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Cnuncok cokpaLyeHui

AJIT — anaHMHammHOTpaHchepasa

ACT — acnaparmHammHoTpaHcdepasa

AT®dasza — afeHO3nHTpUpocharasa

BBK — 60ne3Hb BunbcoHa - KoHoBasiosa

N1 - renaToneHTUKynApHaa fereHepauns

T — ramma-rnytammnTpaHcgepasa

XKKT - XenyfouHo - KULWeYHbIA TpakT

KT - KomnbloTepHas Tomorpagus

MHO — meXayHapoAHOoe HOpMasIn30BaHHOE OTHOLLIEHMe
MPT — MarHuTHO-pe30HaHcHas Tomorpagus

MTV— npoTpOMOUHOBbIV MHAEKC

Y3 — ynbTpa3ByKoBOe McC/efoBaHme

®IH - ynbMUHAHTHAA NeYeHoYHas HeCOCTOATENbHOCTb
LIHC — ueHTpanbHasa HepBHaa cuctema

LL® — wenoyHasa ocgarasa

3l — anekTpoaHuedanorpagmsa



TepMuUHbI 1 onpeaeneHusl.

["enaTomeranns - ysennyeHue neyeHu
CnneHomeranus - yBefimyeHue ceneseHKu.

CTcaTo3 nevyeHun - Hanbonee pacnpoCTPaHEHHbI renaTtos, NPU KOTOPOM B MEYEHOUHbIX

KNeTKax NMpPoncxoanT HaKorMjieHne Xupa.

®unbpPo3 MeyeHn - paspacTaHue COeAMHUTENbHOW TKaHW OpraHa, BO3HMKalOLLee npu
YpE3MEPHOM HAKOM/EHUN 6€/IKOB BHEKETOYHOTO MaTpukca (OCHOBbI COEAVNHUTENbHOI

TKaHN).

Xenatupytouiaa Tepanusa (MeAbxenatupyrouias Tepanusa) — CNOcod neveHus,
3aK/I0YatoLLMinCcs BO BBeeHUM MpenapaTos, CBA3bIBAOWMX 1 BbIBOAALLMX N3 OpPraHn3ma MOHbI

TSKENbIX MeTanoB (Hanpumep, Mmean).

LiMppo3 neyeHM - XpOHWMYeckoe 3ab0neBaHWe MeYeHW, COMPOBOXKAatoLLeecs
HeobpaTVMbIM 3aMeLLeHneM MapeHXMMaTO3HOW TKaHU feveHn (HMOPO3HOW COeAMHUTENLHOM

TKaHbO, NN CTPOMOIA.



1. KpaTtkasa nHgpopmaums

1.1 OnpegeneHne

BonesHb BunbcoHa - KoHoBanoBa (CMHOHUMbI rena roNeHTUKYNapHas gereHepayns,
renatouepebpanbHas gucTpomns) -  THKENOE  MPOrpeccupyrollee  HacnefCTBEHHOe
3abonesaHve, nepegaroLLieecs Mo ayTOCOMHO-PELLECCUBHOMY TUMY, B OCHOBE KOTOPOro /1eXuUT
HapyLUeHne 3KCKpeuun Mean U3 opraHusma, nprBofsLlee K U3BbITOYHOMY HaKOMIEHUIO 3TOr0
MWKPO3/IEMEHTa B TKaHAX W COYETAHHOMY MOPAXEHMWIO MAPEHXMMAaTO3HbIX OpraHoB (rpexae
BCEro MeyeHn) ¥ rofioBHOro mo3sra (NpevMyLLecTBeHHO NOAKOPKOBbLIX afep) [2]. CeBoe Ha3BaHMe
60/1€3Hb NMOMYyYUIA MO UMEHW aHTIMIACKOr0 HeBposora Camioens BunbcoHa, KoTopblid B 1912 rogy
ony6nmkosan paboTy, rge fan onucaHue KIMHWYECKOW W MaTonoroaHaTOMUYeCKOW KapTUHbI
HOBOro 3ab0/1eBaHUs, XapaKTepPU30BaBLUEroCs COYETAHHLIM MOpPaXEeHWeM MeyeHu Wn MO3ra,
HayaoM B MOJIOLOM BO3pacTe C Aa/ibHEMLIMM NPOrpeccupoBaHMEM PUTMAHOCTM, Aucdaruu,
AM3apTpUn, TUNEPKMHE30B (PUTMUYHBLIX W apUTMUYHBIX), MCUXUYECKUX PACCTPOMCTB Npu
OTCYTCTBUM MPU3HAKOB MNOPaXeHWUs nNuMpaMuiHbIX nyTein. Mopdonornyecku onpepensnnch
[BYCTOPOHHME M3MEHEHUS YeueBnLEeobpasHbIX Aep, a B MeYeH BO BCEX CMyYasaX - LMppos.

KommeH Tapwuii: B aTom >ke rogy Hall o6befuHun nporpeccupyrowyto NEHTUKYNAPHYHO
JereHepaumio BunbcoHa ¥ ncesfocknepo3 BecTdana-LUTpiomnens B ofHO 3aboneBaHne —
renaToNEHTUKYNAPHYIO AereHepauuto. B Poccum yyeHne o renaToNeHTUKYNISPHON AereHepaLum
CBA3aHO B MepByld Oyepefb C WMEHEM OLHOTO W3 KPYMHEMLWMUX OTEeYeCTBEHHbIX HEBPO/OroB
Hukonas Bacunobesnya KoHoBanosa 1 ero LWKonbl. CKpynyne3Hoe MHOrofeTHee U3yyeHne KNuHNKK
1 Mopdhonornm sToro 3abonesaHns gaun Boamoa/cHocTb H.B. KoHoBanosy co3faTb Noapo6Hyto
OpuUrMHanbHy0  Knaccudpmkaumio  6onesHn (1948, 1960), a Tak>Ke MokasaTb, 4YTO
NaToN0rMYecKne U3MeHeHNs B MO3re He OrpaHNYnBaloTCA YeyeBnLeobpasHbIMy Aapamu, a HOCAT
Andoy3Hblii xapakTep. B cBasu ¢ aTum H.B. KoHoBanos cumTan, 4To 60/1ee TOYHO XxapakTep
npouecca oTpasuno Obl HOBOE HasBaHWe 60ne3HW: remaTouepebpanbHas AgucTpodusa. 3To
Ha3BaHWe 6 00bIYHO YNOTPeb/seTCA B Halen cTpaHe And 0603HaueHNs 3ab0eBaHnsi, KOTOpoe B
[anbHenwem nonyynno HammeHoBaHue 60ne3Hb BunbcoHa-KoHoBanoBa. OfHako 34ecb Mbl Mo-
Npe>KHeMy UCNoNb3yeM TepPMUH ‘TenaTOoNeHTUKyNspHas AereHepauus ™, NPUHATbLIA BO BCEM
Mupe.

MepBble KIMHUYECKUE CUMMTOMbI 3a60/1eBaHNs Yallle BCero NposBsaTCA B BO3pacTe 0T
5 po 45 net. OpHako onucaHo pas3BuTue 3abonesaHus y pebeHka 2,5 neT, a Takxke
AMarHocTupoBaHa HeBposnoruyeckas opma y 6onbHoro ctapwe 60 neT. Haumbonee paHHue
K/MHUYEeCKNe NposiBieHns 3abonesaHns y WHAMBWAOB C NATONOMMYECKMMU MyTauumsMu MoryT
ObITb MHAYLMPOBaHbI BO3AENCTBUEM HEONAaronpuATHbIX (DAKTOPOB BHELUHEN cpedbl, Takux Kak

VHEeKLUMN (NPeuMyLLEeCTBEHHO renaTOoOTpPOMNHbIE), YepernHo-mMo3rosas TpasMa, TOKCUYeCKue



BO3AEACTBMS, B TOM uWCNe aHTPONOTEXHOTEHHON NpUpoAbl WMAM NpW  MPO>KMBAHWM B
MECTHOCTSX, C MOBbILIEHHbIM COAEP>KaHNEM Mefyu B OKpy>KatoLeii cpeae.. 3aboneBaHne HOCUT

MPOrpeccupyoLLnii XapakTep, CONPOBOXKAAETCS CHUDXKEHNEM KayecTBa U NPoAo KU TENbHOCT!
YKUN3HMW.

1.2 Snugemunonoruna

BonesHbo BunbcoHa — KoHoBanosa (BBK) oTHOcUTCA K peakum  3ab0/1eBaHUAM.
PacnpocTpaHé&HHOCTb ee Mo AgaHHbIM Orphanet coctasnseT 1-9 cnyyaes Ha 100000 HaceneHus (B
cpegHeM 1 Ha 25000), exxerogHas 4actoTa BblsiBNeHUS HOBbIX cnyyaeB - OoT 1 Ha 30000 go 1 Ha
100000 HaceneHus. PacnpocCTpaHeHHOCTb Bbllle CPeAn HapOAHOCTER, rAe pacnpoCTpaHeH
ONN3KOPOACTBEHHbINM 6pak [1;3]. Bonetor BBK B paBHOM CTEMEHU KaK MY>XXUMHbI, TakK W
XEHLWMHbI. 3aboneBaHWe OTMeyaeTcd B TeX CeMbsX, rAe 06a poguTens ABNAKOTCA
reTepo3nroTHbIMM HOCUTENSIMU MYTaHTHOIO TeHa, HO K/MHWYECKW 3[40pPOBbIMWU vuamu 6e3
aHa/lorMyHoro 3aboneBaHns B CBOeW poAoc/ioBHOW. 3a6oneBaloT EBK T0/IbKO rOMO3UIOTHbIE U/
KOMMayH/-reTeposuroTHble  HocuTenn MyTauuini  reHa ATP7B.  WMeloTca  faHHble O
KOHKOpAaHTHoCcTM no BBK y ogHosnueBbix 61n3HenoB. CpefHUiA BO3pacT AebroTa 3aboneBaHuUs
11-25 net. C BO3pacTOM u4acTtoTa BCTPeYaeMOCTW 3TOM MaToNoOrMu CHmxaetca. Hocutenem
[edeKTHOro reHa o OPUEHTUPOBOYHBLIM OLeHKaM siBnseTcs Kaxabld 90 - 100-bid yenosek (1%).
BcTtpevaemocts EBK B P® Haxogutca B npegenax 0,3-1,8 cnydyaes Ha 100000 HaceneHus. bes
neyveHns BBK npuBoguT K netasibHOMY ucxofy (npvmMepHo B Bo3pacTe 30 fieT) B pesysibTare

MeYEHOYHOM, NOYeYHON HelOCTaTOYHOCTU, a TaKXKe FreMopparnyecknx 0CnoXHeHu [5].

1.3. 3Tnonorunsa v naToreHes.

MpuumHoii  BO3HMKHOBEHMA BBK sapndwoTcd MyTaumm reHa ATP7B, KOTOpblii
NokKanusosaH Ha 13 xpomocome B flokyce 13ql14.3 n koampyeT MegbTpaHcnopTupytowyo AT®-
asy P-tuna - ATP7B. K HacTosilwemy BpemeHU WAeHTUDMLMpOoBaHO 6onee 600 pasiMyHbIX
myTauuii. Ans 380 U3 HUX foKasaHa posb B NaToreHese 3aboneBaHms. Yalle BCero BCTpeyatoTCs
MUCCEHC MyTaLmun. Takke UMEIT MeCTO [efeLnmn, NHCepLun, HOHCEHE, (PPerMLLINpT MyTauumn n
MyTaL Wil canToB cniancuHra. Hanbosnee yactor MyTaLmeid, NpUBOAALLEN K BOSHUKHOBeHUIO BBK
B €BPOMENCKNX Nonynsauuax, aBnseTcs Toukosas myTtaums ¢.3207C>A B 3k30He 14, npmBoaALLan
K 3aMeHe aMWHOKWUCMOTbl TUCTUAMHA B nNoMoXeHuu 1069 Ha r1yTaMUHOBYHK KWUCNOTY
(Hisl069GIn) [3]. Oons myTaumm ¢.3207C>A B pPOCCUMICKOM BbIBOPKE BGOJbHBIX MO LaHHbLIM
nabopatopun AHKanarHoctmkn MIHL, PAMH coctaBnset 31%. KnuHU4YecKue CUMMTOMbI

3ab0neBaHNs Hanbonee BbIpaXXeHbl Y MaLVeHTOB-rOMO3UIOT, UMEKOLWMX 2 UAEHTUYHbIE MYyTaLWN.



OfiHaKo Hamnbo/ibLlee YCNO NauneHTOB ABNAKOTCA KOMNAyHAreTepo3urotamu, T.e. UMeEOT
pasfivyHble MyTauuy B FOMOJSIOTMYHBLIX XPOMOCOMAX, KaX[as M3 KOTOPbIX YHacnefoBaHa OT
O4HOro u3 pogutenei. VIHAMBMAYYMbI, 8 UMelOLLMe OAHY MYTauuio, Kak MpaBwuio, He UMekT
KNIMHNYECKMX CUMNTOMOB 3a60/1eBaHNSA, HO MOTYT nepeaartb ee nosioBMHe CBOero NoTomcTea. Tak
Kak BBK Hacnefyetcs no ayTOCOMHO-PeLLECCUBHOMY TUMY, BEPOSATHOCTb POXAEHWUA 6OSIbHOro
pebeHKa y poanTenein-retepos3nroT coctasnseT 25%.

OCHOBHbIMUK (hbepMeHTamu, 06ecrneynBaroLL MMM TPAHCMOPT MeAM B OpraHu3Me, ABNAKTCA
AT®-aza 7A n AT®-a3a 7B. MPHK AT®-a3bl 7A 06Hapy>XeHa B 3HTepouUMTax U COCYAMCTOM
CMNETEHUN TONIOBHOTO MO3ra. JTOT (PepMEeHT y4yacTBYyeT B MpoLeccax BcacbiBaHWA Mean B
KULLEYHMKE M MPOHUKHOBEHUN ee B rO/10BHOM Mo3r. HegoctaTok AT ®-a3a 7A Bbi3biBaeT 60/1€3Hb
MeHkeca. MPHK AT®-a3bl 7B 06Hapy>keHa B renatoyMTtax U Kanuansapax Mosra. 1ot PepMeHT
y4acTBYeT B BbIBEleHUN MeAu opraHusmMa (M3 KpOBW B XKeN4yb) U U3 rOMIOBHOrO MO3ra B KPOBb.
VIMEHHO ero HeoCTaTOK Bbi3biBaeT 60/1e3Hb BunbcoHa-KoHosanosa. AT®-a3a 7B nmeeT 6 Mefb-
CBA3bIBAKOLNX MOTMBOB. OHa OCYLLECTBAET TPAHCMOPT NOHOB MEeAN U3 KNETKU 3a CHET 3HEPTun
pacwenneHms AT®, a Takke y4yacTByeT B 06pasoBaHUM U3  arno-LepynonnasmuHa
(hYHKLMOHaNbHO aKTUBHOIO Liepy/ionna3MuHa, KOTopbIi 3aTeM BblenseTcs B KpoBb. OTCYTCTBME
AT ®-a3bl 7B HapyLLaeT BblfeneHe Mean U3 ronoBHOro Mo3sra B KpoBb, U3 KPOBUM B XKeNYb U fanee
C Kanom m3 opraHusma [5]. Begyinm 3BeHOM natoreHesa fBNSETCA XPOHUYECKAsA UHTOKCUKaLUA
mMefblo. Meab HaKannMBaeTCA B MeyeHW, Cefie3eHKe, MOYKax, rofioBHOM MO3re, porosuLe,
XpycTa/iMKe rnasa W Apyrux opraHax. HakonneHve Meau B MNeYEHM NPUBOAUT K HEKpO3y
renaTouMToB, BOCManeHuto, (uUbpo3sy, nponugepaLmm >XenyHbiX MNPOTOKOB W UMPPO3Y; B
rO/I0BHOM MO3re - K HEKPO3Yy HeMpOoHOB C 06pa3oBaHMeM nonocter (KUCT). N3MeHeHUs apyrux
OpraHoB W TKaHel, Kak npaBuno, HesHaunuTeNbHbl [7].

MaccuBHbIli BbIGPOC MefM 13 renaToLMTOB B KPOBb NPY UX pa3pyLUeHn NOA BO3aeicTBue
KaKon-nn60 BHELLHe NpuynHbl (MH(EKLUSA, NHTOKCUKALMA, ATPOreHHas peakums Ha TMOIOBbIe
Xenatbl U Ap.) MOXeT MPWBECTU K MHOTOKPAaTHOMY MOBLILLIEHNIO ee KOHLEHTpauun B nnasme
KPOBW, 1 K Meflb-NHAYLMPOBaHHOMY (Ha (hoHe runowepynonnasMmmHeMnm) MacCMBHOMY remMonnsy

1 fanee K yNbMUHAHTHOW NeYeHOYHO HeCOCTOATENLHOCTH.

1.4 KogunposaHue no MKB-10:
E83.0

1.5 Knaccugumkauymna
KnnHnyeckas KapTuHa renaToneHTMKynﬂpHon pereHepaunmn Xapaktepusyetcs 60NbLWINM

I'IOI'IVIMOpd)I/BMOM B OTHOLUEHUWN KaK HEBPOJSIOTMYECKNX, TaK U COMaTUHECKNX I'IpOﬂBerHVII\/JI. aTot
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NosMMOpPgU3M OTPaXKEH B pasIMuHbIX Knaccudukaumsax sabonesanms (Deiss et al., 1971; Cox et
al.,, 1972). B Hawein cTpaHe Hambonee pacnpocTpaHeHa Knaccuukaums H. B. KoHoBanosa
(1960). B HAWN Hesponornn PAMH H. B. KoHOoBanoBbIM 1 ero nocnefoBaTeNiiMy B TeYeHUe
MHOIMX net usy4yeHo 6onee 500 60/bHbIX ¢ BBK [8].

ST0T 60/MbLIOKA ONbIT AaéT BO3MOXHOCTb BbIAENNTb Haubosee TUMUYHbIE CUMMTOMBI,
XapakTepHble 4151 KaX40W (hOpMbl, pa3Hble TUMbl TeYeHNs 3a60/1eBaHNA, a TaKXKe BbISBUTb paHHUe
NMPU3HaKK1, KOTOpble Aal0T BO3MOXHOCTb 3anofo3puTb BBK ewe [0 pa3Butua TUMUYHOW
K/IMHNYECKON KapTUHbI 60/1E3HN.

Mo TMnam TeveHus:

1.0cTpoe TeyeHwMe.

2.XpOHNYECKOE TeueHue.

3.J1aTeHTHOE TeueHue.

4 PeMUTUPYIOLLLOE TEYEHME.

5.310Ka4eCcTBeHHOE TeYeHue.

Mo hopmam:

1.A640MUHaNbHas opMa.

2.®ynbMUHaHTHaA hopma.

KommeHTapuii: OcHoBHbIMU hopmamu BBK siBnstoTca abgomuHanbHas 1 LepebpaybHasi.
AbLioMUHaNbHAA hopMa MOXKeT MposABNATbLCA renaTonaTwei, BUIbCOHOBCKAM renaTUTOM U
LMPPO30M  MeyeHn, (PYTbMUHAHTHON MEYEHOYHON HECOCTOATENbHOCTbI0. BapuaHTamu
LepebpansHo  (OPMbI  ABNAKTCA:  PUTMAHOAPUTMO-TUNEPKUHETUYECKAA, ApPO>KAaTe/bHO-
purngHas, Apo>kaTenbHas W 3KCTpanupamugHO-KOpKoBad. Y HeKOTOpbIX nNauueHTOoB
3aboneBaHne MaHUeCcTUPyeT reMOAMTUYECKON aHeMueld (C Kpusamu v 6e3), HepponaTuen no
TUny TY6ynapHOro HeppuTa.

TeueHne 3aboneBaHMA MOXXHO pas3fennTb Ha 2 CTaguu: NaTeHTHY W CTaguio
KIMHUYECKNX MPOsABAEHNA. Mpy NaTeHTHOW CTafun KIVHUYECKUe CUMMNTOMbl OTCYTCTBYHOT Y
npu3Haky 3abonesaHns (MPU3HaKW HaKOMNEHWUS MeAu B OpraHu3Me) BbISBNSKOTCSA TOMIbKO Npu
nabopatopHom ob6cnegosaHuy [9]. Tpu 3dh(eKTUBHOM fleHeHUN [LOMNONHUTENIbHO BbIAENAOT
cTaguio oTpuuarenbHoro 6anaHca meaun. B aTom cnyyae B pesynbTare AOCTUMXKEHUA U
[IMTENIbHOTO NOAJAepXKaHus oTpuLaTeNnbHOro 6anaHca Meay HabnoLaeTcs perpecc KNMHUYECKUX
1N nabopaTopHbIX MPOABNEHUI 3a601eBaHUS.

o cTagmam:

1./1aTeHTHaa cTagua

2.CTaguna KNMHNYECKNX NPOAB/IEHWNIA



1.6 KnnHuyeckasa KapTuHa

OCHOBHbIMW OpraHaMu-MULLIEHAMM, KOTOpPble nopaxatoTca npy BBK, ABNAKOTCA NeYeHb,
rONIOBHOW MO3r 1 MOYKK, 3a60/1eBaHNe, ABNAACL MY/IbTUCUCTEMHBIM, 3aTparnBaeT MHOIMe OpraHbl
N CUCTEMbI.

HapyLueHuve BbiBeeHUA Mean U3 OpraHu3mMa npuBOAUT K NOCTENEHHOMY ee HaKOMIeHUHo
B OpraHax ¥ cucTemMax B OMpefefieHHON nocnefosate/ibHOCTU. Mefb NepBOHAYasIbHO HauyMHaeT
HakanimBatbCca B neyeHW. MeyéHouHas MaHUpecTaLms ABNSETCA Hanboee YacToi 1 OTMeYaeTcs
y 40-50% 60nbHbIX. Mocne TOro Kak MeyeHb HacblllaeTcs MeAbto, YTO B psje Ccly4vaeB
NPOUCXOANT 6eCCUMMNTOMHO, Meflb NMepepacrnpefenseTcs CUCTEMHO, HaKanMBascCh Npexae BCero
B LUHC, uTo BeféT K HEMPOMNCUXMYECKM CUMMTOMaM, KOTOpPbIE Yallle BCEro pa3sBmBatoTCs BO 2-M
n 3-m pecatunetmax xu3Hu [10]. Hesponormyeckas W MCUXMYecKas MaHuUpecTauum
HabntogatoTcs (COOTBETCTBEHHO) Yy 35 M 10% 60nbHbIX. Y 15% 60MbHbIX 3ab60neBaHuUe
NPOSBNSETCA reMaTo/iorMyecKUMmn CUHAPOMaMK, NPeXxae BCEro reMo/iMTUYecKoin aHemueid [16].
B porosuue HakonieHne MeAu MPOUCXOAUT MOC/Me HAaCbIWEHNA el MEeYEHU MNPaKkTUYeCKu
OAHOBPEMEHHO C MOSIBNEHWEM HENMPONCUXMYECKOW CUMMTOMATUKWA. [pyrMmu opraHamMm u
CUCTEMaMM, KOTOpble nopaxaroTcs npu BB B pe3ynbTaTe HaKOMNEHUA Mefu, ABNAIOTCA MOYKMK,
KOXXa, cepfLe, KOCTHO-CyCTaBHas M 3HAOKPUHHaA cuctemsl, XKKT.

MopaxkeHns neyeHn (Ab6LOMUHANBbHAA PopMma).

Y naumneHToB ¢ 60Me3Hb0 BMibCOHA MOXET BCTpevaTbCcs N060e MOPAXKEHWE MEYEHN.
«[eyeHouUHble» nNposiBNeHMs MoryT Ha 10 neT onepexaTb MOSIBNEHME HEBPONOTrMYECKMX
CMMMTOMOB. BblpaXXeHHOCTb MOpPaXKeHMW NeYeH MOXET BapbUpPOBaTb OT aCUMNTOMHOIO TeYeHUs
C HeGOMbLUNMUN BUOXMMUYECKMMU OTKIOHEHWSIMW [0 SBHOFO LMpPO3a CO BCEMU BO3MOXHbLIMU

OCNOXHEHUAMMU.
OcTpblii renatuT (renatonarus).

MpumepHo y 25% nauuneHTOB 3ab0/neBaHVe HAYMHAETCA OCTPO C PasBUTUA XKENTYXM,
aCTEHMYEeCKOro CuUHApoMma, aHopekcun. [py BGUOXMMUYECKOM WCCNefoBaHUM OMpesenstoTcs
MONOXUTE/IbHbIE MEeYEHOYHbIE TECTbl. Y'Ka3aHHble 3Mn30[bl CAMOCTOATE/IbHO paspeLuarTcs, u
HacTynaeT BPEMEeHHOe K/IMHWKO-OMOXUMMYeckoe ynyduleHne. 3-3a  OCTporo Havana
3a60/1eBaHNA, a TaKXKe CaMOCTOATENbHOI0 pas3pelleHnss Yacto npeAnonaraeTcs WHEHEKUMOHHas
aTnonorus 3abonesaHus. KccnefosaHve Ha npegmer BBK B 60/bLIMHCTBE C/ly4vyaeB He

nposoauntca. [locne KAMHWYECKOro  “BbI3JOPOBMEHUA™  MeyeHOUHble TecTbl OCTalTCA



N3MeHeHHbIMK. T1pn o6roncumn neyvyeHM OTMevaroTCs OTEK renartouuToB, eAVHUYHbIE HEKPO3hl,

yMepeHHas numdgouuTapHas nHpunbTpaumus [12].
XpoHuueckuii renatuT (BUNbCOHOBCKUIA reHa rur).

XPpOoHWYecKuiA renaTUT npeacrasnseT cobor Havbonee yactyto MaHupecTaumio BBK y
MOLPOCTKOB U MOMIOAbIX MauMeHTOB UM XapaKTepu3yeTcs BCEMW  K/IMHWYECKUMU U
OMOXUMUNYECKMMUN NPU3HAKAMW [aHHOTO 3a60/1eBaHUA. Y MOMO0BUHbLI 60/IbHLIX C XPOHUYECKUM
renatuTom, o6ycnoeneHHbIM 60/1e3HbI0 BrnbcoHa-KoHoBanoBa, onpeaenstoTcs Konbla Kaisepa-
®neiwepa [10]. Mpu 6GUONCUMM MNeYeHW BbIABNAIOTCA: 6GaNNOHHAs AUCTPOPUA U HEKPO3bI
renaTtouuToB, BOCMaNUTENbHAsA WHQUAbTPaUUa, GUOPo3 MOpPTa/ibHbIX TPAKTOB, /IMKOreHoBas
BakyonuM3auus sgep renaToumMToB, nepunopTanbHblii cTeato3. OCO6eHHOCTbIO 3abosieBaHuWs
ABNAETCA AMccoumanms Mexay yMepeHHbIM MOBbILEHWEM YPOBHSA TpaHCaMWHAa3 U Halnynem
BbIPaXXEHHbIX renaToue/oNApPHbIX Hekpo3oB. OTBeT 3TOM rpynmnbl G0/bHLIX HAa Tepanuio

Xenatamy 06bl4HO xopownin [11].
®ynbMUHAHTHaA MeYEHOYHAsA HECOCTOATENIbHOCTb.

