs HUXKe HOPMbl U3-3a HefoCTaTKa Le-
pynonaasMMHOBOM MeAu UK B HOPME B pesy/ibTaTe BbIX0Aa HeLepynonnasmu-
HOBOW MeAy B CUCTEMHbIA KPOBOTOK. HelepynonnasmmHoBas Mefdb B CbIBOPOT-
Ke KpoBu B Hopme 50-120 mkr/n (0,8-2 MKMOnb/N), MoKasaTeb ONpeaenstoT Kak
pasHOCTb MeXAy O6LUM COAepXaHWeM MeAu C LepynonnasMmMHOBON Mefbto (B
1mr uepynonnasmuHa 0,047 Mkr megu). CofepxkaHue HeuepynonnasmMMHOBOW
meaun npu 6one3Hn BunbcoHa 200-500 mkr/n (3,31-8,11 mMkmonb/n). MokasaTenb
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HeLepynonnasM1HoBoi Meau 6onee 3HaUMM Ans KOHTPOMS (hapMakoTepanuu,
uem Ans BepudUKaLMM AnarHosa 601e3H1 BUnbCoHa.

BkntoueHne nsoTona Meau B LiepynonnasMuH. bonee 4yBCTBUTENbHBIN
TECT, YeM OMpejeneHve LepynonnasmmnHa B CbiIBOPOTKE KPoBU. KpoBb 3abupatoT
yepes 1, 2, 4, 24 n 48 yacoB nocne nepopasbHOro npuéma msotona (64Cu mm
67Cn).

B HopMme nepBblil MUK OTMEYaeTcsa B TeYeHWe NepBbiX 2 YacoB, BTOPON
nuK Yepe3 48 4acoB B pesy/bTaTe BK/KOYEHWUS Meay BO BHOBb CMHTE3UPOBaH-
Hblli B MeYeHN LepynonnasMuH M MOCTYMNSIEHWA ero B CUCTEMHbIA KPOBOTOK.
Mpy 60ne3Hn BunbcoHa, gaxke NPU HOPMa/bHbIX NOKasaTensx Lepynonnasmm-
Ha, BTOPOro nuka 4yepe3 48 yacoB He HabntofaeTcs. BkntoyeHve nsotona mMeau
B LLepyN0NNasmMnH CHUXXEHO W'Y TeTepo3nroTHbIX HOCUTENENA.

3xockonus. MOXHO BbISIBUTb KapAMOMMONATUIO, M3MEHEHWE pa3MepoB
1 CTPYKTYpPbI MEYEHU 1 Cene3eHKU, acuuT, NopTanbHY rMNepTeH3nto, Konnate-
panbHoe KpoBOOGpalleHWe, LMppPo3 MeyeHW MpU UCCNefOBaHWM annapaTom
(hmbpocKaH.

3KT. MpusHaku runepTpodum NeBoro U 060Mx Xenyno4kos, aenpec-
cus cermeHTa ST, nHeepcus 3y6ua T, HapyLIeHNUs pUTMa.

33r - NpoBOAWTCS MaLMEHTaM C aNUNENTUYECKUMM NPUCTYNaMU.

PenTtreHonornyeckoe obcnegosaHve, MPT. MPT ronoBHoro mosra 6o-
nee MHopMaTMBHO, YeM KT. MOXHO BbISBUTb U3MEHEHUS CTPYKTYP FOIOBHOMO
mosra [4], pucyHok 5. Ha pucyHke BBepXy npeAcTaBneHbl 6a3anbHble raHrnm,
HUXe - Ha MPT ronoBHOro mosra, CTpenkamu ykasaHbl 04ars nosbILLEHHOW U
MOHMXXEHHON 3XOreHHOCTW B 061acTW 6asanbHbiX raHrnues (XsocTaTtoe fApo,
ckopnyna, 6nefHbli wap). Takve o4arm MOXHO BbISIBUTb TakKXXe B Tanamyce,
3ybuaTbIX agpax, Kope Mo3xeuka. Ovaru bunatepanbHble, 3-15 MM B gnameTpe.
BursyanusupytoTcs pacluvpeHHble nepegHue pora 60K0BbIX XKenyfouKoB, Aud-
(hy3Has aTpotns Kopbl 601bLIMX MONYLIapPUiA N MO3XKEeUKa KIUCTbI.

Ha KT opraHoB 6ptOLLIHON NONOCTN —CHMXKEHWE IXOTEHHOCTU MEYeHW.
MPT nossonseT BbiBUTL 6/10Kagy MOPTaNbHOMO KPOBOTOKA BbIPAXEHHOCTb
Konnatepaneii, OTBOAALLME BEHbI MEYEHM, aCLUT.

Buoncus neveHun. MpoBOAMTCS UcCnefoBaHMe BUONTaTa NEYEHN 1 onpe-
[JeNneHve CoaepXXaHus MeAy B NeYEHOUHOM TKaHU. MUCTONOrNYECKMe U3MEHeHNS
npy 60ne3HN BuabcoHa HeCeLUMUYHBI, CXOXM C anKorofbHbIM, BUPYCHbIM W
X0NeCTaTUYECKUM MOBPEX/AeHMEM MeyeHn. B 0CHOBE NaTonornyeckoro npoLec-
ca AUCTPO(US, HEKPO3, BOCMaseHue, XNpoBas UHAUNLTPALMS, (UBPO3 U LuUp-
pos.
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PucyHok S- basanbHble raHrnuu, MPT ronosHoro mosra
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Mpwn 61ONCUN MOXHO BbISBUTb MMAPONUYECKUE U3MEHEHMNA (BaNNOHHYO
[ereHepaumio - HeobpaTMMble HapyLLeHWs), B NEPUNOPTa/ibHbIX MPOCTPAHCTBAX
Hapsaay co cnaboil BoCNanuTeIbHOW NMMGOLMTApPHOM MH(UNbTPaUUel, ruanm-
HOBble Tenbua Mannopu, hMbpo3 pasNMUHON CTENEHW BbIPAXXEHHOCTU WU HEKPO-
3bl. B cuHycompax knetku Kyndepa ysenuueHbl B pasmepax. [pu nporpeccu-
poBaHMM NaTONOrMYECKOro npouecca BbIABAAIT An(Y3Hble U3MEHEHNS, MakK-
POHOAYNAPHBIVA LMppo3. MeToAOM 3M1EKTPOHHON MMKPOCKONWUM Aaxe npu 6ec-
CMMNTOMHOM TeueHWM 60NE3HM BbIABAAIOT ayTotharnmyeckme Bakyonm u Kpyn-
Hble M3MEHEHHble MUTOXOHAPWMW. XKNpoBas UHMWUAbTPALUA MOXeET 6bITb CBA3a-
Ha C NOBPEeXAeHNEeM MUTOXOHAPUIA. Mexay KneTkamMu pacnonaratoTcs BOSIOKHA
KonnareHa.

KoHueHTpaums mean B TKaHW neyeHn B Hopme 16-50 mkr/r (0,26-0,8
MKMONb/T) cyxoro Beca. Mpu xonectase 50-200 mkr/r (0,8-3,2 MKMOAbL/T), npu
60ne3Hn BunbcoHa >250 MKr/r (>4 MKmonb/T). Moporosas KOHUeHTpayms >75
MKr/r (>1,2 MKMOMb/T) yBenMuMBaeT YyBCTBMTE/IbHOCTb TecTa ¢ 83,3% fAo
96,5%, cneunguyHocTs ¢ 95,4% po 98,6% Ana anarHoCTUKKM 6onesHn Bunbco-
Ha. XOTf Takue 3Ha4YeHWs NepeKpbIBalOTCA C APYrol NaTonorueli neveHun, oaHa-
KO Ha JOKIMHWYECKON cTaguu 60ne3Hn BunbcoHa, 0CO6EHHO Y feTeid, ypoBeHb
ne4yéHOYHOM Mean He Bceraa npesbiwaeT 250 MKr/T (4 MKMONb/n). Y reteposm-
roT cogep)kaHve mean B TKaHu neveHn 150-200 mkr/r (2,4-4 mkmons/n).

Mefb pacnpefenseTcs B NneyYeHU HepaBHOMEPHO, B y3Max pereHepauym
npy LMppo3e MeyeHy OTCYTCTBYET W Hakan/MBaeTCs B MEPUMOPTaNibHbIX rena-
TouMTaxX. Y nauueHToB ¢ 601e3HbI0 BMUbCOHA KOHLEHTpaLMa Meay B TKaHW ne-
yeHu gocturaet 3000 MKr/T ewwé 40 NOABNEHUA KMHWYECKMX WM naToMopdono-
FMYECKNUX NpPU3HaKoB BONe3HU.

KoHcynbTaumm cneumanncToB. YUnTbiBas NOpPaXeHne pasiMyHbIX opra-
HOB U CUCTEM, WHBAIMAHOCTb, BO3HWMKAET HEO6XOAMMOCTb KOHCY/bTauun pea-
6unutonora v Apyrux CneLmanucTos:

OKynucT - BbifBNeHMe Konel Kaisepa-dneiwepa (90-100% cnyuaes y
nauMeHTOB C HEeBPOMOrMYECKUMU MPOABAEHUAMU 6ONMe3HU), OCTPOTa 3pPeHUs
00bIYHO HE CHWXKAeTCs, HO MHOrAa BO3MOXHO pa3BUTMe KaTapakTbl. Konbuo
Kaiisepa-dneiiliepa CTaHOBUTCA MeHee BbIPaXEHHbIM WM MCYe3aeT npu ag-
(heKTUBHOI Tepanuu.

leHeTUK - LenecoobpasHo 06CnefoBaTb He TOMbKO MauueHTa, HO U
6AMKaRWNX POACTBEHHMKOB ANA BbISBNEHUA TE€TEPO3UTrOTHLIX HOCWTeNel na-
TONOrMYECKOro reHa ¢ 6eCCMMMNTOMHbLIM TeueHWeM. Y feTeil U NOAPOCTKOB
OHK-anarHocTka nmomoraet B paHHEM BO3pacTe MpaBW/bHO MOCTaBWUTbL Aua-
rHo3. MpoBoanTCS NOUCK MyTauuii B reHe ATP7B no pacLuvMpeHHoi nporpamme
UK NO COKPAaLLEHHOW nporpamme, Npu KOTOPOW MccnefytoT Hambonee vacTble
myTaumuu.

[enaTonor, racTposHTeponor, AueTonor - pPeleHne BONpPocoB MNarTo-
NIOTUN neyveHn, paccTpoiicts XXKT, co6/10AeHUA ANEThI.
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HeBponaTonor, ncuxumaTp, ncuxorepanesT, noroneg - BbIABEHUE U
neyeHune HeBPOMOTNUECKUX 1 MCUXUYECKNX HAPYLLEHWIA.

FemaTonor - KOHCY/bTALMs B Clydae aHeMuu, AN AnddepeHLmansHoi
[ANArHOCTUKM AeUUMTHOI 1 reMONUTMYECKO aHEMMK, a TaKXKEe B CBSA3W C rena-
TO/IMEHAbHBIM CUHAPOMOM W MM oaaeHoNaTne.

Ocob6eHHOCTUN TeveHNst 60M1e3HM BunbcoHa y geTei.

YunTbiBas OnucaHue KIMHUYECKUX Cry4YaeB W OCOBEHHOCTel TeyeHus
6onesHn BunbcoHa y getein n nogpoctkos [1,9, 10, 12, 20, 24, 28, 30], B geT-
CKOM W MOJPOCTKOBOM BO3PacTe MOXHO OTMETUTb CNeaytoLiMe 0CO6EHHOCTH:

1 XapakTepHO MOpPaXeHWe nevyeHn (KPUNTOreHHbI XPOHWYECKWI rena-
TUT, ayTOMMMYHHbIA FenaTuT, XWPOBOIi renaTos, LMpPpPo3 HEACHON 3TUONOrUK,
130/1MPOBaHHaN TpaHCaMUHa3eMuns, GUIMPYyBUHeMUs).

2.Y 90% petein 3ab6oneBaHMe NPOTEKAaeT NaTEHTHO, CpefHWiA BO3pacT
nepBbIX CUMNTOMOB 5-12 neT (04eHb pefko 4 Mecaua - 3 roga).

3. CUMNTOMbI HecneunuyHbl: AUCMENCUYeCKMe N acTeHNYeCKne aBne-
HMA. BO3MOXKHa MblLeyHas ¢nabocTb Kak npu fepmMaTomMuosuTe, remopparuye-
CKMe BbICbINaHNA Kak Npu reMopparMyeckoM BacKy/nmTe, OTEKW 1 acLUT Kak npu
He)pOTUYECKOM CMHAPOME, HOCOBbIE KPOBOTEYEHMS, renatocnieHomeranusa. A
Takke NOAEPrMBaHNS MUMUYECKMX MbILLLL U MbILL, NAEYeBOro nosca, 3amep-
NEHHOCTb ABVXKEHWIA, peun. BO3MOXEH reMONMTUYECKNIA KPU3 C aHeMUen 1 He-
npamor 6unupybuHeMmneld Npu oTpuLaTenbHon npobe Kymoea.

