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Cnucok cokpameHni

AJIT — ananuHamMmuHOTpaHcdepasa

ACT — acnnaparuHamuHOTpaHchepasa

bB — 6051e3up Bunbscona

I'TT — ramma-rimyramMmunTpancdepasa

MHO — MexayHapogHOE HOPMAIM30BAHHOE OTHOILIEHUE
OTII — oproTonuyeckas TpaHCIJIAHTALMS [T€YEHU

[N — mpoTpOMOMHOBBIN MHIIEKC

V3U — ynbpTpa3ByKOBOE UCCIIEIOBAHUE

® — menounas docdaraza

MPT — MarauTHO-pe30HaHCHAsE TOMOTrpadus

KT — xomnbroTepHast ToMmorpadust



TepMI/IH])I n onpeacjacHus

XenaTHasi Tepanus — crocoO JIeUYEHUs, 3aKIIOYaoLINiics BO BBEIEHUM IPENapaTos,
CBSI3bIBAIOIIMX U BBIBOASAIIMX U3 OPraHMU3Ma HOHBI TSXKEJIbIX METAJJIOB.

I'enaromeraJius — yBeJIMUEHUE [IEYECHU.

CniieHOMeraJims — yBeJIMUEHHE CEJIC3EHKU.

CreaTo3 nmeyeHH — Hanbosee pacpPOCTPAHEHHBIN I'eNaTo3, NP KOTOPOM B NMEYEHOUHBIX
KJIETKaX MPOUCXOANT HAKOIUICHUE JKUPA.

®uldpo3 mevyeHH — pa3pacTaHME COCIUHUTENIBHON TKaHM OpraHa, BO3HUKAIOILEE MpU
Ype3MEPHOM HAKOIJICHUH O€JIKOB BHEKJIETOUHOI'O MaTpUKCa (OCHOBBI COEIMHUTEIbHON TKAHU).

Imppo3 meyeHm —  XpoHHYECKOeE 3a00Ji€BaHME NIEUEHH,  COMPOBOXKJAIOIIEECS
HEOOpaTHUMbIM  3aMeIlleHHEeM NapeHXUMATO3HOM TKaHU NeyeHu (UOpPO3HON  COeAMHUTENILHOU

TKaHbIO, UJIU CTPOMOIL.



1. Kparkas nHpopmanus

1.1 Onpenejaenue

Boae3ns Buabcona (BB) otHocuTcs k umciny Haubosiee TPYyAHO AMATHOCTUPYEMBIX
3a00JIeBaHUH MMEYEHHU B CBSI3U C JUIMTEIbHBIM JIATEHTHBIM T€YEHHEM, OCOOEHHO Ha HA4aJbHBIX
cTaauax 3a0oyieBaHUsA, U OONBIINM MOTUMOP(HU3MOM KIMHUYECKOW CUMNTOMATHKU. B cBsi3u ¢
3TUM 0o0Je3Hb BuibcoHa HEOOXOIUMO UCKIIOYATh Yy KaXJAOro TMAalMeHTa JETCKOTO U
MOJIPOCTKOBOT'O BO3PACTa C MATOJIOIMEN eYeHH HEyTOYHEHHOM 3THOJIOTHUH.

CBOEBpeMEHHOE HA3HAYCHHE MATOTCHETUYECKOW Tepamuu Tpu Oosie3Hn Bunbcona y
JeTell  CONPOBOXKIAETCS  PErpeccoM KIMHMYECKOM CUMITOMATHKH, MPEJOTBPAIEHUEM
dbopMUpOBaHUS LUPPO3a MEYCHU W HEBPOJIOTHUECKONW CUMITOMATHKH, YIYUYIICHHEM KauecTBa
KU3HM W COLMANbHOM ajamnrtanuu peOeHka. B cBA3M ¢ 3THUM BakHeWIIeW MEAUIIMHCKOW H
COLMAJIbHOM 3aJjauel ABJISIETCA PaHHSS JUAarHOCTHKa U afaekBaTtHas tepanusa bB [1-10].

Bonesns Bunbcona (cunonumsl: 6one3nb Bunbcona-KoHnoBanoBa, renaToiaeHTUKY IS pHAS
JeTeHepalys, TremnaronepedpanbHas AUCTpOPUs) — peaKoe HACIEACTBEHHOE 3abojeBaHUE,
CBSI3aHHOE C HapyUICHHEM MeTa0oiM3Ma MeAW M M30BITOYHBIM €€ HAKOIUICHHEM B Pa3IMYHBIX
OpraHax M TKaHSX, IPEUMYLIECTBEHHO NPOSBIISIONIEECS CUMIITOMATUKON MOPAKEHUS IEUYEHU U
LEHTpaJIbHOW HEpBHOM cucteMsl [1-10].

1.2 DTHOJOrMA ¥ IATOreHe3

[TaTosmornyeckuili reH, OTBETCTBEHHBIN 3a pa3Butue bB — ren ATP7B, nokanu3oBaH Ha
muHHOM 1iede 13 xpomocomsr (13q14.3-g21.1), coctout u3 21 sk30Ha U MPUMEPHO 7,5 THICSY
TeTePOIMKIMYECKAX OCHOBAHMM HYKJICMHOBOW KHCIOTHL. THIN HAcleAOBaHUs 3a00JIeBaHUs
ayTOCOMHO-peliecCuBHBIN. B HacTosimee Bpemst u3BecTHO okosio 500 mytanwmii rena ATP7B, u3
koTopbix 380 mmeHTHUIIMPOBaHBI B MmartoreHese 3abosneBanus. Haunbonee pacrnpocTpaHeHHOU
myTanueil B rene ATP7B cpeau eBporneonHoN pacsl sBisercs myTtanus 3207C>A (H1069Q) B
sk30He 14. Oxono 50-80% mnaumentoB ¢ bB, mpoxuBaronmx B crpaHax LleHTpanbHOH,
Bocrounoit u CeBepHoit EBpoIbI SIBISIFOTCSI HOCUTENSIMHM 1O KpaliHEHl Mepe OJHOHN alljienu ¢
JnaHHo myTtanuen. Cpeny eBpONenCKOro HACcEJIeHUsl BCTPEUYAIOTCSl TAKKE MYTAIlUU B DK30HE &
(2299insC, G710S), B ax30He 15 (3402delC), B sx3one 13 (R969Q). Onnako, yactora
BCTPEUAEMOCTH JaHHBIX MyTauui cocraBisieT meHee 10%. YacroTa BCcTpewaeMoCTH MyTaluu
H1069Q B poccwuiickoit momyssiiuu coctasiset 30,5%, myranuu 3402delC — 2,2%. B bpasunun
B 30% cnyuaeB bB onpenenserca mytanus 3402delC, cpenu MoHrnomaHoM pacel - MyTalus
2333G>T (R778L) B 8 sk30He, uaeHTupuuupyemas ¢ yacroroi 12-45,6% B 3aBUCUMOCTH OT
TEPPUTOPUANBHOTO apeayia MpOoXHUBaHUA. 3a00JeBaHHUE MPOSBISETCS NMPH TOMO3UIOTHOM HIIH

KOMIIayH/I-T€T€pPO3UTOTHOM HOCUTENbCTBE MyTauuii rena ATP7B [1-11].



ATP7B — TteH SKCIIPECCUPYETCSI, B OCHOBHOM, B TI€YEHM U KOJIUPYET
MeapTpancnoptupyiomytro ATd-azy (ATd-aza 7B, AT®-aza 2, ATd-aza P-tuma).
I'eHeTnueckn neTepMHHHpYEMOE CHM)KEeHHE (YHKIMU MeIb-TpaHcropTtupyomeii AT®d-a3bl B
pe3yiibTaTe MOJEKYSIpHBIX e(PekToB B reHe A7TP7B nNpUBOIUT K CHIKEHHUIO TeNaTOOMINapHOI
OKCKpELIMM MEAM M HapyLICHUI0 BCTPAMBAHHMA MEIW B LEPYJIOIUIA3MHUH, B pe3yibTare
9KCKpPETUPYeTCsl W LUPKYJIHPYET anouepyJoIula3MMH (HEHAarpyXeHHBIH MeIblo, CpOK
MOJTYBBIBEIEHHUS] KOTOPOTO COKPAIAETCs BABOE, UTO M OOBSICHSAET THITOLEPYIIOIUIa3MUHEMHUIO), a
Me/b HaKaIlJIMBAaeTCsl B Pa3JIMYHbIX OPraHax M TKaHSAX, IPEUMYLIECTBEHHO B I1I€YEHU, FOJOBHOM
MO3Te, POTOBHIIE TJ1a3a, MOYKaX, o0ecrneunBas moauMoppu3M KInHuIecKux nosisieHuii bB. Bes
LUPKYyJIUpYyoias (B CIBOPOTKE KPOBU) Meb CBSA3aHA LEPYJIOIUIa3MUHOM, a napajgokc bB, mpu
KOTOpPOM OTMEYAaeTCs HU3KUM YPOBEHb MEIM B CHIBOPOTKE KPOBHU IIPU IEPErPy3KE TKAHEM,
00BsICHACTCS HU3KMM YPOBHEM Iiepyioriasmuna. [lpu Tsokensix gpopmax BB, mporekarommx ¢
LUTOJIN30M, IOBBINICHHE KOHLECHTPAMd MEOU O HOPMBI M BBIIIE CBSA3aHO C pacnagoM
Heperpy>KeHHbIX MEJbI0 TeMaTOLUTOB, CBOOOAHAs (HE CBA3aHHAS LEPYJOIUIA3MHHOM) MeEb
KpaiiHe TOKCHYHA U IIPOBOLUPYET reMosinTudeckue kpussl [1-10].

B opranusm Menp noctymaer B OCHOBHOM ¢ nuiel (tabn.1). Hanbonee Goratel Menbio
CJIEAyIOUINe MPOAYKTHI: MEYEHb, MOJUIIOCKH, KpaObl, KPEBETKH, YCTPHUIbI, JOOCTEPHI, COEBBIE
0005I, IIOKOTA/l, OPEXH.

Ta6anna 1 - Conepkanue Meau (Mr) B HEKOTOPBIX Npoaykrax nuranus (Ha 100r).