®PynbMUHAHTHaA MeYEHOUYHas HecocToaTenbHOCTb (PIH) nnnM «BUNbCOHOBCKUIA KpU3»
npefcraBnseT coboli peaKyto N 04HOBPEMEHHO Hanbosiee HeONAronpUATHYHO B MPOrHOCTUYECKOM
nnaHe MaHupectaunto BBK. JleTasibHOCTb NpY 3TOM NATOIOMMYECKOM COCTOSHUKM focTuraeT 60
- 95%. MNyCKOBbIM (haKTOPOM, KaK Mpasuo, ABNAKTCA UHHEKLNA NN MHTOKCUMKALUA.

VH(EKUNOHHbIE areHTbl WM TOKCWMHbI MNPUBOAAT K TMOBPEXAEHNIO U 6e3 Toro
CKOMMPOMETMPOBAHHbIX  W3ObITKOM MeAW renaTtouuMToB. bBOnblIOe  KONWYECTBO  Meaw,
BblJe/IMBLLEECS B KPOBb M3 MOBPEXAEHHbLIX renarouMToB, NpUBOAUT K remonnsy. CBO6GOAHbIN
remMors106uH 1 NPOAYKTbI ero MeTabonn3ma OKasblBatoT LONONHUTENIbHOE BO3AECTBME HA NeYeHb
M MOTYT NPMBECTU K MOYEYHOIN HegocTaTovHOCTK [18].

O6bI4HO PITH pa3BmBaeTCcA y NOAPOCTKOB M MOJIOAbIX NauMeHTOB. TakxKe OHa onucaHa y
nauveHtoB ¢ BBK, KoTopble nonyyany afekBaTHYH Tepanuio Xenaramu, HO CaMOCTOSTESIbHO
MpekpaTuam Ux Npuem Ha cpok 9 mec. u 6onee. KnMHuYeckas KapTuHa Cxoxa ¢ Py/ibMUHaHTHOM
NeyeHOYHOW HeCOCTOSATE/IbHOCTbIO, BbI3BAHHON MHMEKLUMOHHBIMW areHTaMu UM TOKCUYECKUMMU
(hbakTOpamMu, KOTOpble, KakK NpaBuo, npeanosaratoTca B nepsyto oyvepeap [15].

OCo6eHHOCTAMM  (PYNIbMUHAHTHON  MEYEHOYHON HEeCOCTOATENIbHOCTM Mpu  60Ne3HM

BunbcoHa-KoHOBas10Ba SBAAKOTCS:

- CMeELWlaHHaa XXenTtyxa reMomIMTUKO-NapeHXnMmMaTo3HOro Tmna,
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- TeMONUTMYECKas aHemuss C  OTpuuaTenbHoW  npobon  Kymbca ¥ npusHakamu

BHYTPWCOCYANCTOrO reMosin3a,
- KoarynonaTus, He OTBevalolLLas Ha napeHTepaibHOe BBefeHNe BUTaMUHa K,
- ObICTpPOE MPOrpeccMpoBaHmne NMOYEUHOI HeAOCTATOUHOCTH,

- HecounsmMepumumoe C TAXKeCTbH0 COCTOAHME M3MEHEHWEe aKTUBHOCTU TpaHCaMWHas W LLI.E]'IOLIHOVI

thocgpaTasbl.

YpoBeHb y6eANTeNbHOCTU peKoMeHaaunm - B (ypoBeHb JOCTOBEPHOCTY J0KA3aTeNbCTB - 2).
KommeHTapun: obHapy>keHue konel, Kaisepa-®neiwepa MOXKeT WMeTb AMarHOCTUYECKOoe
3HayeHue, OfHAKO WX OTCYTCTBME He WCKNoYaeT 3abonesaHue. [Mpu 6Guoncum neveHun
ONpefenslnTCAa  MUKPOBE3UKYNAPHOE  OXKUPEHWEe, MAacCUBHble  KOArynfuMoHHbIE  HEKpPO3bl
renaTouyTOB, KOMnanc CTPOMbl, MUIMeHTcofep>Kallve kneTkn Kyndepa, Tensua Mannopu.

MaymneHTtbl ¢ ®IMH, nTak, MMeT B KPOBU 3anpefenbHO MOBbILEHHbIE KOHLEHTpaLum
MeaW, MO3TOMy, Tepanua Xenatamu, KoTopas o6ecrneymBaeT MNOCTYMeHWe B KpPOBb
[OMOMHUTENIbHOTO  KOMMYecTBa MeAW, Y HUX He TMokKasaHa. [na  KynvpoBaHWA  3TOro
MaTonornyeckoro  COCTOSHMA ~ HEO6XOAMMO  UCMOMb30BaTb  COBPEMEHHble  MeToApbl
3KCTPaKopnopasibHOW reMoKoppekumm. Mpu nx HeJoCTaTOMHON 3P PEKTUBHOCTU eANHCTBEHHbLIM
CMoco60M CnacTy XU3Hb MaLMeHTa ABAETCA Nnepecaska neyeHu.

LiMppo3 neveHu.

Linppo3 neveHn (LLM) npu BBK MOXeT g/iMTeNbHOe Bpems npoTekaTb 6eCCUMNTOMHO UK
ManocUMnTOMHO. OHaKO OH BbISIBNAETCA Y BCEX OOJIbHbIX C HEBPOMOTMYECKUMU U3MEHEHUAMN,
CBA3aHHbIMW C 60/M1e3HbI0 BunbcoHa. KnuHWYecKue nposiBNEHUS LMPpo3a MNeyeHu U ero
OCNOXHEHUs, a TaKxe pesynbTarbl GUMOXMMUYECKMX TECTOB HE OT/IMYAKTCHA OT TakOBbIX Mpu
Apyroin atuonoruv Lmppo3os [13]. Mpu 6GuoncumM neyeHU BbISBAAKOTCA JIOXKHbIE AO/bKK C
(PMOPO3HBIMU THXAMU BOKPYr HUX. MOryT Takxe HabnoaatbCcs: rIMKOreHoBas BaKyo/m3auus

f4ep renaToLMToB, OT/I0XeHWEe TEMHOr0 MUIMeHTa B OTAe/bHbIX renaroumTax.
Hesponorunyeckue npoasnenHus (LepebpanbHas opma).

Bone3Hn BunbcoHa-KoHoBanoBa CBOWCTBEHEH LIJVIpOKVIM CNEKTP HEBPONOTNYECKUX,
MOBEAEHYECKMX W MNCUXNATPUYHECKNX CUMITOMOB pa3ﬂMHHOVI CTeneHn BbIPaKEHHOCTN OT
Ma103HauYnNTEe/IbHbIX U pasBMBalOLLMXCA B TeHEHNE MHOTUX NET, A0 CTPEMUTENbHO HapacTaroWnx
n npueogAalinx B Te4EHME HECKO/IbKNX MECALEB K NONHOM WHBaNNMAHOCTU. HeBponornyeckue

nposBeieHnsa 6onesHn BunbcoHa-KoHoBanoBa mMaHUGeCTUpyoT B Bo3pacTe oT 10 go 35 ner,
11



OfiHAKO M3BECTHbI CyYan MaHudecTaumm v B 55 neT. KnvHMKa BKAOYaET ANCTOHNUM, aTaKCuto ¢
MOCTypPa/ibHbIM 1 MHTEHLUMOHHbIM TPEMOPOM, PaHHWIA MapKMHCOHW3M C TUMOKMHE3NEN,
PUTMAHOCTBIO M TPEMOPOM MNoKosi. Hawubonee yacTbiMU SBAAIOTCA TaKWe CMMMTOMbI, Kak

ANCANAfOXOKNHE3NS, AN3apTPus, CanvBaLus, HapyLleHne Xo0ab0obl, NocTypasbHbIi Tpemop [19].

ApuTMorunepkmHeTnyeckas (paHHaa) gopmMa, MaHU(ecTUpytoLasa yalle B Bo3pacte OT 7
fo 15 net, xapakTepusyeTcs apuTMUUYHBIMWA TUNEPKMHE3AMU, Yalle TOP3MOHHO-AUCTOHNYECKOro
XapakTepa, HepeaKo COMPOBOXAAOLWMMUCH Pe3KUMU 60nsMu. [TUMNepKUHesbl 0XBaTbiBatOT
pas/IMyHble MblLeYHble Tpynnbl (KOHEYHOCTU, TYNOBULLE, & TAKXKe MbILLULbI, OTBETCTBEHHbIE 3a
apTUKYNAUMIO W [N1I0TaHWE), NPUBOAA K AM3apTpumM W aucgarum. 310 Taxenasa opma, npu
KOTOpPOM ObICTPO HapacTaeT MbllleYHasd PUrMAHOCTb, (HOPMUPYIOTCH aHKMN03bl CYCTaBOB.
XapaKTepHbl CHYKEHWNE UHTENNEeKTa, NCUXMYECKMEe HapyLUEHUS U BUCLepasibHbIe pacCTpolCcTBa.

Be3 neyeHuns netanbHbIA MCXOA HacTynaeT yepes 2-3 roga [12,18].

[poxaTenbHo-purngHas hopma oTaMYaeTcs OT npeAablayLero 6onee nosgHero Havana (0T
15 po 25 net) n 6onee LO6pPOKAYECTBEHHbLIM TeyeHMeM. OHa BCTpeYaeTcs uvalle Apyrux v 6nvke
BCEro COOTBETCTBYET (hOpPME, OMMCAaHHON BunbCOHOM. XapaKTepHO OAHOBPEMEHHOE Pa3BUTHE
PUrMAHOCTN W ApoxaHusa. YacTbl aucdarna n amsaptpus. COOTHOLUEHME PUTMAHOCTA U
APOXKaHMS BapbMpYlT: B OAHMX Cny4asax npeobnagaeT MNapKUHCOHOMOAOOHBIA CUMHAPOM C
pa3BMTUEM B NMEPBYIO O4vepellb PUTMAHOCTU, N MEHee BbipaXXeHHbIM APOXKaHWeM, B APYruX - Ha
(hOHe Hepe3KO BbIPaXKEHHOW PUrMAHOCTY MPeBanMpyeT TUMNYHOE APOXKaHWUe, YCUINBAtOLLEECS B
cpeaHedU3n0N0rMYeCKOM MOMTOXKEHUN CrMbaHNA NpU yaepXXUBaHUN PYK Ha Becy, a Takxe npu
Lie/leHanpPaB/eHHbIX ABWKEHMSIX. [CUXMYecKne HapyLlleHuss U BUCLEPabHbIE MPOSIBAEHMS
BapbMPYHOT B CBOEN BbIpaXKeHHOCTMW. Be3 neueHuns 3aboneBaHne NporpeccmMpyeT B TeueHne 5-6 ner

N TaKXKe 3aKaH4MBaeTCs NeTaslbHbIM Mcxogom [19].

[poxaTenbHaa qopma (cooTBeTcTBytowWad opme BecTgans) otnuuyaetcs Haumbosnee
fo6poKayecTBeHHbIM (0KO/0 15 N1eT) TeueHnem 1 601ee NO3AHUM HavanoMm (B cpegHem 20-25 neT,
M3BECTHbI Cnyyan fAebroTa 3abonesaHus nosgHee 40 un gaxe 50 net). B KAMHWMYECKON KapTuHe
npeo6nagaet ApoxkaHue. MbIlWeYHbIi TOHYC uYalle He W3MeHeH WAn CHWXKeH. [o  mepe
MPOrpeccupoBaHna 60Ne3HN ApPOXKaHUe Pe3Ko YCUNNBAeTCH, CTAaHOBUTCA KPYMHO-aMMNAUTYAHbIM
C PesKo BblIPaXKEHHbIM WMHTEHUMOHHbIM KOoMMoHeHTOM. [lpyu M0G0 nonbiTKe K aKTUBHOMY
ABWKEHMIO OHO HapacTaeT [0 CTeneHW ABuraTenbHoin 6ypu, npespaliascb B reHepasvM3oBaHHOE.
JpoxkaHve pyk npu stom H.B. KoHOBanoB cpaBHMBaN C "TpeneTaHWeM KpblibeB NTuubl”. [pu

aToli hopMe ANMTeNbHOe BpPeMsi COXpaHeH WHTennekT. OAHAaKo MO Mepe MPOrpeccupoBaHus
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60ne3Hu, Hapaay C MNnoBbIWEHWEM MbILWLEYHOIO0 TOHYCa, Ha6MAATCA U U3MEHEHUSA MCUXUKKN C

aeKTUBHbIMU pacCTpoiicTBaMU. BucuepanbHble NPOSBAEHUS NpWU 3TON (opMe KIUHUYECKM

HavMeHee BblpaXKeHbl [18].

JKCTpanMpamMmngHoO-KopKoBas (opMa. 3Ta (hopMa He SBASeTCA CaMOCTOATE/IbHOW, a
MOXET pa3BUTbCA C TEYEHNEM BPEMEHU UMW MOJ, BO3LENCTBMEM BHELLUHUX (PaKTOpPOB (Harpumep,
YeperHO-MO3roBo/i TpaBMbl) M3 NHO60M OCHOBHOW HeBponoruyeckon opmbl BBK. OHa
XapakTepusyetcs TeMm, 4YTO TUMUYHble HapyLUeHUS OC/OXHAKTCA OCTPO pas3BuMBatoLLMMUCA
nMpaMUAHbIMK Nape3amu U 3NUNenTUOOPMHLIMKU MNpUNagKamu, 4alle 04aroBOro Xapakrtepa.
BbiCTpO  nNporpeccupytoT  MNCUXMYeCcKMe HapyweHus. [Ons  3To  (hopMbl  XapakTepHO
BO3HVWKHOBEHME B MO3ry, Hapafy C XapakTepHbiMu ans BBK n3MeHeHUsMKU, OBLIMPHBIX

pasMsAryeHnii B kope 601bWINX nonywapuii [17,18].

MaTonornyeckas aHatomus Mo3ra. Hawubonee xapakTepHbIM — MOPOOrNYECKUM
npu3HakKoM nopaxeHus mo3sra npy BBK aBngeTca nporpeccupytollee M3MeHeHne nogKOPKOBbIX
raHrfves, B MNepBYHD o4vepelb 4euyeBuumobpasHbix agep (n. lenticularis), npevmyLecTBeHHO
CKOpPANYMbl, & TakXke XBOCTAToOro Afpa, Hapy>Horo ufieHnka 6nefHoro wapa, 3y64atbix sgep u
KOpbl MO3)Xeuyka, NoAOYropHbIX sAep, Kopbl 60MbWMX nonywapuin. Takum 06pas3om,
NaToNIOrMYecKNin  NMpoLecc SBASETCA BeCbMa pacrnpocTpaHeHHbIM [13]. Makpockonuyecku
OTMeyaroTCs CMOpLLMBaHME MO3r0BOro BellecTsa M 06pa3oBaHMe nonoctein. MUKPOCKONUYECKH
HabnoaloTcA CBOEOOpasHble W3MEHEHMs UK, MNOMy4YMBLUME Ha3BaHWe rvn Anblrerimepa
MepBOro 1 BTOPOro TUMOB. | TUM XapakTepu3yeTcs Pe3KUM yBe/IMYeHNeM BCel KNEeTKN 1 60bLIMM
A4poM, 6oratbiM XpomaTUHOM. Il TN OTAMYaeTCAa NOYTM NOMHLIM OTCYTCTBMEM LIMTOMMA3Mbl U
FMraHTCKMUM S4pOM, O4YeHb 6efHbIM XPOMATMHOM W MO3TOMY WMEKLWUM BUA "'roforo” spgpa.
[pyroi KOMMOHEHT MOPaXXeHUSi HEPBHOM CUCTEMbl - aHTMOTOKCUYECKWUIA, BblpaXatoLuiics B
aTOHUM MeNIKMX COCYZ0B W KanuinspoB MO3ra, B pe3y/fibTaTe Yero BO3HMKAtOT CTasbl, Me/kue
KPOBOM3NUAHWA N NEPUBACKYNAPHBIA OTeK. ST HapyLleHWs BefyT K UeMUn, aHOKCUM HEPBHOWA
TKaHW ¢ nocnegyolleinnt ee rmbenblo M 0b6pa3oBaHMEM, TakK Has3blBaeMoro, status spongiosus -

0COOEHHOCTK, BeCbMa XapakTepHol ana bBK [14].

Be3 neyeHnsa renaToneHTUKYNAPHasA fereHepauus UMeeT HEYK/IOHHO Mporpeccupytollee
TeUeHMe C HeusbeXHbIM (aTafbHbIM UMCXOAOM uyepes 2-15 feT oT pge6ioTa CUMMATOMOB
3aboneBaHns. Ha (hoHe COBpPEMEHHbIX BO3MOXHOCTEN Tepanuum HabNHOAAeTCs 3HAYUTENbHbIN
natomopgo3 60/1€3HN, BMIOTb 4O MOJIHOTO MUCYE3HOBEHWUA CUMNTOMATUKMW MPU CBOEBPEMEHHOM

Ha3Ha4eHUN MeAb3aIMMNHUPYOLWKWX npenapartos.
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McuxmaTpruyeckme NposBaeHUS.

HapylieHns noseAeHUss M NCUXMKU TUNUYHbI Ans BEBK 1 HekoTopble M3 HWUX MOryT
NpeSLUIecTBOBaTb HEBPOSOTMYECKUM W «MEYEHOYHbIM» CMMATOMaM. [lpMMepHO Yy TpeTu
nauueHToB 3ab0/eBaHME HAUYMHAETCA C HapyleHWin ncuxukn. OTMevaeTcs 3afepXka uau
OCTaHOBKa MCUXMYECKOr0 pPasBUTUA, MPOUCXOAAT  W3MEHEHWS  JINYHOCTM, MOSBASETCS
MMMNY/bCUBHOCTb, 1abUbHOE HACTPOEHMe, CeKCyaslbHbIA 3KCTMOULMOHM3M, HeafeKBaTHOe
nosefeHve, JWOPUYHOCTL C KonebaHWeM HACTPOEHMS [0 MaHWaKalbHbIX/AeNPecCMBHbIX
nposiBNeHuniA. HavanbHble CUMNTOMbI HYaCcTO HENPaBUILHO AMArHOCTUPYHOTCA Kak NoBefeHYecKune
npo6nemMbl, CBA3aHHbIE C Ny6epTaTHbIM NEPUOAOM.

Y 6onee cTaplimx MauMeHTOB 4acTo Habnopaetcs aidopus, Aenpeccus, MoryT ObiTb
(hobumn, KoMNynbCUBHOE MOBeAeHMe, arpeccus M aHTUCOLManbHOe NOBeAeHUEe. Y MOXWUAbIX
MauueHTOB BbISBNAIOTCA TakuMe MCUXOMNaTosorMyeckne CMMNITOMbI, Kak MNporpeccupyoLas
Ae30praHnsaums  AMYHOCTUM C TPeBOro W ap@eKTUBHLIMKU MPOSABAEHUAMU, NabUNLHOCTb
HacTpoeHVsi. MOXeT ObITb CHWKEHWe WHTENNeKTa, TPYAHOCTM abCTPaKTHOrO MbILLIEHNS,
3aTpyfHeHMe BHUMaHMA. Yalle oTMevatoTes cybncmxornyeckme nposisneHuns [18].

Bonblinme  pa3BépHyTble  MCMXO03bl C  MCMXOMPOAYKUMOHHON  CMMNTOMATMKOM
HecneununyHbl 418 AaHHOrO 3a6oneBaHUs. Y 6O/bHbIX MOFYT HabnAaTbCs KOTHWUTUBHbIE
HapyLlleHns, NPOSABAAIOWMECS  3aMeA/IEHHOCTbIO  MCUXMYECKMX  MPOLECCOB,  CHUKEHME
MCUXUYECKOA aKTMBHOCTM, €NabocTb NobyxaeHWiA. Mpn 3TOM NaMsATb Ha NPOLW/bIE COOLITUA W
CMOCOOHOCTb K 3amOMMHAHWUI0 OCTaKTCA OTHOCMTENbHO COXpaHHbIMW. B cTagum femeHumm
CBOWCTBEHHble 60/M€e paHHMM 3TanaM pasBUTMA  3ab0MeBaHUS  PasfpaXWUTeNbHOCTb U
KOH(MNMKTHOCTb YCTYNatoT MeCcTo 6ecneyHol aridopun, a 3aTem 3MOLMOHaNbHONM TyrnocTu. B aTo
)K€ BPEMS BbISIBASKOTCA Takne XapakTepHble 41 renaToNeHTUKYNAPHON gereHepaymm cMnTOMbI,
KaK HaCWMNbCTBEHHbIW Nna4y 1 CMex, opaibHble 1 XBaTaTe/lbHble aBTOMATU3Mbl.

OKO0M0 MOJIOBMHbI MAaLWEHTOB C HEBPOIOrMYECKMMU U NCUXUYECKUMMK MPOSBAEHUAMM
VMEIOT pacnpoCTpaHeHHbI GrOPO3 UK SBHbIV LMPPO3 NeYeHW. Y APYroii NOMOBUHBLI NPU3HAKK
3ab0neBaHNs NeYeHn MOryT MONHOCTLIO OTCYTCTBOBaTH [20].

Cemonus.

Kym6c-HeratMBHas reMofiMTMYeckas aHemus npumepHo y 15% naunveHTOB MOXET ObITb
eMHCTBEHHbIM HayanbHbIM cumnToMom BBK. 3nu3ogbl remosnmza MoryT ObiTb OCTPbIMU
BbIP&XKEHHbIMU, PEKYPPEHTHbIMK  (MOBTOPAIOWMMUCA) WU XPOHUYECKUMU.  BbIpaXkeHHbIN
remMosin3 00bIYHO CBA3aH C TSHKE/bIM MOPaXeHMeM neyeHW. Pacnaf renatoumtoB NPUBOAUT K
BbICBOOOX/EHMIO 60/IbLIOr0 KO/MYecTBa AeNOHMPOBAHHOW MefW, KOTOpas YCU/IMBAET remosms.
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Nerkune 3Nnn3oabl reMmosin3a MoryT Ha6ﬂ}0,ﬂ|aTbCﬂ npn OTCYTCTBUN ABHbLIX MNMPU3HAKOB MNMOPa>KEHUA

ne4vyeHu.

lMopaxeHune noyek.

C BBK accounvpoBaHbl pasinyHble HapyLleHUs QYyHKLMK noyek. CHKaeTCs BelnMymHa
rNOMepyIAPHON (nnbTpaummn. B pesynbTaTe TOKCUYECKOro LeNCTBUA Men Ha KNeTKN KaHa/bLieB
pa3BMBalOTCA AUCHYHKLUUM MPOKCUMaIbHBIX U/MNN SUCTaNbHbIX KaHasbleB. OHWU NPosSBNAOTCA
amuHoaungypuenn, runepgochatypuein, runepkanbUMypuen, T[HOKO3ypuen, YpUKO3ypuen,
notepei Kanus, geuumToM 6ukapboHaTa, NoYeUHbIM TyOYNApHbIM aungo3om [6]. AuctanbHbli
TYOYnApHbIA aumao3 saBnsetcs (DakTopoM, npeapacnonaralWwmMM K pasBUTUIO HedponnTmasa,
KOTOpbIM BCTpeyaeTcs y 16% nauuneHToB ¢ 601e3HbI0 BunbcoHa. Hedhponntmas, B CBOKO o4vepefb,
06ycnaBnMBaeT BbICOKYKH 4acTOTy MuKporematrypuu. Tepanus xenaTamu y 60NbLUMHCTBA
NauMeHTOB NPUBOANT K Y/yUYLLEHUIO (PYHKLUMM NOYeK, HO MOXET CnocobCTBOBaTbL MPOTENHYPUN

[7].

Apyrve KNMHUYECKME CUMNTOMbI.

KAMHUYeCKMe CMMNTOMbI MOPaXKEeHWUs APYTUX OpPraHoB M CUCTEM BO3HUMKalOT npu BBK meHee
yacto. OHM BK/OYAlOT: M3MeHeHWs OKI, apuTMUM, KapaMOMMOMaTMIO, NaHKpeaTuT u
HEL0CTaTOYHOCTb 3K30KPWUHHOM  (DYHKLMM NOAXKENYAOYHON >Kenesbl, XONenuTnas, Mefb-
VHAYLUMPOBaHHbIA pabAoMNONN3, OCTEONOPO3 N OCTEOMANSALMIO, apTPUT U apTPIrMK, aMEHOPEHO,
camMornpoun3BoNbHble abopThl, rony6ble NYHKM Yy HOFTEBOFO JlOXa, acantosis nigricans,

rmnepnurMeHTaumnio Koxu [8.

2. AnarHocTtuka

2.1 XXanobbl 1 aHaMHe3

Mpy cbope aHamMHe3a PeKOMeHA0BaHO 06PaTUTL BHUMaHWe Ha Hannume:
- Bonu B XXMBOTE PasNNYHO NoKaNM3aLmnu;

- VI3MeHeHMe LBeTa KOXU;

- HocoBble KpoBOTEUEHUS;

- Tpemop, HenpOW3BO/bHbIE ABUXKEHNS;

- CNIOHOTEYeHNE, [M3apTPUS;

- HapyLueHve rnoTaHms;



- MurpeHenofo6Hble ronoBHbIe 60MK;
- beccoHHMLg;

- Oenpeccusg;

- HeBpoTnyeckoe nosefeHwMe;

- i3ameHeHusa nnyHoCTY;

- MNcnxos.

2.2 ®usnkanbHoe obcnegoBaHue

Mpn hr3nKabHOM OCMOTPe PEKOMEH/0BAHO OLIEHWUTb HalMume:
- Cmyrnoro («MefHblin») LUBETa KOXMW;

- XKenTywHocTu cknep;

- HesHaunTenbHOM MM yMepeHHON! renaToMeranuu;

- CnneHomeranuu,
* PekoMeHAyeTCA OLEeHUTb Hainm4vme HEBPOIOTUYECKNX HapyLUEHVIVI N NCUXUYECKNX paCCTDOVICTB.