4. CpepHuid Bo3pacT BepudmKkaumm uupposa neveHn 10-14 net (15% pe-
Tein B Bo3pacTe 7-10 neT, 80% - 10-17 neT). XapakTepHO COYeTaHMe BbICOKOrO
YPOBHSA (PrM6po3a NeveHn ¢ MUHVMANbHON U HU3KOWM aKTUBHOCTbIO BOCMANEHNS,
(hopMMpOBaHME NaToNOrMM MeYeHN B pe3ynbTaTe HAKOMNEHWS MeAu B TKaHu
MeYeHn ¥ HaKOM/IEHWS Xenesa, OTUET/IMBOE YCKOpeHUe (Mbpo3nMpoBaHms B ny-
6epTaTHOM BO3pacTe.

5. Konbua Kaiisepa-dneiiwepa Busyanunsvpytotca B 43,6 % cny4vaes u
CBMAETENbCTBYIOT O BbLICOKOW BeposTHOCTU (68,2%) LMppos3a neyeHW u cme-
LIaHHOM thopMbl 60ne3HM BunbcoHa.

6. Hambonbluell AnarHOCTUYECKOA TOYHOCTLIO B BepuUMKaLmum guarHo-
3a 'y feTeil 06nafatoT napameTpbl CyTOUHOM 3KCKPEeLMU Meau C MOYOI 1 cofep-
XaHus Mefu B TKaHW neyeHn. ONTUMaNbHOE COOTHOLLEHUE YYBCTBUTEILHOCTU
1 CneumMgrYHOCTU UMEOT KpUTepum:

eLiepynonaa3MnH B Kposu MeHee 168 mr/n (83,2%; 87,3%)

*3KCKpeLms mean ¢ mouvol 6onee 50,2 mkr/cyT (94,6%, 92,7%), B TOM
yncne Ha hoHe [-neHnymnnammuta 6onee 861 mkr/cyT (84,9%, 83,8%),

eCOAepXXaHne Meamn B TKaHW neyeHn 6onee 50 mkr/r (100%; 95,7%).

7. Y 15-36% nauneHTOB C 60/1€3HbI0 BunbcoHa LepynonaasMmH B Kpo-
BW B HOPMe, Heob6XxoAmMMa 61Moncus neveHn N MeamKo-reHeTMYecKoe TeCTUPOBa-
HWe AN UCK/TOYEHNSA NOXHOOTPULLATENbHBIX PE3Y/bTaTOB.
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8. [0 HacToALlero BpeMeHW He Moy4vyeHo [0Ka3aTe/bCTB KOppensuum
MeXay reHoTUnoM pebéHka u heHOTUNOM KMHUYECKUX MPOSBAEHWA 60ne3Hn
BunbcoHa.

9. XenaTmpoBaHue B IETCKOM BO3PacTe XOPOLLO MepeHoCcuTcs.

10. CKPUHUHT HOBOPOXAEHHbIX Ha 60ne3Hb BUIbCOHA MO CHUXEHWIO
LiepynonnasMuHa B 06pasLax Moyu v KpoBU HelenecoobpaseH, Tak Kak y HOBO-
POXKAEHHbIX HU3KNe 3HAYEHUA MOKasaTteNs B HOPME.

11. MpeHaTanbHas AMarHOCTMKa NOBbLILLEHHOTO pucka 601e3Hn Bunbco-
Ha BO3MOXHa C nomouibio aHanmsa AHK, BbigeneHHON M3 deTaibHbIX KAeTOK,
NOMYYEHHbIX MYTEM aMHMOLLEHTe3a, YTO 0ObIYHO OCYLUECTBAAKOT Ha 15-18 He-
fene 6epeMeHHOCTW, UK Npu Buoncum xopuroHa Ha 10-12 Hegene GepeMeHHO-
cTn. OfHako npu 60ne3HM BrnbCcoHa fAMarHOCTUKA 40 paHHero 4eTcTBa He fiB-
nseTca HeobXoAUMOW ansa nevyebHbIX Lienel, peLleHne o0 NpeHaTanbHOM AnarHo-
CTUKE ABNSETCA BbIGOPOM poamTenen.

Ipynnbl pycKa NaLueHToB Nno 60/1e3HN BUnbCcoHa:

BbiCOKas MOA03PUTENBHOCTb - KUY K paHHeil AuarHocTMKe 6onesHu
BunbcoHa y AeTeii [30]. BblAenstoT OCHOBHbIE rPYMMbl pycKa:

1 MopaxeHue NneyeHU B BO3pacTe CTapLue TPEX /eT € NH6LIMU CUMNTO-
Mamm, 0CO6EHHO €c/M OCTPbIA renaTuT NPOTEKAEeT C GbICTPbIM Pa3BUTUEM XKen-
TYXU U FeMONMTUYeCcKo/ aHeMueid. HeankoronbHas XupoBas 60M1e3Hb NeyeHu,
ayTOMMMYHHBI/ FenaTut npu OTCYTCTBMM 3deKTa OT TNHOKOKOPTUKOWIOB,
(hyNbMUHAHTHas NeYéHOUYHas HefOCTaTOYHOCTb, (MGPO3 1N LMPPO3, YMepeHHas
TpaHcaMMHa3eMust MpU HU3KOW akTMBHOCTU LLID, noBbiLIeHWE NPSMOro U He-
npsaMoro 6unmMpy6uHa NPy HEBLICOKUX 3HaUYeHMAX LLLD.

2. HeBponoruyeckme cumnTombl (AM3apTpus, aucdarus, paccTpoiicTsa
MOTOPUKM, aTeTo3, APOXKaHWe, 3aMef/IeHHbIE UM HEKOHTPOAMPYeMble ABUXKE-
HYS).

3. MNcuxnyeckne paccTpoiicTa (HapyLeHUs NoBeAeHMs)) B KOMOUHALMK
C HEBPO/IOrMYECKUMU NPOSIBNEHUSMU WU NMOPKEHNEM NEYUEHU.

4. CemMonMTMYeCKas aHeMKs Npy oTpuLaTensHol npobe Kymbea.

5. OTArOWEHHbIA CeMeliHbIA aHaMHe3.

JleveHne.

O6wwue pekomeHgaumy. MNMoXM3HEHHOe COBOEHE ANEThI C OrpaHuye-
HMEM MOCTYMNEHNs Mefy C NULLeld N XenaTupoBaH1e Mean C NOMOLLbIO NieKap-
CTBEHHbIX CPELCTB 3HAUMTE/ILHO Y/yYLlaeT KauecTBO XU3HU MaLMeHTOB W Npo-
rHo3. Hambonee aphekTnBEH [- NEHULMNNAMUH: HOPMANU3YHOTCS GUOXMMUYeE-
CKMWe MoKasaTenu KpoBM, CHUKAETCS 3KCKpeuus Meay ¢ Mo4voil. YactoTa nobou-
HbIX 3(htheKTOB, TpebyloLWMX OTMEHbI flekapcTea y AeTen 2,8%, npu oTMmeHe [-

28



NeHULMNaMmMHa HasHayaloT TPUEHTUH. Tepanus LMHKOM MeHee 3((eKTWBHa,
NPUBOAMT K CTOliKOV pemuccum B 33,3% cnyyaeB, He COMPOBOX/aACh, Kak npa-
BWO, NOBOYHBIMK 3(eKTamMun, TPEOYIOLMMIU OTMEHbI NIeKapCTBEHHOTO Cpej-
cTBa. TpaHCMMaHTauus MeYeHn yCcTpaHseT meTabonmyeckuii fetekT U NpuBo-
OWT K BbI3A0POBNEHUNIO, OHAKO NMPU HaM4YMK rpy6oii HEBPONOTMYECKOA CuMn-
TOMaTUKN. HEBPOMOTUYECKWUIA CTaTyC MOXET He BOCCTaHOBWUTbCA. Y neTeld
npegnoyTuTenbHa Tepanus - NeHULUANamnHoM, y 6eCCUMNTOMHbBIX MauueH-
TOB U MPU Ha4a/bHbIX CTaAWAX PasBUTWA GONME3HW - NEeKapCTBEHHbIMU Cpef-
CTBaMM C LIMHKOM.

1 [ueta. HasHauvatoT cton Ne 5. Kpome 3T0ro, He06X0AMMO OrpaHnYnTbL
nocTynfeHne Meau ¢ nuLleil. Mefb OTHOCUTCA K TAXKENbIM MeTannam, B OTHO-
LUEHUW KOTOPbIX AEACTBYIOT CaHWTapHble HOPMbI NpeAenbHO A0MYCTUMON KOH-
LeHTpaunn B NLLEBLIX NPOAyKTax. HopmaTtunBebl perfiaMmeHTUpoBaHbl B pasny-
HbIX CTpaHax Mupa 3aKOHOLATE/IbHbIMN aKTamu Mo rMrmeHNYeckoMy HopMupo-
BaHWI0, MeXAYHapoaHbIMK pekomeHgaunsamun ®AO/BO3, Komuccueli Kogekc
AnvmeHTapuyc, KOHEI Ha 0CHOBaHWW pe3ynbTaToB TOKCUKONOTMYECKUX U TU-
FMEHNYECKUX  WUCCNEefOoBaHUWA,  NPOBEAEHHbIX B PasNMYHbIX  Hay4HO-
nccnefoBaTeibCKMX LeHTpax. Mo cocTosHuo Ha uonb 2011r. cBefeHuns o npe-
[eNnbHO JONYCTUMONM KOHLEHTPaLuu Meay B NPOAOBONLCTBEHHOM ChIpbe U NU-
LLieBbIX MPOAYKTax npefcTasfeHbl B Tabnuue 4.

Tabnuua 4 - MpedenbHo AONYCTUMAs KOHLEHTpauWs Meam
B NPOZOBO/LCTBEHHOM ChIPbE M MIALLEBbIX NPOAYKTaX*

MpoayKTbl MAK megn mr/100r
3epHOBbIE 1 3epHO6060BbLIE 1
Kpynbl, MyKa, KOHAUTEPCKUE U3LeNNs, Kpaxman 1
rpeyka 15
xne6 0,5
6apaHku, cyxapw, neveHbe 1
0Tpy6M NLIEHNYHble 2
CONb NOBapeHHas 0,3
caxap-necok 0,1
NeKTUH 1
XXenatuH 15
opexu (s4po) 2
KOH(ETBI 15
KaKao-MopoLLIOK, LIOKONaz 5
MOJIOKO, K1C/IOMOJIOYHbIE U3Lenus 0,1
MO/I0KO CryLiéHoe 0,3
MOMIOKO Cyx0e (MepecyéT Ha NCXOAHbIV NPOAYKT) 0.1
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MpogomkeHne Tabnuubl 4

ChIp, TBOPOT 0,4
Macno C/iMBOYHOe 0,05
Mac/io pacTuTesibHoe 0,05
MaprapuH u KyJMHapHble Xupbl 01
OBOLL M CBEXUe 1 CBEXEMOPOXeHble 0,5
(hPYKTbl, ATOAbI CBEXMNE U CBEXEMOPOXKEHbIE 0,5
rpnbbl CBEXME, KOHCEPBUPOBAHHbIE U CyXue 1
yai 10
KOHCepBb! OBOLLHbIE, ()PYKTOBbIE, ATOAHbIE 0,5
0BOLLY, (PPYKTbI N ATOAbI CYLUEHBIE**, COKU 0.5
EIITEY 0,3
AWYHbBIA NOPOLLIOK 15
MWHepanbHas Bofa 0,1
HaMUTKN Ha HaCTOAX W 3CCEHLMAX 0,3
cybnpoayKThbl 2
MSCO, NTULA, pblba peyHas 1 Mopckas, Konbaca BapéHas, 0,5
KOHCepBbl 13 pbibbl, MACa U NTULbI

MOJIIFOCKM 1 paKoo6pasHble 3
NnBO, BUHO, CNIUPTHbIE HANMUTKMN 0,5
[leTCKOe N1TaHWe Ha MOMIOYHOW OCHOBE™™* 0,1
[eTCKOEe NUTaHNe Ha 3ePHOMOJIOYHOM OCHOBE™** 0,5
[leTCKoe N1TaHWe Ha MACHOM N NTUYbEN OCHOBE 0,5
[leTcKoe NUTaHue Ha pbi6HON OCHOBE 1,0
MAK pna npofyKToB, He BOLLEALINX B NepeyeHb 2,5

MpumeyaHue: * - http://bestpravo.ru/sssr/eh-akty/i6o.htm
** . B nepecyéTe Ha NCXOAHbIN NPOAYKT

PeanbHoe cogepxaHue MeAu B MpOAyKTax MUTaHUS U peKoMeHAauum
[N NULLEBOrO pauvoHa MauueHTOB € 60Me3Hbl0 BunbcoHa npefcTaBieHbl B
Tabnuue 5.