[Iponykr Menp, mr B 100r IIponykr Menp, mr B 100r
IleueHp TensTUbs KapeHast 239 Mamnnna 0,170
[Teuenn OapaHbsl KapeHas 13,5 AbGpukoc 0,170

Yerpuisl 7.5 Penmc 0,150

Yrpu BapeHbie 6,6 Siina KypuHbIe 0,150
Jpoxoku cyxue 5,0 Kaprodens 0,140
Kaxkao-nopomok 39 CBekna 0,140
[Trope TOMaTHOE 2,9 baxnaxan 0,135

CeMeHa MOICOTHCYHUKA 2,3 Kusn 0,135
Opexu Kelibio 2,1 YecHok 0,130
KpeBeTku BapeHble 1,9 KpbrkoBHUK 0,130
KpaOw1 Bapenbie 1,8 CmopoiMHa yepHast 0,130
Opexu Opa3uiIbCKUe 1,8 3eMIIsTHUKA caloBas 0,125
CeMeHa THIKBEHHEIC 1,6 Canar 0,120
CeMeHa KyHXyTa 1,5 ['pyma 0,120
Taxuau 1,5 KamycTa Gpokkonu 0,120
OmMapsl BapeHbIe 1,4 A6noku 0,110
Opexu rpenkue 1,3 [Tomuop 0,110
Opexu KeapoBbIe 1,3 Penbka 0,100
DyHIYK 1,2 Orypust 0,100
Apaxuc 1,0 Hepen kpacrbiit 0,100
CIaJIKHH




KansMmapsel 1,0 Bumns 0,100
MuHnanb 1,0 Jlyk 3enmeHsbrit 0,092
ducTaniky xapeHsie 0.8 Crusa 0,087
COJICHBIE
Cmopoanna 0,8 JIyk penuatslit 0,085
["opomiek 3eneHpIi 0,75 MopKOBb 0,080
ApaxucoBoe Macio 0,7 Bunorpan 0,080
['pulmI 0,7 Kamycra 3enenas 0,075
UeueBniia 0,66 Coip Yennep 0,070
I'peua sapuna 0,64 ChIp poccuiickuii 0,070
puc 0,560 ChIp paccobHbIN 0,070
repKyJiec 0,450 AnenbcuH 0,067
KYKypy3a 0,290 ChlIp aJbpITeCKuil 0,060
JIAMOH 0,240 JpIHS 0,047

Cyrounas moTpeOHOCTH - 2-4 Mr Meau B CYTKH. BepxHuUil q0mycTUMBIH YpPOBEHB
notpebnenust meau - 5 mr (Jlanusie ['occansnuananzopa Poccun). Jedunut meau B opranuzme
MOJKET Pa3BUBATHCS MPH HEIOCTATOYHOM MOCTYIUICHUHU ITOTo 31eMeHTa (1 Mr/cyTku u MeHee), a
MOPOT TOKCHYHOCTH IS enoBeka paBeH 200 mr/cyTku. Pa3nuunbie MyTanuu MOTYT BIIHSTH Ha
paszsabie GpyHkimn ATd-a3er 7B B pa3HOW CTENEHH, OITOMY, MOKHO MPEATOI0XKHUTH, YTO TIPH
HEKOTOPBIX MYyTaIUsAX HAPYLIAETCs SIKCKPELMs MEIU B KeEI4b, HO IIPU 3TOM BCTpaUBaHUE MEIU B
LEPYJIOTUIa3MHUH U €r0 SKCKPELHs B KPOBb HE U3MEHSIETCSI.

[TaTtorenunie 3¢ (eKThl N30BITKA MEIN B KJIETKE ONOCPEIOBaHbI reHepanueil CBOOOHBIX
paauKanoB, KOTOpbIE HCTOLIAIOT KJIETOYHBIE 3alachl MIIOTATHOHA M TOKO(EpPOsa, OKUCISIOT
aunuabl, (GepMeHThl M OENKM LUTOCKeneTa. BceiencTBue TMOBBIMICHUS BHYTPUKICTOYHOU
KOHLIEHTPAllMd MEJIU TOBPEKJIAETCS MHOKECTBO BHYTPUKIIETOUHBIX CHCTEM, XOTS TOYHAas
KJIETOYHAs] MUIIEHb, HAa KOTOPYIO BO3ACHCTBYET HU30OBITOK Menu, Heu3BecTHa. Ha panHHX
CTaUsAX MEYECHOYHO-KJIETOYHOrO MOBPEXKACHHUS BOBJIIEUEHHE B IPOLIECC IHIOIUIA3MAaTUYECKOTO
PETUKYIyMa, MUTOXOHJIpUH, MIEPOKCUCOM U SIAPHIIIEK B COYETAHUHN CO CHUKEHUEM aKTUBHOCTH
MUTOXOHJIPHAIILHBIX (DEPMEHTOB BEAECT K MEPEKUCHOMY OKHCICHHIO JIMIHOB, HAKOIUICHUIO
TPUTJIMLIEPUIOB, a Aajiee — K HEKpo3y renaTtonuToB. OOpa3yomuiics B pe3ybTaTe MepeKUCHOTO
OKHUCJICHUS JIMMUAOB MaJIOHOBBIN IHANIBJETH]I CTUMYJIHMPYET CHUHTE3 KOJUIareHa, CIocoOCTBYs
¢ubporenesy. Jluzuc neperpyXeHHbIX MEAbIO TEMNATOIMTOB MPHUBOIUT K MOBBIMICHUIO YPOBHS
CBOOOIHONH MeIW B CHIBOPOTKE KPOBU U, CIEAOBATEIbHO, KOMIICHCATOPHOMY IOBBIIICHUIO
CYTOYHOM 3KCKPEIMH €€ C MOYOM U HAKOIUIEHHUIO B opraHax-MuiieHsx [1-10].

1.3 DnuaeMuoJ0rus

Yacrora BcTpeuaemoctd bB B monymsitnu konebnetcs ot 1:30000 o 1:100000, ¢
YaCTOTOM FeTepO3UrOTHOTO HOCUTENBCTBA NaToornueckoro reua 1:90.

1.4 KonupoBanue no MKb5-10

E 83.0 — Hapymenus oOmMeHa Meu.




1.5 Knaccupukanus

B mHacrosmee BpeMs wucmoib3yercs kiaccupukanus ¢dopm bB, mocrpoeHHas Ha

KIIMHUYCCKUX TMpPU3HAKaXx 6OJ'IC3HI/I, COYCTaHUA IMOPAKCHUSA TICUCHU H IICHTpB.J'ILHOfI HepBHOﬁ

cucrteMsl, npeaoxxennas J.Walsh (1983 r.):

(o]

(o]
(o]
(6]

6eccumnromMHas Gopma;
neyeHoyHas popma;
nepedpanbHas popma;
cMmemanHas hopma.

Cornacio knaccupukaumu H.B. KonosanmoBa, pacnoznaior 5 ¢opm remnaro-

nepedpanbHoii auctpodun (1960 r.), B 3aBUCUMOCTH OT BOBJICYCHHS B TATOJIOTHYECKUNA TIPOIIECC

NEYECHU U LIEHTPAJIbHOM HEPBHON CHCTEMBI U XapaKTepa 3KCTparupaMHUIHON CUMITOMATUKH [1-

10].

0}

bpromnas (abmomunanpHasi) ¢opMa — TSOHKENOE MOpPAKEHHE TMEeUEHU, MPUBOJSIIEE K
CMEpTH paHbIlIE MOSBICHUS CUMIITOMOB CO CTOPOHBI HEPBHOM CHUCTEMBI; 3a00JI€BAIOT IETH.
E€ npooKuTenbHOCTh OT HECKOJIBKUX MECSIEB /10 3-5 JIET IPU OTCYTCTBUU TEPATIHU.
PurunHo-apuTMOrunepkuHeTHYECKass WJIM paHHAS (opMa OTIMYaeTcs OBICTPHIM
TEYCHHEM; Ha4yMHAeTCd TakXKe B JIETCKOM Bo3pacTe. B KIMHHYECKON KapTHUHE
npeodsiajaloT MBIIIeYHAass PUTUIHOCTh, TMPUBOAAINIAS K KOHTPAaKTypaMm, OCIHOCTh U
3aMEJUICHHOCTh JIBW)KEHUH, XOpEOaTeTOMIHbIE WM TOPCHOHHBIE HACUJIbCTBEHHBIE
JIBUOKEHHS. XapakTepHbl Ju3apTpus U Aucdarus, CYIOPOKHBIM cMex | IIad,
ad(deKTUBHBIE PACCTPOICTBA U YMEPEHHOE CHUKCHHE MHTEIUIeKTa. 3a00JieBaHUE IITUTCS
2-3 roma, 0e3 JIeueHUs 3aKaHIUBAETCS JIETAILHO.

JlpoxartenbHoO-purnaHas ¢opMa BCTpEUYaeTcsl dYalle APYTHX; HAYMHAETCS B FOHOIIECKOM
BO3pacTe, MPOTEKAeT MEIJIEHHEe, C MEePUOJUYECKUMH PEMHCCUSIMU M BHE3AIHBIMU
YXYAIICHUSMH, COMPOBOXKAAIOIUMHUCA CyOPeOpUIbHON TeMIepaTypoil; XapakTepusyercs
OJIHOBPEMEHHBIM DPa3BUTUEM TSDKEIONM PUTHIHOCTH M JAPOKaHUSA, JpOXKAHHE OYEHb
puTMHuHOE (2-8 JpoKaHMW B CEKYHOY), pPE3KO YCHUIMBAETCS MpPU CTATHUYECKOM
HANpsDKEHUU MBIIIL, JBUKEHHUSX U BOJHEHHHM, B TMOKOE€ M BO CHe Hcue3aeT. WHorna
OOHapy>KUBAlOTCS  aTeTOMAHBIE  XOpeodOpPMHBIE  HACWIBCTBEHHBIE  JIBHXKCHHUS;
HabmroaroTes TaKkoke Aucharus u auzaptpusi. CpeHss Ipoa0JDKUTEIBHOCTD KU3HH OKOJIO
IIECTH JIET.

HpoxarensHas ¢popma HaurmHaeTcst B Bo3pacte 20-30 jeT, mpoTeKaeT JOBOJIBHO MEIJICHHO
(10-15 ner u Gombine); apoxaHHE PE3KO MPeodsIagacT, PUTHAHOCTD MOSIBISIETCS JIUIIL B

KOHIIC 60JI€3HI/I, B pAAC CJIIy4dacB HaGHIOIIaeTCH TUIIOTOHUA MBIIII], OTMCYACTCA aMHMMUA,



MeJJICHHasT MOHOTOHHAsi peyb, TSOKEIbIe W3MEHEHUS TICUXHMKH, 4YacThl adQeKTUBHBIC
Benblky. Habmonatores snuientudopMHbIe TPUTAAKH.

O DKcTpamupaMUAHO-KOpKOBas (hopma BcTpeudaeTcs: pexe apyrux ¢opM. TunuyHbie Ams
rermaro-nepeopanbHOd  TUCTPOUU  HAPYIICHWS B JIAbHEHIIEM  OCJIOXKHSIOTCS
anmoruIeKTU(OPMHO PAa3BUBAIONIUMHUCS THUPAMUIHBIMHU TApE3aMH, STHICHTH(OPMHBIMU
MPUITAKAMU U THKEIBIM ciaboymueM (0OHapYKUBAIOTCS OOLIMPHBIE Pa3MSTUEHUS B KOPE
Oonpinux monymapuit). lnurcs 6-8 net, 3akaHauBaeTcs JeTanbHo [1-10].