KoMMeHTapuu: HakonneHre Meau B roIOBHOM MO3re npu 60n1e3Hn BunbcoHa npuBoanT K
MOBPe>KAeHNI0  6asaNbHbIX raHrAMeB C pasBUTMEM [UNO-  WAM  TUNEPKUHETUYECKOIA
aKcTpanMpamugHOn CUMNTOMATWUKN B BUAE AKWHETUKO-PUrMAHOrO CUHAPOMA, aTakcuu,
Tpemopa, AMCTOHNYECKOrO CYHAPOMA. HeBponornyeckme HapyLleHus pa3smBato T CA NOCTENEHHO
1 6e3 neveHNs HeyKNOHHO nporpeccupytoT. Mcuxuyeckue 13 HapyweHus npu BB BcTpeyaTca B
10% cnyyaeB 1 BKUOHAKOT B Ce0S HapyLleHWe NOBEeAEeHWs, arpeccuto, ¢hobumn, MaHum, NCcMxosbl,
WHTENNeKTYalbHYI0 ¥ KOTHUTUBHYIO HEJOCTaTO4YHOCTb, a Tako/ce CUHAPOMabHbIE COCTOSHUSA:
OunonspHble paccTPOCTBa, Aenpeccuun, AUCTUMmMU. OnucaHbl Tak>Ke MATPeHn, roNoBHbIE 60K,
OeCcCoHHULA, anunenTuYeckne NPUCTYNbl C HEBPOIOMMYECKON CUMNTOMAaTUKON BB.

e PeKkoMeHAOBaHO OLEHWUTb MOpaXKeHWe [Apyrux opraHos (OMOPHO-ABUraTenbHOro
annapaTa M KOCTHO-MbILIEYHON CUCTEMbI, CEPLEYHO-COCYAUCTON CUCTEMbI, 3HAOKPWUHHOWA
CUCTEMbI, MOYEMNOOBON CUCTEMbI, KDOBETBOPHOI CUCTEMbI)

KommeHTapumn: npu BB HabnogaeTcsa WMPOKUA CNEKTP BHEMEYEHOUHbIX NPOSBNEHUNA, K
HUM OTHOCAT MNOPa>keHne OMOPHO-ABUraTeNbHOro annapaTa C BbISIBNEHUEM CUMITOMOB
ocTeoManauuM, OCTEeonopo3a, OCTeoapTPUTOB, XOHAPOMNATWM, CMOHTAHHbLIX MNepenomMoB,
CyOXOHApa/bHbIX  KUCTO3HbIX (opmauuin. Hambonee uyacToOW nokanusauuneir senseTcCs
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MO3BOHOYHWMK U KOJEHHbIA cycTaB. OnucaHbl MNOBPEXKAeHUA Mbllwl, npu 601e3HN BunbcoHa,
npoTekatwlme no Tuny pabaomMuonusa, BCNeACTBUE MOPAICEHUS MbIIEYHbIX MUTOXOHAPUNA.
OTno>KeHne U30bITKA MeAM B CEpPAEYHOM MblWLe NPUMBOAUT K (POPMUPOBAHUIO
KapgvomuonaTwuin, apuTMuiA, AUCHYHKLMM CUHYCOBOTO y3na. [pyrumMu peLKuMU nposiBfeHnsMu
0one3Hn BuubCOHa ABNANTCA CUMNTOMbI MOBPEXKAEHUA >KeNne3 BHYTPEHHEN CcekpeLuu,
XapakTepusylLwmecsa cuMnToMamy runonapaTupeognsMa, runepnponakTUHEMUN, aMeHOpeu,
becnnoausa, NOBTOPHLIMU 3MU304aMU HeBblHALIMBAHUA BepeMeHHOCTW. lMopaXkeHne noyek npu
BB cBf3aHO C BO34eNCTBUEM U36bITKA MeM Ha NPOKCUMabHble KaHanblbl. CNekTp TY6YNspHbIX
ANCYHKLMIA pa3HoobpaseH 0T BbISBIEHUSA MOBbILLEHWNS IKCKPELMM MOYEBON KUCNOTbI C MOYOW [0
thopMupoBaHns cuHApoMa PaHKOHWM C amuHoauuaypuend, NMoYeyHbIM KaHanbLeBbIM auyio30Mm,
rNIOKO3ypren W 3NeKTPOANTHLIMU HapyLueHaMW. HapylueHne 3KCKpeuun 31eKTPonMTOoB
MO>KET MPUBOAUTDH K HE(DPOKAULLIMHO3Y.

FemonmTMyeckass aHemus BbisBnsieTca npu BB ¢ uvacToToil 1-12% wu cBs3aHa C
MOBbILLIEHNEM CbIBOPOTOYHOIO YPOBHA MeAW B pe3ynbTaTe Hekpo3a renaTouMTOB.
FeMoAMTNYECKasA aHeMnsi MOXKET OblTb OCTPOM U accouuMmpoBaTbCA C PE3KUM MOALEMOM
YPOBHSA 6UuMpybuHa, coueTaTbCca C (PYNbMUHAHTHOW MEYEHOYHOW HeLOCTAaTOYHOCTbLIO, a
TaK>Ke HOCUTb Cnabo Bblpa>KeHHbIi NepcUCTUPYIOWMNIA XapakTep, NPUBOASA K XPOHUYECKOI
aHemMun 1 ABNAACHL NepBbiIM  CUMNTOMOM MaHudecTauuu BB. TloBTOpHbIE 3nu304bl
reMONUTUYECKUX KPU30B MPUBOAAT K Pa3BUTUIO XKenyekaMeHHON 60n1e3Hn. KaMHW cMeLlaHHoro

Twna, 06pasoBaHbl consgmu 6unnpybmHa v xonecTepuHa.

2.3 JlabopaTopHas fuarHocTuka

Kpome 0OLLEK/IMHNYECKOTO aHanu3a KpoBW, KOTOPbIA  SBNASETCA  0653aTe/IbHbIM,
OCHOBHbIMW TeCTaMu, UCMO/b3YOLWUMUCA 419 LMArHOCTUKN 3a60/1eBaHUA, ABNAKOTCA MOKa3aTenu
obmeHa mefm: LepynonaasMnH CbIBOPOTKK, obliasd v cB0OOLHAA MefAb CbIBOPOTKM, CyTOYHas
IKCKpeLMs Mean C MOYOR, coaepXaHne Mean B TKaHU nedveHn (Tabn. 2).
YpoBeHb y6eauTenbHOCTM pekoMeHaauun - B (YpoBeHb JOCTOBEPHOCTUN OKA3aTEeNbCTB - 4).
KoMMeHTapun: Ans  noBbleHWS AMarHOCTUYECKOW LEHHOCTW nokasaTens Heobxoanmo
NepecUnTbIBaTb CYTOYHYH SKCKPELUO Men C MOYO0I Ha CTaHAapTHY NOBEPXHOCTb Tena 1,73
M2 [lna 3TOro Be/IMYMHY CYyTOYHOW IKCKPeLyn Me C MOYOI HY>KHO pa3fennTb Ha NMOBEPXHOCTb
Tena nauyyeHTa (paccuMTblBaeTCA MO HOMOrpammam uaum dopmynam, cm. lpunoXkexue) u
YMHOXXUTb Ha CTaHAapTHYK NOBEpXHOCTb Tena 1,73 M2 —NOBEPXHOCTL Tena 4venoseka C

pocTomMm 170 cm 1 nosepxHocTb Tena 1,73m u Becom 70 Kr. B 3TOM cnyyae AnarHOCTUYECKU
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3HAUVMbIVi ypOBEHb CYyTOYHON aKCKpeuun mean > 1,6 MKM/cyT. x 1,73M2 vnmn >100 MKr/cyT. X

1,73M2. Pasnnuniiy geTei n B3pOCabiX HET

Tabnuua 2

OCHOBHbIE AMarHocTUYeckme nokasatenn remnatolepebpanbHoin gnctpodun (60ne3Hmn

[Moka3zaTenb

LlepynonnasmuH
(L) cbiBOpPOTKM

CyTouHas
3KCKpeuus mMeam
C MoYoli

«CB06OAHAA»
Mefb CbIBOPOTKM

Megpb TKaHu
neyeHu

c

Kalizepa-
®neiiwepa npu
opTanbMo610-
MWUKPOCKOMUH

BunbcoHa-KoHoBanosa)

TunnyHoe
N3MeHeHue

Jlo>kHO
«OTpULATENbHbIA»

CHwmKeHune Ha 50% 1 MOoXxeT 6bITb HOPMa/lbHbIM

6onee OT HMXXHEN Y NaUWMEHTOB C CUCTEMHON

rpaHnLbl HOPMbI BOCNA/INTENbHON peakumei
npy BOCNaInTeNIbHbIX
npoueccax B NevYeHn nnm
APYroin noKanunsaunm
Y10XeT ObITb 3aBblILUEHHbIM
npv onpeaeneHnm
MMMYHOI0rMYEeCKUMU
MeToaMu, a Takxe BO
BpemMsi 6epeMeHHOCTN ©
npu Tepanum acTporeHamu

>1,6 MKM/cyT. unn  MOoXeT 6bITb HOPMaIbHOIA
>100 mKr/cyT.* npu HenpasunbHOM cbope
> 0,64 MKM/cyT. MOumn 1y aeten 6e3

nnn > 40 MKr/cyT. y NOPaXeHUs neyein

nete

> 1,6 MKM/n MOXeT 6bITb HOPMaIbHOW

€CNN 3aBbllleH YypoBeHb LM
onpeaeneHnm

npu ero
VIMMYHOJTOFMYECKNMU
MeToAaMm

MOXeT MMeTb N0Ka/IbHble
pa3nnumMsa y NauneHToB ¢

> 4 MKM/T unm
> 250 MKr/r cyxoro

Beca OCTPbIM NOPaXKEHNEM
MeyeHW W NpU  HaIMYmK
pereHepaTuBHbIX Y3/10B
Hannune OTCyTCTBYIOT 60NEe YeM y

50% nauneHToB C
aboMUHaNbHOW (hopmoi
3abonesaHns u

Yy 60NbLINHCTBA nauneHToB Ha

6eccMNTOMHOIA cTagum
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J10>KHO
«MONOXKUTENBHbIN»

Hu3kunii ypoBeHb LIMT
MOXeT ObITb
CUHApOMe
mMasibabcopbunn, npu
ayTOMMMYHHOM
renatute, npu
TSXKEN0N NeYEeHOUHOM
HeAoCTaTOYHOCTH
BCNeLCTBYE
MPOrpeccupyroLLero
3a00/1eBaHMSA MEYEHMN,
npwu ceMelHoM
auepynonnasmmMHeMun n y
reTeposuroT

npw

MoXeT OblTb MNOBbILLEHA
MpW HEeKpOo3e renaToLmToB,
Xonectase, KOHTaMUHaLuu
npy HenpaswabHOM c6ope
MO

MoXeT 6bITb MOBbILLEHA
MpY XONecTaTUYecKoM
CUHApOMe

MoryT HabnogaTbcs
npu NePBUYHOM
O6UnMapHOM UMppo3e



LlepynonnasmnH CbiIBOPOTKMU.

LlepynonnasmuH  (LiM) CbIBOPOTKM SABNSETCA T[NaBHbIM  TPAHCMOPTHbIM  GeNKOM -
MepeHoCYMKOM MefM B nnasme KpoBu. OH OTHOCUTCA K OCTpo(asoBbiM 6Genkam C
(heppoKcunaasHoi akTMBHOCTbIO. OgHa mMonekyna LIM cnoco6Ha cBA3biBaTb 6-8 aTOMOB Meau.
YpoBeHb LiepynoniasmmHa MOXKeT ObiTb U3MepeH ()epMeHTHbIM METOLOM Ha OCHOBe ero Mefb-
3aBMCUMOI OKCMAA3HOW aKTMBHOCTM, a Takke WMMYHOMOMMYECKUM (aHTUTEN03aBUCUMbIM)
MeToAoM (pagvMoOMMMYHHbIA aHanu3, paguanbHas UMMYHOAUDMY3NA, UMMYHOTYp6oaUMEeTpUS)
[18]. Mpw ncnonb3oBaHUK (HEPMEHTHOrO MeTOoAa OnpesenseTcs TO/MbKO ronoLepynoniasMuH -
LIM. cBA3aHHbLIN ¢ aTOMamMy Meau, a Npyv UMMYHOIOTMYECKUX MEeTOAax - rofoLepyionaiasMmH 1
anouepynonnasmMmH - LM, He cogepxawmii  meau. HopmanbHaa  KOHUeHTpaumsa
Lepy/ioniasmmnHa, 3smepeHHas aH3MmMaTU4ecKnm metogom coctasnseT 150 - 480 mr/n. Mpn BBK
KoHUeHTpaumua LM o6biyHO Hwke 100 mr/n (npy uepebpanbHOW (POpME HWXKe, 4Y4em npu
aboMMHanbHOM). OHa MOXeT 6bITb MOBbILEHA MPY CUCTEMHOW BOCNANMUTENIbHOW peakunu, npu
0epemMeHHOCTM U TUNEPICTPOreHeMUN, MOXET  OblTb  CHMXKEHa MpU  COCTOSHUSAX,
COMPOBOXJAKOLWNXCH NOoTepet 6enka C MOYOM WM KULWEYHbIM COAEPXMMbIM, CUHLPOME
ManbabcopoLUMn, KOHEYHbIX CTaausx 3ab0/eBaHUS MeyeHu K60 3TUONOTMK, MPU CEMENHONA
auepynonnasMMHeMnn. NpuMepHO y 20% reTepo3nUroTHbIX HOCMTeNnein MyTtauum 60ne3Hu
BunbcoHa [19].

YpoBeHb ybeanTenbHOCTM pekoMeHpauum - A (ypoBeHb [OCTOBEPHOCTU [0Ka3aTeNbCTB -
1.

KommeHTapuu: uepynonnasmuH CbIBOPOTKM He MOXKET OblTb Hafes/CHbIM MapKepom /s
NoATBepP>XKAeHNS uUnn ucknouenmus 1/ (6onesHn BunbcoHa KoHoBanoga).

Mefb CbIBOPOTKMU.

MokasaTtenb 06LLein Mean CbIBOPOTKM BK/IKOYAET N Meflb, CBA3AHHYIO C Liepy/onaasmmnHom
(8 Hopme 90-95% oT obuwiein Meam). Moatomy, xoTa npu BBK Habnogaetcs mM3bbITOK Meau B
opraHusme, KOHLEHTpauus obLleli mMean CbIBOPOTKM CHUXKEHA MPOMOPLMUOHANIBHO CHMDKEHUIO
KOHLUEHTpauum uepynonnasmvHa [19]. Mpu 3TOM KOHLEHTpauMs «HeuepynoniasMMHOBOM»
CBOGOAHON Mean MOBbILWAETCA Bbille 2 MKMONb/N (B Hopme 0,8-1,6 MKMONb/N) U cOCTaBNseT oOT
40 po 80% o6uweil Mean CbIBOPOTKM. VCcKnoueHMe cocTaBnsieT (py/ibMUHAHTHas MneyeHo4YHas
HECOCTOSTE/IbHOCTb WM «BWUIbCOHOBCKWI Kpu3».  [pyv 3TOM NaTONOrMYECKOM COCTOSHUU
NPOUCXOANUT MaCCUBHbI BbIGPOC MeAW M3 pas3pyLUeHHbIX renaTouuToB.

KommeHTapun: KoHueHTpauus cBo604HOM Mefn MOXKeT Bo3pacTaTb B AecATKu pa3 (oo 40

MKMO/b/N 1 Bbllwe). COOTBETCTBEHHO YBEANUMBAETCA U KOHLEHTpauus obLyei Meaw.
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KoHueHTpaums cBo604HOM Mefu onpefenseTcs pacyeTHbIM cnocobomM no hopmyne:
Ccu(d) =Ccu(t) - Ccu(yn) =CCu(t) - 49,4x Cun,

roe Ccu(d) - KOHUEHTpaums ceoboaHoi mean B MkMonb/n, Ccu(t) - KOHUeHTpauusa obLuein mean
B MKMoOnb/n, Ccu(un) - KOHUeHTpauus LepynonnasMUHOBOM Meau B MKmonb/n, Cun -
KOHUEHTpauus uepynonnasmmHa B Y, 49,4 - KoapduumeHT nepecyeTa (3aBUCUT OT
MOJIEKY/IAPHOM ~ MaccChbl  LepynonnasmmHa W KOiMyecTBa MOMEKYN Meau,  CBA3bIBAEMbIX

LlepynonnasMnHOM, B pasHbIX UCTOYHMKaxX KonebneTca oT 49,26 fo 49,6).

o [loka3aHO ucCnefoBaHWe KOHLEHTpauun cBOGOAHON Meau, KOTopas SBMASETCA BaXKHbIM
AnarHoctuyeckum Ttectom npu /14 (6one3Hn BunbcoHa-KoHOBanoBa). Y HeneveHbIX
nayMeHToB ee ypoBeHb 0ObIYHO rnpeBblwaeT 3 MKMonb/n (200 mkr/n). CBo6ogHas Mefb
CbIBOPOTKM MOXET TaKXe YBe/IMUMBaTbCA Npu OCTPOW MeYeHOYHOW HeLOoCTaTO4HOCTU M0G0
3TMONOMMK, XPOHMYECKOM XO0/lecTase, a TaKxXe B Clyyasax oTpasneHuns megpto [18].

YpoBeHb y6euTeNIbHOCTN peKoMeHAaumuu - B (YpOBeHb JOCTOBEPHOCTM [OKa3aTeNbCTB - 4).

KommeHTapuu: OcHoBHas npobrnema CBOOGOAHOW  «HeuepynonnasMMHOBOM»  MeAu  Kak

AMarHoCTNYeCKOro TecTa - 3T0 3aBUCKMOCTb OT afeKBaTHOCTM onpefeneHns obLei meam n

LepynonnasMmMHa CblIBOPOTKW. OTO MOKasaTeNb yalle UCNOMb3ylT AN MOHUTOPUHra

(hapmakoTepanuu, Yem Ana AMarHoCTUKKN 3abonesaHus.

CyTouHas aKCKpeuns meam ¢ MOYoi.

OnpepgeneHne KOHUEHTpaUuM Meau B CYTOYHOWM MOYe MOXKET OblTb MOJIE3HO Kak s
ANarHOCTUKN 3ab0/1eBaHNA, TaKk WU A1 MOHWUTOPUHra fleYeHus. Y HeneyeHHbIX nauneHToB
CYTOYHaA 3KCKpeLus Mefu C MOYON OTpaxaeT KOIMYECTBO CBOBOAHON «HeLepynoniasMmMHOBOMN»
Men B LMPKYAUPYIOLLei KpoBK. 19 TOYHOTO ONpefeNieHns CYTOYHOM 3KCKPeLu Meau ¢ MOYol
HeoOX0AMMO aKKypaTHOe W3MepeHMe o06bemMa CYTOYHOM MOYM U CYTOYHOM IKCKpeuuu
KpeaTuMHWHa. Mpy NoYeUYHOW HeJOCTaTOMHOCTM TECT He MPUMEHUM.

* Y HeneyeHbIX NaUMEHTOB, WUMEKOLWMUX CUMNTOMbI 3ab60neBaHWsA, WUCCNeLOBaHWE YPOBHA
CYTOYHOM 3KCKpeuunm wmefn. [marHoCTUYecKoe 3HayeHWe WMeeT YPOBEHb CYTOYHOM
3KCKpeuumn Mean Bbiwe 1,6 Mkmonb/cyT unm 100 Mkr/cyT. CyToYHas 3KCKpeuus Meau c
MOYOW MOXET ObITb MeHbLUe 1,6 MKMOMb/CYT y 16-23% nauneHToB, 0CO6EHHO B NaTEHTHO
cTaguu 3abonesaHns vy getein [19]. B aTom cnyyae AMarHOCTUYECKU 3HAYMMbIM CUMTAETCH
YPOBEHb CYTOYHOIN 3KCcKpeuun mean> 0,64 MKM/cyT nnm> 40 MKr/cyT.

YpoBeHb y6e4UTEeNbHOCTY PeKOMeHAauumn - B (YypoBeHb OCTOBEPHOCTM 40Ka3aTeNbCTB - 3).
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KomMeHTapuu: [And NOBbIWEHUS [AMArHOCTUYECKOM LEHHOCTW rMoKasaTenss Heobxoaumo
NepecunTbIBATb CYyTOUYHYH 3KCKPELMIO MeAn C MOYOI Ha CTaH4ap THYH0 NoBepxHOCTb Tena 1,73
M2 119 3TOro BeNMUYNHY CYyTOUYHOW 3KCKPELUN Men C MOYOI HY>KHO pa3fennThb Ha NOBEPXHOCTb
Tena nauyveHTa (paccuumTbiBaeTCA N0 HOMOrpammam wnu opmynam, cM. puno>kexune) u
YMHOXXNTb Ha CTaH4apTHYK MOBEPXHOCTb Tena 1,73M2 - MOBEPXHOCTbL Tena 4esnoBeka C
pocTom 170 cm n Becom 70 kr. B 3TOM cnyyae AnarHOCTUYECKN 3HAYMMBIA YPOBEHb CYTOYHON
aKckpeunn meam> 1,6 MkM/cyT. x 1,73m2uam >100 Mkr/cyT. x 1,73m2

Mpo6aembl NpM N3MEPEHUN CYTOUYHOM 3KCKPELUU Mefn C MOYOW CBSi3aHbl C OLUMOKaMM
npy céope Moy (HEMosiHbIA CO0pP MOuKM, nonagaHne MeAM CO CTEHOK COCyAa, B KOTOpbIWA
cobupaetca moya) [20]. AnA yMeHbLIeHNs OWMOKM Heo6X0AMMO cobmnpaTb MoYy B crieymasbHble
KOHTeWHEpbI, a eCN TaKne OTCYTCTBYIOT, B MNaCTUKOBbIE EMKOCTW U3-M0A NUTLEBOW BOABI.

YBennyeHne CYTOYHON IKCKpeuuu MeauM C MO4YOA BO3MOXHO Takxke npu Jpyrux
3a60/1eBaHNAX MeveHn (ayTOMMMYHHbIV renaTtuT, XPOHUYECKNE aKTUBHbIe 3a60/1eBaHNSA NeYeHH,
X0necTas, ocTpas neyeHoYHas HeoCTaTO4YHOCTb APYroro reHesa), y HEKOTOPbIX reTepo3nroTHbIX
HocuTenein mytaumm 60ne3HN BunbCOHa, a Takke NpU MCNONb30BaHWM NpenapaToB TMOKTOBOWA

kucnotsl [20].

e  PeKOMeH0BaHHbIM TEeCcTOM 15 (DEHOTUMUYECKOW [MArHOCTUKWM 3a60/1eBaHUA  SBNAETCA
npo6a c d-NEHUUUINAMUHOM - CYTOYHAas 3KCKpeuuss Mean C Mo4Yoil Ha (hoHe npuema
TectoBoi fo3bl (500 Mr ~ 7 MI/Kr macchl Tena) d-neHuumMnnamuHa. Npu OTKIOHEHUN Beca
nauneHTta 6onee yem Ha 10% oT cTaHgapTHoro (70 Kr) TecToBas [03a A0/KHa OblTb
CKOppPUrMpoBaHa MM Ha maccy Tefa WM Ha naowadb NOBEPXHOCTU Tena (NPUHUMN CM.
BblLLe). PaccumTaHHas gosa d-neHuyunnaMmmHa genuTca Ha 2 npuema: 1/2 - B Hadane cbopa
mMoum 1 1/2 - uyepe3 12 yacoB nocne Havana cbopa.

YpoBeHb Y6eANTENbHOCTN peKoMeHaaLum —A (YpoBeHb 0CTOBEPHOCTM J0Ka3aTeNbCTB -1).

KomMMeHTapuun: AMarHoCTUYECKN 3HAUYMMbIM YPOBHEM [/14 HeneyeHHbIX nauymeHTOB ¢ BBK
ABNAETCA MOBbILEHNE 3KCKPeUMM Meau C MO4Yoii Ha (poHe npuemMa TecTOBOW [O3bl d-
neHuyunnammuuda > 500 mkr/cyT x 1,73mM2 nam >8 mkM/cyT x 1,73M2 B aTOM cnyyae npoba c d-
NEHNLMNNAMUHOM CUATAeTCs NONOXKNUTe/bHON.

Mono>knTenbHas npoba ¢ d-neHuuuIIaMmMHOM ABASETCA 0T PadKeHeM CyLleCTBOBaHUSA
B OpraHusme 3anacos MeAn. STOT nokKasaTeNlb MOXKeT Tak>Xe UCNonb30BaThCs A1 nogoopa

[03bl d-neHuymnnammHa n MOHUTOPWHIa Tepannuun.
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Kpome 6GonesHn BunbcoHa npoba mos/ceT ObITb MONOXKWUTENbHOW NPU XPOHUYECKOM
oTpasneHun Meabto. Ho B 3TOM cnyyae GyaeT HOpManbHOW KOHLEHTpauus uepynonnasmMuHa u

NoBbILLUEHA KOHLEHTpauus 06LLeil Mean CbIBOPOTKN.

Mefgb TKaHU NeyveHun.

HakonseHne mMeau B NeyYeHW - OAMH U3 OCHOBHbIX Npu3Hakos M1, (60ne3Hn BunbcoHa-
KoHoBanosa). OpfHako, cneuuduyeckne KpacuTenu, Takue Kak pofaMWUH WU OPLLEUH,
06HapY>XMBaKOT 04YaroBble OT/IOXKEHUS MeAu MeHblue, Yem Yy 10% nauueHTOB BCMeACTBUE TOrO,
4YTO OHW BbLIABNSAKT TONbKO OTNOXEHWA Mefgu B fim3ocomax [19]. Takum o6pas3om, ¢akT
HaKoMMeHNs Meau B TMEYEeHNW He MOXeT OblTb WUCKNHUYEH TONMbKO TUCTOXUMUYECKUM
nccnefoBaHMem 6uonrtata TKaHW nedeHW. MeTtogom Bblbopa AN AMArHOCTUKM  60NesHu
BunbcoHa ABMAeTCA W3MEpPeHWe KOHLUEeHTpauuu MmeAn B TKaHW nedveHn. buontatr ans
KOMIMYEeCTBEHHOMO OnpejeneHns Mean [O/KeH OblTb MOMELLEH B CYXOW, He cofepxKaliuin Mefp
KOHTeHep. TpaHcnopTMpoBka o6pasya He TpebyeT creumanbHbIX YCMOBUWA, TakuMX Kak
3aMopaxuBaHue. TOYHOCTb W3MepeHWs MNOBbIWAETCA MNPU  WUCNOMb30BaHWWM  afleKBATHOr0
KONM4yecTBa MaTepuana: Ana aHanm3a AO/HKeH 6biTb B3AT LUAMHAP 6uonTata neveHn AVHON He
MeHee 1 cM. MapamHM3MpoBaHHbIe 06pasLbl TakKe MOryT ObITb UCCNE0BaHbl Ha COAepXKaHue
MeaW, OAHAKO HafeXHOCTb M3MEPEHUS MOXET OblTb CHMXeHa Mpyv ManoM pasmepe o06pasua.
CopepxxaHve Mey B TKaHN neveHn> 4 MKMoJb/T (> 250 MKI/r) Cyxoro Beca ABnseTca Hauayynm
[0Ka3aTeNbCTBOM Hannuusa 6one3Hn BunbcoHa [19]. CHUXeHMe AMarHOCTUYECKOro nopora c 4
MKMONb/r (250 mkr/r) cyxoro Beca A0 1,2 mkmonb/r (75 MKr/r) cyxoro Beca MNOBblLIaeT
4yyBCTBUTENbHOCTb MeToda C¢ 83,3 Ao 96,5%, B TO Bpems KakK CrneyMuyHOCTb OCTaeTcs
[OCTaTO4YHO BbICOKOWA (95,4% npotuB 98,6%). Y HeneyeHHbIX MauueHToB HOpMaibHOe
cofep>xkaHne meaun B neveHun (< 0,64 - 0,8 MKmosb/T cyxoro Beca unm < 40-50 MKr/r cyxoro Beca)
ncknoyaet anarHo3s bBK [20].