Tabnunya 5- CopgepxxaHue megmn (mr) B KOOr NnpoayKToB
1 peKoMeHaLMmn Ans NULLEBOro paunoHa npy 60nesHn BunbcoHa *
Hwnskoe <0,1 mr

Bbicokoe 0,3-2,0 mr CpegHee 0,1-0,3mr

Nckniountb Nckniountb MckniounTb:
MOXW3HEHHO: MOXW3HEHHO: nHAeinka 0,08
neyeHb 6apaHa 14,12 onuekun 0,32 ubinnéHok 0,03
neyeHb CBUHaa 12,71 LUaMMUHBLOHBI 0,29 nepcvik 0,07
neyeHb Tpecku 12,52 6apaHuHa 0,24 cnuBa, anblya 0.06

neyeHb roBsXbsa 3,75

Mo3ru rosikeun 0,20
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natoka 4,34

Lokonag 6enblii 1 Yép-
Hbllh 4,11

yropsb 6,6

paku, nobctep 3,66
Kanbmap 1,52

Kpabbl 0,74

monntockn 0,61

muamm 0,48

dhyHAYK 2,50

cemsi nogcosiHyxa 1,81
cemsi TbikBbl 1,6

opexu 6pasunbek 1,8
opexu rpewkune 1,59
opexu Kegpos 1,32
thuctawkmn 1,32
apaxuc, MuHgans 1,14
thaconb 1,34

606b1 0,39

ropox 0,75

cost 0,51

rpeyka, yeyesuta 0,66
oBcsiHKa 0,63

repkynec 0,45
nepnoska 0,51

nuweHo, suyHeras 0,37
nweHunua 0,43

poXb, 0Tpy6m 0,37
xneb6 3epHoBoit 0,32
nacta TomaTHas 0,46
(hMHKKK, n3tom 0,36
nmnenykm 0,35

rpu6sbl 6ensie 0,32

ME&a, ankorosb, Nneo (B
T.4. 6e3aKOronbLHOE), BU-
HO, KBac, UKpa, pbl6HbIE 1
MSICHbI€ BY/IbOHBI.
Ncknountb

Kakao 4,55

noykun roesxxomn 0,45
cepfue roesxoe 0.45
pena, NeTpyLLKa, TbikBa

MpoaomKeHne TabanLbl
ycTpuybl 0,29
KpeseTkm 0,18
MyKa p>kaHas 0,23
xneb pxxaHoi 0,22
LaBesb, LWNUHAT, MOMK-
fopsl 0,13
NCKNoYmnTb:

Kypa 0,39
CBUHMHA XupHasa 0,10
6aknaxkaHbl, MaTNC-COHbI
0,14
yecHok 0,13
nyk nopeii 0,12
yepHocnus 0,31
aBokazo 0,17
abpwukoc 0,14
BuHorpag 0,12
Pa3peLueHo:

KOHuHa 0,21
Kponuk 0,21
rosaavHa 0,18
puc 0,28
Xneb nieHn4YHbIN 1c,
6aToH, 6ynka cobHas
0,14
KapTotenb 0,14
canat 0,12
exeBuka 0,17
KUBK, aliBa, KNyOHUKa
0,13
rpywa, a6noko 0,11
OPYTUe nponykrw**
Konbaca BapéHas, Kon-
YyéHas, cocuckm 0,18
Tpecka 0,15
cTaspuga 0,11
MyKa MweHnYHasa 1c
0,18
kekc 0,02
penbka 0,15
NnyKoBebI cyn 0,15
cBekna 0,14
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rpeinndgpykT 0,06
MaHzapuH 0,04

nnmoH 0,0

Kabauok, peauc 0,05
NyK penyar cobipoii 0,09
NyK 3enéH cbipoii 0,04
Pa3peLueHo:

peyHas pbiba 0,06
MO/OKO cyxoe 0,12
TBOpOTr, 6pbIH3a 0,07
cblp ronnaHack 0,09, nnas-
neH 0,08, nowe-xoHck 0,09.
poccuii. 0,05

Mac/o CnnBoY, Kegup,
npocTtoksalua 0,07
cnmnBku cyxue 0,06
MOJIOKO Lie/fIbHOE U CryLLé-
Hoe 0,03

6ngungonakt 0,03
CMeTaHa, MOPOXEHHOe,
cnmeku 0,02

MaHKa 0,07

KyKypy3a 0,05

orypuel 0,10

cnagkuin nepey, 0,07
MopkoBb 0,06

KanycTa 6pokkon 0,05
KanycTa 6enokay 0.05
KanycTta useTHas 0,04
YyepHuKa, BuLWHA 0.1
ManuHa 0,09

aHaHac 0,08

YepewHa 0,06

[bIHS, apby3 0,05

yain 3enéH,4épH. 0,03
Macno 0fIMBKOB, PacTuT, Ky-
KypYy3H, yK

0TBapHOM, yKpon
LOpyrve npoayxru =
COK TOMaTHbI 0,1
MyKa niueHuy B.¢.0.10



MpogomkeHne Tabnuubl 5

1,34 KanycTa konbpabu 0,13  cyxapm 0,09

Kokoc 0,44 MopcKas KanycTa, 3ené- xne6 nwexuny. B.c.0,08
apoxokm 0,32 HbIA ropouek, 0,13 cmopog KpacHas 0,11
KOHCepBbl pblbHbIE, MAC- AL 40r 0,06 cmopog yépHasa 0,09
Hble, MOPCK. pbl6a, yiuT- rpaHat 0,16 Mapakys, HekTapuH 0,09
KW, Yali u3 38epobos, Ya- LIMMNOBHWK, MaHro, 6aHaH 0,08

6peLia, Y€pHbI Xneb, xypbma 0,11 KPbIXOBH. nHxmp 0,07
XKUPHOe, nefeHubl 0,12 knoksa 0,06

0CcTpoe, yKcyc, Kode, nanaia 0,05

Macno MUHAANs, apaxwmca, COK BUHOrpagH 0,04
ropyuLbl, MapuHabl, Ku- COK 5161104HbIA 0,06
3mn

PaspelueHo:

MakapoHbl B.c. 0,71

MprMeyaHue - * Npu cocTaBneHUn TabnuLbl NCNOMb30BaHbl MaTepuabl
cafiTOB:http://cefaq.ru/table/?312,http://iawd.sitecity.ru/phtml_2309235336.pht
ml - AASLD,
http://old.smed.ru/guides/disases/SK 1797/43608/doctor/#Soderzhanie_ medi
v_razlichnyx_produktax, http://supercook.ru/3microel,html#e513.
** B pekomeHfaumax BO3 He 0roBopeHO UCKIKOUEHWE UK BK/KOYEHME JAHHOTO
NpoAyKTa B paLMOH NUTaHWUS NauueHToB ¢ 601e3HbI0 BunbcoHa

CofiepxXaHue Mean B NPoAyKTax NMUTaHUs BapuabenbHO W onpeaensieTcs
COpPTOM (DPYKTOB, OBOLUE/ MM 3/1aKOB, METOAOM WX Ky/IMHApHOW 06paboTku,
XpaHeHWs, KONMMYECTBOM BHOCKMbIX B MOYBY YA06PEHNI, XMUMUKATOB OT BPeAu-
Teneld, cofepXXaHMem mMeau B MouUBe, BOfE A4S MOMBA, B KOPME ANs XMBOTHbIX
1 nTuy. Bcé 3To 3aTpyAHsieT (hopMMpOBaHWE CYTOYHOrO MULLEBOTO pauuoHa
npw 60ne3Hn BunbcoHa.

Mo pekomeHpaumsam BO3 noTpeGneHve Meau npu 3ab6oneBaHUM He
[OKHO npeBblwath 1,0 Mr/cyT., B 04HON NOpLUM NPOALYKTA LOMKHO OblTh Me-
Hee 0,1 mMr megu (nopums - 310 120r m#Aca, pbibbl UK oBoLel, 1 Kycok xneba).
Hopma noTpe6neHus Meam y 340poBbIx nuy, 2-3 Mr/cyT (B Bospacte 1-3 net - 1
mr/cyT, 4-6 net - 15 mr/cyT, 7-18 net - 2,0 mr/cyT, cTapwe 18 net - 2,5
Mr/cyT.). PeasibHOe coaepXaHue Meay B CyTOYHOM MULLEBOM paLyoHe 340p0BO-
ro yenoBeka B 3 pa3a NpeBbILLAeT HOPMY, OfHAKO 3TO Ge30MacHo, Tak Kak Mefb
[N 300pOBbLIX Nofell TOKCUYHA TOMIbKO B CBEPXBbICOKMX KOHLEHTpaumax (200
Mr/cyT) - U36bITOK MeAN aKTUBHO YAaNsfeTcs NeyeHbHo.

MayuneHTam ¢ 60ne3Hb0 BunbcoHa peKoOMeHA0BaHO UCKIKUUTL U3 MK-
TaHUA XMUPHYIO MULLY, ¢ 6OMbLINM COAEPXaHUEM Mean - 6apaHuHy, CBUHUHY,
msco (basaHa, YTOK, ryceid. A Takxe Kasbmapbl, CEMIY, cy6npoayKThbl (NeyeHb,
noyky, cepaue). He HasHauyaloT MOpenpoayKTbl (YCTpuLbl, KPEBETKM, Kpabbl,
nobcTep, MoOpckue rpebellku, muaun). VI3 pacTUTeNbHOrO pauuoHa y6uparot
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COH0, Opexu, rpmbbl. A TakKe CyXo(pyKTbl (M3tOM, (OUHUKW, YEPHOCNMB), HEKO-
Topble PpyKThl (aBOKaZO). VCKuaroT (hacosb, ropox, YeyeBuy, MNLIEHO, A4-
MeHb, p)XaHoi xneb. He galoT LIOKONajd, kakao, MUHEpPanbHYHo Boay. He peko-
MeHJyeTCs 0TBapHOW kapTotens B MyHAMpax, NyK B CbIpOM BWAe, XOTH B OT-
BApHOM Bufe /YK MOXET NPpUCYTCTBOBaTb B Nulle. B AiuLax medb COfepXuUTCs
NpenMyLLEeCTBEHHO B XenTke. He pekomeHAyeTcs MOpcKas pblba, nydlle pey-
Has pblba, He PEKOMeHAYeTCs Yropb, CONéHas nuLLa.

Mpw 6ones3Hn BunbcoHa HeOOXOAMMO cobntofaTb TpeboBaHUA K coaep-
XKaHUK Mefu B MUTLEBON BOAE, HOPMbl 6€30MacHOr0 COAePXKaHWs paccuuTaHbl
no rpygHomy Monoky (1 mr/n), eXecyTo4HO 0Kono 1 Mr Meau y 340p0OBOro Ye-
NOBEKa pacxXofyeTcs Ha CUHTe3 LepynonnasMuHa. CogepxaHue Mean B peUHON
1 038pHOIA BOfe MO CPaBHEHUIO C MOPCKOM U MMHepanbHO BOLON Ha NOPSAOK
BblLLe, TaK KaK OHa 3arps3HeHa NPOMbILLIEHHbIMU 1 6bITOBBIMM 0TX04aMM, CTO-
KOM KaHann3aLWOHHbIX BOJ, BblAeneHnaMn obuTateneil pek U 03€p, pacTeHui.
BapunabenbHo cofepxaHue Meau B KOMOAE3HON BOAe W MPUPOLHbLIX UCTOYHU-
Kax.

CopepxaHve Mean B NUTLEBOV BOAE AOMKHO COOTBETCTBOBATL MEXAY-
HapoaHbIM cTaHfapTam BO3. B Pecny6nuke Benapych rurneHmyeckumm Tpe6o-
BaHMAMW K NUTbEBOV BOAe, pactacoBaHHOW B BMKOCTM, 0603HaYeHa NpefenbHO
fonyctumas KoHueHTpauus mean 1 mr/n (MocTtaHoBneHne Ne 57 M3 PB ot
29.06.2007), KaK 1 ans BOAONPOBOAHON BOAbI, YTO COOTBETCTBYET PEKOMEH.a-
umam BO3 1 3aKpenieHo Ha 3aKkoHofaTeNlbHOM YpoBHE. Ha npakTuke nuTbesas
6yTunMpoBaHHas BoAa COAEPXUT MUKPO KonuyecTsa Meaun (1-100 mkr/n), oun-
LLI@eTCA OT TAKENbIX METaN/oB C NOMOLLbI NPOMbILNEHHBIX (UNbLTPOB. Hesa-
BMCUMO OT BMZa BOAOMPOBOAHbLIX TPY6, HEOOXOAMMO CMBaTh 3aCTOABLUYHOCS
BOZAOMPOBOAHYHO BOAY Mepej eé Mcnonb3oBaHWeM Ana nuTba. MATb MUHYT Cn-
Ba NO3BONAKOT CHU3UTb KOHLEHTpauuto meau ¢ 1 mr/n go 0,2 mr/n. Bogonpo-
BOZHYIO BOAY B [IOMALLUHWX YCNOBUAX PEKOMEHAYETCA OuMLLaTb C MOMOLLbHO
(hMNbTPOB, KOTOPble NO3BONAKT CHU3WUTL KOHLEHTpaumio meam B 12-30 pas u
04NCTUTbL BOAY OT XXenesa. B nuTpe BoAbl ANA NaUyeHTOB ¢ 60/1e3Hb0 Bunbco-
Ha, OMKHO 6bITb MeHee 1 MKI Meau.

MuTbeBas Bofa NauueHTa ¢ 601e3HbI0 BubCoHa He Jo/MKHa BblTh An-
CTUANIMPOBAHHOM, TaK Kak B Heli OTCYTCTBYIOT BaXKHble ANs opraHu3Ma pe6éHka
COMN, YTO MPUBOAMT K MX BbIMbIBAHMIO U3 OpraHu3mMa. B KunsuéHol Bofe KOH-
LieHTpauus Mean 60Mblue, YeM B ChbIpOii BOAE B CBA3WN C MCMApPeHWeM XUAKOI
4acTW ¥ KOHLEHTpaLMen TAKENbIX MeTannos Npy AAMTeNbHOM U MHOFOKPaTHOM
KunsyeHun. [ng XpaHeHUs U NPUroTOBMEHUS MWLM HENb3A MCMNO/b30BaTh Mej-
Hyto nocygy. V3 nuTaHus MCKNIOYalOT MUHEPaNbHYIO BOAY, [aXe ecnu B Hel
MWKPO KONMYECTBA MeAM, TaK KaK B MUHEPaNnbHOM BOAe MOXET ObITb MHOIO Xe-
nesa.