1.6 IlpyMepbLI AMATHO30B:

0 bonesnv Bunvcona, newenounas ¢opma. L{uppos neuenu.
O bonesnv Bunvcona, cmewannas ¢opma, pucUOHO-ApUMMOSUNEPKUHEMUYecKas

dopma. L{uppos neuenu.

2. ImarnocTuka

Ckpunune na BB doncen npogooumucs y demetl 8 gozpacme om 2 0o 18 nem, umerowux
He0OBbACHUMOE NOBbIUUEHUE CbIBOPOMOYHLIX aAMUHOMPAHChepas, npossieHus PyIbMUHAHMHOU
NeYeHOYHOU HedOoCMAamoyHOCMU, XPOHUYECKO20 2enamuma, yupposa nedenu, HespoiocuiecKue
HapyuweHus HeyCmaHogleHHol smuonouu, Kymbc-necamusnyio ecemonumuueckyro amemuio,
omscoweHnblll cemetinviil anamues no bB. Jluaecnocmuxa BB 6a3upyemcsi na xombunayuu
KAUHUYECKUX —~ CUMNMOMO8,  OAHHbIX — J1AOOPAMOPHO20  00CIe008aHUS U MOJIEKVAAPHO-
eeHemuydecko2o mecmuposanus [1-10].

Ymeepowcoena oannenas wkana Ouaenocmuxu BB (2001 2.) npedocmasiena 6
Ipunoowcenuu I'l.

Ilpu nanuuuu xoney Kavizepa-Pnetiuiepa, cHudICeHUs KOHYEHMpayuu Yepyioniasmuna u
nosviuieHuss 6a3anpbHol SKCKpeyuu meou ¢ Mouol ouazrHo3 donesnu Bunbcona ne evizvieaem
comuenutl. OOHAaKo 8 psade cyyaes KIUHUYECKUE CUMNMOMbL MOZYM OMCYMCME08ams Uiy Oblmb
Hecneyu@uuHblMu, a 1ab0pamopHsvle OaHHbIe HAXOOUMbCS 8 Npeoenax HOPMANbHLIX BeUYUH,
umo 3ampyoHsem CKpUHuUH208yi0 ouacHocmuxy BB u mpebyem oOanvHeviuwezo yenyOieHHo2o
00cne008anusl NAYueHmos ¢ nposedeHuem NYHKYUOHHOU OUONCUU NedeHU C KOIUYeCmEeHHOU
OYeHKoU Mmeou 8 buonmamax nedeHu U MOJEKYIAPHO-2eHeMULECKO20 MeCmMUposanus ¢ Yebio
sviagnenus mymayui eena ATP7B (Ilpunoscenue I'2.) [1-10].

Poocmeennuku no npamotl auHuu 6HO8b 6bIAGLIEHHO20 0OOABLHO2O0 ¢ BB OondcHb
nPOXOOUmMb CKpUHUHZ HA Haauyue y Hux 3abonesanus. Ilpu mwamenvHom cOope amamuesa
He0bX00UMO Y0esimb GHUMAHUE BbIAGIEHUIO YNUZ0008 HCeNMYXU, 3a001e8aHUll NeYyeHU, PaHHel
cumMnmomamuxe He8pOo02U4eCcKUx OMKJIOHEHU. IIposooumcs nabopamopto-

UHCMPYMEHmAbHoe 00C1e008anUe NAYUEHMA ¢ UCCIe008aHUeM Memadoausma meou (yposeHs
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YepyrloniazmMuna 6 Cbl@OPOMKU KpPOSU, NOKA3amenu CYMOYHOU IKCKpeyuu meou ¢ MOUOl,
ogmanomonocuyecKull. ocCMoOmp ¢ yYeavlo 8vlaslenus Haauyus/omcymcemeusn koaey Kaiizepa-
Qretiwiepa), no pesyrbmamam Komopo20 peulaemcsi 60Npoc 0 HeoOX00UMOCMU NPO8eoeHUs.
buoncuu neyeHu ¢ KOIUYECMBEHHOU OYEHKOU Meou U  MOJIeK)IAPHO-2eHemMULecKo20
uccnedosanus mymayuii eena ATP7B [1-10].

2.1 ’Ka100nLI 1 aHAMHe3

e [Ipu cOope aHamMHE3a PEKOMEHI0BAHO OOpATUTh BHUMAHKE HA HATUYUE:
bosn B )kMBOTE pa3IMYHON JTOKAJIU3ALNH;

H3meHeHne nBeTa KOXKH;

HocoBsle kpoBoTEUEHNS;

Tpemop, HEemPOU3BOJIbHBIEC TBUKEHUS,

CrnroHoTeueHue, Tu3apTpus;

Hapymenue rnotanus;

MurpeHneno100HbIe TOIOBHBIE OOIH;

becconnura;

Henpeccus;

Hesporuueckoe noseaeHue;

O O O O O o o o o o o

H3MeHeHus TMYHOCTH,
0 Ilcuxos.

KommenTapwmii: Knunuueckass xapmuna BB xapakmepuzyemcs mHoco06pasuem
CUMNMOMO8 U pedKko Mmanugecmupyem 0o S-nemueco 6o3pacma. OOHAKO ONUCAHDL
cryyau debroma 6ones3nu Bunvcona y pebenka 0o oocmudicenus 2-x 1em, yuppo3sa nedexu
8 ucxooe oonesnu Bunvcona y 3-x nemmezo pebenka u pazeumue OCMpol NeYeHOUHOU
HedocmamouHocmu y pebenka 5 nem. Pazeéepnymas knunuueckas cumnmomamuxa bB
makdice  Xapakmepuzyemcst  3HAYUMENTbHLIM — PA3HO00pasuem,  00)Cl08IeHHbIM
U3OBIMOYHBIM HAKONAEHUEM MEOU 6 PA3IUYHbIX OP2AHAX U MKAHAX U NPeUMyUeCmeeHHO
NPOAGIAEMC CUMNMOMAMU NOPANCEHUA NeYeHU, YeHMPATbHOU HEPEHOU CUCTNEeMbl, 2l1a3,
peodice nouex, Kocmel, cepoya, oicene3 eHympeHHell cekpeyuu. Heeponoeuueckas
cumnmomamuxa BB manugecmupyem nosoice, uem nopasxicenue neyeHu, 8 ODOILUUHCINGE
Cyuaes Ha 6MOPOM — Mpemvem OeCIMUNemMUU HCUZHU, HO MOXNCEem NPOSAGIAMbC U 6
oemckom 6ospacme ¢ wacmomoti 0o 26%. Haubonee pannuti 6o3pacm odebroma
Hesposocu4ecKoll cumnmomamuxku Oone3nu Bunvcona onucam y pebenka 4 nem,
neueHoyHol — y pebenka 2 nem.

Cumnmomsl nopadgicenuss neuenu npu BB y Oemeil eecoma eapuabenvhvl u umerom

mendem;uio K Oonee paHHeIZ MaHud)ecmauuu, uem HeepoJjiocuvecKkast CUMnmomamuxka.
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Ilepsuunas manugpecmayus BB moocem npomexkams 6 8ude ocmpo2o (yibMUHAHMHO20
eenamuma, npoAGnAWe20cs Koazyionamuetl, dHyeganonamuet, Kymbc-necamusHoii
2eMOIUMUYECKOU anemueli, ne4eHOYHOKIEeMOYHOU U NOYeYHOU HeOOCMAamoyHOCMbIO, C
BbIABNIEHUEM 3HAUUMENbHO20 NPEBLIUEHUS MeOU 8 CblBOpOmKe Kposu u moye [1-14].
Knunuueckasa xapmuna xponuueckoeo cecenamuma npu BB wmano omauuuma om
nopasiceHusi nevenu 0py2020 2eHe3a U 6e3 namoceHemudeckou mepanuu npugooum K
Gopmuposanuro yupposa neveru, Ymo OuKmyem Heooxooumocms uckiroyenus BB y ecex
nayuenmos ¢ XpOHU4eCKUM NOpadCeHuem Nne4eHOYHOU NAapeHXumvl ¢ unu b6es yupposa
neyenu. XapaxmepHot uepmoii xponuuecko2o cenamuma npu BB aensemcsa ymepenuoe
nosviulerue OUOXUMULECKUX MAPKEPO8 YUMOIU3A, XOIeCma3a U OuIupyouHo8o2o obmena
C BbICOKUM YPOGHEM CMPYKMYPHbIX UBMEHEHUU NeYeHOYHOU NapeHXumvl npu
Mopghonozuueckom uccredosanuu ouonmamos neveHu. BB moowcem Knunuuecku
npomexkams N0 MUny aAymouMMYHHO20 2enamuma, ¢ 8blasleHUeM NOBbIUEHHO20 YPOBHSL
CbIBOPOMOUHBIX UMMYHO2NI00YIUHO8 u Hecneyuguueckux aymoanmumer,
cneoosamenvHo, HeoOXoo0umMo uckmouams 0Oonesnb Bunbcona u y  0OoabHbIX €
AYMOUMMYHHBIM 2eNAmumom npu HeahghekmusHocmu KOpMuKOCmepouoHoL mepanuu.
Tlopasicenue nevenu npu BB y demeil npu omcymcmeuu namozeHemudeckol mepanuu
xapaxmepusyemcsi  8blCOKOU  uacmomou (44%) Gopmuposanus yuppomuyeckoi
mpancgopmayuu nevenu 6 nybepmamuom nepuode. llpu omcymcemeuu yupposza nedenu
OmMe4eHo npeobladaHue CUMNMOMO8 XPOHUYECKO20 2eNnamuma MUHUMATbHOU U
ymepeHHoU cmenenu akmusHocmu [1-14].

2.2 PusukajabLHOE 00CaeT0BAHUE

ITpu ¢pu3nKaIbHOM OCMOTPE PEKOMEHI0BAHO OLIEHUTh HAJINYHE:
0 Cwmyrnoro («MeaHBIN») IIBETA KOXKU;

0 JKentymHocTtu ckiep;

O He3naunTenbHON WM YMEPEHHOM IelIaTOMErallny;

0}

CneHoMeraauu;

PekoMeHyeTcss OILEHUTh HAIUYWe HEBPOJOTHMUSCKUX HAPYIMICHUH W TICHXUYCCKUX
pacCcTpOKCTB.