YpoBeHb y6eanTeNnbHOCTM peKoMeHaaumnm - B (ypoBeHb OCTOBEPHOCTM 40Ka3aTeNbCTB -1).
KommeHTapuu: rnasHas npobnemMa OnNpefeneHus KOHLUEHTPaLuu Meau B TKaHW MNeyeHu -
HepaBHOMEpPHOe pacnpeseneHne Meay B NeYeHn Ha No3LHNUX CTaanusax 6one3Hn BunbcoHa. To ecTb
KOHLEeHTpaums Men Mo3/ceT 6bITb 3aHM>KeHa npu ownbKe B 3abope obpasLa.

* PekoMeH0BaHO MCNOMb30BaHME KOMMYECTBEHHOI LLKaNbl A1t AUArHOCTUKM 6one3Hn BunbcoHa-

KoHoBanosa (Jleinuur, 2001) [27] (tabn. 3).

YpoBeHb y6eanTeNbHOCTI PeKOMeHAaL MUK - B (YpoBeHb 10CTOBEPHOCTU J0Ka3aTeNbCTB

-1).
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KomMeHTapwuii: «Jleinuurckue KpuTepun» Ans AMarHOCTUKW 6one3Hu BunbcoHa-KoHosanosa
06nafaldT  MakKCMMasbHOW  AMArHOCTWYECKOW  TOYHOCTbI,  YYBCTBUTENBHOCTbL U

CﬂeLlI/I(*)VI‘-IHOCTb APYrnx MeToaoB onpeaendaroT C UX NCNOJib30BaHMEM KaK CTaHAapTa.

Tabnuuya 3
Neiinuurckas KoNMYecTBeHHas LWKana Ans AMarHocTUkKM 6ones3Hn BunbcoHa-KoHoBanosa

Mpn3HakK Bblpa>KeHHOCTb bann
TUNUYHbBIE KNINHNYECKME CUMMTT OMbI M NPU3HAKK

Konbua Kaiizepa-®@neiiepa Ha WmeroTcs 2
porosuue rnasa OTcyTCTBYIOT 0
HeBponornyeckne cuUMNTOMbI WUAN TsXKenble 2
XapakTepHble npossneHna npu MPT ferkne 1
r0NIOBHOrO0 Mo3ra OTCyTCTBYIOT 0
KoHueHTpayms HopmansHas (> 0,2 r/n nan (> 200 mr/n) 0
LiepynonnasMmHa CbiIBOPOTKA 0,1-0,2 r/n nnn 100-200 mr/n 1

<0,1 r/n uam <100 mr/n 2
"femonnTnyeckas aHemus ¢ Vmetotcs 1
oTpuuatenbHo npoboii Kymbcea OTCyTCTBYIOT 0

Lipyrne meToAbl MccnefoBaHms

CofepxxaHve Meaun B NeyveHn B 5 pa3 Bblle BepxHel rpaHuLbl HOPMbI 2
(Npv oTcyTCTBUM XONecTasa) (> 4 mkomonb/r nnu> 250 MKr/r)

0,8-4 mkomonb/r unn 50-250 mkr/r 1

HopmanbHoe (<0,8 MkoMonb/r unn <50 MKr/r) -1

Hanmuve pojaHuWH- nNO3UTMBHBLIX rpaHyn (npul
OTCYTCTBUU BO3MOXHOCTH KO/IMYeCTBEHHOIO
onpeaeneHnsa mean)

Akckpeuns meaum ¢ Mmovoit (npu  HopmanbHas (<0,9 Mkmonb/cyT X 1,73 M2 0
OTCYTCTBUM OCTPOro renartura) nnn <57 MKr/cyt. X 1,73 m)

Bbilue BepxHeli rpaHuMLbl HOPMbI B 2 pasa U MeHblue 1

Bonee yeM B 2 pa3sa BbllLe BEPXHEN rpaHuLLbl HOPMbI 2

HopmanbHasi, HO noBbllaeTcs 6onee yeM B 5 pas 2
Bblllle BEpPXHEe rpaHuLbl HOpMbI Mpy npueme d-

neHuuuInamMmmnHa

MonekynapHo-reHeTnyeckas MyTauum B 2-X XpomMocomax

ANarHoCTnKa MyTaumm B 1 Xpomocome 1
[edeKTbl MyTaLmnil He BbISB/EHDI 0

NHTepnpeTauus pesynbTaTa
[lnarHo3 ycTaHoB/eH
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[narHo3 cOMHUTENEH, HE0BX04MMO MCCnefoBaHNe 60MbLLEro Yncna >4
rokasarene 3

[narHo3 manoseposaTeH <2

YpoBeHb ybeAnTeNbHOCTU peKoMeHaauum - B (ypoBeHb OCTOBEPHOCTM A0Ka3aTeNbCTB - 3).
KoMmMeHTapuu:  amarHocTuuyeckas  UyBCTBUTENbHOCTb  94%,  cneuudmuHocTb  94%,
NonoXKUTeENbHAasA MPOrHOCTUYeCKass LUEHHOCTb 91%, oTpuuaTenbHas nNpPorHocTuyeckas
LIeHHOCTb 97%.

OCO6EHHOCTM AMarHOCTUKW  (PYIbMUHAHTHOW MEYEHOUYHOMW HEeCOCTOATeNIbHOCTU Npu
6one3Hn BunbcoHa.

KommeHTapuii: Mpu ¢ynbMWHAHTHON NEYeHOUYHON HecoCTOATENbHOCTHW Mnpu 60M1e3HN
BunbcoHa-KoHoBanosa OCHOBHbIM AWArHOCTWYECKUM MOKasaTeNem sBNseTCAa MHOrokpaTHoe
MOBbILLIEHNE KOHLEHTpauum cBO60AHON Mean B CbIBOPOTKe KpoBu. O6 3TOM MONEHO CyauUTb,
paccusTas 3TO NnokasaTe/lb, WM KOCBEHHO Ha OCHOBe MOBbLILUEHNA KOHLEeHTpaLuum obLLein Mmeau
MpW HU3KOM YpoBHe LepynonnasmuHa [20].

Apyrummn  [MarHOCTUYECKUMU  MOKa3aTeNiiMU  ABNSKOTCA:  CHUMKEHWE KOHLeHTpauuu
remMorno6uHa KpoBW, MOBbILLIEHNE KOHLEHTpauuy CcBOGOAHOr0 remMornobuHa niasmMbl KpoBu
(4aCTO MOXHO oOnpefennTb BU3yasbHO), MHAEKC LenoyHas octartasa (8 ME/n) / obwwii
ounnpy6uH (B mr/an) < 4, nHgekc ACAT/ANAT >2,2.

Y poBeHb y6eauTeNbHOCTM peKoMeHgauuu - A (YpoBeHb OCTOBEPHOCTU L0KA3aTeNbCTB - 2).
KoMMmeHTapumun: KoMbuHaumua AByX MHAEKCOB, KOHLUEeHTpauus cBO6OAHOro remornobmHa niasmbl
KPOBM W WHAEKC LWenoyHon docaTasbl, umeeT nouTu 100%- Yy AWArHOCTUYECKYHO
YYBCTBUTENLHOCTL W CNEuMpIUYHOCTbL MNPU 3TOM >KU3HEYrpo>KalLllemM naTOoNor1MYeckom
COCTOSIHUM.

FMcTonornyeckoe nccnegoBaHne MeyveHu.

Buoncms neyeHn € AMArHOCTMYECKOW Lenbit MNoKa3aHa TONbKO B TOM Chy4vae, ecnu
KIMHUYECKME CMMNTOMbI M HEWHBA3UBHblE TeCTbl He MO3BOMIAKOT MOCTaBUTb OKOHYaTE/IbHbIN
[AMarHo3s, a Takxke nNpu nojo3peHnn Ha Lpyroe Uam conyTcTByHoLLee 3a60/1eBaHMe MeYeHN.

OueHKa cofepXaHus Meau B renatoumuTax rUCTOXMMUYECKMMM MeToLamn BecbMa
BapuabenbHa 1 OTCYTCTBUE ee OT/IOKEHWUIA He UcKitoyaeT BBK [11].

Y poBeHb y6eAuTeNbHOCTU peKoMeHaauun - B (ypoBeHb JOCTOBEPHOCTU A0KA3ATENbCTB - 1).
MeTogbl BU3yanumsayuu.

[N BbISBNEHWUSA XapaKTepHbIX CTPYKTYPHbIX u3MeHeHud B LIHC LenecoobpasHo

1NCNOMNb30BaTb MarHUTHO-Pe30HaHCHY Tomorpaguio (MPT) nanm KOMNbIOTEPHYO TOMOrpaduio
24



(KT) ronosHoro mosra. PaclumpeHue >XenyaoykoB, aTpogms Kopbl M cTBOMa Mo3sra npu KT
rO/I0BHOr0 Mo3ra HabntofarTca valle, YeM bunaTepasibHble 30HbI MOHMXXEHHOW MIOTHOCTU B
o6nactn 6a3anbHbIX raHrnneB. bonee BaXHbIM AUArHOCTUYECKUM METOAOM Mpu LepebpanbHoi
(hopme 3a60neBaHNA ABNSAETCA MArHUTHO-pe3oHaHcHasa Tomorpagusa [20]. MaTtonorus ronosHoOro
mo3ra Ha MPT 06Hapy)XuBaeTCs y BCeEX MauMeHToB € 60ne3Hb0 BunbcoHa-KoHoBanosa. MPT
BbISIB/IIET XapaKTepHble o4yary B rOJIOBHOM MO3re, a TakKXe Hecrneumgpuyeckyto AnhdysHyro
aTpouo  mo3ra. TWMMYHA TUNEPUHTEHCUBHOCTb CUTHaia B T2-pexume B 06nactu
yeyeBuLLEOOpa3HbIX, TalaMUYECKUX W XBOCTAaTbIX ffep, CTBOMA MO3ra, MO3XKeuka u 6enoro
BellecTBa. XapakTepHbiM, HO pefkum MPT-cMMNTOMOM B cpe3ax CpefHEro Mosra SB/SETCH
KapTvHa, HanoMKHaKLWas «MUo rMraHTCKom naHgpl». KT- 1 MPT-cMMNTOMbI B psije Cnyyaes
MOTYT OnepexXaTb MosBNeHNE KIMHUYECKMX CUMMNTOMOB.

HoBbIM METOLOM OLEHKM MporpeccupoBaHns uupposa ((pmbposa) neyeHu ABNSETCA
anactomeTpus neyveHun [21].
YpoBeHb ybeANTENbHOCTU peKoMeHJauumn - A ypoBeHb (LOCTOBEPHOCTM [0KA3aTeNbCTB -
2).
KoMMeHTapun: makcumanbHas [uarHocTuyeckas TOYHOCTbL 31acTOMeETPUM OTMeyeHa Y
00/MbHbIX CO cTagvein ubposa nevyeHnn F3 u F4, 4yTO comocTasBMmMoO C pesynbTaTamu
MONYKONMYECTBEHHOW OLEHKN (hnbpo3sa (Mo rMcCTOoNornyeckoi Wwkane Metavir).
2.4 NHCTpyMeHTanbHaa AnarHocTnka

[na oueHKN nporpeccmpoBaHus Luupposa (pnubposa) nevyeHN mMeToLoM Bbibopa ABNAETCA
3/1aCTOMETPUA NEYEHN.
YpoBeHb y6eanTeNlbHOCTM peKoMeHgaunn-A (ypoBeHb JOCTOBEPHOCTN f0Ka3aTeNbCTB -1).
KoMMeHTapun: ans CBOEBPEMEHHOIO BbIBIEHUA NO60YHbIX 3N(EKTOB XeNaTHOW Tepanuu He
pe>ke, YeM 1pas B rof OCyLlecTBAATb PEHTIEHON0MMYECKOe UK yNbTPasByKOBOE UCCNef0BaHmne
MOYeK 1 MOYEBbLIBOAALLMX MyTeN.
2.5 NNHaga gmnarHoctumka

PekoMeHAYeTCS KOHCynbTauusi oTanbMosiora ¢ OCMOTPOM CO LieneBor namnoin. OHm
HabnogatoTca y 95% nauMeHToB C LepebpanibHOM U MPUMEPHO Y MOMOBMHBLI MALWEHTOB C
abfomuHanbHOM (hopmoid 3a6oneBaHns. Korga B rasax yBenMunBaeTcs KOHLUEHTpauus meau o
KPUTUYECKOrO YPOBHSA, TO MPOUCXOAMUT (HOPMUPOBAHME KO/blia KOPUYHEBOro useta (PUCYHOK
No 1).

Y poBeHb y6eanuTeNbHOCTU peKkoMeHAaLuy —B (YpoBeHb JOCTOBEPHOCTM 0KA3aTeNbCTB - 2).
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KommeHTapuu: ohTanbMonormyeckne npossaeHus npu 6B BkaoyaloT B ceba Konbua Kaiizepa-
dneiiluepa M MefHYH KaTapakTy Mo Tuny «noAconHyx». Konbua Kaiizepa ®neiiwepa
NpeAcTaBnsaloT CO60/ OTH>KEHNE AeN03MTOB MeAU Ha BHY TPEHHE MOBEPXHOCTM POroBuLbl B
[ecuemMeTOBO 06onouke. Bwusyanusaums konbua Kaiizepa ®neliepa npov3BoguTCA npu
0 TanbMONOrN4YecKoM OCMOTPE MPW NMOMOLLY LLLENEeBOV laMMbl, VHOTAA MPW MOMOLLY FOHUOMNH3,
B JANIeKO 3alleAnx cTagmnax 3a6oneBaHns MOXKHO BUAETb KONMbLO HEBOOPY>KEHHbLIM B3rNSA0M.
opas3fo pe>ke npu BB BcTpevaeTca pasBuTUe MeHOW KaTapakTbl B BUAE «MNOACOMHYyXa».
KaTapakTa He BIMSeT Ha OCTPOTY 3PEHNS W BU3yann3MpyeTCs Npu NOMOLLM LLLeNeBON Namnbl B
BMEe Ceporo wv 30/10TOro AuUcKa Ha nepesHeil 060104Ke XpycTanmka, 0T KOTOPOro pajuanbHo

OTXOAAT Nyun Ha nepuchepunio XpycTanmka.

Puc. 1 Konbua Kaiizepa-dneiiwepa

» PekomeHayeTCcsa npoBeAeHME YNbTPasBYKOBOro uccnegoBaHus (Y3W) opraHoB OGpHOLLHOM

MonocTU.
YpoBeHb y6eNTeNIbHOCTU peKOMeHAALMN - B (ypOBeHb 4OCTOBEPHOCTM A0KA3aTeNbCTB - 2).

KommeHTapuu: no AaHHbIM Y3/ MOXKeT OblTb BbisiBeHa renaTomeranis ¢ AuddgysHbIMY
M3MEHEHUSIMN NaPEHXMMbI NMEYeHN B BUAE TMNepaXoreHHOC T N MeNKoo4aroBoii HeoHOPOAHOCT L.
Mpy HaNMUKMKM LMPPO3a B MapeHXNMe BU3yaunsnpyoTCs y3/bl pereHepauum, ceneseHka yBenmyeHa,

npv LBeTOBOM [OMNMJEPOBCKOM KapTMPOBaHUM - MPU3HAKM NOPTaubHON rnepTeH3nu.
* PekomeHayeTca npoBefeHne (mbpoanactorpaus neveHu;

KoMmmeHTapuu: uccnefosaHne LenecoobpasHo [ HEMHBA3MBHON OLEHKU BbIPA>XKEHHOCTMU
(hnbposa neyexun npu bB.
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» PekomeHAyeTCA MpoBefeHNe MarHUTHO-pe3oHaHCHON ToMorpadpun (MPT) 1 KOMMNbHOTEPHOM

Tomorpadun (KT) ronoBHoro mosra

KomMeHTapuun: Haubonee 4acTO BbISBNAIOTCA MOHW>KEHMe NAOTHOCTU Ha KT u
rMNEPUHTEHCUBHOCTb curHana B T2 n T1 pe>kumax MPT B o6nacTw 6a3anbHbiX Aep rooBHOro
Mo3ra. Tak>Ke BbISBNAOTCA U3MEHEHMA CUrHana B 06n1acTyW CTBO/MA r0/I0BHOr0 MO3ra, Tanamyca,
MO3>Keuka B codeTaHun ¢ anddpysHoin aTpodmeil Kopbl 1 6e10ro BewecTBa ro0BHOMO Mo3ra.
3meHeHnss MP-curHana oT CTPYKTYp FON0BHOr0 MO3ra MoryT OTCyTCTBOBATb CO CMeLLaHHOiA
thopmoii 60/1e3HM BUnbCOHA MpW Ha/MUYMM HEBPOMOTUYECKON CUMNTOMATUKN B BULe TPemopa,
AM3apTPUM 1 U3MEHEHUS MbILLIEYHOTO TOHYca Mo 3KCTpanupamugHomy Tuny. B To>Ke Bpems
n3meHeHnss Ha MPT n KT ronoBHoro mosra MoryT onepe>kaTb pa3sBuTUe HEBPONOrNYECKON
cumnToMaTukn B 10% cnyyaeB 60nesHn BunbcoHa M ObITb 06paTWMbIMKM  Ha (QOHE

MeabXenaTupyHoLLein Tepanuu.
AnddepeHymanbHbIi AgnarHos

3anogo3pute 14, (60ne3Hb BunbcoHa-KoHOBasioBa) MOXHO B C/ydvasX, Korga umeet
MECTO COYeTaHWe MPU3HAKOB MOPAXKEHUA MeYeHU W HEeBPOSIOrMYeCKUX W/MAM NCUXUYECKUX
cumnToMoB. MNpegnonaratb 3a60n1eBaHNe cnefyeTt y MOMIOAbIX MaLMeHTOB B BO3pacTe mMosoxe 35
NeT C OCTPbIMA W XPOHUYECKMMM renatutamnm W UMUPPO3OM TMEYeHn npu  OTCYTCTBUM
MH(EKLUMOHHON NPUYUHBI  3a60/71€BAHUSA, UMEIOLWMUX HEBPONOrMYecKne W/WaM MNCUXUYECKMe
CUMMTOMbI, 3Mu304bl remonusa, Kym6c-oTpuuatesibHyr0 reMoIMTUYECKYHO aHEMUIO, KOJbLa
Kaizepa-®neiiepa Ha pagy>XHol 060/104Ke rnasa, ceMeiHbli aHamHes [12].

Ha paHHelt ctagun BBK 1 npu HeakTUBHOM LMPpOo3e (DYHKUMOHA/IbHbIE MeYeHOUHbIe
TECTbl MOTYT 6bITb HOPMa/IbHbIMWU U/ MUHUMA/TbHO U3MEHEHHbIMU. B Takux cny4yasx, 0CO6eHHO
B OTCyTCTBME npu3HakoB mnopaxeHns LIHC un koney Kaiizepa-®dneiwepa, AumarHocTuka
3abonesaHnsi 3atpygHeHa. OTANYMTENIbHbIM MNPU3HAKOM MOPaXKEHWUA MeYeHUn Mpu LaHHOM
3a60n1eBaHMMN SBNSAETCA OTHOCUTENIbHO HebOsblUOe YBe/IMYeHWe aKTUBHOCTW TpaHCcamMuHa3 Mpu
Ha/IMuMM TSXKENbIX HEKPO30B Y BOCNasieHNs B TKaHW neyvenu [11,12].

3anogo3pute BBK nomoraet coyeTtaHMe CUMMTOMOB MOPaXKEHUA MeyYeHn ¢
HEBPONOTNYECKMMU, MCUXUYECKUMU, a TaKxe [PYrMMM BHerneyeHOUYHbIMU MpU3HaAKaMK
3abonesaHns, TakMMU Kak Kym6cC-HerarvBHasg remMo/MTUYECKAA aHemMus, B TOM u4ucne C
reMoIMTUYECKUMW KPU3aMK, HapyLleHUs PYHKLUN NPOKCUMA/bHbIX U AUCTA/IbHbIX KaHaslbLeB

MoyeK, MoYeKameHHast 60/1e3Hb, AUCHYHKLNS SUYHNKOB.
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Y rpetu 60MbHbIX C abgomuHanbHOM  hopmoit  BBK  mMoryt  Habnwogatbes

rmnepnpoTerHeMus, runeprammariodynmHemms, noebilieHne ypoBHs 1gG, Hanmuve pasinyHbIX
ayroaHTUTeN, YTO MOXET 3aTpYAHATb AuddepeHUManbHbIi  MarHo3 € ayTOUMMMYHHbIM
renatutom. lpu npoBefeHUM MeLbINMMMUHMPYHOLLEA Tepanunm 006bl4HO Yepe3 6-12 mecsLes
NeYyeHns OTMevaeTcs NojiHas HopManu3aums ypPoBHEN ramMmma-rno6ynvMHOB M ayTOaHTUTEN, YTO
CBUAETE/NIbCTBYET 06 3TMOMONMYECKOM CBA3N UMMYHHbIX HapylweHuin ¢ BBK. Y Bcex 60/bHbIX
ayTOMMMYHHbIM TenaTtuToMm, He OTBeYaloLMX Ha VMMMYHOCYMNPECCMBHYIO Tepanuto, cnegyert
ncknounts bBK [13].
KomMmeHTapuu: Ha paHHen cTagum BBK HeobxoAMmo ucKawuvaTb npu noboM  Twune
runepkuHesa. [ns Hee TUMUYHbI pasHoo6pasHble aKCTpanMpamuiHble HapyLlleHWs, B Nepsyto
oyepefb TPemop, AUCTOHWA, XOpesd, aTeTo3, O/MrobpafukuHesus. OTU CUMNTOMbI MOryT
MMETb pasnyHble COYETaHUs, ¥ pa3BnBaldTCA OLHOBPEMEHHO C HAapYLUEHUAMMW peyn, roTaHus
(no Twny nceBnobynb6apHOro CUMHAPOMA), X04bObl, KOTHUTWBHBIMU HapyweHusmu. B
pasBepHYTbIX CTaAuaX MONeHO HabnwohaTb nUpamuaHble, MO3XKEUYKOBble CUMMTOMbI,
3NUCUHAPOM.

KnuHunuyeckas maHugectaumsa nopaxeHmin LUIHC y 6onbHbiX BBK B 85% npoucxoguT Ha
2-3 [eCATUNETUMN XM3HKW. Tpn HaMuumM aKCTpanupaMmuaHbIX HapYyLIEHWA B COOTBETCTBYHOLLEN
BO3PACTHOW rpynmne Heo6X04MMO MPOBOANUTL AUPHepeHLnanbHY0 AUAarHOCTUKY C TakuMu
HacneacTBeHHbIMU 60ne3HAMM LIHC Kak t0BEHW/IbHbIA NapKMHCOHU3M, 60/1e3Hb [TeHTUHITOHa,
HelipoakaHToLMTO3, 601e3Hb Mavago-xo3eda (cnuHouepebennspHas atakcusa 3 Tmna), 60/1e3Hb
JNltobara, HelpoHanbHbIA LEPOUAHbLIA NUMNOGYCUNHO3, MUTOXOHAPWAaNbHbIE 601e3HW, 60Me3Hb
CeraBa, MaHTOTEHaTKMHA3a-aCCoOLMUPOBaHHAsA  HelipojereHepauusi,  OC/MOXHeHus  BUY-
NHpekuun [13].

Xopes  TUNUYHA [N aTakCUU-TEeNaHrmakTasuu,  cuHgpoma  Jlewa-HuxaHa,
MUOK/IOHWYECKOW  3nunencun, rnyTapoBoW  auufemuu, MUTOXOHAPUANbHbIX  G0Ne3Hen,
raHrn1o3na030s., MaHTOTeHaTKMHa3a-aceoLpoBaHHOM HelpofereHepaumm,
HepoakaHToLMTO3a, 60M1e3HU TeHTUHITOHA, Xopen CugeHxaima, 0cnoXxXHeHUn BNY-nHpekymu.

Tpemop, MOXeT O6bITb, NpWM TakMX 3aboneBaHUAX, KakK 60ne3Hb [lapKUHCOHa,
3CCEHUMANIbHbIA  TPEMOP, PacCesiHHbIA  CK/epo3, 3HAOKPUHHbIE 3ab0/1eBaHUSA, 04aroBble
nopaxkeHus mMo3xeuka [14].

AncToHMS  XapakTepHa [f18 NepPBUYHbIX AUCTOHWMA, 601e3HM [apKMHCOHa, 60M1e3HN
TeHTWHITOHa, NaHTOTEHaTKMHA3a-aCCoLMMPOBAHHOW HelpoaereHepaLmm, crvHolepebennsapHoi
[ereHepauun, HelipoakaHTOUMTO3a, cuHApoMa Jlewa HuxaHa, aTtakCUU-TeNaHrUMIKTasnm,

NIN30COMa/IbHbIX 60Me3Hei, OpraHNYecKUX aMmmMHOALUAYPUA, MUTOXOHAPUASIbHBIX 3a60/1eBaHMI
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3. JleueHue
3.1 KoHcepBaTuUBHOE fieyeHue.

OcHOBHbIMM MeTOZaMu nevyeHnss BBK ABngeTca nNpuMeHeHWe MefbanVMUHUPYHOLWNX
npenaparos, CO6/tOeHMNE CTPOroi ANETbI CO CHUXKEHHBIM KO/IMYECTBOM MefuW B pauunoHe 1, npu
HeobX0AMMOCTH, NPOBEAEHNE TpaHCMNIaHTaLMUW NeYeHN.

Llensto  Tepanmm B 6GECCMMNTOMHOM CTaguu pasBUTMS  3abo/eBaHUsA  ABMSETCA
npefoTBpaLleHe MOSABNEHNA MPU3HAKOB 3ab0/feBaHMs M HOpManu3auus  U3MEeHEHHbIX
NabopaTopHbIX NOKasaTenei; B CTaann KIMHUYECKUX MPOSABIEHWNIA - CTabuimsaums 1 YacTuyHas
perpeccust OCHOBHbIX CMMMNTOMOB 3ab0neBaHMs, ¥ HOpManu3auusa nabopaTopHbIX MoKasaTenen
[12].

KomMeHTapuii: Becb nepnof neyeHnst MOXKHO pas3buTb Ha 2 hasbl: HavyanbHyto a3y u
thasy noggep>kusarollein Tepanun. KpuTeprmem nepexoga Ha MOAAEP>KMBAKOLWY0 Tepanuto
ABNAETCSH HOpMann3aums nokasaTenein obMeHa Mean Npu 2-x NOCnef0BaTeNbHbIX UCCIeA0BAHMSAX,
BbIMO/IHEHHbIX C UHTEPBATIOM B 3 MecALla: CHU>KEHMe YPOBHS CBOGOLHON Mean (< 1,6 MKMOb/N) 1
oTpuuaTensHas npoba ¢ d-neHMumniammHoM (NOBbILLEHNE 3KCKPELUN MeAn C MOYOii Ha (hoHe
npvema TecToBoi Ao3bl (500 Mr ~ 7 MrYkr maccobl Tena) d-neHnyunnammHa < 500 MKr/cyT. X
1,73m2 nnn < 8 MKM/cyT. X 1,73m2).