YBeNuyeHue LMHKa B fueTe NOMOraeT YMeHbLUNTb NPosBAeHns 6ones-
HW. OfHaKo MpojyKTbl, 6oratble LUHKOM, COLepXaT W 60Mblloe KONMYecTBO
meaun. Hambonbluee cofepxxaHue umHka (Mr Ha 100r npogykra) npy onTUManb-
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HOM cofepxaHum meau - B Kykypyse 0.48wr, puce 0,45mr, Bepmuwenu 0,53 mr,
Mosnoke 1% 0,39 mr, mopkosu 0,30 mr.

2. Xenatopbl Mean - 6asvcHaa Tepanus, Tabnuua 6.

Tabnuua 6 - MeankameHTO3Has Tepanus npy 60ne3Hn BunbcoHa [29]

Papm. Cnocob
NeK. Cp-BO  fleiicTBUS
D- Xenatop
neHuuun-  o6Liero
NaMuH fencrauns,

BblI3blBaeT

Kynpyputo

TpueHTUH  XenaTop
obuero
fencrtaus,

BbI3blBaeT
Kynpypuro

LinHk MHAyKTOp
MeTannotu-
OHEeunHa,
6nokumpyet
KviLIeuHoe
BCacbIBaHue

meam

TeTtpaTuo-
monnéaat

Xenarop,
6nokmpyet
BCacbIBaHue
meam

Mo604HbIe 3dhheKTbl

Jlnxopagka, CbifMb, BONYAHOU-
HOMOAO6HbIE peakLmu, uuTo-
NeHnn, HePPOTUYECKUIA CUH-
[pOM, fiereHepaTUBHble U3Me-
HEHWS KOXMW,
nepgopaTnBHbIA CEPNUrNHO3-
HblIli 31aCT03, BblpaXKeHHbIN
PETWMHWT, renaToTOKCUYHOCTb,
HEBPO/IOrMYECcKMNEe HapyLLeHWs
y 10-20% nauuneHTOB BO Bpe-
MS NEPBUYHON (hasbl NeveHns
[acTpuT, peako annactuye-
cKaa aHemus, cugepobnactHas
aHeMus, HeBPOOrnyeckune
HapyweHuna y 10-15% nauu-
€HTOB BO BpeMsi NepPBUYHOM
hasbl neyeHun

lacTput, 6UOXMMUYECKME
[aHHbIe 33 NaHKpeaTwuT,
HaKOMeHWe LIMHKa, BO3MOX-
Hbl€ N3MEHEHUS UMMYHHO
(hYHKLMWN, HEBPONOTMYeCKUe
HapyLLeHMs MOryT BCTpeyaThb-
€Sl BO BPeMS NePBUYHOI (hasbl
NeyeHus

AHemMUs, HeliTponeHus, rena-
TOTOKCWUYHOCTb, HEBPO/OTY-
UecKme HapyLLeHWs PeaKo B
Hauasne nedeHus

A

KommeHTapuu

CHWXeHWe A03bl MpK
XUPYPruyecKnx BMeLLa-
TeNbCTBaxX ANS 3aXKMBIe-
HUS paHbl.
MakcumanbHas fo3a
20Mr/Kr/cyT, CHUKeHne
[103bl Ha 25% npu Kun-
HUYeCKOol CTabunbHOCTK

CHWKeHVe f03bl npy
XVUPYPruyecknx BMeLla-
TeNbCTBax ANA 3aXuBe-
HWS paHbl. Makcumans-
Has fo3a 20mr/kr/cyT,
CHUXeHMe [03bl Ha 25%
Npy KIMHWYECKO CTa-
6UNbHOCTM

HeT Heo6Xx0AMMOCTM
CHUXKEHMA [03bl NPY XU-
pypruyeckmx BmeLLa-
TenbcTBax unm bepe-
MeHHOCTKW. ObblYHas fo-
31MpoBKa Yy B3poc/bix 50
MT MPOCTOro UuHKa 3
pasa B CyTKW, MUHU-
Ma/ibHas fo3a y B3poc-
Nbix 50 Mr npocToro
LMHKa 2 pasa B CyTKK
JKcnepuMeHTanbHoe fe-
kapcTteo B CLLIA n Ka-
Haze



D-MEHVNUMNNAMUH (KYMNPEHW) - Tabnetkn unu Kamncynbl Mo
150mMr n 250mr. MpoayKT rMaponusa NeHUUUNINHA, NPeacTaBnseT cobor amu-
HOKWCMOTY C AOMNONHWUTENbHOW SH-rpynnoit. CBA3blBaeT MOHbI Mefu (a Takke
PTYTHW, CBMHLA, Xenesa n Kaibuus), 06pasys ¢ MeTaniamu CTONKNE KOMMIEKChI
(xenatbl), KOTOpble BbIBOAATCA C MOYOM, HOPManuU3ys CofepXxaHue MeTannos B
TKaHAX. SH-rpynnbl nomoratoT pasnaraTb BbICOKOMOMEKYNSAPHbIE UMMYHHbIE
KOMMNJIEKCbl, MaToN0rMyeckne MakpornobynnHbl, CHWU3UTb YPOBEHb HEPacTBO-
PUMOr0 KonnareHa, YMeHbLUUTb Me3eHXMMaNbHble peakuun. J1ekapcTBo Hapy-
LIAeT CMHTE3 Ko/nareHa 1 NpensaTcTByeT hopMmupoBaHuto rbposa [21]. A Tak-
e nofasnseT gyHKUM0 T-NMMQOLMTOB XeNnepoB, XeMOTaKCUC HEATPOQUIIOB,
BblfeNieHne (PepMEHTOB U3 NN30COM K/IETOK. YCuUnmBaeT (YHKLMIO MakKpodgaros,
OKa3blBaeT MpOTMBOBOCNAINTENbHOE felicTBMe. CHMXKAET KOHLEHTpauuio pes-
MaToMgHoOro (akTopa, YBeNMuMBaeT BHYTPUKIETOUHbIV YPOBEHb FNyTaTvoHa
(BeTOKCUKALMOHHAA CUCTEMA KIETKM).

JlekapcTBEHHOE CPeACTBO ObICTPO BCacbiBaeTcs, MeTabonusmpyeTcs B
neueHu. Mepuog nonysbiBefieHNs 24-75 vacoB. HasHavatoT 3a 14ac fo0 efbl nnv
yepe3s 2 yaca nocne egpl (Hatowak). Aeram mnagwe 12 net 500-750 mr/cyT B 2-
4 npuéma, makcumanbHo 1500 mr/cyT. [eTam crapwe 12 neT u B3pocabiM 750-
1500 mr/cyT B 2-4 npuéma, makcumanbHo 2000 mr/cyT. MakcumanbHas MHAW-
BUAyanbHas [03a NekapcTBeHHOro cpefctsa 20 MI/Kr/cyT, nNpu OCTPOM OTpaB-
NeHnmn THKENbIMM MeTannamm - 30-40 mr/kr/cyT.

Bo n3bexaHne noboYHbIX IPPEKTOB, NeHEHNEe HAYNHAIOT C HU3KMX [03,
fetam 150 mr/cyT B TedeHne 6 Heaenb. 3aTeM 03y yBenuumBaroT Ha 150 mr/cyT
Kaxable 1-2 Hegenn go 750-1500 mr/cyT. MNpn 3TOM 3KCKpeuus Mean ¢ MOYoi
Bo3pacTaeT f0 2000-5000 MKr/cyT, KAMHWYECKOe ynyudlleHve HacTymnaeT B Te-
yeHve nonyrona. Korga cyTouHas 3KCKpeuus Medun C MOYON HauMHaeT CHU-
XaTbCsA, NEpPexoaaT Ha nogaepxusarolime fo3bl 500-750 mr/cyT., 3KcKpeuus
Mean [OMKHA YMeHblMTbes A0 500-1000 MKr/cyT., npu CTONKOW pemuccun
150-500 mkr/cyT. Mpu nokasatene 150 MKr/cyT [03y NeKapcTBa CHMXAOT A0
450-600 Mr/cyT., 3KCKpeuuto Meau C MOYOM MOAAEPXKMBAKOT Ha ypoBHe 125
MKr/cyT. [py He06X0AMMOCTH OMnepaumu 3a 6 Hedenb 40 HeE U Ha BeCb Mepuos,
32)KMBNEHUA MOCTOMEPALMOHHON paHbl Ao3y D- neHuuunnamMmHa Heo6XoaMMo
CHU3UTL A0 250 Mr/cyT.

Mpn agekBaTHOM fieyeHumn 4yepes 3-5 net Tepanuu y 80% naumeHTOB
MOMIHOCTbIO MCYE3AOT CUMNTOMbI. O HE3(HEKTUBHOCTU NEYEHUS MOXHO TOBO-
pUTb He paHee YeM uepe3 2 roja Npu PerynsipHoM npuéme ONTUMa/IbHbLIX 403
NeKapCTBEHHOro cpefcTBa. Hopmanusaunsa yHKLUM NeveHn NPOUCXOAMT Yepes
1-2 roga y 60MbLIMHCTBA NALMEHTOB C OTCYTCTBMEM LMPPO3a UNKM KOMMEHCUPO-
BaHHbIM LMPPO30M. CHUXXEHWE COAEPXKaHWA MeAn B NEeYeHN NPOMCXOAUT nochne
MHOTUX NeT neyveHns. Heob6Xo4UMO perynspHo onpefensTb CYTOUHYH 3KCKpe-
LMo Meamn ¢ MoYoit. MpekpalleHne neyeHns cnocobeTayeT 060CTpeHNto 6oes-
HU C (hyNbMUHAHTHBIM TEYEHUEM.
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Mo60o4Hble apthekTbl D-neHnumnammHa. Co CTOPOHbI OPraHoB MULLEBa-
peHWs: aHopekcus, TOWHOTA, PBOTA, Auapes, adTO3HbIA CTOMATWT, FN0CCUT,
BHYTPWMNEYEHOUHBIA X0necTas, NnaHkpeaTUT. CO CTOPOHbI AbIXaTenbHOl cucTe-
Mbl:  WHTEPCTUUMANbHbIA MHEBMOHUT, ANDOY3HbIA  GUOPO3NPYIOWMIA  ab-
BeONUT, cuHapoM lygnacuepa. Co CTOPOHbI HEPBHOW CMCTEMbI: MOTEPsS BKYCO-
BbIX OLLYLIEHWA, 06pPaTUMbIA NOMMHEBPUT, YTO CBA3AHO C AeULUTOM BUTaMu-
Ha B6. Co CTOpPOHbI UMMYHHOV CUCTEMbI: annepruieckunii anbBeouT, NNXOpas-
Ka, NOMMWO3NT, fepMaTOMUO3UT, BONYAHOUHONOA06HbIE peakumu. Co CTopo-
Hbl KOXW: CbiMb, 3NWAEPMasbHbIA HEKPONM3, anoneums, apuTema, reMopparum,
npy 4AMTENbHOM NeYeHNM - A3Bbl HA KOHEYHOCTAX, Yalle Ha roneHsX.

PasnuualoT paHHMe ¥ NO3LHWE OCNOXHEHWUS. PaHHME OCMOXHEHUA BO3-
HWKalOT B MNepBble 4Ba MecsAua Tepanuu - YXYALAKTCA HEBPOMOrnyeckme
CUMNTOMbI, MOXeT ObITb NMXOPajKa, KOXHbIA 3yA, Cbifb, AMMGoaLeHoNaTus,
303MHOMMANA, PEAKO LMUTONEHUs, arpaHynounTos, npotTenHypus. Ha qoHe 3Ha-
YNTENbHOW ANMMUHALUM MeAW U3 NeYeHU B KPOBb BO3MOXEH FeMOIUTUYECKUI
Kpu3. Mo34HNE OCNOXHEHUS Pa3BMBAIOTCA MOC/E rofa seveHus: NPOTeNHypus,
remMatypus, gepmaronatus, MUacTeHus, ayTOMMMYHHble paccTpoiicTea (Bonya-
HOYHbIV CMHAPOM, cMHApOM [yanacyepa), CHuxXeHue IgA. He pekomeHayeTcs
LNUTeNbHOE neveHne 6onbLIMMK A03aMu, npeBbiwarowmuMm 1000 Mmr/cyT., Tak
KaK BO3MOXEH CEeprUrMHO3HbIA nepgopupyrownii 31actos, oapsabreHne KOXH,
npexaeBpeMeHHOe CTapeHue.