Kommenrapmii: Hakonienue medu 6 20106Hom mosee npu bonesnu Bunbcona npusooum
K NOBpextcOeHUur0 Oa3aibHbIX 2aHeIue8 ¢ pazeumuem eUuno- Uiu SUnepkuHemudeckou
IKCMPANUPAMUOHOU — CUMNMOMAMUKYU 68  6UOEe  AKUHEMUKO-PUSUOHO20  CUHOpOMA,
amakcuy, mpemopa, OUCHOHUYeCKo20 cunopoma. Hesponoeuveckue Hapyuienus

paseuedromcs nocmenenno u be3 nevyenus HEYKJIIOKHO npoecpeccupyroni. Tlcuxuuecxue
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Hapywenus npu BB ecmpeuaiomca 6 10% cnyuaes u exnouarom 8 cebsi HapyuieHue
noseoeHus, azpeccuro, Goouu, MaHuu, NCUXO3bl, UHMELIEKMYATbHYIO U KOSHUMUBHYIO
HEeO0OCmamo4yHoCmy, 4  MaKx#ce  CUHOPOMANbHbIE — COCMOAHUA:  OUNONAPHbIE
paccmpoticmsa, Odenpeccuu, oucmumuu. Onucanvl maxdce MucpeHu, 20108Hble 00U,

6€CCOHHM1/;CI, nurenmudecKkue npucmynasl )y Odemell ¢ H€6p0]1021/l’~l€CK01/7 CUMNIMOMAMUKOL

bB.

PekoMeHZI0BaHO OIIEHUTh MOPAKEHUE JPYTUX OPraHoB (OMOPHO-IBUTATEIHLHOTO
anmapara ¥ KOCTHO-MBIIIEYHOW  CUCTEMBI, CEpACUYHO-COCYIUCTOW  CHCTEMBI,
OHIOKPUHHON CUCTEMBI, MOYETIOJIOBOM CUCTEMBI, KDOBETBOPHOI CHCTEMBI)
KommenTapmii: npu BB nabniooaemcs wupoxuii cnekmp 6HeneueHOuYHblX NposieieHull,
00HAKO 4acmoma ux @vlAsienus 6 neouampuyeckol npakmuke ne npesviuaem 10%. K
HUM  OMHOCAM NOpaxjcenue ONOPHO-08ULAMENbHO20 —ANNapama ¢  8blasleHuem
CUMNMOMO8 — OCMEOManAyuy,  OCMmeonoposd,  OCmeoapmpumos,  XOHOPONamuu,
CHOHMAHHBIX NepesloMOo8, CYOXOHOPANbHBIX KUCMO3HbIX Gopmayui. Haubonee wacmoii
JloKanu3ayuell A61emcs NO360HOYHUK U KoJeHHbll cycmas. Onucamvl nogpexcoeHus
muluy npu Oone3nu Bunvcoma, npomekaiowue no muny paboomMuonusda, 6cieocmeue
NOpatceHusi MbllUeUHbIX MUmMoxoHopui. Omaodicenue u3ObimKa Meou 6 CepOeyHol
Mblidye npugooum K QopmMuposanuro KapouomMuonamuil, apummutl, OuUcOyHKyuu
CUHYC08020 V3]14.

Jpyeumu  peoxumu  nposeieHusmu  OonesHu Bunvcona — aensromca  CUMNMOMbI
no8pedcOenusl Jcene3 GHYmpeHHell CeKpeyuu, Xapakxmepusyloujuecs CUuMnmomamu
aunonapamupeoousma, 2UnepupoIaKmuHeMuu, ameHopeu, 0ecnioous, NO8MOPHLIMU
9NU300AMU HEBLIHAUUUBAHUS DEpeMEHHOCTNU.

Topasicenue nouex npu BB céazano ¢ o30eilicmauem u3dblmka meou Ha NPOKCUMATbHbLE
Kananvyvl. Cnekmp myoyiApHuIX OUCHYHKYUL PA3HOOOPA3EH OM BbIAENEHUS NOBbIULEHUS
9KCKpeyuu Mouegoll KUCIOMbl ¢ MOYOU 00 @opmuposanus curnopoma DankoHu c
amunoayuoypuelt, NOYeUHbIM  KAHATbYEeBbIM  AUUOO030M, enoKo3ypuel. U
INEKMPOTUMHBIMU  Hapyulenuamu. Hapywenue >Kckpeyuu 21eKmMpoIumos Modicem
npuoouUms K He@hpoKaIbYUHO3Y.

I'emonumuueckasn anemus eviasniemcs npu bB ¢ uwacmomou 1-12% u ceasana c
NoBblUEHUEM CbIBOPOMOYHO20 VPOBHSA MeOU 8 pe3yibmame HeKpo3ad 2enamoyumos.
I'emonumuueckas aumemus Mmodxcem Oblmb OCMPOU U ACCOYUUPOBAMBCSA C PE3KUM
noOveMOM  YPOBHA — OUMUPYOUHA, COUYemamvcsi ¢  QYIbMUHAHMHOU — NEYeHOYHOU

He()OCWlamO'{HOCmbIO, a makoxce Hocumv caabo 6blpa3iC€HHbl12 nepcucmupyiou;uﬁ
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xapakmep, Nnpueoosi K XPOHUYUECKOU aHeMuu U S6ISSCh NepeblM  CUMNIMOMOM
manugpecmayuu  BB. Tlosmopmuvie 2nu300ul 2eMOIUMUYECKUX KPU308 NPUBOOAM K
pazeumuro dcenvekamennol boaesnu. Kamnu cmewannoco muna, o6pasosamvi coiamu
ounupyouna u xonecmepuna [1-10].

2.3 JIaGopaTopHas IMATHOCTHKA

PexoMenayercst KIMHUYECKUI aHAIU3 KPOBU

KOMMeHTapHﬁ: 6p}10€ Cydaes 8blAGIAemcs cemMoumudecKas AHemMusl.

Pexomenayercs OMOXMMHYECKUH aHAITN3 KPOBU

KommenrTapwmii: ommeuaemcsi yMepeHHoe noswvlulenue KOHYenmpayuil
ananunamunomparncgpepaszvr  (AJIT), acnapmamamunomparncgepaszvr (ACT), 6 psoe
ciyyaee — wenounou gocghamazer (LD), eamma-enymamurmpancgepasor (ITT),

ounupyouna.

Pexomenayercs uccnenoBanue KpoBU Ha TeMOCTa3 (KoaryjiorpamMmma)
Kommenmapuii: y nayuenmos co cHudiceHnou yyHKyuell nevyeHu Moxicem ommeyamscs
CHUdICeHUue npompomobunogozo uuoexca (IIM) u nogviuenue MmedHcOYHAPOOHO20

Hopmanuzoeannozo omuoutenus (MHO).
PexoMenyeTcst ucciieIoBaHUe KOHIIEHTPAIIUH LIEPYIOIIa3MUHA B CBIBOPOTKE KPOBHU

(Cuna pexomenaanuii — 1; 1octoBepHOCTh 10Ka3aTeabCTB — C)

KommenTapuii: cuuowcenue yposus yepynronnasmuna 6 cvigopomke kposu (menee 20

me/on);

Pexomenayercs onpeneneHne CyTOYHOM SKCKPEIUHA MEIA ¢ MOYOH

(Cuna pexomenaanuii — 1; 1octoBepHOCTh 10Ka3aTeabCTB — C)

KommenTapmii: ouacnocmuueckum cuumaemcs nogviuieHue CymouHou d9KCKpeyuu meou
¢ mouou: bazanvhou — bonee 50 mxe/cym; 6 npobe ¢ /[-nenuyunnamurom (500 me x 2
pasza 6 cymxu) — oonee 1600 mxe/cym [1-10].

2.4 UHCTPYMEHTAJILHAS IMATHOCTHKA

Pexomenpayercst npoBeneHue ynbTpa3BykoBoro uccienoBanus (Y3M) opranos OproiHoit
HIOJIOCTH
Kommenrapmii: no Oannoim Y3U moocem Ovimb 6viasiena cenamomeanusi ¢

ouppy3uvimu  UMEHEeHUAMU NAPEeHXUMbl NedueHu 6 6Buoe 2UNEPIXO2EHHOCU U
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MenKoouazo8ou  HeoOHOpoowocmu.  Ilpu  wanuuuu  yupposa 6  napeHxume
BU3YANUSUPYIOMCA Y316l pe2enepayuu,  Cele3eHKa  Yeenudend, npu  Yeemosom

00NNIEPOBCKOM KaAPMUPOBAHUU — NPUSHAKU NOPMAIbHOU cunepmenuu [15].

Pexomennyercs nposenenue ¢pudpoanacrorpadus neyeHw;
KommenTapumii:  uccreoosanue  yenecoobpasno — Ons  HeUHBAUBHOU — OYEHKU

svipadcenHocmu puoposa nevenu npu bB [15].

PexomeHnayercss mpoBeA€HHWE  MarHWTHO-pe3oHaHcHOW  Tomorpadpum (MPT) wu
koMmbroTepHOM Tomorpaduu (KT) romosHoro mo3ra

Kommenrtapmii: naubonee uacmo ewviasnsiomea nouudcenue naomuocmu Ha KT u
eunepurnmencusnocms cuenana ¢ T2 u Tl pescumax MPT 6 obnacmu dazanvHuix sdep
20106H020 Mo32a. Taxoice 6vIAGNAIOMCA USMEHeHUs CucHala 6 00aacmu Ccmeoad
20106H020 MO32d, MALAMYCA, MO3XHCeUKa 8 coyemanuu ¢ ouggysnoi ampoghueti Kopwi u
benozo sewecmsa 201081020 mo3zed. Msmenenus MP-cuenana om cmpykmyp 20108H020
Mo32a mocym omcymcmeogams y 7-17% Oemeii co cmewannou ¢Gopmoti OonesHu
Bunvcona npu nanuuuu neepono2uueckou CUMNMOMAmMuKy 6 euoe mpemopa, ousapmpuu
U USMEHeHUs MbIUeYHO20 MOHYCa N0 IKCMPpAnupamuoHomy muny. B moowce epems
usmenenus na MPT u KT 2on06n020 Mo32a Mo2cym onepedxcamv  pazgumue
Hegponoeuueckol cumnmomamuku 6 10% cayyaes 6Gonesnu Bunvcona u  6vimb

obpamumvimu Ha Gone medvxeramupyiowei mepanuu [1-10].