Hopmanusauusa nokasaTeneii o6MeHa Meaun CBUAeTeNbCTBYeT 06 UCTOLLEHUM 3anacos
mean B opraHuame (3a ucknouveHnem LIHC). O6blYHO conpoBOXKAaeTCs HopManu3auuein
aKTMBHOCTKM TpaHcamuHas (AYAT, ACAT), 4YTO £BNSETCA MPU3HAKOM BOCCTAHOB/IEHMS

LeNIOCTHOCTM KNeTOK MeYeHun.
OnetoTepanuns.

e JleueHne BB pekoMeHAyeTcs HauuMHaTb C [WETbl, HamnpaBfeHHOW Ha YMeHbleHue
NOCTYN/IEHUs MeAn B opraHn3M. Mefb COAEPXUTCS BO BCEX MULLEBLIX NPOAYKTax, NMo3Tomy
MOMHOE UCK/OYeHWe ee NMOCTYMNeHUs € NULLeli HEBO3MOXKHO.

YpoBeHb y6eauTeNbHOCT pekoMeHgaunm - C (ypoBeHb AOCTOBEPHOCTU [0Ka3aTeNbCTB -

C).

KomMMeHTapun: orpaHnymBaldTCA NPOAYKTbl C BbICOKUM COAepatoaHneM Mean  (neyeHsb,
KPeBETKM, Opexu, LuoKonag, rpuobl). Kak MUHMMYM, B TeueHue Nepeoro roga neyeHus,
ncnonb3yeTcs  cBoGOAHAs OT MeAW Boda, nNpM  HEOOXOAMMOCTU  yCTaHaBIMBAKTCA
OUUCTUTENbHbIE (DUILTPbLI AN KOHTPONS YPOBHS COAepa/caHus MeAn B BOAOMPOBOAHOI BOAe,

T.K. NIpn ee AoCTaBKe MOTyT WCNO/Ib30BaTbCA MeAHbIE pr6b|. 3anpeliaeTca MCnonb3oBaThb
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MefHYyl0 nocyay Ans nNpuroTosneHns nuwy. Heobxofumo usberaThb npueMa BUTaMUHHBIX U
MUHepanbHbIX NpenapaTos, COAep>Kaliux medb. [neTwuyeckue pekomeHfauuu NPUBOLAAT K
3aMe/flleHN0  MporpeccupoBaHns  3aboneBaHns, OLHAKO He MOryT WCMONb30BATbLCH Kak
e[MHCTBEHHaA NuMHWUA Tepanuu. KpaTko aveTy npu M1 MOXKHO OxapaKTepu3oBaTb Kak
MO/IOYHO-PACTUTENbHYID. PeKOMeHAyeTCs WCKNOYeHWe MpOoAYKTOB, COLep>KaHue Meau B
KoTopbiXx npesblwaeT 0,5 mMr/IO0r, Takux Kak rpubbl, pakoobpasHble, MOICKK, OpPeXxu,
LIOKONad, neyeHb M apyrue cybnpoaykTbl, 0CO6EHHO B HayanbHOW (haze Tepanuu (CyTOYHOe

noTpe6neHne Mean B 3TOT Nepuog He AOMN>KHO NpeBbIlaThb 1 Mr/cyT).

KpailHe OCTOPOXKHO HY>XHO OTHOCUTbLCA K MNOAMBMTAaMWHHbIM NpenapaTam,
cofepa/calmm MUKPO3NEMEHTbI, MULLEBbIM A06aBKaM, CPeACTBaM MCKYCCTBEHHOrO NUTaHus.
MHOrMe 13 HUX coAep>XaT CYTOYHYH HOPMYy NOTpebneHus Meanm B3pOCNbIM YeNoBEKOM (2
Mr/CyT.) 1, NO CyLecTBY, ABNAKOTCA TOKCMYHbIMM Ans naumeHToB ¢ BBK. VmetoTca coobuyeHus
0 TOM, YTOY BereTapuaHuLeB HabnogaoTCa 60onee No3aHWii Ae60T 3a6oneBaHns 1 MefneHHoe
nporpeccupoBaHme. OpfHako, AN KOHTPONa 3a 60Me3Hbl0 TOAbKO COOMAEHUS AUETbI

HEQOCTaTOYHO.

MpW HaNVYMN LEHTPaNN30BAHHOTO BOAOCHAGYKEHUS KOHTPONMPOBATb COflep>KaHne Meu
B BOAE He TpebyeTcs, TOrAa Kak npy Hanuuuu KONMoALEB, CKBAXKWUH W APYFUX WHAWBUAYaATbHLOC
NCTOYHMKOB BOJOCHABXKEHUS HEOOX0AUMO OnpefensTh KOHLEHTpauuo Meau B BoAe U, Mpu
Heo6X04MMOCTU, MCMONbL30BaTh COOTBETCTBYWME (UbTPbLl. CnegyeT Takdke u3beraTb

XpaHeHUs NULLW B Mefbcofep>Kallieii nocyme.

XenarHasa Tepanus.

OCHOBHbIM 3n1eMeHTOM Tepanuun BEBK sBnseTca xenatHas Tepanus. Ha faHHbIA MOMEHT B
mupe pana nedenus [J14  (6onesHn BunbcoHa-KoHOBanoBa) WCMOMb3yKOTCS CnegytoLine
KOMM/ieKcoobpasytowme npenaparbl: d-neHuyuanammd n yHutuon [20].

e D-neHuuymnnamuH
D-neHnumnnaMmH - nepBbIi M3 NpenapaToB KOMMAeKcoobpasoBaTeseli, KOTOPbIA Havas
ncnons3osatbcad npu BBK. VIMEHHO C Hayasiom ero npuMeHeHus B 1956 rogy cBf3aHO
KapAnHanbHOe U3MEHEeHWe NporHo3a npu AaHHOM 3a60/1eBaHUN.

dopma Bbinycka: TabneTkn, NOKpbITbie 060104KON, N0 250 mr, B ynakoske 15 LWT., N0 2
ynakoBke B KOpobke mnm no 100 wr. Bo ¢hnakoHe; Karcynbl no 150 uam 250 mr, B ynakoske 50
kancysn. MNMpenapaT BXoAuT B nepeveHb XXHBJIM [21].

YpoBeHb Y6eAUTENbHOCTM peKoMeHaaLumn - A (YpOBEHb 0CTOBEPHOCTM A0Ka3aTeNbCTB - 1).
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KommeHTapun: D-neHuumnnaMuH ABnseTCA OAHWM M3 CaMblX MOLLUHbIX, HO HeCeNneKTUBHbIX,
KOMMNEKCOHOB, UMEIOLLIMX BbICOKOE CPOACTBO K [iByXBaNeHTHbIM MeTa/iam, Npexkze BCero Meam
W UMHKy. Tpwn ero BBeAEHUN B OPraHn3mM NpoMCcXoanT ObicTpas MobunusaLms mean u3 TKaHeil u
3ANMMMMHALMSA C MOYOKM B BUZE KOMM/IEKCA Mefb-MEeHULUNNAMUH.

OH 6bICTPO BCacbiBaeTCH W3 3/CenyfOYHO-KMLIEYHOTO TpakTa C [ABYXMNUKOBOW KPWBOIA
abcopbumn B KuweyHuke. [Mpu npueme d-neHMUMNNaMuMHa C  MULLEA  BCACbIBAEMOCTb
yMeHbllaeTca B uenom Ha 50%. O6was 6uMofoCcTynHOCTL oueHuBaeTcs B 40-70%. [Mocne
BcacblBaHMs 0K0/0 80% npenapaTa Haxo4UTCA B LMPKYNALMUM B BUAE CBA3AHHBIX C MNa3MeHHbIMU
6enkamu um onuronenTugamy Komnnekcos. CBo604HOro d-neHuymnnammnHa B nnasme mano, Tak
KaKk OH (pOpMMPYeT HeaKTWBHble [AVMEpPbl WM CBA3bIBaeTCA C uucTemHoMm. bonee 80%
npenapaTa BbIBOANTCA U3 OpraHusma 4yepes noyku. epuof ero nonysblBeAeHWUs COCTasNsaeT
1,7-7 u.

B HauvanbHOl (pase Tepanuu d-neHuuyunnaMmumH 06bIYHO HasHavaeTca B go3e 750-1500
Mr/cyT., pasfeneHHoi Ha 2-3 npuemMa. TakK Kak npu npueme C NULLEN BcacbiBaHue d-
neHMumMnnaMmHa yMeHbLIaeTCA, npenapaT Heo6xo4MMO NpuHUMaThb 3a 1 yac fo, mbo yepes 2
yaca nocne efgbl, 3anueBas BOAOW. [MOCKONbKY W3BECTHO, 4YTO d-MEHULUANAMUH BbIBOAUT
MUPULOKCUH U3 OpraHn3Ma, Heob6XoAuMO LOMONHUTENbHO Ha3HauyaTb NMUPULOKCUMH B fo3e 25-50
MT B [IeHb.

Havayo npuema  d-neHuuyunnamMumHa  4acTO  COMPOBOXKAAETCHA  yXyALIeHUeM
HEBPO/MIOrMYeCcKoin cumnTomMaTukM nauveHTa (B 10-50% cnyyaeB). OCO6eHHO 4yacTO 3TO
npoucxoauT npu LepebpanbHbiX hopMax 3abonesaHus. MokasaHo, YTO fLaHHbI (heHOMEH CBA3aH
C NOBbLILIEHHOW NMPOHULAEMOCTbHI0 reMaTo3HLeaumyeckoro 6apbepay HeneyeHHbIX NaumeHToB
c 6onesHbl0 BunbcoHa-KoHoBauvoBa. Meab, NoCcTynMBLIAsA U3 TKaHeN B KPOBb B OTBET Ha NpueM
d-neHunumnnammHa, okasbiBaeT TOKCMYECKOE BO3Ae/CTBME HA FONOBHON MO3r. M0 Mepe nevyeHns
3aboneBaHna yHKUMA remaTo3HLeaunyeckoro 6apbepa BOCCTaHaBNMBaeTCA, ¥ TOKCMYECKOE
[eicTBMe npenapaTayMeHblUaeTCs.

MepeHocMOCTb d-MeHUUMINaMuMHa B Havauye NeYeHUss MOXKHO YAyylUTb, HayuHas
Tepanuio ¢ MUHUMaNbHbIX 03 npenapaTa (125-250 mr/cyT.) € nocnegyoowum neprognyHbIM
e>XeHeeNbHbIM  MOBbILLEHWEM [03bl MpenapaTa Ha 250 mr/cyT. Eule OAHMM Cnoco6om
YMEHbLUEHNA YacTOTbl MOOOYHbIX peakuUWin B Hayaye NeveHUs ABNAETCA NPUMeHeHus d-
neHMuuaNaMmHa Ha hoHe 3KCTPaKopnopaybHOi reMOKOPPEKLMM.

AL€KBaTHOCTb leYeHns LO/>KHA MOHUT OPUPOBATbLCA NOCPEACTBOM U3MEPEHUS CY T OYHO
3KCKpeLuuu Meau ¢ MoYoii. [lo3a npenapaTa afjeKBaTHa, eciy Cy TOYHAA IKCKPeLMs Meaun ¢ MOYOiA

Ha (hoHe npuema d-neHuuunnammuHa HaxoamTcs B MHTepsade oT 500 go 1000 mkr/cyT x 1,73 nr
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unn 8-16 mkmonb/cyT X 1,73 M2 Ecnm cyTo4Has akckpeuus Meamn ¢ Moyon Bbiwe 1000 MKr/cyT.
X 1,73 m: (16 mMKmonw/cyT. X 1,73 M2, A1 NpohunakTUKU MOpadKeHMs NoYeK HeobXxoanmo
CHU>KeHWe A03bl. PaKTUYECKM peyb UaeT 0 TUTPOBaHWUM f03bl NpenapaTa. 10 Mepe BbiBeAeHUA
136bITKa Me4n U3 OpraHM3Ma B X0Je fleYeHns CyTOYHas IKCKpeuus Mefdn CHudKaeTcs. B dhasy
nofaep>kKusatoLleid Tepanum oHa gomkHa kone6aTbest 0T 200 fo 500 Mkr/cyT. x 1,73 M2

Ele ogHuM KpuTepuem apeK TUBHOCTM NIEYEHUNA ABNAECTCA CYyTOYHASA IKCKpeLums Mmeam
MOYOii nocne 2-x AHeid OoTMeHbl d-neHuumnnamumHa <100 wmkr/cyT. x 1,73 M2 um <1,6
MKMO/b/CYT. X 1, 73 M2 1 HOpManu3auma KOHLeHTpauum cBO60AHON Mean CbIBOPOTKU.

e [10604Hble 3hheKTbI.

OCHOBHbIM HefocTaTKoM d-fMeHnuunnammHa ABAsTCA ero MHOro4ncneHHble No6oYHbIe
ahpekTbl, KOTOpble HabnwopatoTcs B 20-30% cnyyaeB. MonaratoT, YTO GONBLUMHCTBO U3 HUX
CBS3aHbl C HECENEKTMBHOCTbIO (HecncuM@uUeckummn athheKTaMm CHUXEHNUSA KOHLIEHTpaLumn Meam)
ypaneHus megu. Kpome mefm d-neHmumnnnaMmH cnocobeH CBA3bIBaTb W BbIBOAWUTL U3 OpraHu3Ma
MHOTMe fpyre MUKPO3/IEMEHTbI, U NPexae BCero UuHK [21].

Kcxopa ns atoro, and ymeHbLUeHUsA NO60YHbIX 3(h(heKTOB d-neHuLmnIaMmHa Heo6Xo4AMMo

MOHUTOPMPOBaTL Tepanuid U  WCNONb30BaTb €ro  MWHUManbHO  3PQeKTUBHYHO  [03Y,
KOMOUHMpOBaTb €ro WCMosib30BaHWe C Mpenapatamu UMHKa (3TO HY)XXHO He TO/bKO [AnA
YMEHbLLEHWSA BCACbIBaHUS MeAW B KWLLEYHUKE, HO U A1 KOMMEeHCUPOBaHMA NOTEPb LMHKA npu
Tepanuu xenaramu).
YpoBeHb yoeanTenbHOCTU pekomeHgauum - B (YypoBeHb OCTOBEPHOCTMN A0KA3aTENbCTB - 2).
KoMMeHTapuu: Ba>KHbIM MOMEHTOM A5 YMeHbLUEHUS KOAWYeCcTBa MNOOOYHbIX 3PHeKTOoB
Tepanuu ABNSETCA CBOEBPEMEHHbI Nepexo] K nojgep>kusatolleid ¢ase nedeHns (CHUdDKEHWe
[03bl d-neHnumnnamvHa go 250-500 mr/cyT, uan nepexof Ha npenapaThl UMHKA). MMokasaHuem K
nepexofy ABNseTCA oTpuuaTenbHad npoba ¢ d-NeHAUUINAMUHOM U HOpManu3auus
KOHLEeHTpauum cB0604HON Mefn CbIBOPOTKM B 2-X NAPHbIX C UHTEPBAIOM B 3 MeC. UCCNeA0BaHNAX
obMeHa Men. CTOIKOe yMeHbLUEHNE CYyTOYHOW IKCKpeLuy Mean ¢ MOYOM Ha (DOHE BbICOKOW [03bl
d-neHnuuniamMuHa cBuAeTenbCTBYeT 06 UCTOLEHUN TKaHEBbIX 3anacos Mean (3a UCKIH0YeHNEM
LHC). 3anasgbliBaHMe CO CHU>KEHUEeM [03bl B 3TOT Mepuos MO>KeT CrnocobcTBoBaTb
MOBLILIEHWIO 3KCKPELMM C MOYOW APYrnX 31eMEeHTOB W MOBbIWATbL BEPOSATHOCTbL PasBUTUS
no60oYHbIX 3NGEKTOB.

MpOTMBONOKA3aHNAMN K NPUMeHeHUto d-MeHnuunnammHa ABAATCA arpaHynoumnTos,
MoYyeyHas HeLOCTaTOYHOCTb, HapyLleHWs TemMono3sa, MNOBbIWEHHAsA YyBCTBUTENbHOCTb K d-
NeHnuUINamMuHy 1 opyruM KomnoHeHTam npenapata [20].

YpoBeHb Y6eANTENbHOCTU PeKOMeHAAL MM - B (YpOBeHb JOCTOBEPHOCTY 10KA3aTeNbCTB - 2).
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KommMeHTapun: B cnydae nosiBaeHUs NOGOYHbIX 3(hHEKTOB, O KOTOPbLIX NaUMeHT 06s3aH
COO6LWMNTL Bpayy, NeKapcTBEHHOE CPeACcTBO ChefyeT HEMEeANeHHO OTMEHWTb, a Mocne WX
NpPeKpaLleHnss ero MONeHO Mo PeLleHnto Bpaya NPYMeHMTb NOBTOPHO, HauMHas C caMoii HU3KOIA
posbl. CregyeT co6nofaTh Mepbl MPeAoCTOPOXKHOCTU NPU OAHOBPEMEHHOM MPUMEHeHUN d-
neHMuMNNaMmMHa ¥ NPOTUBOBOCMANNTENbHBLIX WA APYTUX CPeAcTB, KOTOPble MOTyT Bbi3BaThb
HapyLeHust (PYHKLWKN KOCTHOro Mo3ra.

MaymeHTam C HapyLeHWsMK (YHKLMW MOYEK CreayeT COOTBETCTBEHHO CHMXKaATb A03Y
NeKapCcTBEHHOrO CPeACTBA U NPUMEHSTb €ro C OCTOPOXHOCTbIO [21].
YpoBeHb y6eanTeNIbHOCTM PeKOMeHAAUUN - B (YpOBEHb AOCTOBEPHOCTU [OKa3aTeNNbCTB -1).
KoMMmeHTapuu: B cnyyae pasBuTust Ha (DOHE NEYEHNst TMXOPaAKM, HapacTaHWs NpoTeuHypuu,
NosIBNEHUs  remMaTypun,  MOPa>KEeHWs  NErknX,  BbIPAICEHHbIX TemMaTONOrMYecKnX WU
HEBPONOTMYECKNX  HApPYLUEHUA, MWUACTEHWNYECKUX CUMMNTOMOB, TremMaTypun, BONYAHOUHO-
NOAOGHBLIX peakunidi uan Apyrux Ts>KeNbIX NOGOYHbIX peakuuili npenapaT OTMEHST W npy
Heo6X0AMMOC T Ha3HAYal T TMOKOKOPTUKOCTEpOUpbI.
B cnyyae pasBuTUS M301MPOBAHHOM NPOTENHYPUN, ECAIM OHA He HapacTaeT W He NpeBblaeT 1

r/n, neyeHune d-neHMUUNNAMUHOM npoao/mKakT, B APyrux cnydyadax - OTMEHAT.

e [lpenapaThbl UMHKaA

Mpenapatbl LWMHKa BrepBble 6bI1M UCM0b30BaHO Ans nedeHns bBK B Havane 1960-x rofos.
MexaHu3Mm ¥xX AelCTBUA OT/IMYaeTca OT d-neHuumunnaMmmHa. LInHK cBA3biBaeT Mefb B KULLIEYHUKE
N TakuM 00pa3oM MHAYLMPYET SHTEPOLUTHbLIA METa/INIOTUOHENH —OenoK, 60raTtblid LUCTEMHOM,
KOTOpbIA NpefcTaBnseT CcoO0W 3HAOreHHbI xenatop MeTannoB. CBsizaHHasas Mefb He
abcopbupyeTcs M BbIBOAMTCS M3 opraHuama ¢ Kanom. MockonbKy mefb nonagaeT B XXKT Takxe
CO C/IOHOI W XeNnyAoyHbIM COKOM Tepanusi LMHKOM MOXeT Cnoco6CTBOBaTb OTpULATENlbHOMY
6anaHcy mMeau 1 CHWXKaTb ee HaKoMn/eHne B opraHmsme. LIMHK MOXeT apeKTUBHO AeiicTBOBATb,
VHAYUMPYS NOBbILLIEHWE YPOBHA MeTanI0TUoOHenHa [21].
YpoBeHb y6eanTeNbHOCTU peKoMeHaaumn - B (ypoBeHb JOCTOBEPHOCTM LOKa3aTeNbCTB -1).
KoMmeHTapuu: npuHuMaemas fo3a pacCcuMTbiBaeTCA B MUAAMIpamMmax npocToro uuHka. Ans
B3pOC/bIX W AeTell cTapllei BO3pacTHOW rpynnbl OHa cocTasnseT 250 mr/cyT. B 3 npuema
(BonyckaeTcs 2-pa3oBblii npuem) 3a 30 MUHYT [0 edbl. Vicnonb3dyemas comb LyHKa (cynbdaT,
aueTaT WM MIOKOHAT) He MeHseT 3(peKTUBHOCTb npenapaTa, HO MO/CET MOBAMATH Ha ero

NEPEHOCNMOCTb.
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B oTHOWeHNM NO60YHbIX peakuuit co cTOpoHbl XX KT oTMeyaeTcs, 4TO aueTaT U
FMIOKOHAT LUMHKA Nydlle MepeHOCHMbl, Yem CynbdaT, HO Y pasHbiX 60MbHLIX 3TO MOXKET
BapbMpPOBaTb.

lMpu COBMECTHOM NPUMEHEHWM NpPenapaToB LUWHKA C d-NeHuuuniamuHoOM WHTepsan
Me>K Ay NPUEMOM [ON>KEH COCTaBNATb He MeHee 2 4acos.

A[leKBaTHOCTb Tepanuu LMHKOM OLEHMBAETCA Ha OCHOBE [AMHAMUKU K/IMHUYECKUX W
nabopaTopHbIX MOKasaTenein (Hopmanu3auus KOHLUeEHTpauuu CcBOOOLHOW MeAW, YMeHbLUeHue
CYTOYHOW 3KCKpeuun mega ¢ Movoid <100 MKr/cyT. X 1,73 M2 unm <1,6 MKMonb/cyT X 1,73 M2-
Mpy MOHOTepanuu npenapaTaMmy LMHKa). Ha (oHe fneveHns cyTouHas aKCKpeuus LMHKa ¢ MOYOiA

[O/MKHA npesbiwaTh 2 Mr/cyT. X 1,73 M2 (30 Mkmonb/cyT. X 1,73 m2) [22].

« TMo6oyHble ahPeKTbI.

Mpy NpYMeHeHUN NpenapaToB LMHKa PermcTpupyeTcs HesHauyMTe/lbHOe KONMYECTBO MOBOYHbIX
peakuuii.

YpoBeHb y6eAnTe/IbHOCTU peKoMeHAauum - B (YypoBeHb JOCTOBEPHOCTM [OKa3aTeNIbCTB -1).
KoMMeHTapuu: rnaBHoi 13 NOBGOYHbIX peakLnil ABnseTCA pasgparKeHne CIM3ncTOoh 060104Ku
>Kenyflka, YTO MOXKeT 3aBUCeTb OT BO3AEACTBUS COAM MeTama. B HekoTopbix paboTax
coobulaeTca 0 ciyyasx NOBbILEHUA YPOBHA TpaHCamuHas B Hayaue nevyeHus. LIMHK MOXKeT
06nafaTb UMMYHOCYNPECCUBHBIM 3(EKTOM UYMEHbLLIATb XeMOTaKCUC NeikoumToB. MoXKeT
NPOVU30OATW MNOBbLILIEHWE YPOBHA CbIBOPOTOYHOW Nunasbl wunnm amunasbl 6e3 KAMHUYECKUX
NPOABNEHUN NaHKpeaTUTa. YCUIeHe HeBPOOrNYECKOR CUMNTOMAT UKW NPU NPUMEHEHWUN LIMHKA
BCTpeyaeTca pefko. be3onacHOCTb BbICOKMX [03 UWMHKA AN MauvMeHTOB C HapyLleHUsMU

(hyHKLMW MOYeK, NoKa He onpeaeneHa.

3.2 Xupypruyeckoe neyeHue.

* PekomeH[0BaHO MpoBefeHMe OPTOTOMMYECKON TpaHCNAaHTaUMM MeYeHU Mpu  Haanmymm
noKasaHuiA: pasBuUTME (YNbMUHAHTHOM MEYEHOYHOW HefOCTaTOYHOCTU; HEeaPdEeKTUBHOCTb
Tepanuu  xenatopamum  MeauM B TEYEeHMEe  HECKONbKMX  MecAlueB Yy  MNauueHToB C
[JEKOMMEHCMPOBAHHbLIM  LMPPO30OM  MEeYeHN; BO3HMKHOBEHWE TSHXKENOW MNPOrpeccupytoLLei
nevyeHOYHOW Hef0CTaToOYHOCTH npu CaMOCTOSITE/IbHOM npekpaLieHun NeyeHus,
NPOrpeccupyowmx 1 HeobpaTUMbIX HEBPOSIOTMYECKUX HapYLUEHUAX.

YpoBeHb y6eanTeNnbHOCTU peKoMeH4aumn - B (ypoBeHb JOCTOBEPHOCTU J0Ka3aTe/bCTB -1).
KoMMeHTapun:  BbI>DKMBAEMOCTb  NaUWEHTOB B  TeYeHMe rofa Mocne YPreHTHON
TpaHcnnaHTauuM no noeody (OyIbMWHAHTHOM MEYEHOYHON HefocTaTovyHOCTU npu BB
pocTuraeT 70%, B OTCYTCTBME TpaHCniaHTauun BbI>XKMBAEMOCTb COCTABNAET eAMHUYHbIE
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cnyyan. Tpu TpacnnaHTauuy nevyeHn Ha CTaguM LeKOMMEHCUPOBAHHOIO LMppo3a MNeyeHu
BbI>KMBAEMOCTb MaUWeHTOB B TeyeHue roga cocTasndeT 95%, yepe3 5 191eT - 83%, uepes 10
neT - 80%. YnyywleHue HeBPONOrMYecKoi CUMNTOMATWKM Mocne TpaHcnaaHTauum
HabngaeTca 6onee yem B 50% cnyvaeB. OAHako, ecnnm HeBpoOnOruyeckas cMmMnTOMaTHKa
nepcucTupyeT Gonee 2 neT Ha (POHe NeyeHus, yNydlleHne pe3ynbTaTOB MOCie NPOBeAeHUs
OPTOTOMUYECKON TpaHCNaHTauuy MevyeHW WK NPOLO/>KEHUA XenaTOpPHOW Tepanuu
MaNnoBepoATHO. BbI>KMBaeMOCTb NaLWeHTOB CO CMellaHHOW chopmoit BB nocne nposefeHUs
TpaHcnnaHTauum NeYeHn HXKe No CPaBHEHWIO C MeYeHOUYHONW hOpMOi. TpaHCnnaHTauus nevyeHu
NnpMBOAUT K HOpMmauusaumum obmeHa Meau, MOBbILLEHWIO YPOBHA LepynonnasMuHa B nepsble
MeCsiLibl MOCNe onepaLmm, CHUXKEHUIO 3KCKPeLyun Meau ¢ MOYOii nocie TpaHcnaaHTauum ¢ nonHom
HOpManu3aumen [aHHbIX MokasaTeneid K 6-9 Mecalyy nocneonepayuMoHHOro nepuoja,

“cYe3HOBEHUIO Konel, Kaiisepa-®reiiwepay 60bLUMHCTBA NALWEHTOB.