D-neHnumMnaMuMH NPOTMBOMOKA3aH: MpW NelikoneHuW, TpomobouuTone-
HWK, NpoTenHypun 6onee 1r/n, B COCTOSAHUM NPEKOMbI, KOMbI, MPW LMPpOo3e ne-
yeHW. Mpy paHHUX OCNOXHEHUSAX J03Y NIeKapcTBa CHUKAOT A0 250 mr/cyT. Mo-
cne KynupoBaHUs CUMNTOMOB, [03Y MOBbILIAKOT B TeUeHWe MecaLa 40 NepBoHa-
YanbHOW [03bl, B KOM6UHALMK ¢ npeaHM3on0HoM 20-30 mr/cyT. BHYTpb. Mpes-
HW30/I0H  MOCTENeHHO  OTMeHsAlT. [py  MNO34HWMX  OCNOXHeHusx  D-
NEHULMANAMIUH OTMEHSIOT U Ha3HaYatoT TPUEHTUH. Mpu THKENON aHemMuw, nei-
KOMNeHnW, TPOM6OLUUTONEHNN D- NeHNUMINAMWUH OTMEHSIOT, & 60/1bHOrO rocnu-
Tanu3mpytoT. Yepes MecsL, nMocne OTMeHbI 1IeKapcTBa Tepannio BO306HOBAAOT B
MeHbLUE f03e, ecnu Mo3BOAseT 06LWMIA aHann3 KpoBu. B cnyvae HebonbLuol
NPOTEMHYPUN NleYeHre NPOAOMKAIOT B MeHbLUMX Ao3ax. Mpu npoTenHypun 60-
nee 1r/n D-neHUUMnnaMuUH OTMEHSIOT. B cnyvae annepruyeckux peakuuii
Ha3Ha4alT aHTUrMCTaMUHHbIE CPeACTBa, MpW TAKENOM AepmaTuTe Tepanuio
OTMeHAOT. Mpu yTpaTe BKYCOBON YyBCTBUTENbHOCTU PEKOMEHAYIOT BUTAMUH
B6. Mpu oTcyTcTBMK 3hheKTa OT XenaTMpoBaHWUS Ha MPOTSKEHUU ABYX JeT,
neyeHne D-neHULMNNAMUHOM NpeKpaLLatoT.

[NuUTenbHbIA HEKOHTPONMPYEMbIWA NpuéM D-neHuumMnnammnHa NpuBoanUT
K CHVKEHUIO cofepXKaHus LMHKa B KpoBu o 8,9 mkmonb/n (0,58 mkr/n) npu
[OMONHNTENbHON NnoTepe ¢ MoYoi Ao 50,3 mkmonb (3,29 MKr) uuHka. Lleneco-
06pa3HO KOHTPONMPOBaTb MWKPO3NEMEHTbI B KPOBU Ha (hOHE NleYeHms U CBOe-
BPEMEHHO BOCCTaHaB/MBaTb UX HOPMaNbHOE COOTHOLLEHNME.
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TPUEHTWH. AnbTepHaTvBa D-neHuumnnamuHy, B TOM yucne y geTei
[12]. HasHauatoT HaTowak 900-2700 mr/cyT B TpK Npréma, AeTam 20 mr/Kr/cyT.
[Oetam mnagwe 12 net 500-750 mr/cyT B 2-4 npuéma, MakcumManbHas gosa 1500
mr/cyT. [letam cTapile 12 neT v B3pocabim 750-1250 mr/cyT B 2-4 npuéma, Mak-
cumanbHas fo3sa 2000 mr/cyT.

TPUEHTUH MeHee aeKTUBEH, YeM D-neHnuMnNamMmH, HO UMeeT MeHb-
LWe No6oYHbIX 3dhhekToB. KOHTPONMb Haf fevyeHneM NPOBOAAT Tak e, Kak npu
npuéme D-neHvumnnamuHa. MoXeT BbI3blBaTb HapyLueHWe (YHKLMM MOYeK,
YrHeTeHMe KOCTHOr0 MO3ra, AepMaTonorMyeckme OCMOXHeHUs. Hambonee Ts-
XEMbIM NOBOYHBLIM IPPEKTOM ABNAETCH cuaepobnacTHas aHemus. He oTMeyeHo
peakuuini runepyyBCTBMUTENILHOCTU, PefKo COO6LLaeTCs O maHuuToneHun. Mo-
XKeT BbI3blBaTb remMopparnyeckuii racTpuT n NOTEPHO BKyca.

LUNHKA CYNbDAT (LUMHKTEPAN) - Tabnetkn 124 mr (B T.4. UMHKA
45 wr). LINHK KOHKYpUPYeT C Mefblo 3a CBA3bIBaHWE C 6e/IKOM-NEepPeHOCUNKOM,
CHwKasa abcopbumio mMean u3 XXKT u yBenmumBas 3KCKpeLMo Mean C Kanom.
VHAYyLMpYeT CUMHTE3 METaN/I0TUOHEMHOB - HU3KOMOMEKYNAPHbIX 6€MKOB MeM-
6paH Kommnnekca oNbMKK, KOTOPble HEOOXOAWMbI ANA CBA3bIBAHWS THKENLIX
MeTa//10B, B TOM uucne meau. CnocobeTByeT cTabunmsaunm KIeTOUHbIX MeMm-
6paH, BXOAWT B COCTaB (hepMEHTOB, YNy4lLaeT pereHepaumio KNeTok, nepegady
HEpPBHbIX MMMY/bCOB, YCUNNBAET Ae/CTBUE UHCYNMHA U CUHTE3 KOPTM30/a.

CyTo4Has NoTpe6bHOCTb B 3NeMeHTapHOM LuHKe B BospacTe 10-15 net n
y B3pocnbix 15 mr, y getein mnagwe 10 net 10 mr. JleyeHne LUMHKOM NPOBOAAT
NoXKu3HeHHo. HasHavatoT getam 4-10 net no 12 Tabnetkn 3 pasa B AeHb,
cTapwe 10 net no 1TtabneTke 3 pasa B feHb 3a 1yac A0 efbl UM Yepes 2 yaca
nocne eabl. Bapocnbim no 1-3 Tabnetkn 3 pasa B AeHb. M3 pacuérta anemeHTap-
HOro UMHKa aetam Ao 50 kr - 75 mr/cyT, 6onbuie 50 Kr - 150 Mr/cyTKu.

LIMHK peKOMeHAYIOT nauueHTam ¢ 6eCCUMNTOMHbLIM TeyeHUeM 60Me3HM
BunbCcoHa 1 Ha paHHMX CTagusax pasBuTus 6onesHu [26], a Takxke Ana nogaep-
XuBatolleld Tepanuu. OTMedeHa 3 (eKTUBHOCTb LIMHKa Npu acuuTe, Koaryso-
naTuu, NOPaXKkeHUW neyveHu, B OTAANEHHbIE CPOKM [23]. MMpUMEHSAIOT Npu Head-
(heKTUBHOCTU AAUTENbHOMO Npuéma D- neHnumnnamuHa unm TpueHTWHa, a Tak-
Xe npy nobOYHbIX peakuusax Ha 3TW nekapctBa. LIMHK ABnseTca cpeacTBOM
NepBOMA NIMHUM Yy HEBPOJSIOFMYECKMX NaLyeHToB [13, 16], uMetoLwmx pesungyans-
Hbli  HEBPONOTMYECKUA CUMHAPOM Ha (DOHE MHOroneTHeld Tepanum [-
neHMuMnNaMnHoM. HasHavatoT npyu 060CTPEHUM HEBPONOrMYECKOW MK neyé-
HOYHON CUMNTOMATUKN B HaualbHOW (hase neyveHus [-neHuumnnamvHom, Ge-
peMeHHbIM >XeHLLUMHaM ¢ 601e3HbI0 BuibcoHa.

Mo6o4HOe feiiCTBME LMHKa NPOSABASETCH annepruyeckuMm peakLmsamm,
TOLUHOTOM, PBOTON, Anapeeid, UHKOron. BoamodkHa neiKkoneHms, runepTepmus,
03HO06, 60/1b B ropne, ronoBHas 60/b, "MeTanaMueckmin” npmekyc Bo pTy. Mo-
XKeT pa3BuTbCa cugepobnacTtHas aHemusi. O6bIYHO NIEKapCTBO MEPeHOCUTCS 3Ha-
4nTeNbHO Nydule, YeM D-neHuumnnamuH. Mpy NepesosnpoBKe BO3HMKAET Ana-
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pes, MHOTAA C MPUMECHIO KPOBW, OTPbIKKA, PBOTA, CHUMKeHWe ALl A0 Konnanca.
A TaKXe OTEK NErKux, remaTtypus, aHypus, cyjoporu, remonms. Moxet Ha6io-
[AaTbCs MOBbILIEHWE CbIBOPOTOUHOI NMNa3bl M amMmuiasbl 63 KNMHUYECKUX Mpo-
ABNEHUI NaHKpeaTUTa. XOTs BbICOKME A03bl LIMHKA 6e30MacHbI, NPU HapyLIeHUM
(hYHKLMM NoYeK 1x 6e30NacHOCTb He NOATBEPXKAeHa.

MpOTMBOMOKA3aHMsA: MOBbILLIEHHAs YYBCTBUTENbHOCTb K KOMMOHEHTaM
NeKapcTBEeHHOro cpeAcTBa. LIMHK CHUXKAeT BcacblBaHWe TeTpauuKAMHOB. donu-
eBasl KWUC/NOTa, XKeneso, D-NeHULMNNAMUH YMEHbLLIAOT BCacbiBaHWE LMHKa. Ha
(hoHe npuéma LMHKA He credyeT ynoTpe6nsTb NpoAyKTbl, 60raTble MULLEBbLIMU
BOMIOKHAaMW, (hocaTamut, U3 LieNbHOrO 3epHa MM 6060BbIX, YTO MPUBOAWT K
CHUXKEHMIO aBCcopbUMM LMHKA 3a CUET 06Pa30BaHNs HEpPacTBOPUMbIX KOMM/IEK-
COB.

TETPATUOMOJIMBAAT. O6pasyeT B XXKT 1 CbIBOPOTKE KPOBU KOM-
NAeKchbl ¢ Mefbto, TEM CaMbIM MPenATCTBYA eé abcopbLum 1 NPOHUKHOBEHUIO B
TKaHn. CyTouyHasa fo3a 120-200mr. B kayecTBe no6o4HOro agpekta 0TMEUEHO
YrHETeHWe KpOBeTBOpeHWs. [loTeHumanbHO 6onee addekTuseH, Yem D-
NEeHULMNNAMUH, OfHAKO 40 HACTOALLEr0 BPEMEHW 3TO 3KCMEPUMEHTANbHOE fe-
KapCTBEHHOE CPEeACTBO, €r0 MOMIOXKUTE/bHbIE U OTpULaTeNbHble 3(EKTbI aK-
TUBHO m3yyatoTcs [13].

3. [ipyrue nekapcTBeHHble CpPeAcTBa — renaTonpoTekTopbl (ypcoaes-
OKcuxoneBast KNCnoTa), (papmMaKosorMyeckume LUanepoHbl, BUTAaMUHbI (MMPUAOK-
CVH, MarsuT, TMaMnH, TOKO(epon), npenapatbl C HEAPOTPOPUUECKUM [eliCTBU-
em (uepebponunsunH, rANLMH, nNMpaueTam), aHTUIMNOKCaHTbl (aKTOBErUH), MWO-
penakcaHTbl (KnoHasenam).

YPCOLE3OKCUXONEBAA KUCJIOTA - kancynsl 250 Mr, cycrneH-
3us (ypcodhanbk) 250 mr B 5 mn. HasHaualoT B A0MNONHEHME K 6asnCHON Tepa-
NMX NOCTOAHHO, AN YCTPaHeHUs X0fecTasa WM Kak renatonpoTtekTop. Mpu Bbl-
paXXeHHbIX MPOsABIEHUAX XonecTasa fo3a 10-30 Mr/Kr/cyT. nO3BONSET CHU3UTb
ACT, ANT, ITTMN, yny4ywntb caMo4yyBCTBUE NauueHTa. [pyv JOCTUXKEHWU
K/MHMYeCKOro adihekTa NoaaepxmBatoLLas fo3a 5mr/kr/cyT.

DAPMAKOJIOTMYECKNE LUATEPOHbI [34]. Mo3gonstoT BocCTa-
HOBUTb HOPMasbHbI CUHTE3 U PaBOTY NMOBPEXAEHHbIX GenKkoB. /3yyaeTcs BO3-
fenicteme Ha 6enok ATP7B 4-theHnnbyTtupata, KypkymuHa. MNpeaBapuTenbHble
1ccnefoBaHNs yKasbiBalOT HA UX FenaTonpoTEKTOPHYH aKTUBHOCTb.

MNPUAOKCUH (BUTAMWH B6) - nopowok, Tabnetkn 2 mMr n 10 mr,
amnynel no 1 mn 1%, 2,5% un 5% pactBopa. HasHavatoT 418 YCTPaHEHUA aHTU-
NUPUAOKCUHOBOrO 3thdekTa D-neHnumnnamMmmnHa, Kypcammn 1-2 mecsua ¢ nHTep-
Ba/loM 2-3 Mecsua.



ButamunH B6 urpaet BaHYyt pofb B 0OMeHe aMUHOKWUCNOT W ANNUAO0B,
CMoco6CTBYET TPAHCNOPTY aMUHOKMCIOT Yepe3 KeTOUYHble MeMbpaHbl. YyacT-
ByeT B 06MeHe ructamMmHa, CUHTe3e remMornobuHa, YCBOEHUM FNOKO3bl KNeTKa-
MUW. YnydliaeT 06e3BPeXMBAIOLLYI0 (YHKLUMIO MeYeHn U (yHKLMOHMPOBaHMWe
HEepBHOI CUCTEMbI.

dusnonormyeckas cyTouHas noTpe6bHOCTb B NUPWUAOKCUMHE B BO3pacte
fo 1ropa 0,5 mr, 1-2 roga- 1wmr, 3-6 net - 15 mr, 7-17 net - 2,0 mr, y B3poc-
NbIX - 2,5 Mr. CofiepXXMTCA B HEOUMLLEHHbIX 38pHaX 3/1aK0B, 0BOLLAX, MACE, pbl-
6e, MO/oKe. A TakXe B MeYeHW TPECKU, dXXeNTKe, APOXOKax, CUHTe3npyeTcs Ku-
LeYHON MuKpodnopoit. MpoayKTbl, 60ratble MMPUAOKCUHOM, UCK/KOYEHbI U3
NUTaHUs NauueHToB € 60Ne3Hb0 BUnbCOHA, UTO ABASETCA OCHOBaHWEM L7151
HazHa4yeHMa NUPUJOKCUHA.