Pexomenayercst KOHCYIbTAIHsI 0(TATHMOJIOTa C OCMOTPOM CO IIEIEBOM JIAMITON

KommenTapmii: opmanvmonocunweckue nposenenus npu bB exnouarom 6 cebs koavya
Kaiizepa-@netiwmiepa u meonyro xamapaxmy no muny «noocoanyxy. Konvya Kaiizepa-
Qnetiwiepa npeocmagnaiom cobol OmaoNHCeHue O0eno3sumos meou HaA GHYMpeHHell
NOBEPXHOCMU PO208UYbl 8 Oecyememosol obonouke. Busyanuzayua rxonvya Katizepa-
Dreviuwepa npouz8O0OUMcs NpU OPMarbMoI0SULECKOM OCMOMpPe NpU NOMOWU UeneBoll
JaMnbl, UHO20A NPU NOMOWU COHUONUH3, 8 OANeKO 3auleOuux Cmaousax 3a00ne6aHus
MOJCHO — 8UOemb  KOIbYO HEBOOPYIHCEHHbIM 832715100M. [ opazoo pesce npu bB
gcmpeyaemca pazeumue MeOHOU Kamapakmoel 8 eude «noocoanyxa». Kamapaxma ne
enusem HA OCMpoOmy 3pPeHUs U 8U3YATUIUPYEMC NPU NOMOWU WeNeBol IAMNbL 8 8UOe
cepo2o unu 3010M020 OUCKA HA nepedHeli 00010YKe XPYCMANUKd, Om KOmMOopo20

paouanvHo omxoosam nyyu Ha nepugepuio xpycmanuxa [1-10].
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2.5 NHag TMarHocTuKa

PexomMeH10BaHO MPOBEJICHUE CBETOBOW MUKPOCKOIIMY OHUOTITATa IEYCHU

Kommenrapmii:  mopgonocuueckue usmenenuss newenu npu BB  He sensiromcs
NAMOCHOMOHUYHLIMU U BKIIOUAOM 6 Cebsl HA PAHHUX CMAOUAX NPUSHAKU IHCUPOBOU
unurbmpayuu 2enamoyumos (KpynHOKaneavbHol U MeIKOKANeIbHOU), 2IUKO2eHO801
Oezenepayuu s10ep U OKAIbHBII 2enamoyeloNAPHbIL HEKPO3, d MakKdice npeodradanue
MUHUMATbHOU U HU3KOU CIeneHu aKMUSHOCIU 80CNAIUMENIbHO20 NPOYeCcd 6 COYemanuu
C 8bICOKOUL 00J1ell 8bIPANCEHHbIX (ubpomuyeckux usmenenutl (puc.2-4). Kax nonazaiom,
arcuposas dezenepayus eenamoyumos npu bB ceazana ¢ okcudamugnvim nospexcoeHuem
MUMOXOHOPULL ¢ NOCIEOVIOWUM HAPYUWEHUEM MeMAbOIUIMA TUNUOO8, d 8OCNATIUMENbHbLE
NPOsIGNIEHUSL — C NePEKUCHBIM OKUCTIeHUeM TUNUO08, ceHepayuell c60O0OHbIX PAOUKATIO8 U
uUcmoweHuem 3anacoe 2nOMamuona 6 pe3yivbmame HAKONAeHUs U30blmka Mmeou 6
eenamoyumax. Onucanvl 2UCMoI02UYecKUue USMEeHEeHUs. NeYeHOYHOU NAPEHXUMbL N0 MUNY
AYMOUMMYHHO20 2eNAmMUma, 8UPYCHO20, AIKO20IbHO2O0 U JIeKAPCMBEHHO20 NOPANCEeHUs]
neuenu. Ilo mepe npoepeccupoganust nospexcoeHull napeHxumvl, gopmupyemcs uopos
u, enocreocmauu, yuppo3s neveru. OOvIuHO Gcmpeuaemcs 2UCMONIO2UYecKds KapmuHa
KPYNHOY3/108020 YUppo3a neuenu 8 ucxooe bone3nu Bunbcona, oonako, onucamsl cayuau
U MeIKoy3108020 yupposa. s KauyecmeeHHO20 BblAGleHUs O0eno3umos meou 6
NEeYEHOUHOU MKAHU UCNONb3VIOMC PA3IUYHbIE SUCTOXUMUYECKUEe Memoobl OKPACKU
(podamun, pybeanosas xucioma, opceut, memoo Tummca c cepoii), 0OHaKo, éce OHU

umMerom HU3Ky OuacHoCmu4eckyio yenHocms [16-18].

PCKOMCHI[yeTCH KOJIMYCCTBCHHOC ONPEACICHUC COACPKaHNUA MCIU B TKAHU IICUCHU
KOMMeHTapI/Iﬁ: npu BB ouacnocmuueckum sensemcs nosvluleHue KOaudecmeeHHo20

CcoO0epxcanusi Meou 8 mKanu nevenu oonee 250 mxe/e.

PCKOMGHI[yeTCSI MPOBCACHUC MOJICKYJIIPHO-TCHCTUYCCKOTO UCCJIICIOBAHUSA.
KOMMBHTapHﬁ: B0O3MOJNCEH NOUCK UACHblX Mymab;uﬁ, a 6 cuyyae ux omcymcmeust —

noanoe cexgenuposanue cena ATP7B.

OcHosnvie nposenenusi bB npusedenul 6 Ilpunoocenuu 3.

3. Jleuenue

3.1 KouncepBaTuBHOE JIeUeHHE

Jledenue bB pexkoMeHIyeTcs HauMHATL C JUEThbl, HAINPABICHHOM HAa YyMEHBIICHUE

MOCTYIUICHUA MCIIU B OPraHU3M.
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(Cuna pexomenaanuii — 1; 1octoBepHOCTh J0Ka3aTeabCTB — C)

KomMeHTapum: ocpanuyusaromcsi npooyKmul ¢ 8blCOKUM COOEPHCAHUEM MeOU (nedenb,
KpeeemKu, opexu, woxkoaao, epudvl). Kax munumym, 6 meuenue nepgozo 200a ieyeHus,
ucnonvzyemcsi c80000HAs om Medu 800d, Npu HeoOXOOUMOCMU YCMAHABIUBAIOMCSL
oyucmumenvHovle Quibmpuvl 01 KOHMPOIs YPOBHSL COOEPAHCAHUSA MeOU 8 8000NPOBOOHOU
600e, M.K. NpU ee 00CMABKe MO2Ym UCHOIb308AMbCA MeOHble mpyoOvl. 3anpewjaemcs
UCNONB3068AMb MEOHYI0 Nocydy O npucomoeienuss nuwu. Heobxooumo uzbecamo
npuema UMAMUHHbIX U MUHEPAIbHBIX NPEenapamos, cooepicawmux meov. [Juemuueckue
peKoMeHOayuu Npusooam K 3amedleHUI0 Npocpeccuposanus 3a001e8anus, 0OHAKO He

MO2ym UCNOJIb306ambvblCil KAK COUHCMBEHHAS TUHUSL mepanuu.

B HacmoAauee epems UCNOJIb3YIOMCA pa3iudHble npenapamol 015 nevenuss Oone3nu

BuﬂbCOHa, oéﬂa()aiou;ue PA3TUYHbIM CMPOEeHUEeM U MEXAHUIMOM oeticmeus.

PekoMenoBano Ha3HaueHue npenapara J-neanmumiamun * (Kox ATX: M01CCO1).

(Cuna pexomenaanuii — 1; 10cTOBEpPHOCTH 10KA3aTENbCTB — B)

Kommenrapmii: ssnsemces npenapamom evloopa npu nevenuu Oonesnu Bunvcona. /[-
NeHUYUIAMUH NPeOCmasisiem coOol Npou3eoo0Hoe NeHUYULIUHA, MOLEKYId KOMOpPO2o
cooepoicum — C80OOOHYIO  CYIb@UOPUTbHYIO — SPYANY, €  HOMOWDbIO  KOMOPOU
ocyujecmensaemes XeiamopHas aKmueHOCHb OAHHO2O0 npenapamd. Jl-neHuyuiiamun
MobuU3yem medb U3 neyeHu U OPyeuUx Opeanos U YEeauduaen ee Mouesyo dKCKpeyuro,
a makoice UHOYYUpyem cunmes MemailomuoHUHO8. [[-neHuyuiiamun Hasnavaemces 3a 1
yac unu yepe3z 2 uaca nocie npuema nuwy, m.K. eoa CHudcaem KUUeyHyo abcopoyuro
npenapama. Hauanvnvie 0o03v1 npu mepanuu cocmasnsirom 250-500 wme/cym ¢
nocmeneHnviM (Kadicovle 4-7 OHell) yeeauueHuem 003vl Ha 250 me 0o neuebHOU
oozuposku  1000-1500 wme/cym, xomopas Oaemcsa 6 2-4 npuema. J[lna Oemei
mepanesmuieckas 003upoexa J{-nenuyuniamuna cocmaegigem 20 me/ke/cym. Koppexyus
003bl npenapama NPouU3BOOUMCs N0 Mepe CHUNCEHUsL YPOBHSL IKCKpeyul Meou ¢ MOYOIL.
Ilobounvie s¢hpexmvr  na mepanuio  J[-nenuyuinamunom passusaiomesi 6 30%
Habmooenutl. Y 001bHbIX CO cMeulantol (Hegponoeudeckotl) ¢opmoti BB 6 30% cuyuaes
ommeuaemcs  YXyouileHue  He8pOI0SUHeCKOU  CUMNMOMAMUKY, YMO  C8A3AHO  C
UHOYYUPOBAHHOU BbICOKOU MoOUIu3ayuell MeOu U3 NeYeHUu U OMIONCeHUeM ee 8
0a3anbHbIX AOPAX 20JI08HO20 MO32d, YMO NPOBOYUPYEM UL YCUTUBAET HEBPOIOCULECKYVIO
cumnmomamuxy. Oxono 25-30 % nayuenmoe ¢ bB ma ¢one mepanuu paszeusarom
OCMPYIO ANePSUYeCKYI0 PeaKyuio 8 eude Cuinu, TUXOpaoKu, KpanugHuysl. BozmoowcHo
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pazeumue noOOCMPOU MOKCUHECKOU peakyuu 6 6uoe NPOMeuHypul, YeHemeHus.
KOCIMHOMO3208020 KPOB0OOOpAWeHUs Ul XPOHUYECKO20 MOKCUUECK020 Oelicmeus Ha
KooiCy (mpedcoespementnoe cmapeHue, Oeghekmuvl 8 Gopmuposanuu pyoyosol mrauu,
CEPNUHSUHO3HDIL Nephopupyrowutl 31acmo3, 8C1e0CmaUue MOKCULeCKo20 8030eliCHEUs]
Ha KOJLIA2EeHOBblE BOJNOKHA, 603MOJCHO pazeumue c1abocmu cocyOucmou CMmeHKU),
UMMYHHYIO CUCMeEM) C pa3eumuem aymouMMYHHbIX 3a0071e6anull (CUCMEeMHAs KPACHAs
B0NUAHKA, APMPUMDbI, NOBGbIUEHUE AHMUHYKIEAPHO20 (DAKmMopa), a maxdice CHUMNCeHue
pesucmenmuocmu K un@exyusim. Ilpu npumenenuu J[-neHuyuiiamMuHa pazeuéaemcs
He0OCmAamouyHoCmyb ~ NUPUOOKCUHA,  4mo  mpebyem  Ha3HayeHus eumamuna B6
(nupudoxcur) 8 0oze 25-50 me/cym. Ilpu paszsumuu nobounvix OJevicmeuii JI-

NEeHUYUIIAMUHA Ha3Hadaemcs opy2oe atbmepuamuenoe everue [1-10].