3.3 VHoe neyeHune

JKcTpaKoprnopasibHas reMoKOppeKLums.

MokasaHMAMM K MCMOMb30BaHMIO METOAOB 3KCTPaKopnopaibHoW remokoppekumn (3rK)
npu LA (6onesHn BunbcoHa-KoHOBanoBa) ABNAOTCA:  (DY/IbMUHAHTHAA MeYeHOYHas
HECOCTOATENIbHOCTb, FEMOMIMTUYECKUIA KPU3, AEKOMMEHCMPOBAHHBIA LMPPO3 MeYeHn B pamkax
MOArOTOBKW K ee TpaHCNiaHTauuu, Havano uav Bo306HOBNEeHVE Mefb-3/IMMUHUPYIOLLER Tepanuu,
BUCLLEpasibHbIE WIN HEBPOJIOTUYECKUE OCNOXHEHUA MeAb-3IMMUHMPYIOLWEN Tepanuun. Llenbio
NeYeHNs ABNSETCA MaKCUMaibHO ObICTPOEe CHWXKEHME KOHLEHTpauMm CBOOOAHOW Meau B
CbIBOPOTKE KPOBW N KOPPEKLMUA BTOPUYHbIX FTOMEOCTAaTUUYECKUX HapyLleHunin [22].

YpoBeHb y6eANTe/IbHOCTN peKOMeHAaLMN - B (YpoBeHb AOCTOBEPHOCTY J0Ka3aTeNIbCTB - ?).
KomMmeHTapuu: yunTbiBasi, 4TO OCHOBHbIM NaTOreHeTUYECKUM (haKTOPOM MOBPe>KAeHWs npu
"L A asnseTca ceobofHaA Mefb, NPeLnoyTeHNe crefyeT 0TAaBaTb Nepdy3noHHbIM onepaumam,
HanpaBneHHbIM Ha ee 3(h(heKTUBHOE yaaneHwe. Tak KakK CBO6OAHAsd MeAb HaxoAMTCA B
CbIBOPOTKE KPOBW B BWAE KOMMNEKCOB C aMWHOKMUCNOTaMy W onuronenTuaamu MeTohamu
BblOOpa  ABNAIOTCA  KOHBEKUMOHHble  MeTOAbl:  remMouibTpauyus U CenekTuBHaA
nnasmounbTpauus (nocnefHas npyu OTCYTCTBUM renaTOo-peHanblloro CUHAPOMa), a TakXkKe
MeTOofbl 3KCTpakopnopaibHOW nofaep>Kkn nedeHn: MARS (MonekynsipHas afcop6umoHHas
peunpkynupytouiaa  cucrtema), Prometheus (FPSA -  cenapauyus un  agcopbuus
(hpakLnoHMpOBaAHHON nnasMbl) ¥ nnasmofuadunbTpaums. [epdy3noHHble npouesypbl  He

[OMKHbI CHUXKATb YPOBEHb LiepynonnasmMuHa, anbbymMmuHa M (hakTopoB CBEPTbIBAHUS KPOBW.
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O6beM M KpaTHOCTb Npouesyp 3aBUCAT OT KOHLeHTpaLuu cBo604HOM Mean B Nnasme KpOBU U
HEeo6X04MMOV CKOPOCTHU ee yAaNneHus.

CnegyeT MOMHWTb, 4YTO MPW HaIMYMU TEPMUHANLHOIO MopadkeHus neveHn 3K
ABNAETCA NLLb «MOCTUKOM» K TpaHCcniaHTauum neyeHn n jaeT 6071bHOMY BpeMs A0XKAAaTbCS
[OHOpcKoro opraHa. CylleCTBYOLLME B HACTOALLEE BPeMs 3KCTpPaKopnopasbHble METO/Abl He
CMOCO6HbI NONHOCTbIO 3aMeCTUTb (DYHKLMIO NeYeHn, a 0becneynsalnT Wb ee NoALepcaHue B
TeyeHne HeCKONbKNX MEeCALEB.

CoyeTaHne 3K c Tepanueilt xenaTaMu NO3BOMSET WHTEHCUPULMPOBATDL yAayeHue
MefMn U3 OpraHn3ma v HUBeIMpoBaThb MX NOO6OYHbIE ANGEKTbI.

KpuTepuammy 3hpeKTUBHOCTMN /eYeHNs ABNATCHA YNydlleHne O6LLEero CocTOsHUS,
YMEHbLUEHNE BbIPANICEHHOCT! BUCLEPAYbHON M HEBPONOrMYECKO cUMNTOMaTUKK (ocnabneHue
rMNEepPKNHE30B U IKCTpanmpaMuiHbIX CUMMTOMOB, CHUDKEHWE MbILLIEYHOrO TOHyCa, YayulleHue
KOOpAMHALMN  OBUMDKEHWU, apTUKYIsauuMuM, noyepka, YMEHbLUEHMeM TS>KeCcTW B NpaBoM
noapebepbe), CHUdKEHWE YPOBHA CBOBOAHOW MeaW, HopManusauus LpYrux romeocTaTU4ecKux
nokasaTenein [21].

Mpy npasunbHOM BbiGOpe BuAa Nepdy3VOHHOW onepauun, TakKTWUKU WHKDY3UOHHO-
TpaHCy3MOHHOW Tepanuu 1 ONTUMaNbHOW CXeMbl CTabunmsaumy Kposm puck nposefenus K

y naumeHTos "L /J cBOANTCA K MUHUMYMY.

4. Peabunurauus.

MeanumnHckas peabunuTaums nauMeHToB HanpaBneHa Ha KOMIMEHCAUWKo  HapyLleHWi
(hYHKLMOHMPOBaHUSA, MPeX/e BCEro NPM3HaKoB NOPaXXeHNs LeHTPaibHON HepBHOW cucTeMbl. OHa
BK/ItOYAET B Ce6s NIe4ebHYH0 (M3KYNbTYpY Npu 3a601eBaHNAX LEHTPasIbHON HEPBHOW CUCTEMbI U
rO/IOBHOIO MO3ra, fIe4ebHy0 (DU3KYNbTYpY C MCMONb30BaHWEM anmnaparoB W TPeHaXKepoB npu
3aboneBaHnax LIHC 1 ronoBHOro mosra, KOppekUuMo HapyLleHUs ABUraTesibHOW QYHKUMX npu
nomoLLM 6MONOrMyecKolri 06paTHON CBSI3M, MOCO6GME MO BOCCTAHOB/IEHMIO MO30-CTaTMYECKUX
(DYHKLUMIA, [LMHAMUYECKYHO MPOMPUOKOPPEKLMIO, MeAUKO-N0roneinyeckyto npouesypy npw
aucgarun, MeauKo-noroneguyeckas npouegypa npu  AU3apTpun, MeAWKO-N0ronefuyeckyto
TOHa/IbHO-PUTMUYECKYIO NPOLeaYypY, MeAUKO-M0roneAnyeckyto npouesypy ¢ UCnosib3oBaHUEM
MHTePaKTUBHbIX MHPOPMAaLNOHHBLIX TEXHOOT WA

IMoCKONbKY 0XWAAeTCs, YTO HEBPO/OrMYECKOe COCTOSHME MNauMeHTa HaYHET ynyudllaTbes
NPYMePHO Yepe3 6 MecALEB MOC/e Havasa NaToreHeTUYeCcKo Tepanum, BaXKHO, YTOObI NauneHT B
npouecce NEYEHNA coxpaHsan MO3UTMBHBIA HACTPOM W cTapancs COXpaHWTb KaK MOXHO 6onblie

(hM3NYECKMX BO3MOXHOCTEN.
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Ecnu nauneHT McnbITbiBaeT KpaliHWe TPYAHOCTM B OOLLEHMMW, MOTYT ObITb MCMONb30BaHbI

angaBnTHbIE LOCKM W 3N1IEKTPOHHbIE YCTPONCTBA KOMMYHMKAL MW,

5. MpodunnakTnka n gucnaHcepHoe HabnaeHMe.

PeKOMeH/J0BaHO B MpPOLECCe KOMM/IEKCHOrO feyeHus nauyueHToB ¢ BB 0CyLecTBAsTh
KOHTPO/b MoKasaTeneld o6Lero (KIMHUYECKOro) aHanmsa KpoBM pasBepHYTOro, aHanu3a KpoBu
6UOXMMUNYECKOTO 06LLeTepaneBTUYECKOr0 (onpeneneHune aKTVBHOCTU
anaHMHamMHoTpaHcdepasbl B KPOBM, aKTUBHOCTM acrapTaTaMMHOTpaHCc(epasbl B KPOBU, YPOBHS
06LLero 6uAMpy6mHa B KPOBM, YPOBEHb GUIMPYBUHA CBS3aHHOTO (KOHBIOTMPOBAHHOTO) B KPOBM,
onpefeneHve akTMBHOCTM LLEMOYHOM ochaTasbl B KPOBM, ramMMma-raTamMunTpaHcgepasbl B
KPOBM, YPOBEHb KpeaTUHMHA B KPOBW, YPOBEHb MOUYEBMHbI B KPOBW), a TakKKe MpPOBEAEHMUe
Koarynorpammbl  (OPUEHTMPOBOYHOFO WCCMEA0BaHNS CUCTEMbI TEMOCTasa): OMNpeaeneHue
NPOTPOMOMHOBOrO (TPOMGOMNIACTUHOBOFO) BPEMEHN B KPOBW WU B MAa3Me U MeXAYHapoaHOro
HOpPMa/IM30BaHHOrO OTHoLWeHUs (MHO) He pexe 1pasa B 6 MecsUeB B Nepuof PEMUCCHN MW

yalle no rnokasaHusaMm.
YpoBeHb yoeanTeNbHOCTU peKoMeHaaunm - C (ypoBeHb AOCTOBEPHOCTU J0Ka3aTe/IbCTB - 5).

6. OpraHusaums MeanLMHCKON NMOMOLLIN.

AvarHoctnka w Tepanua BBK ocyuwectBnsercd Ha 6ase  crneuuanM3vpoBaHHbIX
CTauMoHapoB racTPO3HTEPOSIONMYECKOro (rermaTosiorMyeckoro) npouas C NpuB/EYEHNEM
CNefyoLMX CreunannucToB: Bpay-racTpo3HTeposor, Bpayv-ohTanbMosor, Bpay-HeBposior, Bpay-
ncuxmarp, Bpay-Heqposor, Bpay-reMaTosor, Bpay - Xupypr, MegULUHCKWIA ncuxonor. MeperyHas
AMarHoCTMKa W Hayano Tepanuum ¢ 6onesHbto BunbcoHa ocyuiecTBnsieTcs Ha 6ase
CcreLmannM3MpoBaHHOro cTauuoHapa WM BKIYaeT B cpefHeM 30 KOWKO-fHeil ¢ 06s3aTenbHOW
OLeHKOW MeTabonmsMa Meau, CTerneHn prbpo3npoBaHNS NeYeHOYHOW NapeHXUMbl 1 HapyLLIeHUs
MCUXOHEBPONOrMYECKMUX  (DYHKLWA, C OnpeAeneHneM MOKasaHWiA s  CBOEBPEMEHHOMO
BbINO/IHEHWSA OProTOMMYECKON TpaHCNNaHTauuy neyeHn. KoHcepeaTuBHasa Tepanus NpoBOAMUTCA
Ha 6a3e KpyrniocyTOUYHOr0 UM AHEBHOTO CTauMoHapa ¢ 06a3aTe/lbHbIM KOHTPO/IEM 1a60paTopHbIX
rokasaresieil u nocnesyoLein NPeeMcTBEeHHOCTbI0 C aMbyNaTOPHbIM 3BEHOM 3[,paBOOXPaHEeHNS:
Ha 1 mecsiLle Tepanuun OCYLLECTB/SETCA eXeHefeNbHbl KOHTPOb N1abopaTopHbIX NnokasaTenei
(06LLMIN (KNMHNYECKMIA) aHaIN3 KPOBW Pa3BepHYTHINA, 00LLEKNMHUYECKNIA aHaIN3 MOYN U YPOBEHb
KpeaTUHWHA B KPOBM), Ha 1rofy - exemecsuHbli, fanee 1pa3 B 3 MmecALa, C NPEEMCTBEHHOCTbIO
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MeXJy CTauuoHapHbIM U ambynaTtopHbIM — 3Tanom HabngeHus.  Cneumannm3mpoBaHHOE
cTaunoHapHoe HaboeHre oCyLLeCTBSETCA 2 pa3a B rof Ha 6as3e KpyrnocyToYHOro craumoHapa
wm Ha 6a3e [HEBHOro CTauuoHapa npu OTCYTCTBUM HEOO6XOLUMOCTU 3aMeCcTUTeNbHOM
NH(Y3NOHHOW Tepanuu, C eXXeMecayHbIM aMbynaTopHbIM HabNIOAeHWEM MAaLWeHTOB MO MecTy
XWUTEeNbCTBA Bpayel CMeuuanucToB: neauaTpa W racTposHTeponora npu MeYEHOUHOW 1
CMeLLaHHOo (hopmax 3ab0/1eBaHunsA, NCUXOHEBPOOra 1 Nc1xonora npy cMeLaHHon gopme bBK.
PekomeHayeTCs perynspHoe ambynatopHoe HabntofeHwe 3a naumeHTamy (NONAMKINHWUYECKUIA
npueM WM [HEBHOW CTauMoHap) C rocnutaaMsauuMend B CreunanvM3vpoBaHHYH  KIUHUKY

(KpyrnocyTo4Hoe OT[eNeHne) B Ciyyae PasBUTUS OCNOXHEHUI 3a60/1eBaHNS.

7. [ononHuTtenbHaa nHpopMauns, BANAOLLAA Ha NCXOS
3aboneBaHuA/cnHapoma

BepemMeHHOCTb Npu 60/51e3HM BunbcoHa-KoHoBasoBa.

BonesHb BunbcoHa-KoHOBanoBa He fBMAETCA MPOTUBOMOKAa3aHMeM [Ans 6epeMeHHOCTMU.
Bo Bpemsi 6epeMeHHOCTH, a B NMOC/eAYIOWEeM 1 B NEPUOL KOPMIEHUA TPYAbHO, OTpULaTe/bHbINA
GanaHC Meau Kpome CO6MAeHNs AueTbl M MeAMKaMEeHTO3HOW Tepanuu MOLAepPXKMBaeTCA
[ONONHUTENbHBIM PacXofoBaHWEM Mefy Ha CTPOUTENbCTBO TKaHen nioja, a B nocnefytoLweM Ha
nakTauuo [21].

HactynneHne 6epeMeHHOCTW XenaTenbHO TO/IbKO MOC/Me HopManu3aumMn akTUBHOCTU

TpaHcaMuHa3 W repexoja B (asy noafepxuBarolleri Tepanuun. JledyeHne He [LO/MKHO
npekpawlaTbCcs, T.K. PUCK NPEKPALLEHNA NeYeHNs BO BPeEMA 6epeMEHHOCTU NPEBOCXOAMT PUCK Npu
ero npogomkexun [19, 22].
YpoBeHb y6eAnTe/IbHOCTU peKoMeHaaumm - A (YpoBeHb JOCTOBEPHOCTU [OKa3aTeNbCTB -1).
KoMMeHTapun: K HacTOsLEMY BpPEMEHVM HaKOMyeH [OCTAaTOuHbli onblT Tepanuu d-
NeHUUUINAMUHOM,  TPUEHTWHOM, nNpenapaTamy  UMHKA BO  BpeMsi  GepeMeHHOCTM.
TepaTOreHHOCTb MNpenapaToB He AoKasaHa. PUCK pasBUTUS (DYNbMWHAHTHON NEeYeHOYHOMN
HEAOCTATOYHOCTU WM TEMONUTMUYECKUX KPU30B NPUM OTMeHe Tepanun (U Kak cneficTBue
MaTEepUHCKON U NepuHaTalbHON CMEePTHOCTM) CYLLEeCTBEHHO MepeBellnBaeT PUCK pasBUTUA
aHoMauii ayoda.

Han6onbwnit puck TepaTOoreHHbIX BO3LEICTBMWIA Ha Nog NpuxoauTcs Ha | TpumecTp
GepeMeHHOCTU. XOTSA TepaToreHHoe BO3AeNCTBMe d-neHuuMNnaMuHa Ha NNoj He AoKasaHo,
PEKOMEHAYeTCA CHUXKEHWEe [03bl npenapaTa B 1 TpumecTpe 6epeMeHHOCTM 0 250 Mr wumu

nepexo4 Ha Tepanuio npenapaTamu UMHKa (BO3MOXXKHa KOM6GWMHAUMA 3TWX npenapaTos).
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MpogomKeHne npvema NpexKHeid [03bl XeNaToB MOXKET MNPUBECTU K AeUUMTY BaXKHbIX A5
(hopMupytoLLLEroca opraHu3Ma nnoja MUKpo3NeMeHTOB.

B 111 TpumecTpe yBennyeHvne [03bl d-neHuLMNIamMmHa Taks/ce He LenecoobpasHo. 3To
CBSI3aHO C TEeM, YTO OH HapyllaeT CUHTE3 KojareHa v npy npoBefeHUN KecapeBa CeyeHus Lm
NepuHe0TOMUM BO3MOXKHO YXY/iLLIEHNe 3a>KMBNEeHUA NocneonepaLoHHbIX paH.

Ans vHavBMAayanu3auum M BO3MOXHOW KOpPPeKuMn Tepanuu BO BpeMs GepeMeHHOCTU
HeobXxo4MMO perynspHo (He pexe, yem 1 pa3 B 3 MeC.) KOHTpO/MpoBaTb /labopaTopHble
nokasaresnin obMeHa meau (LepysnonnasmuH, obuias n cesobofHas Mefb CbIBOPOTKM, 6a3anbHas v
CTUMY/IMPOBaHHaA d-MeHNUUINAMUHOM CYTOUHas 3KCKpeLmns Meamn ¢ Mo4voit) [22].

MpucTanbHOE BHWMAHWE HYXHO YAenaTb HaIMuMi0 BapMKO3HOTO paclUMpeHus BeH
nvuesoja (Npy He0bX0AUMOCTU KOHTPOIMPOBATL CTENEHb PacLUMPEHUS BO BpeMs 6epeMeHHOCTU
B CNeunasm3MpoBaHHOM YUPEXAEHUN C y4yacTWeM OMbITHOro 3HAockonucta). Mpu Hannuum
BbICOKOW CTeMeHW paclypeHns BeH TMULLEBO4A PEKOMeHAYeTCs WX JIMrMpoBaHve Ao
6epeMeHHOCTU ¥ nocnefytoLlee TwaTenbHoe HabMoLeHe, 0CO6EHHO Ha CTbike 2-3 TPUMECTPOB
[22].

YpoBeHb y6eaMTeNbHOCTM peKoMeHZaummn - B (ypoBeHb LJOCTOBEPHOCTU LOKA3aTeNbCTB - 2).
KoMMeHTapuu: npumeHeHue d-neHuuunnaMmmHa BO BpeMs fakTauuy He PeKOMeHAO0BaHO HW
aMeprKaHCKOMW, Nu eBpOoMneickon accoumaumaMm no n3yvyeHuto 3abonesaHuin neveHn. OpfHako, B
MTepaType MMeeTCs LOCTaTOuYHO COOOLLEHW 0 MpMeMe npenapaTa BO BPeMs nakTauum 6e3
HEeraTUBHOrO BO3LENCTBUA Ha pebeHka. [103TOMY, BCe pPEKOMEHZAUWM MO JEYEHUO U

MOHNTOPWHTY BO BPEMSA 6epeMEHHOCTVI pacnpoCTpaHATCA U Ha nepnon KopMaeHna rpyabto.

MeanKo-reHernyeckoe KOHCYy/ibTMpPOBaHME 1 NpeHaTasibHast AnarHocTmKa.

B nto60oli ceMbe, B KOTOPOW poanca pebeHoK C pefKNM HacneACTBEHHbIM 3a60n1eBaHMEM
NN CEPbe3HbIMN HapYLUEHUAMU WU OTK/IOHEHMSIMU B Pa3BUTUN HeM30eXHO BO3HMKalOT
BOMPOCbI: MOYEMY 3TO MPOM3OLLIO MMEHHO B [JaHHOW CEMbe, KaKOBbI LLAHCbl POAUTL 340POBOrO
pebeHKa MM YTO HYXHO NPEeANpPUHATb, ANS TOro 4ToObl M36eXaTb MNOBTOPEHUS MOAO6HON
cutyaumm B byayuem [19].

B HacTosLee BpeMs eANMHCTBEHHOW BO3MOXHOCTbIO MpefynpexaeHuns 60/1e3H1 BuibcoHa
ABNAETCS MEANKO-TeHETNYECKOE KOHCYIbTUPOBaHMe.
YpoBeHb y6eanTeIbHOCTUN peKoMeHaaunm - A (YpPoBeHb JOCTOBEPHOCTM AOKa3aTe1bCTB -1).
KommeHTapuu: 60ne3Hb BunbcoHa-KoHoBatoBa (BBK) HacnefyeTcs Kak

ayTOCOMHOPELECCUBHbI/ Npu3HaK. B 3Toil cBasu poanTenn 6GonbHoro BBK sBnstoTcs
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06MMraTHLIMK FreTEePO3MroTamn, MOCKOMbKY Ka>KAblii U3 HUX UMEET N0 OAHOMY MyTaHTHOMY
a/INento B rOMONOTNMYHOM XPOMOCOMeE. e Tepo3nroTHble UHAMBUALI B aBCONIOTHOM YKC/e Cly4yaes
He UMET KIMHUYECKUX NposBneHnit BBK (B HEKOTOpbIX Ciyvasx 06HapYy>KMBAETCA CHUMKEHNE
YPOBHSA CbIBOPOTOYHOIO Liepynonia3MmHa v noBbleHHas 3KCKPeLus Mean B Moye).

B ka>k[oi nocnepytollel 6epeMeHHOCTMN 6paTbs M CeCTpPbl poauBLIerocs 601bHOMO ¢
BEPOATHOCTbLIO 25% MOryT Tak>Ke 6blTb 60/bHbIMK, B 50% OblTb acMnTOMaTUYECKMU
HoCUTeNnAMM (T.e. reTeposuroTamun) n B 25% poanMTbLCA HeMOPa>kKeHHbIMU U He HOCUTEeNAMM.
MOTOMKM 60/LHOIO ABNATCA 06/IMraTHLIMU reTepo3nroTamu.

MockonbKy yacToTa reTepo3uroT B 06Wei nonynauum npumepHo pasHa 1:90-100
4enoBekK, BEPOATHOCTb TOro, 4To 60nbHON ¢ BBK 6yaeT nmeTb 6016HOMO pebeHka, cocTasnsaeT
0K0/10 1:180 HOBOPO/CAEHHbIX.

Tak Kak pUcK poauTb 60MbHOr0 pebeHKa MWUHUMaNbHbIA, B KayeCcTBe afeKBaTHOMO
CKPUHMHIOBOrO  TecTa MOXXeT  paccMaTpuBaTbCA  OMNpedeneHne  KOHLUEHTpauuu
LepynonnasmuHa CbIBOPOTKYM Nocne JOCTUXKeHUs pebeHKOM Bo3pacTa OfHOro roga (Mcknoyas
nonynsuum ¢ BbICOKOM 4acTOTOW POACTBEHHbIX OpakoB). B Bo3pacTe nocne Tpex neT
HaCTOATE/IbHO PEKOMEHAYeTCA MNOBTOPHOE OMOXMMUYECKOe  uCCnefoBaHue  (BKNOYas
onpefeneHve KOHUEHTpauumn LiepynoniasMmHa CbiIBOPOTKM U IKCKPeLun Mean ¢ Moyoi). Ecnu B
ceMbe ObIM  UAEHTUQULMPOBAHbI MPUYMHHBIE MyTauun reHa ATP7B, AgnarHocTuka
HOCUTENbCTBA MOXKeT ObITb NPOBefeHa MONEKYNAPHO-TEHe TUYECKUMU MET O4aMU.

MMpeHaTanbHas AMarHOCTUKa Mnpu 6epeMeHHOCTU C PUCKOM poXxAeHusa 60nbHOro ¢ bBK
MPOBOAUTCA NYTEM MOJIEKY/IAPHO-TEHETUYECKOr0 aHanM3a (eTasibHbIX KNeTOK, NOMyYeHHbIX Npu
amHMoLeHTe3e (06bIYHO OCyLLeCTBNAEMbIM Ha 15-18 Heaene 6epeMeHHOCTH) UK KNETOK BOPCUH
xopuoHa (Ha 10-12 Hepgene) [18]. BaxHO, 4T0Obl 06a MYTaHTHbIX anfens, ABAAKOLMXCA
npuynHamn 3ab0neBaHMsi B [AaHHOW KOHKPETHOW CeMbe, OblIM  MAEHTU(HMLMPOBaHbLI A0

MpoBeAeHNs JOPOLOBOI AMarHOCTUKN.

PekoMeHAyeMble 06cnefoBaHUS.

YunTbiBas CUCTEMHOCTb M MpOrpeccupytollee TeyeHne 3aboneBaHUS M BO3MOXHOCTb
Pa3BUTUS HOBbLIX BUCLIEPaNbHbLIX MPOSIBNEHWUI C BO3PACTOM, MalMeHTbl ¢ 60/1e3HbI0 BubcoHa-
KoHoBanoBa [O/MKHbI HaxoAWTbCA MOA MOCTOSHHbIM HabGMAEHMEM Bpaya, >XenaTeslbHO
MMEIOLLEro OMbIT BeAEHUS TakuX 60MbHbIX. CMMCOK WCCNefoBaHWiA, KOTOpble HeobxoaumMo
MPOBOAMTb UCXOAHO M B AMHAMWKe, MpuBedeH B Tabn.4. IHTepBanbl MeXay WcCnefoBaHMsMU

MOTYT ObITb COKpaLLeHbl C YH4ETOM TeueHUs 601e3HN Y KOHKPeTHOro 6osbHoro [11].

40



Tabnnua 4.
MnaH o6cnefoBaHMA M HabMOAEHNA NaUMeHTOB ¢ 601e3HbI0 BunbcoHa-KoHoBanosa B

HayaNbHYO (hasy Tepanuu .