MposBneHns runosuTaMmuHo3a B6: cnabocTb, yTOMASEMOCTb, pasgpa-
XKWUTENbHOCTb. A TakXe 3aTOPMOXEHHOCTb, GECCOHHMLA, NapecTesnu, yrHeTe-
HVe pethNeKCoB, CHWXEHWE OCTPOTbI 3pEHMSA, B TAXKEbLIX CAyvasX Yy rpyaHbIxX
neTell cypoporu. CyxocTb W LUenyLleHne KoXu, cebopes BOSOCUCTON HYacTm ro-
NOBbl, CTOMATWUT, FNOCCUT, XENNUT, KOHBIOHKTMBWT. HapylleHus KpoBeTBOpe-
HWS - aHeMus, NUMAQONEHMNA.

[na npodunnakTMkn rMnoBUTaMMHO3a NUPUAOKCUH Ha3Ha4aloT BHYTPb:
feTam 2 mr/cyT, B3pocnbiM 5 mr/cyT. C neyebHON Lienbio Ha3HayatoT BHYTPb 2-3
pasa B fieHb: aeTaM L0 6 Mecaues no 1mr, 6-12 mecaues 2 mr, 1-5 net 3-5 wmr, 6-
14 net 5-10 mr, B3pocnibiM 10-20 Mr. B TSXENbIX Cnyyasx HasHayaloT rnapeHTe-
panbHo (B/M vnnm B/B) 1pas B cyTkM 5% pactBop no 1-2 mr/kr. Mpwu genpeccun n
cyfoporax o3y NUpUAOKCUHA YBeNMumBatoT Ao 5-10 Mr/kr/cyT, MakcuMansHO
600Mr/cyT. B 601bLUMX A03aX NMPUAOKCUH YXYALLAET (PYHKLMIO NeYeHn.

MAIBWUT - kancynbl (MarHms umTpat 350 Mr - cofepXxaHue MarHus
50Mr, NMMPUAOKCKMHA rMapoxaopua 5 Mr) unm Tabnetkn (MarHus nakrat gurng-
pat 470 Mr - copepXaHue MarHusa 48 Mr, NUPUAOKCUHA TMApoxnopug 5 mr).
Mareut npegnoyTuTeNbHee NPUMEHEHWIO NMUPUAOKCUMHA. MPOAOMKUTENBHOCTD
Kypca nedeHns 1-2 mecsla, NOBTOPHbIE KYpPCbl NPOBOAAT MOC/E MepepbiBa, pas-
HOFO NPOAO/MKUTENLHOCTM Kypca Tepanuu.

MarHuii y4yacTByeT B YTUIU3ALMN 3HEPTUN B KETKE, MUTOXOHApUab-
HbIX MpoLeccax, KOHTPOAUPYET 6anaHc BHYTPUK/IETOUHOIO Kams. MarHuin He-
06X04MM AN CUHTEe3a BCeX HelMponenTuAoB, MHOTMX MeTan0npoTenHoB, hep-
MEHTOB, B TOM 4YuMCNe TNyTaTUOHCUHTETasbl. YyacTByeT B pennvkauum AHK n
TpaHckpunuun PHK. [Jeduuynt marHus nposiBnsetcs cnabocTbio, TPEMOPOM,
TeTaHueli 1 aTakcueit. A Takxke pedNeKTOPHOW rnnepBo36byAMMOCTbIO, pasgpa-
XKWUTENbHOCTbIO, 6ECCOHHNMLIEN, HapYLLUEHEM pUTMa CepaLa, avapeei.

HasHauatoT B Bo3pacTe cTaplie 12 neT no 2 TabneTtku (kancynsl) 1pa3 B
feHb nnn 1-2 Tabnetkn (kancysnbl) 2 pasa B feHb. MNPpUHUMAOT BO Bpems efpbl,
3anmBas CTakaHOM Bogbl. C 6 fieT paspewwéH MarBut  KOMMaHwWu
«GlaxoSmithKline», HasHa4aloT no 1Tabnetke 3 pasa B AeHb. MpoTnBONOKa3a-
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HUS: TUNepMarHuemmus, TsHKENas noveuHas HedoCTaTOYHOCTb, aTPUOBEHTPUKY-
napHas 610Kafa, MMacTeHus paBuC, NOBbILLEHHAs YyBCTBUTENbHOCTb K Mpena-
paty, BO3pacT /0 6 feT.

TUAMWH - TnamunHa 6pomug (nopowok 1 r; gpaxe 2 Mr, TabneTku
12,9 mr, amnynbl no 1 mn 3% v 6% pacTBopa) U TMamMuHa xnopug (amnynsl no 1
mn 2,5% un 5% pacTBopa). 1 Mr TMamuHa xaopuga CooTBETCTBYET MO aKTUBHO-
ctn 1,29 mr TnamvHa 6pommay. HasHauyatoT B JONOSIHEHWe K 6a31CHOI Tepannu
npy Heo6X0AMMOCTU NPOMUIAKTUKMA WK NeYeHns runosutamMuHosa. Kypc Te-
panuu 1mecau, npy He06X0AMMOCTM KypCbl NOBTOPAIOT 3-4 pasa B rog.

Mocne BBeAeHWSs, TMAMUH MpeBpaLlaeTcqd B KOkapbokcunasy, BXOAWUT B
cocTaB (DEPMEHTOB, Y4aCTBYIOLUMX B YINEBOLHOM, GEIKOBOM W XKMPOBOM 06-
MeHe. CrnocobcTByeT nepefade HePBHOrO BO3OYXKAEHWS B HEPBHO-MbILLIEYHbIX
CUHancax, 3almiaeT KNeTKN 0T paspyLLUeHNs KUCMOPOAHLIMY pafuKanamu.

CyTo4Has noTpebHOCTb B BUTaMUHe AN AeTeli B BO3pacTe 40 6 MecALeB
0,2 mr, 6-12 mecsaues 0,3 mr, 1-3 roga 0,5 wmr, 4-8 net 0,6 mr, 9-13 net 0,9 wmr,
14-18 net 1,0 mr, gns B3pocAnbiX 1-2 Mr. TnammnHom 6orat xneb nu3 myku rpybo-
ro nomona, cos, aconb, ropox, LnuHaT. MeHblle cogepxaHue B KapTodene,
MOPKOBM ¥ Kanycte. MHOro TamMnHa B MeveHu, noykax, Mo3re, CBUHWNHe, ross-
AVHe, apoxokax. B monoke 0,5 mr/n. CuHTe3npyeTcs MUKPO(IOPOIA TONCTON
Kuwku. MpogyKTbl, 6oratble TUAMUHOM, UCK/IOYEHbI U3 MUTAHWUS MALUEHTOB C
60/1€3HbI0 BU/bCOHA, YTO ABNIAETCA OCHOBAHUEM A/ HA3HAYEHWS TMamMuHa.

Ha3HayatoT BHYTpb TMaMuHa xnopug s3pocsibiM 10 mr 1-3 pasa B feHb,
fetam mnagwe 3 neT 5 Mr yepes feHb, 3-8 net 5 Mr 2-3 pasa B ieHb Yepes [eHb.
BBoasaT B/M 1pa3 B CyTKM B3poCc/abIM No 1 mn, getam no 0,5 mMA, Kypc neveHus
10-30 MHBEKLMIA.

TOKO®EPO/T (BUTAMWH E) - dnakoHbl 20 mMn 5%, 10% un 30%
pacTtsopa B Mac/e (B 1kanne 1mr, 2 Mr 1 6,5 Mr ToKohepona COOTBETCTBEHHO).
Kancynsl no 0,2 mn 50% pacteopa (B 1 kancyne 100 mr Tokoepona), amnysibl
no 1 mn 5%, 10% n 30% macnsHoro pacteopa (8 1 mn 50 mr, 100 mr v 300 mr
TOKOGhepona coOTBETCTBEHHO). [ BuTamuHa E 1 mr cooTtBetcTByeT 1,21 ME.
HasHaualoT B fONOMHeHWe K 6asucHOl Tepanuu, Kak aHTUMokcugaHT. Kypc ne-
yeHus 1-2 mecsaua, Npy HEO6XOAMMOCTM KYPChbl MOBTOPSAOT Yepes 2-3 MecaLa.

Tokoepon - aHTUOKCMAAHT, MpefoXpaHseT KNeToyHble MembpaHbl OT
OKWUCNEHUSA, aKTUBMPYET CUHTE3 6eIKOB, HOPMaNu3yeT COOTHOLLEHNE NOHOB Ka-
NS N HATPUA BHYTPU KNETKKM, CNOCOBCTBYET CUHTE3Y Cyp(akTaHTa, yMeHbLUaeT
arperauuio TpomboumToB. O6nagaeT NPOTMBOBOCMANUTENbHBIM [elCTBUEM,
y4acTByeT B TKAHEBOM [blXaHWK, NMpeaynpexaaeT gereHepaTuBHbIe U3MEHEHNS
B HEPBHbIX U FNaAKOMbILIEYHbIX KNEeTKax, aNMTeNMn KOXW, 3HAOTENNN COCYL0B,
napeHxuMe neyveHu, NPenaTCTBYeT reMosn3y 3puTPOLUTOB, MasbabcopoLum.

dusnonornyeckas CytoyHas NOTpe6HOCTb ANA [eTeil NepsBoro roga
XW3HU - 3-5 Mmr, B Bo3pacTe 1-6 net - 5-7 mr, 7-17 net - 10-15 mr. Cogepxutcs
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B 3eN1EHbIX YacTAX pacTeHWi, 0CO6EHHO B MOOAbIX POCTKaX 3M1aKoB. A Takxe B
Macnax (NoACOMHEYHOM, X/I0MKOBOM, KYKYPY3HOM, apaxuncoBoMm, COeBoM, 06/1e-
NuxoBOM). MeHbLLIE €ro cofiepXKaHune B MACe, XUpe, Aiiuax, Monoke. MpoaykTbl,
6oratble TOKO(epOonoM, UCKNOYEHbI U3 MUTAHUA NaLWeHToB ¢ 601e3HbI0 Buib-
COHa, UYTO ABMIAETCA OCHOBAHWEM A1 Ha3Ha4YeHWs TOKO(epona.

[na npodmnakTUkM rvnoBUTAMWMHO3a Ha3HaYatoT BHYTPb AeTAM Ao 3
net 3-6 mr/cyt, 4-10 net 7 mr/cyT, B3pocnbimM 8-10 mr/cyT. Ana neveHns HasHa-
4aloT BHYTPb MK B/M B OAMHAKOBbIX [03aX, BBOAAT 3a 1-3 npméma B CyTKU fe-
TAM B Bo3pacTe Ao roga 5-10 mr/cyT, ctapue roga 1-2 mr/kr/cyT, B3pocnbimM 50-
100 mr/cyT.,

LIEPEBPOJIN3NH - amnynbl no 1mn, 5 mn n 10 mn 5% pacTBopa.
Komnnekc nentugos W3 rofoBHOrO MO3ra CBUHbW. MenTuabl ¢ 60/bLIOA MOne-
KyNApHO Maccoli U aHTUTeHHbIM NOTEHLMaN0M yaanaeHsl. JIekapcTBO BKNtOYa-
€T aMUHOKMCNOTbI (85%) 1 HM3KOMONeKynapHble nentugpl (15%). CogepxxaHue
aMWMHOKMCNOT B 1 M1 pacTBopa COOTBETCTBYET COAEpXaHWto B 1r TKaHW Mo3ra.
Amnyna 1 mMn cogepxuT 215,2 Mr KOHLEHTP1POBaHHOr0 pacTBopa Lepebponu-
31MHa. HasHaualoT B JOMNOMHEHNe K 6a3UCHO Tepanuu npu Heo6XoAMMOCTH 3a-
MeANUTb MPOrpeccMpoBaHve HempoaereHepaTUBHbLIX MPOLECCOB FOMIOBHOMO
mosra. Kypc nevenusi 1 mecsy, (5 MHBLEKUMA/MHGY3NIA B HEAENO eXeAHEBHO C
nocresyowmm 2-aHeBHbIM nepepbiBoM). Kypcbl NOBTOPAIOT 2-3 pasa B rog,

Mpn napeHTepasbHOM BBELEHUM NPOHMKAET Yepe3 rematosHLedannye-
CKUIA Gapbep, aKTUBMPYET pereHepauuio U QYHKLMOHMPOBAHME HEMPOHOB, Me-
pefjadyy HepBHbIX MMMNYNbCOB, YMCTBEHHOE BOCMPUATME BHELUHEN UH(OopMauum,
YMEHbLUAET aCTeHWYHbIi  cuHApoM. CTabunmsmpyet  MUKPOLMPKYNALMIO,
npegoTBpaLlaeT OTEK, YCTPaHAET HEBPONIOTMYECKME W KOTHUTUBHbIE HapyLle-
HUS. YMeHbLUAeT 30HY MOBPEeXJeHNs, YBEeNNYMBAET TPAHCMOPT /H0KO3bl Yepes
remMatosHuedannyeckuii 6apbep, aHepreTMHeckoe obecneyeHne KNeTok.