PexomeH0BaHO Ha3zHaueHHE MpenapaToB IMHKA (CyNb(paT, OKHUCh, aleTaT HUHKA) (KO
ATX: A12CB)

KommenTapmii: yunx nodaensem ecacviganue meou 8 KUuleuHuKe U NPUMEHAemcs Kak
anbmeprnamugHoe nedenue npu bB. Ilpenapamvl yunka unoyyupyrom memanilomuoHuHsl
IHMEPOYUMOo8, 001A0AIUUX BbICOKUM CPOOCHEOM K MeOu, YUMo NPUBOOUM K 3axX6amy
Meou U3 nuwu MemailoOMUOHUHAMU, CBA3LIBAHUIO 6 JdNUMmenuU KUeyHuKd, u
npensamcmeuio abcopoyuu Memania 8 CUCMeMHblll KPOBOMOK C GblOeNeHUueM U30blmKa
meou ¢ kanom. Ilpenapamol yunka menee MoKCUUHbBL, YeM Xelamopul.

3a pybeoscom ona neuenus 6onesnu Bunvconma ucnonvzytomes Tpuenmun (mpusmuieH
mempamun) u Tempamorudoam ammoHnusi, 0OHAKO HA POCCUUCKOM PAPMAKOIOSUYECKOM
PblHKE OaHHble npenapamsl He 3apeaucmpuposanst [1-10].

3.2 Xupypruueckoe JedeHue

PCKOMGHZ[OB&HO IMPOBCACHHUC OpTOTOHH‘IGCKOfI TPAHCINIAHTAIMU TICHYCHU IPU HAJIWUYUU
MOKa3aHMi: pa3BHUTHE Gy TbMUHAHTHOMN MEYCHOYHOU HEJI0CTaTOYHOCTH;
HEA(PDEKTUBHOCTh TEpaNHMM XelaTopaMHd MeOU B TEUYCHHE HECKOJIbKHX MECSIEB Y
MAIMeHTOB C JIGKOMIIEHCUPOBAHHBIM IIMPPO30OM TII€YEHU; BO3HUKHOBEHHUE TSKEION
MPOTPECCUPYIOIIEH MEUYEHOYHON HEJOCTATOYHOCTH MPU CAMOCTOSITEIbHOM MPEKPAILIEHUN
JICYCHUS, TPOTPCCCUPYIOINIUX U HeO6paTI/IMLIX HEBPOJIOTUYCCKUX HAPYUICHUAX.

KOMMeHTapHﬁZ eblorcusaemocms nayueHmoe 6 medeHue 200a nocie ypeeHmHoﬁ
MPAHCNIAHMAYUYU NO NOB0OY PYIbMUHAHMHOU NeYeHOYHOU HedocmamoyHocmu npu bB
oocmucaem 70%, 6 omcymcmeue mMpAaHCHAAHMAYUU BbIHCUBACMOCHb COCMABAAEM
eouHuunvle cayyau. Ilpu mpacnianmayuu neyeHu Ha cmaouu OeKOMNEHCUPOBAHHO20

uupposa nederu 8bloHcueaemocntb NAYUEeHNn o6 6 melderue 200a cocmaensem 95%, uepes 5
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nem — 83%, uepesz 10 nem — 80%. Ynyuwenue nesponrocuuecko cumMnmomamuxu nocie
mpaucniaumayuu  Haonoodaemces 6Oonee uem 6 50% cayuaes. QOomaxo, eciu
He8polocUdecKas CUMNMoMamuka nepcucmupyem oOonee 2 jnem Ha ¢houe Jedenus,
VAYYUleHUue pesyibmamos nocie Hpo8edeHuss OpmomOnU4ecKol MmpancniaHmayuu
neyeHu UaU NPOOOJINHCEHUS XeNAmOPHOU mepanuu Maloseposimuo. Bovicueaemocmo
nayuenmog co cmewanHou ¢gopmoi BB nocne npogedenuss mpancnianmayuu nedyenu
HUdIce NO CPABHEHU0 ¢ NeuyeHOYHou @opmou. Tpancnaanmayus nedenu NpPuUBOOUM K
HOpManuzayuu ooMena meou, NOBLIUEHUIO VPOBHS UepyIONIA3MUHA 8 nepevle Mecsaybl
nocie onepayuu, CHUMNCEHUN IKCKpeyuu meou ¢ MOYOU Nocie MPAHCHAAHMAYUU C
NOJHOU HOpManuzayuelu OAHHLIX noxazameneu K 0-9 mecayy nocreonepayuorHno2o

nepuooa, ucyeznogenuro koney Kaiizepa-@netiwepa y bonvuuncmea nayuenmos [1-10].

4. PeaOnanranus

He paspaborana.

5. IlIpodpunakTuka U AMCHIAHCEPHOE HAOIIOIEHUE

5.1 Benenue nanmueHToB

Jluacnocmuxa u mepanusi BB y demeti ocywecmensiemcs Ha 6aze cneyuaiuzupo8anHblx
CMAYUOHAPO8  2ACMPOIHMEPOLOSULECKO20 (2eNamoI02UYecKo20) Npouis ¢ npusiedenuem
CeOVIOWUX — CNeYUAIUCmos: 2aCmpodIHmeposoe (2enamosnoe), OKYIUCm, HCUXOHEBPOII02,
ncuxonoe, mpaucnianmoinoe. Ilepsuunas ouaenocmuxa u Hayano mepanuu y oemeti ¢ O0JLE3HbIO
Bunvcona ocywecmensemes na b6aze cneyuanuzuposanHo20 CmayuoHapa u 6KI0Yaen 8 cpeoHem
30 koiiko-Onell ¢ 00A3amenbHOU OYEeHKOU MemaboIusmMa meou, cmeneHu Guoposuposarus
NEeYeHOUHOU NAPEeHXUMbl U HAPYUEHUS NCUXO-HeBPOI0SUYeCKUX (QYHKYull, ¢ onpeoeieHuem
HOKA3aHUL OJIs1 CB0CBPEMEHHO20 BLINOJHEHUS OPMOMONUYECKOlU MPanchianmayuu neveuu [1-
10].

Koncepsamuenas mepanus npoeooumcs Ha 0Oaze KpyeroCYMOYHO20 U OHEBHO2O0
cmayuoxnapa ¢ 00s3amenbHbIM KOHmMpoemM J1a00pamopHbiX nokasamenel U nociedyioujel
NPeeMCmMBEeHHOCIbIO € AMOYIAMOPHLIM 36€HOM 30pagooxpanenus: Ha 1 mecsiye mepanuu
OCYWeCmeIslemcst  ejiceHedebHblil KOHMPOb 1a00pamopHulx nokasamenei, Ha 1 200y —
edlcemecaunnlll, oaree 1 paz 6 3 mecsya, ¢ npeemMCmMEEeHHOCMbIO MeNHCOY CMAYUOHAPHBIM U
aAMOYIAMOPHLIM IMANOM HAOTIOOEHUS.

CneyuanuzuposanHoe cmayuonaproe HabnoeHue ocywecmeniemcs 2 pasa 8 200 HA
baze Kpyenocymouno2co CMAayuoHapa uiu Ha 6ase OHe8HO20 CMAYUOHAPA NPU OMCYmcmeuu
HeoOX00UMOCMU 3AMeCMUMENbHOU UHQYZUOHHOU MEPANUU, C eHCeMeCIUHbIM amOYIamopHbIM

HaO00eHUueMm nayuesmoes no mecniy ofcumelbCmea epaueﬁ cneyuaiucmos. neduampa u
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2acmposHmMepoio2a npu Ne4eHOYHOU U CMEeWanHol opmax 3a00nesanus, NCUXOHEBPOL02a U
ncuxonoza npu cmeutannou gpopme bB.

Yuumeieas cneyuguxy memadonuueckux Hapyuienutl, KiuHUYeckue u aabopamopHule
NpUSHAaKy 3a001e6anus, HEpeoKo NPOMeKanue2o0 ¢ Heyo081emeopumenbHblM NPOSHO30M,
ouazHocmuxa u neyenue nayuenmos ¢ bB oondicusl ocywecmenamocs Ha 3 YPOGHSX:

I — nepsuvlii ypogenv (MeOUYUHCKUe Opeanu3ayul, OKaA3bleawue npeumMyuiecmseeHHo
NEPBUUHYIO MEOUKO-CAHUMAPHYIO, 8 MOM YUCTIE NEPBUYHYIO CREYUATUSUPOBAHHYIO, MEOUYUHCKYVIO
nOMOWb),;

Il — emopoii ypogensv (MeOuyuHcKue opeaHu3ayul, oKazvlearujue npeumyujecmseHHo
CNeyuanu3upoBanHHyr0  MeOUYUHCKVIO ~ NOMOWb,  umewwue 6  C6oeu  CmpyKmype
CReyuanu3upoOBaHHble MeXCMyHUYUNATbHbLE OMOENeHUS U (UTU) MEHCMYHUYUNATbHbLE YeHmpbl, d
makice patlorHvle U 20poOCKUe OUCHAHCEPLL, MHO2ONPODULbHbIE 20POOCKUe DOIbHUYDL),

11 — mpemuii yposenv (DedepanvHulii — Hayunwiil yenmp 300posvs demeil. Meouyunckue
opeaHuzayuu, OKA3blearOWUe CReYUAIUSUPOSAHHYI0 MEOUYUHCKYIO NOMOWb, d MAakxdice

MeduuuHCKue yqpeofcdeﬁuﬂ, oKasvleaouue 6blCOKOMEXHOJI02UUYH)I0 Me()ub!uHCKle I’ZOMOM/!b).

3aoauu I yposena:
1. 3ano003pums 3a601e6anue no KIUHUYECKUM NPUSHAKAM,
2. ecnu  603MOJICHO, NpOBeCMU  UCCIe008aHUe KpO6U HA  KOHYEHMPAayuro

YepyIonIasMura U OYyeHUms CymouHyto 0a3aibHy0 IKCKPeYuo meou ¢ Mo4ou;

3. HAnpasumsv Ha KOHCYIbMayuro 6 MeouyuHckoe yupecoenue 11 yposus.

3aoauu Il yposna:

1. noomeepocoaemces (unu ucknoyaemcs) ouaznos bB;

2. OucnaHcepHOoe  HaOMOOeHUe  —  UCHOAb3YS  pPeKOMeHOayuu,  Npo8ooOUmbs
OONONHUMENbHYIO KIUHUKO-TAO0PAMOPHYIO OUASHOCMUKY U leYeHue.

3aoauu I1I ypoens:

1. OdemanvHoe ob6cnedoganue nayuenma c¢ BB He pesce [ paza 6 200 c evloauell
3aKMI04EeHUs 0 OaNbHelulell MaKmuke J1e4eHus;

2. JHK-ouaenocmuxa BB,

3. nnanogoe neuenue.