McxogHo
NokasaTenb, MeToA UccnefoBaHNA (W fo Havyana Kaxpblli Kaxgble Kaxable Kaxppie
Tepanuu) 1 mec 2-3 Mec 3-6 mec 12 mec

AHaMmHe3, KNMHNYeCK1e CUMMTOMbI +

du3nkanbHoe o6cnefoBaHne (TepaneBToMm, +

HeBPO/I0rom)

O6wWwnin aHaIM3 KpoBKM € TpoMboLMTaMK + + + +
OO6LWEKNMHNYECKNIA aHaNN3 MOYK +

Broxmmnyeckne nokasarenu, +

XapakTepusytoLiue (hyHKLMIO MeyveHu
(anbbyMUH, 006WKMIA 1M npsMO  6UNNPYBUH,
wenoyHasa tocgarasa, AnAT, ACAT)

AnbhaeTonpoTenH + +
lMokasaTenn cBepTbiBatOLLEN CUCTEMbI KPOBM + + +
(npoTpombuH, MHO, dhubpunHoreH)
O6was mefb CbIBOPOTKM + +
LiepynonnasmuH CbIBOPOTKM + + +
HeuepynonnasmuHoBas (cBobofHas) Mefpb + + +
CbIBOPTKM
CyTou4HasA 3KCKpeLms Mean ¢ MoYoii + + +
Mpoba ¢ d-neHnMuuInammHom + + +
4 +4 +4 +4

CyTouHas 3KCKpeums LMHKa C MOYoii

5 + +
KoHueHTpauusa Mean B IMKBOpe
Brnoxnmmnyeckue nokasarenu, + + +
XapaKrepusytoLine (PYHKUMIO noyek
(KpeaTuHWH, MOYeBMHA)
Mukpoanb6yMmuHypus/ + + +
npoTenHypusa (CyTouHas noteps 6eska)

4 +4 +4 +4

Amnnasa, nmnasa
KoHcynbTaums oKynucTa ct +
0(hTaNbMOBUOMUKPOCKOMMEN
Y3W neyeHu + + +
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KT unn MPT neyeHn +
DNacToMeTpusa neyeHn +
KT nnm MPT ronosHoro mo3ra (nyywe MPT) +

Rh unn ¥3M noyek n MBI + +
OHK anarHocTtuka

1- B nepBble 6 MecALEB Tepanuu, - npu Tepanuu npenapartamu LMHKa,

2.8 HayanbHYH0 (hasy Tepanuu, > npu LepebpanbHbIX hopmax.

3- B (ha3y Nofep>KMBaIOLLEN Tepanuu;

BEBK saBnsetcs nporpeccupyrowmMmMm 3abonesaHWeM W MNpu OTCYTCTBMM CBOEBPEMEHHO
HauyaTo Tepanuu MauWMeHTbl YMUPAKT OT OC/MOXHEHWIA LMppo3a MNevyeHW W/unu pexe OT
Mporpeccupytowieinl  HeBPONOrnYeckor cumnToMaTuki. [py  3(h(EKTUBHOCTUM  XeNnaTOpPHOM
Tepanun WAM  YCMeWwHOM MNPOBEAEHUN TpaHCMIaHTauMM MeyeHu MporHo3 3abonesaHus
61aronpuATHLIN.

MporHo3 npv BB cBsi3aH CO CTEMEHbI0 AEKOMMEHCALMM MEYEHOUHBIX (DYHKLUIA, TAXKECTHHO
HEBPONOrMYECKO CUMNTOMATUKN U MPUBEPXEHHOCTbIO Tepanuu. Hopmanusauus neyeHOUHbIX
(yHKUMIA NponcxoauT Ha 1-2 rofly Tepanuu U He NPOrpeccupyeT Npu NoJIHOM BbIMO/THEHUW BCEX
peKoMeHaLui.

HeBponornyeckas cumMmntomatuka BB nuwb 4yacTMyHO obpaTuma npu  Tepanuu
XenatopaMum U NpPoBefeHWM TpaHCniaHTauuMn MeYyeHn, 4YTO CBHA3AHO C HeobpaTMMbIMU
MopaXKeHUAMMN MOLKOPKOBbIX fAep rosI0BHOro Mo3ra TOKCUYECKMMUN KOHLEHTpauuaMm Meau.

KoHcepBaTvBHas Tepanus He aeKTUBHA NPU (PYIbMUHAHTHOM TeyeHWUU 3ab0neBaHus.

KpuTepuun oUeHKN Ka4yecTBa MeAMLNUHCKON NOMOLLM.

Ne Kputepuia OueHka
BbIMOJSIHEHNSA
1 BbINnonHeHO uccnegoBaHNe KOHLUEHTPaUUN YPOBHSA Oa/Het

LlepynoniasMmHa B CbIBOPOTKe KPOBU Kaxable 1-3 mecaua Ao
HaCTYNeHns pemmuccun, n fanee Kaxaole 3-6 mecaues (BO3MOXHO
yale no nokasaHusaMm)
2. BbINo/MHEHO onpefeneHne CyTOYHONM 3KCKpeLun mecsua Ao Ha/Het
HacTyneHNs pemuccun, n ganee kaxasle 3-6 mecsues (BO3MOXHO
yalle Nno nokKasaHUsM)
3. BbinonHeHo onpefeneHnem Mean B moue Kaxable 1-3 Mecsua o Oa/Het
HaCTyN/IeHUA pemuccun, 1 ganee Kaxaple 3-6 mecsLes (BO3MOXHO,
yale no nokasaHuam).
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10.

12.

13.

14.

BbINonHeH 06LWMIn (KNMHUYECKNIA) aHaNU3 KPOBW pa3BepHYThIN 1 Ha/Het
pa3 B Hefento Ha aTane cTapTa Tepanuu, ganee Kaxgble 1-3 mecaua

[0 HacTynneHus pemuccun, 1 ganee Kaxzable 3-6 mMecaues

(BO3MOXXHO Yallle Mo NnoKasaHusm).

BbINoMHeH aHaTN3 KPOBY BUOXUMMNYECKMNIA 00LLLeTEpaneBTUUYECKNIA Oa/Het
(onpepeneHne aKTUBHOCTM anaHWHaMUHOTPaHCchepasbl B KPOBY,

aKTMBHOCTYM acnapTataMUHOTpaHcdepasbl B KPOBU, YPOBHSA 06LLEro

6unnpyburHa B KPOBM, YPOBEHb BUINPY6OUHA CBA3AHHOIO

(KOHBIOTMPOBaHHOI0) B KPOBW, OMNpesesieHne akTUBHOCTH

LLeNI0YHOIN (hochaTasbl B KPOBU, ramma-rioTaMuaTpaHchepasbl B

KPOBM, YPOBEHb KpPeaTUHMHA B KPOBUW, YPOBEHb MOYEBUHbI B

KpoBW) 1pa3 B HefeNt0 Ha aTane cTapTa Tepanuu, fadee Kaxible 1-

3 Mecaua Ao HaCTyNNeHNsa peMuccumn, 1 fjanee Kaxable 3-6

MecALEeB (BO3MOXHO Yallle Mo NnoKasaHusaMm).

BbINoNHeH 06LLEKTMHUYECKMIA aHa/IM3 MOYM 1 pa3 B HefleNto Ha Oa/Het
aTane cTapTa Tepanuu, fanee Kaxable 13 mecsua fo HacTynneHus

pemuccum, 1 ganee kaxgble 3-6 mecsAues (BO3MOXHO yalle no

NnoKasaHuaMm).

BbinonHeHa KoarynorpaMmMa (OpMeHTUPOBOYHOE UCCNeA0BaHMe Oa/Het
CUCTEMbl remocTasa): onpegesnieHne NpoTPOMOUHOBOIO

(TpOM60OMNACTUHOBOIO) BPEMEHM B KPOBM WM B M1a3Me U

MeXAyHapo4HOro HopMannM3o0BaHHOro oTHoweHns (MHO) 1pa3 B

HeAento Ha aTarne cTapTa Tepanuu, faTee Kaxable 13 mecaua 1o

HaCTyMn/eHNs peMuccun, 1 aatee kaxaple 3-6 mecsLes (BO3MOXKHO

yalle no nokasaHusm).

BbINoMHEHO Y bTpa3ByKOBOe UCCNe[0BaHNE OPraHOB OPHOLLHOM Oa/Het
nosiocT (KOMMN/IEKCHOE) Kaxable 3-6 MecALeB (BO3MOXHO Yalle Mo
NMOKa3aHUAM).

BbinonHeHa SnacTtoMeTpua nevyeHn Kaxkable 3-6 MecaLeB Ha/Het
(BO3MOXKHO YalLe Mo nokasaHuam).
BbinonHeHa KOHCYNbTauua Bpaya-opratbMosiora ¢ 0CMOTPOM C Oa/Het

LLie1IeBO 1aMMNOM NPU NOCTAaHOBKe fMarHo3a Kaxzable 3-6 mecsues
(BO3MOXXHO YalLle Mo nokasaHuam).

BbinonHeHa KOHCyNbTaLuMa Bpaya reHeTUKa npu noctaHoBKe Oa/Het
AvarHosa

BbINOMHEHO MOMEKYNIAPHO-TEHETUYECKOE UCCNefoBaHne MyTaLmia Oa/Het
reda ATP7B npu noctaHoBKe fnarHosa

BbinonHeHo Ha3HayeHWe npenapata Ha/Het
NeHNUNNNaMUH NOXU3HEHHO, eC/IN He UMetoTCA

NpOTUBOMNOKa3aHWs

BbINONHEHO Ha3HayeHWe AWeTbl, HANPaBIeHHON Ha YMEHbLLEHME Oa/Het

MOCTYNNEHNSA Meau B OpraHn3m
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MpunoxeHue Al.

CocTaB pabouei rpynnbl

1. Kpeuyn Hatanba BnagnmupoBHa - Bpad ractpoaHTeponor, I'Y PKB.

2. KonTiok XXaHHa HuKonaeBHa - Bpay HEBPO/IOr BbICLUE/ KaTeropum HeBpOSOrMYecKoro
AvcnaHcepa 'Y PIrBOB.

3. CepuoBa AHHa MuxainoBHa - Bpay HeBPO/OT BbICLUEN KaTeropuu, 3aMecTuTe/lb r1aBHoro
Bpaya no megmumnHckon yactm 'y PrBOB.

4. Haruy Anna BnacoBHa - 3aBegyloulas KIUMHWKO-AMAarHocTuyeckon nabopatopuein Iy
Pr’MBOB.

5 [apui HOpuini AneKceeBMY - TNaBHbIA BHELTATHbIA PEHTIeHO/Or, 3aBefyoLunia

KOHCY/IbTaTUBHO-ANarHOCTUYECKNM OTAENNEHNEM

KnnHuyeckne pekomeHpauumn cosfaHbl Ha OCHOBaHWWM COBPEMEHHbIX MeXAYyHapOAHbIX
K/IMHUYECKMX PEKOMeHAauuii No AMarHOCTMKE, NIEYEHUI0 WU BeAEeHUIO NauMeHTOB C 60/1e3HbI0
BunbcoHa.

BonesHb BunbcoHa OTHOCKTCS K peiKUM Hac/neACTBEHHbIM 3a60/1eBaHMAM, YTO UCK/OYaeT
BO3MOXXHOCTb MpOBeAeHNs B60/bLUINX KOrOPTHbIX M PaHAOMMU3MPOBAHHBLIX KOHTPOSIMPOBaHHbIX
nccnefoBaHUiA M ANa co3gaHusi NPOTOKOMOB AMAarHOCTUKM WM Tepanuu MCMoMb3yTCa NULLb

TemMmaTn4yeckmne nccnegoBaHnAa 3KCNepTos, OI'Iy6I'II/IKOBaHHbIe B nocnegHne gBa AecATUNEeTUA.

LleneBas ayanTopus faHHbIX KIMHUYECKUX PEKOMEHAALNIA:
1. Bpaun-ractpoaHTeponoru;
Bpaun o6Lein BpauebHON NpakTUKK (CeMeiHble Bpayn);
Bpaun-tepanesTsl

Bpaun-reHeTuku;
Bpauun-nabopaHThl;

Bpaumn-natomopdonoru;

2
3
4
5. Bpaum ynbTpa3ByKOBOW AMarHOCTUKM;
6
7
8. CTyfeHTbl MeaAnUNHCKNX BY 308;

9

O6yuatoLLuecs B OpanHaType ¥ MHTepHaTYpe.
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MpunoxeHune A2.

CnpaBoYHble MaTepuanbl, BKKOYasi COOTBETCTBME MOKa3aHWUN K
MPUMEHEHMIO 1 MPOTMBOMOKAa3aHWi, CNOCO60B MPUMEHEHMS U 403
NeKapCTBEHHbIX MPenapaToB MHCTPYKLUMN N0 NPUMEHEHUIO
NeKapCcTBEHHOrO npenapata

[aHHble KAWHWYECKMe peKoMeHAauuy pa3paboTaHbl C Y4&TOM  Cheayrtowmx HOpMaTWMBHO-
NPaBOBbIX AOKYMEHTOB:

1 3akoH lMpupaHecTpoBcKoit Mongasckoit Pecnyb6nvkm ot 16 sHBaps 1997 roga Ne 29-3 «0O6
OCHOBax OXpaHbl 340p0BbA rpaxaaH» (C3MP 97-1);

Mpukaz MuHWcTepcTBa 34paBooxpaHeHuns MpugHecTposckor Mongasckoi Pecny6nvku ot 1
Hos6psA 2022 roga Ne 894 «O6 yTBepXAeHUUN [MepeyHs XM3HEHHO BaXKHbIX NIeKapCTBEHHbIX

CPeLCTB AN MEAULMHCKOrO NpUMeHeHMs» (permctpaumoHHblid Ne 11398 ot 25 Hosbpsa 2022
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MpunoxeHune b.
ANTopuTMbl LeNCTBUA Bpaya.
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MpunoxeHue B.

MHpopmaumsa gna nauneHToB

bonesHb BuWnbCOHa OTHOCUTCA K uucny Hambonee TPYAHO AMArHOCTUPYEMbIX
3ab60M1eBaHNIA MEeYEeHN B CBA3N C AANTENbHbIM 6ECCMMNTOMHbLIM TeYEHWEM, OCOBEHHO Ha
HaYaNbHbIX CTaAMsX 3aboneBaHNUs, 1 60bLUNM pa3HOO6pa3MeM KIMHUYECKO cMMNTOMaTUKK. B
CBSI3W C 3TMM BB Heob6xoAMMO WCKA4YaTb Y KaXKAOro nauueHTa BO3pacTa C HEYTOUYHEHHbLIM
3ab6o0n1eBaHMEM neyvyeHn. Pa3paboTaH YETKWIA anropuTtM AMarHOCTUKM BB, 4TO NO3BONSET TOYHO

noaTeepAnTb NN ONPOBEPTHYTL ANATHOS.

CBOEBpPEMEHHOE Ha3HauyeHWe MaToreHeTMUYeckoli Tepanuu npu BB conpoBoXpaetcs
PErpeccoM KAMHMYECKO/ CUMNTOMATMKK, NpefoTBpaLleHeM hopMUpPOBaHNS LiPPo3a NeYeHn 1
HEBPO/IOFMYECKOW CUMMTOMATMKK, YNYULIEHWEM KauyecTBa XXM3HW U COLMaNbHOM ajanTauum

pebeHKa.
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MpnnoxeHwne I'.

LLIKasibl OLeHKN, OMPOCHUKN U T.[4., NPUBEAEHHbIE B TEKCTE KIMHNYECKNX
peKoMeHgauni.

dopmynbl ana pacyéta naouwiaam nosepxHoctn tena (MMT)
- ®opmyna Moctennepa (Mosteller, 1987):
MMAT(m2) = ~sec(kr) x poct(cm) “m3600
- ®opmyna tobya n Arobya (DuBois & DuBois, 1916):
MMT(m2) = 0.007184 x Bec(Kr)045 x poct(cm)075
- ®opmyna tobya n Arobya (Mogndukaums):
MMT(m2) = Bec(Kr)0425 x pocT(cm)°®-75 + 139.2
- ®opmyna Xeiikoka (Heycock, 1978):
MMT(m2) = 0.024265 x Bec(kr)0537 x pocT(cm)0-364
- ®opmyna NexaHa n Ixopgxa (Gehan & George, 1970):
MMT(m2) = 0.0235 x Bec(Kr)0514% x pocTt(cm)042246
- ®opmyna boinga (Biyd, 1935). BHumaHue! Bec ykasaH B rpammax:
MMAT(M2) = 0.0003207 x BeC(I) ©-™5.-0.0188 K«1OM«T» X poct(cm)0.3
- ®opmyna ®ya3mmoto (Fujimoto, 1968):
MMNT(m2) = 0.008883 x pocT(cm)0633 x Bec(kr)0444
- ®opmyna Takaxupa (Takahira, 1925):

MrT(m2) = 0.007241 x poct(cm)075 X Bec(kr)045
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OueHKa TSXKeCTM COCTOSIHUSI U MPOrHo3a pasBUTUS 3a601eBaHus (pasden LKabl)

[N OLEHKM TSXKECTU COCTOAHWUA MauneHToB ¢ 60/1e3HbI0 BunbcoHa-KoHoBanoBa MOXHO
ncnonb3osatb Wkany H. M. FonbgwTeiiHa B mogudukauum B. B. Monewyka (tabn. 1). Ecan
cymma 6annioB < 10, cTeneHb MOpaXKeHMs pacLeHMBaeTCs Kak nerkas, ot 11 fo 24 6anios - Kak

CpeaHel TSHXKeCTuH, OT 25 6a/1N0B - KaK TsHKenas.

Tabnumua 1. LWkana oueHKM TsKecTn cocTosiHus 6onbHbIX BBK (no N. P. Goldstein, B

moaudmkaummn B. B. MNonelyyka)

CvmnTom Bblpa)KeHHOCTb bann
Tpemop OTcyTCcTBYET 0
Jlerkunii n pegko BO3HMKAKOLWMNIA B CPeLHCHU3N0N0rMYECKOM NookeHun 1

CpegHuii No amnnnTyje, He MOCTOSIHHbIN, OXBaTbIBAKOLMIA OAHY WU [Be 2
KOHEeYHOCTM

CpegHuii no amnanTyfe C pacrnpocTpaHeHWeM Ha pyku W Horu, 3
hononupytowero  TUNa, 3HAYNTENbHO  3aTPYAHAKOLWMA  BbITOBYHO
peabununTaumto

BblpaXeHHbIN,  FeHepas30BaHHbIA,  APOXaTeNbHbI  FUMNepKuHes, 4
KPYMHOAMNNTYAHbIW, paCNPOCTPAHAIOLLMIACA HA MbILLbI TY/I0BULLA, LUEW,
KOHEeYHOCTel, He Mo3BONAOLWMNIA 60/IbHOMY 06X0ANTLCA 63 NOCTOPOHHE

nomoLuu
MbILIEYHbI He HapyLueH 0
TOHYC Nerkas BA3KOCTb B MpoHaTOpax-CynuHaropax, crmbarensx- pasrmnbarensx 1
PYK W HOT, TMMOTOHNA
MblLeyHas purnaHoCTb OT YMEPEHHOMW [0 CpesHein 2

3HaunTeNnbHOe M3MEHeHVe MbILEYHOro TOHyca Mo MnacTuyeckomy Tuny, 3
HO C COXpaHeHWEM BO3MOXXHOCTU MPOU3BOAUTL ABUXKEHWUA B MONHOM
obbeme
TsxKenasa akcTpanupamuHas pPUrMLHOCTb, MONHBLIA 00beM [ABUXEHWI 4
[OCTUraeTca ¢ TPYAOM WU HEBO3MOXKEH
CnocobHocTb  HopmanbHas 0
X04uUTb He3HaunTeNbHas 3ameA/IeHHOCTb NpU XoAbbe UnK oTAeNbHble U3MeHeHUs 1
B MOXOAKe Mpu NepessudKeHnn Briepes
BblpaykeHHas 3aMef/IeHHOCTb NPU HaNN4YMmM CNOCOBHOCTM K NMPOXOXAEHMIO 2
BCEro pacctosHus 6e3 NoCTOPOHHel NMoMOLLY
Cnoco6HOCTb K MPOXOXAEHWIO BCEr0 PacCTOAHUA, HO NNLLb C MOCTOPOHHER 3
MOMOLLbHO
HecnocobHOCTb X0ANTL faXKe C MOCTOPOHHEN MOMOLLbHO 4
Peub HopmanbHasa 0
CMasaHHas, MOHOTOHHas, C HeJOCTaTOYHOW apTUKynaLmen 1
CKaHAMpoBaHHas peyb, ro/oc ¢ rHycaBbIM OTTEHKOM, ApOXaHue ronoca 2

52



1F110TaH ne

PaBHOBecue

YpoBeHb
CO3HaHuA

MopaxkeHwne
neyeHn

MopaxkeHwne
Ce/fie3eHKM

OcnoXxHeHus

BblpaxeHHas An3apTpus, NPOU3HECEHNE OTAEMbHbIX CNOB, AU3aPTPUSA

lMpon3HeceHne OTAe/bHbIX 3BYKOB, aHapTpus
He HapyLLeHo
3amefneHHo
MonepxusaHue, NnceBaobynb6apHbI CUHAPOM
3aTpyAHeHMe Npu rnoTaHWMW, rNoTaHWe B (DMKCMPOBAHHONM M03e (nexa u
r.a.)
[uncarns, 3HaunTeNbHOE 3aTPYAHEHWE NPU F0TaHUN
HapyLueHnii HeT
AHOpManbHOe, He BOocCTaHaB/MBaeMoe 6e3 MOCTOPOHHEN NOMOLL
MageHwne B ciyyae OTCYTCTBMA MOALEPIKKU
Hecnoco6HOCTb CTOATL Ha HOrax, NOCTaB/eHHbIX BMeCTe
Hecnoco6HOCTb CTOSATH [aXe Ha LUMPOKO paccTaBleHHbIX Horax 6e3
MOCTOPOHHE NOMOLL
FAcHoe
OrnyweHue | cTeneHu
OrnyuweHwue Il cTeneHn, conop
Koma |
Kowma Il - 111
be3 n3ameHeHwui
["'enaTomeranusa
YMeHbLLEeHe pasmepa rneyeHu
rmnepTpoua unmM rmnoTpous NeYeHN B COYETaHUM C OTEKAMU, aCLiUTOM,
renaro-AneHasibHbIM CUHLPOMOM, UKTEPUYHOCTLIO CK/ep
XKentyxa, HapyLleHne  CO3HaHwuA, reMonus, oUnMpybuHemums,
renaTopeHasbHbIn CUHAPOM
Be3 nsmeHeHwui
CVHAPOM CKaHUPYHOLLE Cene3eHKu
CnneHomeranusa
TpombounToneHns, akTMBHoe HakonieHwe PPIT (Tc-98) B mnockux wu
TPy6UaTbIX KOCTAX MPU CKEHUPOBAHUN
enato-nMeHanbHbI CUHAPOM, aHEMUS, NEAKONeHNs
HeT ocnoxxHeHwit

npw Tepanuu d- lepmatosbl, AUCMENCUSA

NMNAM

MopaxeHwne
noyek

Jk3auepbaums HEBPONOrMYECKOW CUMMTOMATUKM

Jk3auepbaums coMaTMYeCKon CUMNTOMATUKN

Jk3auepbaymss HEBPONOrMYECKOW W COMATMYECKON CMMMNTOMATUKMK,
remMonn3, MeyeHOYHO-NoYeyHasds HeAoCTaTOYHOCTb,  He(POTUYECKWIA
CUHAPOM, UUTONEHUS

HeT HapyLleHui

YmepeHHas aputpoumtypusa (4o 10 B none 3peHus)

Neikouuntypus

MpoTenHypusa

[1oBbIWEHNe YPOBHA MOYEBUHbI, KpeaTUHUHA, ONNTrypus

OtcyTtcTByeT

He meHee 1roga

33
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4
0
1
2
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JleueHne d-OT 140 3 net 2

NAM OT 30 5 net 3
bBonee 5 net 4
Cymma 6ansnos:
O- HEeT KIMHUYECKNX 1-10 6annos 3-25 6annos,
NposBeHNI 2-15 6annos 4 —30 n 6onee 6annos

KoMMeHTapuid: Ha CMeHy eii, B Gnv>Kaiiluee BpemMsa MOXKeT MpuiATK HoBas wWwkava - Unified
Wilson’ disease Rating Scale (UWDRS), KoTopas B HacToOsLWee BpeMa gopabaTbiBaeTcsA U
yTOYHAETCA.

MporHo3 pa3BuTUA 3a60/1eBaHUS NPU CBOEBPEMEHHOW AMArHOCTUKE W Hayasie NeyeHus,
CO6NI0LEHNMN NALMEHTOM PEeKOMeHJaUWin Mo JIeYeHU0 W MOHWUTOPUHTY 61aronpuAaTHbLIN.
MauneHTbl HUYEM He OTIMYAtOTCA OT OKpYXXatoLWwmx nogei. Yem nosgHee NocTaBneH AuarHo3 u
Mo3)e HayaTo NneyveHvie, TeM 60/1ee BbIpaXeHbl U MeHee 06paTVMbl NPOSBNEHNS 3a60/1eBaHNS.

Bes NeyeHus 6one3Hb BunbcoHa-KoHoBanoBa ABnaeTca XPOHWYECKUM
nporpeccupyroiMMm  3aboneBaHveM, MNPUBOAAWMM K WUHBA/IMLHOCTM M COKPALLEHUIO
MPOLO/IKUTENBHOCTA XMU3HW NaLNeHTOB.

Hanbonee uvacto/i MpUUYMHOW CMepTU  SABNAKOTCH  (DYNIbMUHAHTHAA  MNeyYeHOYHas
HECOCTOATEe/IbHOCTb W MEeYEeHOYHas HeLOCTATOYHOCTb BCMEACTBME [EeKOMMEHCUPOBaHHOIO
LMppPO3a NeyeHu.