MpuMeHAT NnapeHTepanbHO: B/M Ao 5 mn nnm B/ 5-60 M nocne passe-
JeHns B 100-200 mn 5% pactBopa rnwoko3sl unn 0,9% pacteBopa xnopuga
HaTpuWs, NPOLO/HKUTENbHOCT UHGY3UK 15-60 MUHYT. [eTaM NekapCcTBO BBOAAT
8/M 0,1-0,2 mn/kr/cyT. He pekoMeHAyeTca BBOAWUTb LepebponunsmH naumeHTam ¢
TAXKENOW MOYEYHOW HefOCTATOYHOCTLIO, anuaencueld, OTATOWEHHLIM annepro-
aHamMHe30M. W3pefika BO3MOXEH aHaMNaKTUYECKMWIA LLIOK, NMXOpasKa, O03HO6,
aHrMOHEBPOTUYECKMA OTeK. A Takxe 601 B CepfLie, aputmus, YyBCTBO TPeBO-
rn, cTpaxa, 6ecCoHHMLA, arpeccus, CnyTaHHOCTb CO3HaHWs 1 genpeccus. Mpu
6bICTPOM BBEAEHUW - TONOBOKPYXEHWe, ronoBHas 60/b, TPemop, CyAoporu,
anunenTUYecKne nNpunagku. B pegkux cnyvasx ofpllika, 60nb B rpyau, pac-
ctpoiicta XXKT, ycuneHHOe MOTOOTAeneHve, KpanvBHWLA, OLLYLIEHWe Xapa,
3yA. BO3MOXHbI CUMATOMbI Fpunna, o6Lias yToMAseMocTb, 60neBble oLylLlle-
HUS B LUEe, HUXKHEN YacTy CMUHbI, KOHEYHOCTAX, MECTHble BOCMANNTENbHbIE pe-
akumn. Ha thoHe aHTMAenpeccaHTOB 03y LiepebponmsnHa CHKatoT. Jonycka-
eTCA OAHOBPEMEHHOE MPUMEHEHWE C CepeYHOCOCYANCTbIMU CPeACTBaMU U BU-
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TaMWUHaMW, OfHAKO BBOAWUTb UX HYXKHO M0 OTAeNbHOCTU. Llepe6ponnsnH Hecos-
MECTUM C NUMUA0COAEPKALLUMMI PacTBOPaMI 11 PACTBOPAMM IPYrUX aMUHOKMC-
nor.

FNUNH - tabnetkun - 100 Mr (aMMHOKMCNOTA), COAEPXKUTCA B 3HAYUM-
Te/bHbIX KomyecTBax B Lepebponunsute (1,65-1,80 mr/mn). HasHavaloT B fo-
nosHeHWe K 6a31CHOM Tepanuu NpU NOBbILIEHHON BO36YAMMOCTH, HapyLleHUn
CHa, 3MOLMOHANLHON NabuibHOCTW, AEBMAHTHOM MOBEAEHUM, YXYALUeHUN na-
MATU U ANS KOPPEeKLMM MblleyHoro ToHyca. Kypc neyeHus 1mecsy, npy Heob-
XOAMMOCTHW KypC MOBTOPSAIOT Yepe3 Mecsl,

J1erko NpPoHWKaeT B FOMI0BHOM MO3F, YMeHbLUAET BblAeNeHNe 13 Helipo-
HOB «BO36Y>XAaKOLMNX» aMWHOKMCNOT (ryTaMUHOBOW), NOBbILIAET BblAeneHue
«TopMO3ALLMx» aMmuHokucnotT (FTAMK). Yepes NMDA-peuenTopbl €noco6-
CTBYeT nepejaye CUrHana oT BO30OYXAAOLLMX HEMPOTPAHCMUTTEPOB FnyTamaTta
1 acnapTata. B cnuHHOM MO3re MPMBOAMT K TOPMOXEHWIO MOTOHEAPOHOB,
YCTPaHAA MOBbILLEHHbIA MbILIEYHbIA TOHYC. YMeHbLIaeT NCUX03MOLMOHaIbHOe
Hanps>xeHue, arpecCUBHOCTb, KOH(/IMKTHOCTb, BEreTo-COCYAWCTbIE pacCTpoii-
CTBa, NOBbLILLAET YMCTBEHHYIO paboTOCNOCOBHOCTL, COUMabHY afanTauuio,
HacTpoeHue, obneryaet 3acbinaHue 1 HOPMaIU3YyeT COH.

OfiHaKo M3BECTHO, UYTO I/INLMH MOXET pearuposath C rMApOKCUAOM Me-
A ¢ 06pasoBaHMeM FMLMHAT-MOHA, MPOYHOro Kommnekca (Xenara), pacTBopu-
MOro B BOfg, TaK XXe Kak 1 Apyrne aMMHOKMUCNOTbI (TUCTUAWH, NeiLyH, MeTmo-
HWH). 3TO UCNONL3YIOT AN YCBOEHUS W3 MWLM MUKPO3NEMEHTOB (XKeneso,
Mefdb, MapraHew, v Ap.) B CBA3M C NPOHMLLAEMOCTbIO MeM6OpaH KNeTOK AN1s Xena-
TOB MO CPaBHEHWUIO CO CBOGOAHbIMK MOHamW MeTannoB. [lokasaTenbHas 6asa
OTHOCUTENbHO FNUMHA, KaK ¥ AN APYTUX aMUHOKUCAOT npu 601e3Hn Bunbco-
Ha, OTCYTCTBYeT.

HasHauatoT getam o 3 net 50 mMr Ha npuém 2-3 pasa B AeHb 7-14 fHelA,
3aTeM 1pa3 B AeHb 7-14 aHeil. [eTam cTapule 3 neT v B3pocnbiM no 100 mr 2-3
pasa B AeHb 7-14 gHeli 3aTeM Mo 1TabneTke B AeHb 7-14 aHeil. TabneTku pacca-
CbIBaOT BO pTy. [py HapyLIeHWAX CHa MMMLUMH HazHavatoT 3a 20 MUHYT [0 CHa
WM HeNoCPeLCTBEHHO nepes cHoM no 50-100 Mr B 3aBMCMMOCTYM OT BO3pacTa.

MNPALIETAM - kancynbl no 400 mr, Tabnetkn 200 mr, 20% pacTeop
ana B/M v B/B BBEfieHWst B amnynax no 5 mn (1 r nupayetama B 1 amnyne), rpa-
Hy/bl B Nayke Mo 56 r (2 r nupauetama, 50 r caxapa u HanonHuTenn). OCHOB-
HOW npefcTaBuTeNlb HOOTPOMHbLIX IEKAPCTBEHHbIX CPeAcTB. HasHauvatoT B fA0-
nofHeHne K 6asvcHOl Tepanuu Mpu HEO6XOAMMOCTM YAyULIUTb OGMEHHbIe
npoweccol B ronoBHoM Mo3re. Kypc neveHus ot 2-3 Hefenb Jo0 2-6 Mecsues.
B03MOXXHO NOBTOPEHMWe Kypca Yepe3 6-8 Hefenb.

MoBbIWwaeT KOHUeHTpaumio AT® B MO3roBOM TKaHW, ycunuBaeT 6uo-
cuHTes PHK n ¢ochonmnugos, CTUMYNMpYeT FAMKONMTUYECKUe mpouecchl. B
pe3ynbTaTe NOBbILAET YMCTBEHHYIO aKTUBHOCTb, YCTONUMBOCTb TKaHel Mo3ra K
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FMNOKCUMKM 1 TOKCUYECKMX BO3AeNcTBUAM. [pakTUYeckn He meTabonusmpyercs,
BbIBOAWTCS NOYKaMU.

HasHauatoT BHyTpb 30-160 mr/kr/cyT. (getam 30-50 mr/kr/cyT.) 3a 2-4
pasa B fieHb. PacTBop AnA Nnpuéma BHYTPb MOXHO f06aBnsTh K (hpyKTOBOMY CO-
Ky unu gpyrum Hanutkam (20% pacteop - 200 Mr nupauetama Ha 1 mna, uam
33% pacTBop - 330 Mr nupayeTama Ha 1wmn).

MpoTnBOMNOKa3aH Npu OCTPOIA MOYEYHON HEeLOCTATOMHOCTM, [eTAM B
Bo3pacTe 40 1rofa, Npu OTATOLWEHHLIM anneproaHamMHese, naluueHTaMm c caxap-
HbIM guabetom. Mpyu MHAMBMAYANbHOW YyBCTBMTENIbHOCTU MOXET MOBbIWATHL
YPOBEHb TPEBOXHOCTU, HapyLLaTb COH, YXYALUATb KOHLEHTPALUIO BHUMAHMA.

AKTOBEIMH —rabnetkn 200Mr, pacTBOp A1 MHBLEKLWIA B amnynax no
2 mn, 5mn 1 10 ma (40 mr/mn). PacTBop Ans MHgy3uid Bo hnakoHax no 250 mn
10% (4 mr/mn) n 20% (8 mr/mn) ¢ 0,9% pacTBOpoM x/lopuaa Hatpus. PacTteBop
NS VH(Y3MiA ¢ AeKCTPOo30i BO hnakoHax no 250 mn 10% (4 mr/mn). Mpeactas-
NSieT CO60 0CBOBOXAEHHLIN OT 6enka AUann3om 1 ynbTpadmnbTpaumen akc-
TPakT M3 KpoBW TenaT. HasHaualoT B JOMOMHEHWe K 6a3ucHOM Tepanuu npu
Heo6X04MMOCTM NOAAEPXKaHNs 06MEHHbIX MPOLLECCOB B HelipoHax. J1ekapcTBo
BBOLAT €XeJHEBHO UM Yepe3 AeHb Ha NPOTAXEHWUWN OT 2 Hefenb A0 4 MecALEeB.
KpatHocTb BBefieHMs 1-3 pasa B CYTKM B 3aBUCUMMOCTW OT TSHXKECTW 3abonesa-
HUS.

AKTOBErVH YBEIMYMBAET TPAHCMOPT [/I0KO3bl U KUCNOPOAa B KNETKY,
UX BHYTPUK/IETOUHYIO YTWUAM3aLMIO. YCKOpseT MeTa6onusm ATD, nosblllaeT
3HEpreTMYecKre pecypebl KNeTKU Mpu FUNOKCUW, UHTEHCU(UKALUWM IHEPTOEM-
KVX MPOLLeCCOB pereHepaumnu, yny4liaetT KpoBocHabxeHne. OKasblBaeT aHTUrun-
NMOKCMYecKoe AeliCTBMe, CTUMYNMPYET aKTUBHOCTb PEPMEHTOB OKUCANTENLHOMO
thocthopnmpoBaHus, NoBbILLAET 06MeH 60raTbiX 3Hepruelt gochaTos, yckopseTt
pacnaj naktaTta u 6eta-rugpokcubytupara, HopmanmsyetT pH u Tpouky TKa-
Hel.

OO6bI4HO Ha3Ha4vatoT B/M nnm B/B. B Bo3pacTe ao 3x net 0,4-0,5 mn/kr, 3-
6 net 0,3-0,4 mn/kr. Mpwn B/M NHbEKLMAX BBOAAT He 60nee 5 mn/cyT. B cTapwem
BO3pacTe BBOAAT B/B KanefbHO 10-20 Ma/cyT B Hauane nedyeHus. 3aTem no 5
mn/cyT., B/B uam B/M, O OKOHYaHMs Kypca. IMpu Tsxxenbix cocTosHuax 20-50
MA/cyT. B/B KanenbHO, 4O AOCTUXEHUA KIMHWUYECKOro adekTta. PacTBop Ans
NHY3WiIA BBOAAT B/B KanesibHO 250 M1 CO CKOPOCTbIO 2-3 M1 B MUHYTY. MOXHO
MCNONb30BaTb PacTBOP AN MHBEKUWA, passefeHHbIn B 200-300 ma FAOKO3bI
nnn 0,9% pactBopa xnopuga Hatpus. PekoMeHAylT Npo6Hble B/B BBEAEHWS,
OCMOTMYECKOE [jaB/ieHVe pacTBOpa BblILle, YeM OCMOTUYECKOE AaB/eHne KpoBy,
pekoMeHayeTca CneAuTb 3a NOKasaTeNsiMu BOAHO-3/1EKTPONIMTHOrO 06MeHa K
YUUTbIBaTb BO3MOXHOCTb @11eprnyeckoin peakumm. VIHbeKuuyn 60Ne3HEHHBI,
Nno3TOMY PEKOMEHAYeTCs BBOAUTb BMECTE C HOBOKaMHOM. AKTOBEIMH HasHaua-
0T TaKXe BHYTpb JeTAM B Bo3pacTe ctapiie 3x net no 200-400 mr 1-3 pasa B
CYTKM nepef, efoi.
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KNOHAS3EMNAM - Tabnetkn 0,5 Mr n 2 mr. MpoTMBO3NunenTuyeckoe
CPeAcTBO M3 rpynnbl NMPOM3BOAHbIX GeH3oAuasenuHa. HasHavaloT B [OMO/He-
Hue K 6asvCHOI Tepanuu npu Heo6XOAMMOCTM MPOTUBOCYAOPOXHOrO, LeH-
TPanbHOro MWOPENakCUpYHOLLEro, aHKCUONUTUYECKOrO, CefaTUBHOrO W CHO-
TBOPHOIO JeCTBMA.