B ycnosusix @Dedepanvhoco yemmpa pekomenoyemcsi pecyisipHoe  amOyIamopHoe
HaOnwoenue 3a  OONbHLIMU  (NONUKAUHUYECKUU NpueM Ul  OHEe6HOU CMAYyuoHap) ¢
eocnumanuzayuel 8 Cneyuaiu3upo8aHHylo KIUHUKY (KpyeaocymouHnoe omoeieHue) 6 ciyude

paseumius OCNOJHCHEeH UL 3a001e8aHU.
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6. lonoHuTe1bHAS HH(pOPMAIUS, BIUAIOIIAS HA TeYeHHEe U UCXO0/
3200J1IeBaAaHUA

6.1 Ucxoanl 1 MPOrHO3

BB sBusercs mporpeccupyrouM 3a00JieBaHUEM M NPU OTCYTCTBHUM CBOEBPEMEHHOMN
Tepanuu OOJNbHBIE YMHUPAIOT OT OCJIOXHEHUH LUppO3a TEYEHH W/HMIM pexe OT
MPOTPECCUPYIONIEH  HEBPOJOTMYECKOW cuUMNTOMATHKH. [Ipu Xemwpyromendn Tepanuu ¢
TPAHCIUIAHTALMU TIEYEHH [UINTENIbHAs BBKMBAEMOCTh MAIMEHTOB ¢ Oose3Hbl0 BuibcoHa crana
HOPMOM, XOTSl M HE OLIEHUBAJIaCh IPOCIEKTHBHO.

IIporno3 mpu BB cBsi3aH co cTemeHbIO JEKOMIIEHCAIMM TEYCHOYHBIX (DYHKITHIA,
TSDKECTBIO HEBPOJIOTUYECKOH CHMITOMATHKH M TMPHUBEP)KEHHOCTHIO Tepanuu. Hopmammzarmst
NEYEHOUYHBIX (DYHKIHMI MPOMCXOAUT HA 1-2 roxy Tepanuu M HE HPOTrpeccUpyeT MpH MOJHOM
BBIMOJIHEHMM Bcex pexoMmeHnauui. KoncepBatuBHas Tepamus He d3(dexkTuBHa npu
(GyabMHHAHTHOM TeueHUH 3abonieBaHus. bwur paszpaboran mporHoctuueckuid uHaekc bB
(Dhawan et al.), cormacHo KoTOpoMy oOIeHKa cBbime 11 OamIoB cBs3aHAa C BBICOKOH
BEPOSITHOCTBIO JIETAJILHOI'O UCXO0/1a IIPU OTCYTCTBUM CPOYHOM OPTOTONMYECKOH TpaHCIIIaHTAL[MH
neuenu [1-10].

Ta6auna 2 -lIlpornocruueckuii nuaexc bB (B Moaudukanun Dhawan et al.)

[Tokazarenn 1 Gamn 2 Gamna 3 6amna 4 Ganna
bumnpy6un (Mmxmons/i) | 100-150 151-200 201-300 >300
ACT (En/n) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
JTeiixonutsi (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
Anp0ymMuH 1/11 34-44 25-33 21-24 <21

* Cymmapnas oyenxa ceviuie 11 6an106 c8sa3ana ¢ blcOKOU 8EPOAMHOCMbIO 1EMANTbHO20 UCX00a
be3 mpancnianmayuy nedeHu.

HeBponorunueckas cumnromarunka bB numb dwactmuHo oOpaTtuma Tpu  Teparmuu
XelaTopaMd ¥ TPOBEICHUM TPAHCIUIAHTAIIMM TI€YeHH, YTO CBS3aHO C HEOOpaTUMBIMU

MOPAKCHUAMHU IMOJAKOPKOBBIX SIJICP I'OJIOBHOI'O MO3ra TOKCUUCCKUMU KOHUCHTPALUAMU MCIU.

Kpurepuu oueHku KayecTBa MeJMIUHCKOH IMOMOIIU

Ne Kpurepuii YpoBennb Yposenn
JAOCTOBEPHOCTH | yOeIUTEeJIbHOCTH
JA0Ka3aTeJIbCTB | PEKOMEH AUl

1. BrinonneHo uccnenoBaHue KOHUEHTPALMU C 1
LepyJIOIJIa3MHUHA B CBIBOPOTKE KPOBHU

2. Brinonneno ompeneneHue CyTOUYHOM SKCKpEIUu C 1
MeIHU ¢ MOYoi (0a3aapHOM 1 TTOCIIe TIPooe)
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BrimonHeno HasHaueHue mpemapara Jl- B 1
MEHUIHUTAMAH

Brinonneno HazHadyeHHE JAHUCTHI, HaHpaBJ’ICHHOﬁ Ha C 1
YMEHBUICHUE NOCTYIUICHUA MEIU B OpraHU3M
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B3anmMocBs3b cTenenu HapylieHus: GyHKIUU TIeYeHH U €€ MOP(OIIOTHIECKUX U3MEHEHHI
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CypkoB A.H., IloranoB A.C., TymanoBa E.JI., Yerkuna T.C., CensixoBuu B.M.
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IIpunoxkenue Al. CocraB paGoueil rpynnsl

BapanoB A.A., akan. PAH, npodeccop, n.m.H., nupekrop ®I'AY «HayuHplii IEHTp 310pPOBBS
nerei» Munszapasa Poccun, npencenarens Mcenonkoma Coro3a nenuarpos Poccuu;
Hama3zoBa-bapanosa JI.C., akan. PAH, npodeccop, 1.M.H., TUPEKTOP-3aMECTUTENb TUPEKTOPA
HUN Tlegmatpun wum. ['.H. Cnepanckoro ®I'AY «HayuHblii LEHTp 310pOBbS ACTEH»
Munsapasa Poccun, 3amecturens [Ipeacegarens Ucnonkoma Coro3a neauatpoB Poccnu;
CypkoB A.H., yuensni cekperapp ®I'AY «Hayunslii neHTp 310poBbsa nerein» MuH3znpasa
Poccun, k.M.H., Bpau-ractposHrepoJior, uieH Coro3a neauarpos Poccuu;

IMoranmos A.C., npod., 1.M.H., 3aB. TACTPOIHTEPOIOTMUECKUM OTIEJIEHUEM C reNaToJIOTHYeCKON
rpynnoit ®I'AY «Hayusslii 1neHtp 370poBbsi nerei» MunszapaBa Poccuu, unen Corosa
neauatpos Poccun.

Boubinen I'.B., 1.M.H., TJIaBHBIN HAay4YHBIA COTPYIHUK IaCTPOIHTEPOJIOTMUYECKOTO OTIAEIECHUS C
renatosiorndeckont rpynnoi ®I'AY «Hayunsi nenTp 310poBbsa nerei» Munsnpasa Poccun,
yieH Coro3a neguatpoB Poccum.

Humobanosa E.I'., K.M.H., cTapinii HAy4YHbI COTPYIHUK TaCTPOIHTEPOIOTUYECKOTO OTIEICHUS
¢ renarosornyeckoit rpynno ®I'AY «Hayunslit neHTp 310poBbS AeTei» Munsnpasa Poccun,

yied Coro3a nenuatpoB Poccum.

Aemoput noomeepicoarom omcymcmeue QUHAHCOBON NOOOEPHCKU/KOHPIUKmMma unmepecos,

KOMmMOopbwlit Heo0Xo0umo 00Hapooosams.
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Ipuioxkenue A2. MeroaoJiorusi paspadoTKu KIMHUYECKHX
peKoMeH A

Knunuuecxkue pexomenoayuu co30anvl HaA OCHOGAHUU COBPEMEHHBIX MENHCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOAUUil no OUaZHOCMUKe, 1e4eHUI0 U 6€0eHUI0 DONbHBIX ¢ 00/1€3HbIO
Bunwvcona.

bonesnv Bunvcona ommnocumcsa K peoKuUM HACI€0CMEEHHBIM 3A0071€6AHUAM, YMO
UCKIIIOYAem B03MOXMCHOCHIbL NPOGEOeHUs OO0NbUIUX KO2ODMHBIX U PAHOOMUZUPOBAHHBIX
KOHMPOAUPOBAHHBIX UCC/IC008AHUIL U 011 CO30AHUA RPOMOKOI08 OUACHOCMUKU U Mmepanuu
UCROTIL3YIOMCA  JTUWL MeMamuiecKue uccie006anus IKCNepmos, OnyoOIUKOGAHHblE 6

nocaeonue 06a oecamuiemus.

IleneBasi ayAuTOPHUA JAHHBIX KIHHUYECKUX PEKOMEHIAIMI:
1. Bpaum-ractposHTEpOIOrU

Bpauu-neguatpst

Bpauu o6meit BpaueOHOM MpaKkTHUKH (CEMEHbIE Bpayn)

Bpaun-renetuku

Bpauu ynpTpa3BykoBO# TMarHoCTUKU

Bpauu-nabopanTsl

Bpauu-naromopdonoru

Crynentsl MenuuuHckux BY3oB

° ®» 2o w»n kWD

OOyuatoniyiecs B OpauHAType U HHTEPHATYpe

Metoabl, ncnosb3yemble LJIsI cOOpa/cesIeKIHN J0KA3aTeJbCTB: IIOUCK B JIEKTPOHHBIX
0a3ax JaHHbIX.

Onucanue MeTO10B, HCMOJIb30BAHHBIX VISl OLICHKH Ka4eCTBA H CHJIbI J0KA3ATEJbCTB!
JIOKa3aTeabHOM  0a3oi  JuIsi  pEeKOMEHIAIMM  SABIAIOTCA  MyOJUKAlMM, BOLICAIINE B
KoxpeitHoBckyto Oubnmoreky, 0a3zpl naHHeix EMBASE, MEDLINE u PubMed. I'myGuna
noMcka — 8 Jer.

MeTtoabl, HCIIO/Ib30BAaHHBIE /ISl OCHKU KAa4eCcTBAa U CHJIbI I0KA3aTelbCTB:

® KOHCEHCYC KCIIEPTOB;

® OLICHKA 3HAYUMOCTH B COOTBETCTBUH C PEUTHHIOBOM CXEMOM.

MeToabl, HCI0JIL30BAHHBIE VIS AHAJIN3A J0KA3aTe/IbCTB:

© 0030pBI OIyOJTUKOBAHHBIX METa-aHAIU30B;

® CUCTEMATHYCCKHUEC O630pI)I ¢ TaOJIMIaMH JOKa3aTCILCTB.
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Onucanue MeTOA0B, MCNIOJb30BAHHBIX VIS AaHAJIU3A 0KA3aTeJIbCTB

[Ipu otbope myOnukanuii, Kak TOTEHIUAIbHBIX HCTOYHUKOB JIOKa3aTEIbCTB,
UCIIONb30BAaHHAS B KAXKJIOM UCCIICIOBAHHH METOAOJIOTHUS U3Y9aeTCs ISl TOTO, YTOOBI YOS IUTHCS
B €€ BAJMIHOCTH. Pe3ynpTaT M3ydeHMs] BIUSET Ha yPOBEHb JOKA3aTENIbCTB, MPHUCBAaWBAEMbIN
myOJMKaIuy, 4TO B CBOIO OU€pe/ib, BIMSIET Ha CHUIIY PEKOMEHIAIHA.