Pexxe fleTanbHbI MCXOL HacTynaeT B pe3y/bTaTe OC/IOXHEHWUIA NPOrpeccupyroLLero
MOPaXXEeHNs HEPBHOW cucTembl. OxXugaemas NPOAO/MKUTENbHOCTb XXU3HW Y MauUeHTOB C

LiepebpanbHOi (hopMoitl 3a60neBaHns, Bbille, YeM ¢ a6A0MUHANbHOMN.
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LLIkana oueHKN ypOBHeW AOCTOBEPHOCTM AoKasaTenbcT (YAL4) ana metoaos

ANarHoCTuKn (,D,VIaFHOCTI/I‘-IECKI/IX BMeELLaTe/l bCTB)

yan PacwundgpoBka
1

CuctemaTuyeckne 0630pbl  MCCNEAOBaHUIA C KOHTPONeM petepeHCHbIM  MeTOAOM UK
CUCTEMATUYECKMIA 0630p PaHAOMU3NPOBAHHbIX KMIMHWYECKUX WUCCNefoBaHUA C MPUMEHEHUEM
MeTa-aHaim3a

OTAenbHble  WUCCNEfoBaHUS C  KOHTpPoneM  peddepeHCHbIM  MeTOAOM  WAM  OTAefbHble
PaHJOMM3NPOBAHHbIE  K/IMHWYECKWE  WCC/MEAOBAHMS M CUCTEMATMUYECKME  0630pbl
nccnefoBaHuii N06GOro Au3aiiHa, 3a WCKNOYEHUMEM  PaHAOMU3MPOBAHHbLIX  KMHUYECKMX
“ccnefoBaHuiA, ¢ NPUMeHeHMeM MeTa-aHanm3a

WccnegoBaHns  6e3  MOCMEA0BATENbHOTO  KOHTPOAA  pediepeHCHbIM  MeTOAOM WK
NCCNEOBaHNSA C Pe(epPeHCHbIM METOAOM, He SIBNSIOWMUMCS He3aBUCUMbIM OT UCCNELyemMoro
MeTOoAa WM HepaHAOMU3VMPOBaHHbIE CPaBHUTENbHbIE WCCNEeA0BaHNs, B TOM YMCe KOTOPTHble
1CcneaoBaHus

HecpaBHWUTENbHbIE UCCME0BAHNS, OMUCAHNE KAVHUYECKOTO C/lyyas

NmeeTcs NuiLb 060CHOBaHME MexaHU3Ma [eiiCTBUS UM MHEHME 3KCNepToB

Tabnmua 2. LLkana OUEHKM YPOBHE [OCTOBEPHOCTW fokasaTenscTB (YA4)4ns MeTofoB

NPOMUNAKTUKK, NIeHeHNa 1 peabunutaumm (NPonNakTUYecKnx, nevyedbHblx, peabunmnTaLMoHHbIX

BMeLLaTeNbCTB)
yaoa PacwudgpoBka

1 Cwuctematnyeckuin 0630p PKW ¢ npumeHeHnem meTa-aHanm3a
OT1penbHble PK 1 cuctemaTuyeckne 0630pbl MCCnefoBaHMiA NHO6GOro An3aiiHa, 3a UCKIHOYEHNEM
PKW, ¢ npumeHeHneM MeTa-aHanm3a

3 HepaHAOMMW3MpPOBaHHble CPaBHUTENbHbIE UCCNEA0BAHMS, B T.4. KOTOPTHbIE UCCNEL0BaHNS

4 HecpaBHWTe/bHbIE MCCNEA0BaHWSA, OMWUCAaHWE KAWHWYECKOrO Cryyas WAU  CEepUM  Cryuvaes,
nccnefoBaHNA «Cy4van-KOHTPOb»

5

NwmeeTcs nuwb 0GOCHOBaHWME  MexaHW3Ma [AelCcTBUS  BMelLaTenbcTBa  (AOKIMHUYECKME
1CCNefoBaHNs) UM MHEHUE 3KCTepPTOB
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YYP

Tabnuua 3.

LLIKana oueHKM YpOBHeli yoeanTenbsHOCTU pekoMeHaaunii (YYP) ans MeToaos

NPOPUNAKTUKN, ANArHOCTUKM, NledeHns 1 peabunutauumn (NPpoPuNakTUYeCcKumx,

[NArHOCTUYECKMX, NIeHeBHbIX, peabnnuTaLMoHHbIX BMELLAaTeNbCTB)

Pacwungpposka

CunbHas pekoMeHgauus (BCe paccmatpuBaemble KpuTepuu 3(MEKTUBHOCTM (MCXOLbI)
ABNAKOTCA BaXHbIMW, BCE WCCMEA0BaHUS UMEHT BbICOKOE WM YAOBETBOPUTENIbHOE
MeTOZLO/IOrMYEeCKOe KauyeCTBO, WX BbIBOAblI MO WHTEPECYIOWMUM MCXoLaM SABNAKOTCA
COrNacoBaHHbIMW)

YcnoBHas pekoMeHzaumsa (He Bce pacCMaTpuBaeMble KpUTEPUM IPPEKTUBHOCTM (MCXOAbI)
ABNAOTCA BAXHbIMW, He BCE WCC/EA0BaHWUS UMEKT BbICOKOE WM Y[0BNETBOPUTENbHOE
MEeTOA0M0rMYeCcKoe KauecTBO U/MIKN MX BbIBOAbI MO MHTEPECYIOLLUM UCXOAaM He ABNAIOTCA
COr1acoBaHHbIMW)

Cnabas pekomeHgaumsa (OTCYTCTBME [OKa3aTeNbCTB Haj/iexallero kadectea (Bce
paccmaTpuBaemble KpUTepUU 3MHEKTUBHOCTU (MCXOAbl) SABNAKOTCA HEBaKHbIMMW, BCe
NCCNnefjoBaHNA MMEKT HU3KOe METOAON0rMYecKOe KayecTBO U WX BbIBOAbI N0
MHTEPECYHOLLMM UCXOLAM He ABMIAKTCSA COrnacoBaHHbIMU)
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CocTaB 3KCNEePTHOWM rpynnbl Mo NPoOBeAEHUI0 3KCNEPTU3bl MPOEKTOB KMHUYECKUNX
pPeKoMeHAaL M Mo BONPOcaM OKa3aHMst MeMULIMHCKOW MOMOLLIA:

1.Mpefcenatenib 3KcnepTHoW rpynnbl: Manués Bsuyecnas BnaguMumpoBMY - [NaBHbIN
cneynanucT Ynpas/ieHus opraHv3auuy MegULMHCKON MOMOLM U pacCMOTPEHUs o6paLLeHui
rpaxgaH W opraHusauuii MuHucTepcTBa 34paBoOXpaHeHus [puAHECTPOBCKOW MonaaBCcKoi
Pecny6nuku, TrNaBHbI BHeWTaTHbIA  CMeuuannucT Mo CKOPOA  MeAWLMHCKOM  MoMOoLLm
MuHuCTepcTBa 34paBooxpaHeHuns MpugHecTpoBckoli Mongasckoi Pecny6anku, rnaBHbIl Bpay
rocyfjapCTBEHHOr0 YyupexzieHus «PervoHaibHas CTaHUMS CKOPOM MeAWLMHCKON MOMOLLU»
ropofa beHgepsl,

2.3aMecTUTeNb npefacegatens akcrnepTHon rpynnbl: KpaBuoBa AnnHa [eHHajbeBHa -
rNaBHbIA CcneuranucT YnpaBfeHUs opraHusauuv MeauLMHCKOW MNOMOWM U pacCMOTPeHus
obpalleHnin rpaxgaH W opraHusaunii  MuHucTepcTBa 34paBooXpaHeHus [puAHECTPOBCKOW
Mongasckoin Pecny6nuku, KaHAuAaT MeLUUMHCKUX Hayk, goueHT Kadeapbl neguarpum,
aKyLlepcTBa U FMHEKONOrMWN MeLULMHCKOTO (hakybTeTa rocyapcTBeHHOro obpasoBarte/ibHOro
yupexaeHusi «MpuaHecTPpoBCKON rocyaapCTBEHHbIN yHUBEpCUTET MMeHun T.IM. LLieBYeHKO», Bpay-
neguatp, HeoHaTonor,

3. CekpeTapu 3KCMNepTHON rpynnbl:

1) T'ypeukas EneHa BaneHTMHOBHA - rNaBHbIi CNeuuanucT YnpaeneHWUs OpraHv3auum
MEAMLMHCKON NMOMOLLM N pacCMOTPeHMs 06palleHnid rpakaaH v opraHusaunii MuHmucTepcTsa
34paBooxpaHeHus MpuaHecTpoBCKon Mongascko Pecny6iunku;

2) KoweneBa Hatanba WropeBHa - rNaBHbIA CAeuuanncT YnpaBineHUs OpraHu3aumm
MeAVLMHCKOM NOMOLLM W pacCMOTPeHUs obpalLeHnid rpaxiaH v opraHusaunii MuHuctepcTsa
3apasooxpaHeHus MpugHectposckot Mongasckor Pecnybnvku.

4. YneHbl 3KCNEPTHOW rpynnbl:

1) Ibipby Banepma AHApeeBHa - Haya/lbHUK YNpaBieHWs HOPMATUBHO-MPABOBOrO,
[LOKYMEHTAUMOHHOro, WMHMOPMaLMOHHOIO 06ecrneyeHUss M CUCTEMHOr0 aAMWHUCTPUPOBaHUSA
MuHucTepcTBa 34paBooxpaHeHns MNpruaHecTpoBCKoi MongaBckoli Pecny6nnku;

2) MapbAH AHacTacua AHTOHOBHa - HadvanbHWK OThena opraHv3aumMu neKapcTBeHHOro
obecneyeHVss YnpaBfeHUs opraHv3auuy MefuUMHCKOW NMOMOLLM M pacCMOTPEHUs obpaLleHuii
rpaxgaH u opraHusaunii MuHucTepcTBa 34paBOOXpaHeHus [MpuAHECTPOBCKOM MonaaBCKoi
Pecny6nuku;

3) Okywko PocTucnas BnagymMupoBMY - FNaBHbI Cheunannct YnpasieHUs OpraHusauuu
MeAMLMHCKON MOMOLLM M PacCMOTPEHUA 0OpaLleHnid rpaxaaH 1 opraHusaunmini MuHucTepcTBa
34paBooxpaHeHus MpuaHecTpoBcKoit MongaBcko Pecny6nvky, KaHAMAAT MeANLMHCKUX Hayk,
[OLEHT, pPYKOBOAUTENb rOCYAapCTBEHHOro 00pa30BaTe/lbHOr0  YUPEeXAeHWs  CPefHero
npotheccnoHanbHOro  06pas3oBaHusi  «PUAHECTPOBCKUIA  FOCYAAPCTBEHHbIA  MeAULMHCKMIA
KonnemK umeHun J1.A. TapaceBnya»;

4) Tapby3 MBaH ®PuNuMnnoBuY - [JOKTOP MeLUUMHCKMX HayK, Npodgeccop, 3aBefyoLunia
Kathepbl TPaBMaTON0rMK, OPTOMEANN N IKCTPEMASIbHON MeAULMHbI MEAULMHCKOrO (hakynbTeta
MpuaHecTpoBCcKOro rocyfapcTBeHHOro YHueepcuteta umeHn T.IM. LLIeBYEHKO;

5) lopwkoB Hwukonaii WBaHOBMY - T[NaBHbIA CNeunanucT YnpaeieHUs opraHusaumm
MEeAMLMHCKON MOMOLLM 1 pacCMOTPeHMs 06paLleHnin rpaxaaH 1 opraHusaumii. MuHucTepcTBa
3paBooxpaHeHnsa TMpugHecTpoBCcKo MongaBckoil  Pecny6imKu, TNaBHbIA  BHELTATHbIN
OTOPUHOMAPUHIONOr WU YeNCTHO-NNLEBOA  XMpYpr  MuHUCTepcTBa  34paBOOXPaHEHUs
MpuaHecTpoBcko Mongascko Pecny6nunku, 3aBefytOWMin  OTAENEHWUS TOMOBbI, LUEN W
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BOCCTaHOBUTE/IbHOW  XUPYPrMM  rOCyAapCTBEHHOro  yuypexzaeHus  «PecnybnvKaHcKas
K/IMHMYecKas 60/bHMLa»;

6) KauaBenb Onbra HukonaeBHa - 3aBegytowlas OTAeNEHUEM  [AOMONHUTENLHOMO
npoeccrMoHanbHOro 06pa3oBaHNsa rocyapcTBeHHOro 06pa3oBaTe/IbHOr0 YUpeXaeHns CpeaHero

npoeccnoHasibHOro  06pa3oBaHns  «[1PUAHECTPOBCKUIA  FOCYAAPCTBEHHbLIA  MEAULMUHCKMNI
KonnemK nmeHun J1.A. TapaceBnya»
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JKcnepTn3a NPoeKTa KANHUYECKUX peKOMeH,D,aLI,VIIZ
no creunansHocTn «Hesponormns»

BPAYOM- HEBPOJIONOM BbICLLEW KBAM(UKALMOHHON KaTeropuu, 3as.
HEBPOMOTMYECKUM OTAENEHNEM MO NeyeHnto 60bHbIX € ITMK (aHr noHeBposnorus)
'Y «Pr'iABOB» byTteHko XX.[.

Ha akcnepTusy, cornacHo lMpukasa M3 | IMP npeacTasieH MPOeKT KIMHNYECKNX
pekomeHAaumnin «enaToneHTUKynsapHas gereHepaums (6one3Hb BunbcoHa -
KoHoBasioBa)», Ha 46 nunctax, paspaboTaHHbIn B 2024 rogy.

CornacHo Mpukasza M3 MNMMP, BblleyKa3aHHbIA NPOEKT KNMHUYECKNX
pekoMeHJauUmMii NpeacTaBeH paboyeld rpynmnoii B cocTaBe:
npeacegatens paboyei rpynmbi

CepuoBoii A. M. - 3aMecTUTENS FNaBHOrO Bpaya o sie4ebHo Yactn Iy
«PI'IBOB», Bpa4a-HeBPO/iOra BbICLLE KaTeropum;

ufeHoB pabouyelt rpynnbi:

KonTtok XK.H.-Bpaya-HeBposiora BbICLLE KaTEropuM HEBPOIOTMYECKOro
amcnaHcepa 'Y «PIr'iiBOB»;

Kpeuyn H. B. - Bpaya-ractpoaHteponora, 'Y «PKbB».

TWTyNbHas CTpaHMLA NPOEKTa KIMHUYECKMX PEKOMEHALMIA COOTBETCTBYET
TUMOBOIN TUTY/IbHOW CTPaHWLLe, COrnacHo npunoxeHuto Ne 4 K Mpukasy Ne 363
M3 MMP. MpeAcTaBneHHbIA Ha 3KCNePTU3Y NPOEKT KIMHUYECKMX PeKOMeHAaLMiA
MO CBOEI TUMOBOW CTPYKTYpe COOTBETCTBYHOT TpeboBaHmaM lMprkaza Ne 363 M3
MMP. B npoekTe KIMHUYECKMX PeKOMeHAAUMUIA NpeacTaBneHbl COBPEMEHHbIE
KnaccuuKaLmm naTonormyecknx HapyLLeHUA Npu renatoneHTUKYNSPHON
[ereHepaumn, naTtoreHe3 v 0C/I0KHEHNA JAHHOIO MaTo/I0rMYecKoro COCTOAHNSA; Ha
COBPEMEHHOM YPOBHe, C JoKa3aTe/IbHON 3(EKTUBHOCTLIO OTPaXKEHbI KMHMKA,
neyeHne, npogmnakTka 6onesHn BunbcoHa-KoHOBasoBa, METOABI U BUAbI

peabuuTaumm, NPOrHO3 N UCXOAbl NPU Pa3BUTUN OC/IOXKHEHWIA AaHHOTO
3a00/1eBaHS.

Mpw ONMcaHWK B NMPOEKTe KIMHUYECKMX PEKOMEH/ALIMI YKa3aH YPOBEHb
y6eanTeNbHOCTM [0Ka3aTeNbCTB, LIeNIeco06pasHOCTH ero NPUMEHEHMS C YYeTOM
YHU(MUMPOBAHHOM LUKa/Ibl OLEHKN YOeaUTeNbHOCTU AOKa3aTeNbCTB.

3ameyaHuii no npeacTaBneHHOMY MPOEKTY KITMHNYECKUX peKOMeH,ﬂ,aLI,VIVI
IKCNEPTOM HE BbIAB/IEHO.

KOH(MKT MHTEPECOB Y 3KCMepTa OTCYTCTBYET, O YeM 3aro/iHeHa «[leknapauus
OTCYTCTBUS| KOH(NIMKTA MHTEPC

26 fekabpsa 2024 ropa. byTeHko X.[,.
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«[leknapauusa oTCyTCTBUA KOH(INKTA UHTEPECOB»

Nwveete M Bbl (MHAHCOBYID WAM APYryH 3aWHTEPecOBaHHOCTb B TeMe 06CYXaeMoro

[LOKYMeHTa, KOTOpas MOXET MNoBAuATb Ha Bawu cyxgeHna? OTMETbTE 0NbKO O4MH NYHKT.

[Ja — (HeT)---——mmmrmm e
Vimenu nn Bbl Kakoe-nmbo (UHaHCUPOBaHWE WA BO3HarpaxieHue OT rpynnbl, KOTopas vmeeT

MHTepec K pa3pabaTbiBaeMOMY MPOEKTY KAMHUYECKUX PEKOMEHAALMNA?

YKaxuTe, NoXanyiicTa, CYLLEeCTBYIOLLIME C/IOKHOCTW, KOTOpbIE MOTyT BOCMPENATCTBOBaTb
Bawlein paboTe, a Takke HapyLllaT Bawy 06beKTMBHOCTb U CBOGOAY CY>XXAEHMIA Npu paboTe Hag

KINMHUYECKNMIN pEKOMEHAALNAMMU:

LYYy

4, HVI)KeFIO,qFIVICaBUJVIVICFI, OTBETCTBEHHO 3adABNAKO, UYTO BCE fAaHHbIE, W3/TOXKEHHbLIE B ,ﬂ,aHHOI‘;I
neknapaunu, aBnarTCA npaBUNbHbLIMU U BEPHLIMI.

1 rOTOB MH(OPMUPOBaTL Bac 0 N6GbIX U3MEHEHNMSX, B BOMPOCAX, U3MOXEHHbIX BbILLE.

Jata«d/Q»_ J /ol Y. ®NO M . A noanucs
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«deknapauns oTCyTCTBMS KOH(DANKTA MHTEPECcOoB»

WmeeTe nn Bbl (PUHAHCOBYK WAM [APYryl 3aMHTEPECOBAHHOCTbL B TeMe 06CYX/AaeMoro
AOKYMEHTa, KOTOpasi MOXeT MOB/NATL Ha Bawim cyxaeHns? OTMETbTE TONbKO OfAUH NMYHKT:

JIE] Het en '(w

Mwvenn nu Bbl Kakoe-nnbo qJI/IHaHCI/IpOBaHI/Ie NN BO3HarpaxpaeHue o1 rpynnbl, KOTopas UMeEET

MHTEpeC K pa3pabaTbiBaeMOMY MPOEKTY KIMHWUYECKUX PEKOMEHALNIA?

Oa HeTt

YKaxnTe, noxanyicra, CyLLEeCTBYIOLLME CNOXHOCTM, KOTOpble MOFYT BOCMPensTCTBOBATH
Bawein paboTe, a Takxe Hapylwat Bawy 06beKTMBHOCTb U CBO6GOAY CYX/AEHUI npyu paboTe Hapg

KNMHNYECKMMN PEKOMEHAAUNAMN: JE

A, HVI)KGHO,D,FIVICB.BLIJVIVICFI, OTBETCTBEHHO 3asABNAK, 4YTO BCe [aHHble, M3N0XXEHHble B ,anHOVI
Aeknapauunn, AaBnA0TCA NpaBUbHbIMU U BEPHBLIMMU.

A rotos I/IH(bOpMVIpOBaTb Bac o0 nto6bIX N3MEHEHUSAX, B BOMNpocax, N3/10)KEHHbIX BbILLUE.

/;m
Hata« / » *0/4r. ®NO noAnuch Vs "
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«[leknapauus oTCyTCTBUS KOH(IMKTA UHTEPECOB»

WmeeTe nu Bbl (MHAHCOBYHD WM ApPYryK 3aMHTEPECOBAHHOCTb B Teme 06CyXaemoro
" wcyxgeHma? OTMeTbTe TO/IbKO O4WUH NMYHKT:

Vimenn nn Bbl Kakoe-nn6o (*)I/IHaHCI/IpOBaHVIe NN BO3HarpaxxgeHme o1 rpynnbl, KOTOpad UMEET

MHTEpeC K pa3pabaTbiBaeMOMy MPOEKTY KIMHUYECKUX PeKOMeHAauui?

YKaxuTe, MNoXanyiicta, CYLIeCTBYHOLIME C/IOXHOCTW, KOTOPble MOFYT BOCMPensTCTBOBATb

Bauweli paboTe, a Tak)Xe HapyllaT Bawy 06beKTUBHOCTb M CBOGOAY CYXAEHWUI npu paboTe Hag

KIIMHNYECKNMU pPEKOMEHOAUNAMUN:

A, HI/I)KGHO,CI,I'II/ICB.BLLII/IIZCH, OTBETCTBEHHO 3adaBNAKO, 4YTO BCE [AaHHble, WU3/T0)KEHHbIE B AaHHOl‘/Jl
aeknapauun, asnar0TCA npaBuibHbIMU 1 BEPHbLIMU.

¢ rotos I/IH(bOpMVIpOBaTb Bac 0 nto6bIX U3MEHEHUSIX, B BOMnpocax, N3/10)KEHHbIX BbILLE.

[JaTta € £S5~y /E- ®NO noAnuch
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«[leknapayus oTcyTCTBUA KOHDNINKTA UHTEPECOB»

WwmeeTe nu Bbl (UHAHCOBYI WAW APYryH 3aMHTEPECOBAHHOCTb B TeMe 06CYXJaemoro
LOKYMeHTa, KoTopasi MOXeT MOBAMATb Ha Bawm cyxgeHns? OTMeTbTe TONbKO OfUH MYyHKT:

[a Het

Vimenn nn Bbl Kakoe-nm6o (bVIHaHCVIpOBaHVIe NN BO3HArpaXkaeHue W rpynnbl, KOTOpasd MMeEET

MHTepec K pa3pabaTbiBaeMOMY MPOEKTY K/MHUUYECKUX PCKOMEUNanmii?

Aa Het

YKaxute, noxanyicrta, CywecTBYLIMe CMOXHOCTW, KOTOpble MOTYyT BOCMPENsTCTBOBATb
Balwueii pa6oTe, a Takxe Hapywat Bally 06beKTUBHOCTb M CBOGOAY CYXZAeHuii npu paboTe Haf

KNMNHUWYECKUMWN pEKOMEHAAUNAMN:

4. HM)KEHOAHMC&BUJMI‘;ICFI, OTBETCTBEHHO 3adAB/IAl0, YTO BCE [AaHHbIE, W3/T0OXKEHHbLIE B ,anHOVI
aeknapauunn, ABNAOTCA NpaBUIbHbIMW U BEPHBLIMMU.

A rotos I/IH(*)OpMVIpOBaTb Bac 0 1t06bIX M3MEHEHUSIX, B BONpocax, N310XXEeHHbIX BbILUE.
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«Jleknapaumus oTCYTCTBMS KOH(INKTA WHTEPECOB»

NmeeTe N Bbl (MHAHCOBYH MAWM APYTYyl0 3aMHTEPECOBAHHOCTb B TeMe 06CYXAAaeMoro

[LOKYMEHTa, KOTOpas MOXET MoBAuA /» Ha Bawun cyxaeHna? OTMETbTE TONIbKO OANH MYHKT:

Oa 1ler 1/

VimMe ni in Bbl Kakoe-nnm6o q)MHaHCI/IpOBaHI/Ie N BO3HarpaxaeHwue OT rpynnbl, KOTOPasa MMeEET

imiepee K paspabaTbiBaEMOMY MPOEKTY KAMHUYECKUX PeKOMEHAALUIA?

[a HeTt

YKaxute, NoXanyiicTa, CyLLECTBYIOLUINE CNOXHOCTW, KOTOPble MOryT BOCMPENsSTCTBOBATH

Bawwein paboTe, a TakKe HapyllaT Bawy 06beKTUBHOCTb M CBOBOAY CYX/AEHWIA Npu paboTe Han

KNUHNYeC KNMNPEeKoMe Haaun AMn:

/ ser

A HI/I)KEI'IO,CI,I'II/IC&BLIJVIﬁCFI, OTBETCTBEHHO 3aaBNAl0, 4YTO BCe [aHHble, W3N0XXEHHblE B ranHOIL/'I
neknapayun, ABnA0TCA NpaBuUbHbIMUA WU BEPHBLIMW.

AT0B VIHCbOpMVIpOBaTb Bac 0 no6bIX N3MEHEHUSsX, B BOMpocCax, U3NN0XXEHHbIX BbILLE.
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«Jleknapaymst OTCYyTCTBUS KOH(/IMKTA UHTEPECOB>

VimeeTe N Bbl (BPMHAHCOBYI WM APYryl 3aMHTEPECOBAHHOCTb B TemMe 06CYX/AaemMoro

OOKYMEHTA, KOTOpad MOXET MOB/IUATb Ha Bawin Cy)K,El,eHI/IFl'.' OTMeTbTE TO/bKO OAWNH MYHKT;
[Ja HerT.

Vimenu nn Bbl Kakoe-nn6o (hMHaHCUpPOBaHME WM BO3HArpaXzeHwe oT rpynnbl, KOTopas MMeeT

WHTepec K paspabaTbiBaeMoMy MPOEKTY KANHUYECKUX PEKOMeHAaLmnii?

Ja Het

YKaxnuTe, MoXanyicra, CyLLIECTBYIOLIME CMNOXHOCTWU, KOTOpble MOFyT BOCMPENATCTBOBATb

Bawueli pa6oTe, a Takke itapyuiaT Bawly 06beKTUBHOCTb M CBOO0OAY CY>XAEHMI Npn paboTe Hap
K/IMHAYECKMW PEKOMEHAALMAMM:

. HI/I)KEI'IO,EI,I'IVIC&BLIJI/IVICH, OTBETCTBEHHO 3adB/iA0, YTO BCE [AaHHbIE, UXTOXEHHbIE B ,El'aHHOI7|
hfeknapaunn, ABnAKTCA NpaBU/IbHbIMU U BEPHBLIMI.

A roToB UHopMMpoBaThb Bac o N06bIX M3MEHEHUSX, B BOMPOCAX, U3/TOXKEHHbLIX BbILLE.
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«Jleknapaymnsi OTCYTCTBUS KOH(DIMKTA MHTEPECOB>

Mmen? X Bbl duHaHcoBOWD wnmM ap>r)HO 3anmTCcpecoBaHMOCTb B TeMe 060CYyXAaemMoro
JOKYMeHTa. moropasi MoXeT MOBAMATb Ha Bawm cyxgeHnsa? OTMeTbTe TONbKO O4WMH MYHTT:
N Met

ViMenn am HM Kakoe-nn6o (MHaHCUpOBaHWe WN BO3HATPadKAEHME OT Fpynnbl, KoTopas MMeeT

nnTepec K patpabalbitoeMOM) MPOEKTY KAMHWYECKMX peKoMeHAauuii?

A* - Mer
NKaxuTe, nNoXanyicTa. CyLLeCTBYHOLLME CAOXHOCTWU, KOTOPble MOFyT BOCMPensaTCTBOBaTb

Bawuein paboTe, a Takke HapyLlaT Bally 06BbeKTMBHOCTb M CBOGOAY CYX/AEHUA Npn paboTe Hafj

KIIMHNYECKMMUN peKoOMeHaaUunAMIN:

A HI/I)KeI'IO,ElI'IVICaBLIJI/II7ICS=|l OTBETCTBEHHO 3adAB/IAO, 4YTO BCE [AaHHblE, NWTOXEHHbIE B AaHHOVI
AeKnapaunn, ABNAK0TCA NpaBUJIbHbIMU N BEPHBIMA.

A roToB MHOPMMpPOBaThL Bac 0 N06bIX U3MEHEHWSX, B BOMPOCAX, U3/T0XKEHHbIX BbILLE.
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