[ns peteit HavabHas gosa 0,5 Mr 2 pasa B CyTKW. [l03y nocTeneHHo
nosblWwarT Ha 0,5 Mr kaxgble 3 gHA 40 nonyyeHus addekTa. Moagepxusato-
was gosa y geteii go 1roga - 0,5-1mr/cyt, 1-5 net - 1-3 mr/cyT, 5-12 net 3-6
mr/cyT. MakcMmanbHas cyTouHas go3a ans geteid 0,2 Mr/kr/cyT.

4. VICKN0UUTb renaToTOKCUYHbIE NleKapCTBa: HECTEPOMAHblE NPOTMBO-
BOCMaNNUTeNbHble (MHAOMETAUUH, MOYNpodeH), M30HMa3ng, BasbnpoeBas Kuc-
NnoTa, 3PUTPOMULMH, aMOKCULMAMIMHA KNaBynaHaT, aMUHO-TIMKO3UAbI, KETOKO-
Ha30/, X/10prMpoMasuH, 33eTUMMB, amMMoapoH, MEeTOTpekcaT, MeTungona, Ton-
byTamug,

5. ®usmnoTepanus, JIPK. HeobxoanmMo NpoBOAUTL PErynsipHO AN BOC-
CTaHOBNEHUA HapYLUEHHbIX (YHKUUIA, 06YCNOBNEHHbLIX MOPXEHWEM HEPBHOW
cucTeMbl. HasHaualoT apTUKYNAPHYIO TMMHacTUKY A1 BOCCTaHOBMEHUA peun,
MaccaXK, MTMMHaCTUYeCKMe YNpaxHeHUs, (usnonedeHne ans yaydeHus npose-
[lEHNS HEPBHbIX UMMY/ILCOB N BOCCTAHOB/IEHNS MbILLEYHOIO TOHYCA.

6. TpaHcnnaHTauua neveHun. MokasaHa Npu (YNbMUHAHTHOW NEeYEHOY-
HOM HefoCTaTOMHOCTM [22, 25]. a TakKe Npu Heah(heKTUBHOCTU TPEXMECAUYHOTO
Kypca neveHus D-neHUUMNNaMUHOM Y MOMOABIX NaUWEeHTOB C LMPPO3OM Meve-
HU U TSHKENOW NeYEHOUHO-KNETOYHOW HeAOCTaTOMHOCTLIO. [l0 Mepecajku neye-
HW MPU HEOBXOAMMOCTY MPOBOAAT NeYeHne NOYeYHOW HefoCTaTOuHOCTH remo-
hunbTpaumenn, Npyu KOTOPOI yaanatoTca 60/bluMe KONMYecTBa Meau B COCTaBe
KoMMNeKcos ¢ D- neHnumnnammnHom. TpaHCnnaHTauus neyeHy ycTpaHseT fo-
Kanusyrowmiica B nevyeHn MeTabonnyeckunii aedeKT, YMeHbLIAeTCs BblpaXeH-
HOCTb HEBPO/IOrMYECKUX MPOSBAEHWIA. BbiNonHeHe onepaumn LenecoobpasHo
B paHHMWe CPoKW, 40 PasBUTUA HEOOPaTUMbIX U3MEHEHWI B LIEHTPaNbHON HepB-
HoW cucteme. MokasaTeny 06LLE BbDKMBAEMOCTW NauMEHTOB B nepuog oT 3
MecsueB Ao 20 neT nocne TpaHcnnaHTauuM nedeHu coctaBnstoT 79%. CmepT-
HOCTb NPU (DYNbMUHAHTHOW NEeYEHOUHOWM HeaoCTaTOMHOCTH 6e3 nepecaku ne-
YyeHu cocTasnset 70%.

7. Opyruve TexHONOrMmM - TpaHCNAaHTauus aMGPUOHANbHBLIX KNEeTOK ne-

UEHU U HepPBHOI TKaHW, nnasmodepes, Nocne Yero ANUMUHMPYHOLLAA Medb Te-
panus cTaHoBMTCA 60nee ahtheKTUBHON [4].
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Cxema HabnogeHus.

Mpn XxenaTmpoBaHWM HeO6XOAMM MOCTOSHHBIA MOHUTOPWUHT (PYHKLUW
noYeK ¥ neyeHu, obLLEro aHann3a KpoBu € YACNOM TPOMOOLMTOB, 06LLEro aHa-
nn3a Moun. lMepBble TP MecALA KOHTPOSb NPOBOAAT KaXAble 2 Hedenu, 3aTem
eXEeMeCcA4YHo 0 MOonyroga, fanee Kaxiple 3 Mecaua B TeyeHMe rojga 3atem
Kaxable 6 MecsLeB.

Meanatp ocmatpmsaeT pebEHKa kaxable 3 Mecsua B MepBblii rog neve-
HWA, 3aTeM 2 pasa B rof, onpeaenseTca cofepXkaHue LepynonnasMmHa u Meau B
CbIBOPOTKE KpOBW, CYTOYHas 3KCKpeLus Meau ¢ Mo4Yoil. Ha doHe KomneHcmpo-
BaHHOIO COCTOSHMS OueHka npoBogmTcs 1 pa3 B rogd. ExerogHo okynuct
0CMaTpuBaeT POroBuLy C NMOMOLLbIO LLEeNeBOn Namnbl AN onpeaeneHns agek-
TUBHOCTU NleYeHus.

Mpn nopaxeHWn neveHn Heob6XOAMMbI KOHCY/MbTalWUmM racTpo3HTepOso-
ra renaronora. Mpy Ne4YéHOUHON HeJOCTATOMHOCTU BaXKHO 06CYAUTL BONPOC C
XMPYproM O TpaHcnnaHTauuu nedenn. Mpu nopaxeHun LHC Heobxogumbl
KOHCy/bTalMM HeBpomaTtonora ncuxuatpa noronepa. Peabunmtaums npoBso-
OMTCA € yyacTMeM ncuxoTepanesTa v peabunmTonora.

KOHTponb 6MOXMMUYECKMX NMapaMeTPOB BKAtOYAeT: 06WuiA 6enok, anb-
6yMuH, pakymn 6unupybuHa ACT, ANT, I'TTMN, W®P, Tumonosas npoba,
MOYEBUHA, KPeaTVHWH, XOnecTepuH, Tpurnnuepungsl, CPB. 3xockonus opraHos
OpIOLIHOI NONOCTN MpoBoAMTCA Kaxable 6 Mecaues, SKI 1 pa3 B rog, I3
Kaxable 6 Mecaues. NokasaTenu Meau B CbIBOPOTKE KPOBM U MOYe KOHTPOW-
pyloT Kaxgble 3 mecsua. LienecoobpasHa anemeHTorpamma Kposu (Megb, LVHK,
eneso, kobanbT, MarHWi, MapraHew), KOHLEHTpaUus LMHKa B MOYe B HOpMe
[lO/DKHa 6bITb MeHee 75 MKr/CyT.

B PHIIL, HeBponorum v HeMpoOXMpyprum B pasfMyHbIX CTpaHax Mupa
chopmumpoBaHa 6asa faHHbIX NaLneHToB ¢ 60/1e3HbI0 BubcoHa.

[MporHos.

BbhkunBaeMocTb Npu 60ne3HN BunbcoHa (NeY8HOUHbIE Y HEBPOMOTUYe-
CKVie NposiBfeHWs) npefcTaBneHa Ha pucyHke 6. OueHKa NporHosa npu gynb-
MWHAHTHOM NeY&HOYHOM HeAoCTaTOYHOCTH NpeAcTaB/eHa B Tabnnuax 7 u 8.

Ha cerogHawHuiA feHb 60ne3Hb BunbCOHa Hemsneynma, BO3MOXHA
NWWb NOXW3HEHHas NOAAepXMBatoLLlan Tepanus. OfHaKO C Takoi 60/e3Hbo
MOXHO [0JIT0 XMWTb U YyBCTBOBaTb Cebs 340POBbIM YENOBEKOM, HE UCKNOUYEHO
MaTepMHCTBO U OTLLOBCTBO. HecBOEBpEMEHHO HayaToe fleveHune yxyauaeT npo-
rHo3. Mpu afekBaTHOM feyeHumn vepes 3-5 et y 80% nauMeHTOB NPOUCXOANT
1c4e3HOBEHMe CMMNTOMOB, Konel, Kaiisepa-®neiilepa. OgHako v npu coBpe-
MEHHOI TakTUKe NeveHns 0 15% 60MbHbIX yMupatoT, a 43% ocTaloTca MHBaA-
Nngamu, BblBeAeHWe W3 opraHu3Ma cBOGOAHON MeAn C MOMOLLBK XenaToB He
BCerja MosIHOCTbIO peLlaeT npobnemMbl NeYeHns Takux nauneHTos [4].
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PucyHok 6 - BbIXXVMBaeMOCTb NaLUeHTOB ¢ 60/1e3HbI0 BuibcoHa
(R.H.J. Houwen, 1991, uunT. no [3])

Tabnumua 7 - LLikana oueHK NporHo3a npu ybMUHAHTHOM TeYeHUm
NEeY&HOUHOM HeAOCTaTOYHOCTM NPK 60/1e3HN BUAbCOHA™

Konnyecto 6annos

0 1 2 3 4
BP 06wmnit, MKMONb/N <100  100-150 151-200 201-300 >300
Hopma 3-10 mmonb/n

[Nokasarenb

ACT, EQ/n <100  100-150 151-200 201-300 >300
Hopma 7-40 ME/n

MpoTpom6MHOBOE Bpems <15 15-18 19-22 23-30 >30
(cex),

Hopma 11-13 cek

MpumeyaHwue - * No MaTepuanam canrta
http://old.smed.rU/guides/43608/doctor# MauneHTbl ¢ KOIMYecTBOM 6annoB 7 1
6onee ABNAIOTCA KaHAMAATAMU HA NPOBeEHWe TPAHCMIAHTALMMN NeYeHn, Tak
Kak Bce 60/bHble C TAKUMMW MOKa3aTeNs M1 yMUPatoT B TeueHne 2 MecALeB, He-
CMOTPA Ha NPOBOAMMbIE TeparneBTUYECKEe MEPONPUATUS.

46


http://old.smed.rU/guides/43608/doctor%23

Tabnmua 8 - Llkana nporHosa npy yNbMUHAHTHOM TeUYEHUW MEeYEHOY-
HOW HeAOCTaTOMHOCTU Y MaLMEHTOB ¢ 6one3Hbio BunbcoHa [15, 27]

MokasaTenb LUann 26anna 36anna 46anna
BP 06wwmit, MKMOnb/N 100-150 151-200 201-300 >300
ACT, EQ/n 100-150 151-300 301-400 >400
MHO (Hopma 0,8-1,2) 1,3-1,6 1,7-1,9 2,0-2,4 >2.4
Uuncno neikouuto » 109n 6,8-8,3 8,4-10,3 10,4-15,3 >15,3
AnbOyMUH r/n 34-44 25-33 21-24 <21

Mpumeyanne: MHO=MB TecT/MNB Hopma (12-15 cek), 60nee BbICOKME Mo-
Kazatenm MHO 03HayatoT pUCK KPOBOTOUMBOCTHW, BONiee HU3KME - pPUCK 06pa-
30BaHUsA TpombBa. Cymma 6annos 6onee 11 accouMmMpyeT C BbICOKO BEPOSTHO-
CTbiO NeTa/IbHOr0 Ucxo/a 6e3 TpaHCNIaHTaLMK NeYeHu.

MpodmnakTuka.

UneHbl cemMby NaLyeHTa ¢ 601e3Hb0 BrabcoHa JOMKHBI 6bITh 06CNes0-
BaHbl: aHaMHe3, (m3nKanbHOe 06cnefoBaHne, NeYEHOYHble Npobbl. Mpu oTpu-
LaTe/bHbIX aHanm3ax 6uoncua neveHn He nposoguTcs. Mpu ocmoTpe rnas ¢
NOMOLLbHO LLIENEBOI NaMMbl MOXHO 06Hapy>XuTb Konbla Kalizepa-®neiiepa.

BceM pOACTBEHHMKAM PEKOMEHAYETCSH MPOWTM reHeTUYecKoe TecTUpo-
BaHMe. Y XEeHWWH ¢ 601e3Hbl0 BWbCOHA BbICOK PUCK CMOHTaHHbIX abopToB,
KpoBoTeueHuid. Ecnm GepemeHHas XeHLmHa ¢ 60ne3Hbl0 BunbcoHa nonyvana
D- neHuumnnamMuH 4o 6epemMeHHOCTU, TO NedeHne 6e30MacHO Ana nnoga B fo3e
750-1500 mr/cyT. Mpy He06X0AMMOCTU KecapeBa ceyeHus 3a 6 Hedenb A0 one-
pauMm U Ha BeCb MepMof 3&XKMBNEHUS MNOCTONepauyoHHOW paHbl fo3y D-
NeHuLMNIaMMHa CHUXKaKOT 40 250 mr/cyT.
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