Jns MUHMMH3AIMM TOTEHUIUATbHBIX OMIMOOK KaXkJI0€ WCCIEOBAHHE OlEHUBAJIOCh
He3aBuCcHMO. JIoOble pasznuuusi B OLIEHKAaX OOCYXKIAalUCh BCEHl TpyNIoOi aBTOPOB B IMOJHOM
coctage. [Ipr HEeBO3MOXXHOCTH JOCTHKEHHSI KOHCEHCYCa MPUBJICKAJICS HE3aBUCUMBIN SKCTIEPT.

MeToabl, HCHOJb30BAHHbIE Js1 (POPMYJUPOBAHUSA PEKOMEHAAUMH: KOHCEHCYC
3KCHEPTOB.

Nuaukaropsl 1oopokavecTtBeHHoi npaktuku (Good Practice Points — GPPs)

PekoMennyemass noOpokadecTBEHHAs IMpaKTUKAa Oa3upyeTcss Ha KIMHUYCCKOM OTIBITE
aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHII.

IKOHOMHYECKHIT aHATH3

AHanM3 CTOMMOCTM HE TPOBOAWJICS U TNyOnuKanmuu 1o (HapMaKOIKOHOMHUKE He
AQHAJIU3HPOBAIIUCH.

MeToa BaJuaauuu peKoMeH1auuil

e  BHemHss SKCHepTHAs OLECHKA.

e  BHyTpeHHs SKCIIepTHAs OLICHKA.

Onucanue MeTOAA BAJIUAAIMN PEKOMEHIANH

Hacrosmue pexkomeHmanuu B TpPeIBAPUTEIBHOM BepcUM OBUTM  pELEH3WPOBAHBI
HE3aBUCUMBIMU HKCIIEPTAMHU, KOTOPBIX, MPEKIAE BCEro, MONPOCHUIN IPOKOMMEHTHUPOBATH,
HACKOJIBKO JOCTYIHA [Isi TIOHMMaHUSl WHTEPHpETalMs I0Ka3aTelIbCTB, JIEKalllas B OCHOBE
PEKOMEHIALH.

Ot Bpayeil mepBUYHOTO 3BeHA (MEAUATPOB, FACTPOIHTEPOIOrOB) MOTYUEHBI KOMMEHTAPUU
B OTHOILICHHUH JT0XOJYUBOCTH U3JI0KEHUS JAHHBIX PEKOMEHALMMI, a TAK)KE UX OIL[EHKA BaXKHOCTHU
MpeasiaraeMbIX PEKOMEHJAN, KaKk MHCTPYMEHTA [MOBCEIHEBHON MPAKTUKHU.

Bce xomMeHTapuu, TOJy4YeHHBIE OT HKCIEPTOB, TIIATEIBHO CHUCTEMATU3UPOBAIUCH U
oOcyXgaimMch wWieHaMH pabodeil rpynmbl (aBTopamMu pekoMeHnanuid). Kaknbriii myHKT
o0cy>kancst B OTACTbHOCTH.

KoHcyabTanus u 3kCnepTHas OLEHKA

[IpoekT pexomeHAaluii ObUT PELEH3UPOBAH HE3aBUCUMBIMU JKCIIEPTAMU, KOTOPHIX,
MPEXIE BCEro, MOMPOCHIA MPOKOMMEHTHUPOBATh JTOXOJYMBOCTh M TOYHOCTh HHTEPIIPETALUN
J0Ka3aTeNbHOM 0as3bl, Jiexallel B OCHOBE PEKOMEHIAIUH.

PaGouas rpynna
27



JIns OKOHYATENbHON pPENaKIMi W KOHTPOJIS KadyecTBa PEKOMEHAAIMH OBLIM TOBTOPHO
MpOaHATM3UPOBAHBl WiICHaMU pabodell Tpymmbl, KOTOPbIE MPUIUIA K 3aKIIOYEHHIO, YTO BCE
3aMeuyaHusi 1 KOMMEHTapHH SKCTIIEPTOB MPHUHATH BO BHUMAHUE, PUCK CHCTEMAaTUYECKUX OITHOOK

pu pa3zpaboTKe peKOMEHIAIi CBEeJIeH K MUHUMYMY .

28



Ipuioxkenue A3. CBsi3aHHBIE JOKYMEHTHI

IHopsiaku oxkazanusi MeaMUMHCKON momomu: [Iprkas MunucrepcTBa 31paBoOXpaHEHUS U
couuanbHoro pa3sutus PO ot 16 anpenst 2012 r. N 3661 "O0 yrBepxxaenuu Ilopsinka okazaHus

neauaTpuueckoit momomun"

CrangapTsl oKka3aHus MeIUIUHCKOM momouu: CtaHIapT celuaaIn3upoBaHHON
MEAUIMHCKONW OMOIIH JETSAM IpU HapylieHusx ooMeHa menu (Oone3nu Bunibcona) [pukas

Munzapasa Poccun ot 24.12.2012 N 15551
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IMpuaoxenue b1. Anropurm BeleHHsI MALUEHTA

[TanmeHT ¢ momo3peHreM Ha 6one3Hb Bunbcona

A 4

JlmarHocTuka

Koncynprarmus JHuaruo3
npopUIEHOTO HOATBEPXKACH?
CIEeLUAINCTA
EcTp mokazanus IInanosoe
K Tepanuu? HabJII0/ICHNE Y
pOQHIBLHOTO
CIHEeLHAINCTA
Hasnauenue tepanuu B
CTaLlMOHApe
MOHPITOpI/IHF COCTOAHUA ITalTUCHTOB,
TOJTyYaromux Teparunro
HucmancepHoe
HaOmoIeHHe, CrabuipHOE
lNocnuranuzamnus
IUIAHOBAs TEPAITUs cocTosuue?
Ha IOMY
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Ipuioxkenue B. Unpopmanus 1 nanueHToOB

bone3np BuibcoHa oTHOCHTCS K u4Mcay Haubojee TPYyAHO JUArHOCTHPYEMBIX
3a00J1eBaHUN TE€YEHH B CBSA3M C JJIUTEIbHBIM OECCUMOTOMHBIM TEYEHHEM, OCOOEHHO Ha
HAyYaJIbHBIX CTaIUAX 3a00J€BaHMs, U OOJIBIIUM pa3HOOOpa3ueM KIMHUYECKONH CUMIITOMATUKU. B
CBA3M ¢ 3TUM BB HeoOxoaumo HCKIIIoYaTh y KaXAOro MAlUeHTa JETCKOr0 M MOJAPOCTKOBOIO
BO3pacTa ¢ HEYTOUHEHHBIM 3a00JeBaHMEM NedeHU. Pa3paboTaH 4eTKuil alnropuT™ AUArHOCTUKH
BB, 4T0 n0o3BOISIET TOYHO MOATBEPAUTH WU ONPOBEPTHYThH AUATHO3.

CBoeBpeMEHHOE Ha3HA4YE€HHWE MATOr€HETH4YecKoW Tepanmuu npu bB y gereit
COIPOBOXKAAETCS PErPECCOM KIMHUYECKONW CHMIITOMATHKH, MPEJOTBpalieHuEM (OPMUPOBAHUS
UppO3a II€YCHM W HEBPOJOTMYECKOM CHUMITOMATHKH, YIYYIICHHEM KadyeCTBa >KU3HU U

COLIMANBHOM aanTanuu pebeHka.
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Ipunoxkenue I'l. basabHasi mkaJja TMArHOCTUKHU 00Jie3HN Buibcona

I. Cumnromsl baJuibl I1. JlabopaTopHBI€ TECThI Bajubl
1.Konbua Kaitzepa- 1.DKckpenust Mey ¢ MO4ou

daerimepa - HOpMa 0

- IPUCYTCTBYIOT 2 - 1-2 HOpMBI 1

- OTCYTCTBYIOT 0 - Oosee 2 HOpM 2
- HOpMa, HO yBelIM4YeHHe Oosee 5 HOpM 2
IpU 1po0€ C NeHUYUNTAMUHOM

2.Heiiponcuxuarpuyeckas 2. KonnuecTBeHHOE omnpesiesieHHe Melu B

CUMIITOMATUKa _(M3MEHEHUS ouonrarax ne4YeHu

Ha MPT) - HOpMa -1

- IPACYTCTBYET 2 - 50-250 mxr/T 1

- OTCYTCTBYET 0 bosee 250 mxr/t 2

3.Kym0c-HeraTuBHast 3.PojaMuH — TO3WUTUBHBIC TIe€NaTOLUTEI

LEMOJIUTHYECKAs] aHEMUS (Ipu_HEBO3MOXKHOCTH _KOJIMYECTBEHHOIO

- IPUCYTCTBYET 1 OIpEe/IeICHNs ME/IU B IEYECHHU)

- OTCYTCTBYET 0 - IPUCYTCTBYIOT 0
- OTCYTCTBYIOT 1
4.YpoBeHb 11EpPYyJIOIIIa3MUHA B CBIBOPOTKE
KpoBH (11pu HopMe Oostee 20 Mr/ui)

- HOpMa 0
- 10-20 1
- menee 10 2

III. MonekynsipHO-TeHeTHYECKOe HCCJIeJOBaHHe (BbISIBJeHHEe MyTalMid TIeHa

ATP7B)

- TOMO3UT0Ta, KOMIIayHI-T€TepO3Urora 4

- TeTepO3UroTa 1

- MyTalMii He 0OHAPYKEHO 0

CymMapHble OaJUIBL:

4 u Gosee: BbICOKasl BEPOSITHOCTH Oosie3HU BuiibcoHa;

2-3: bone3nr Bunbcona BeposTHa, HO TpeOyeTcs AalibHEeHIee 00cie0BaHNE TTAIUEHTa;

0-1: bone3usr Buiabcona coMHuTENBHA.
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Ipuioxkenue I'2. lnarnocruyeckue kpurepuu bB (mpuymuHbI

JIO’)KHOOTPHIHATEJIbHBIX U JOKHOIIOJI0KUTEC/IbHBIX pe3y.]'leaTOB)

Tect N3mene [Ipy4auHBI T0KHOIIOJIOKUTENBHBIX IIpyunnbI
HUS [IpU pe3yabTaToOB JIO’KHOOTPULIATEIbHBIX
OoJie3Hn pe3yIbTaToB
Bunscon
a

Hepynonnazmu | Menee boniesup Menkeca, InedeHOYHAss

H CBIBOpOTKH | 20 Mr/mn HEJI0OCTaTOYHOCTh, MaJIbabcopOIHs, Octpoe BocmaneHue,
JUTUTENIBHOE MapeHTEPAIIbHOE TUTAHUE, TUIIEPICTPOTCHEMMUS,
reTepo3urotTHoe Hocutenbctso ATP7B, OEpEeMEHHOCTb,
anepyioria3MuHeMusi, HeppoTuueckuit OIYXOJIH
CUHJIPOM, AETCKHM BO3pacT MeHee 2 JieT

Konpua [Ipucyre XPpOHHUUYECKHE XOJIECTATUUECKUE Pannue cranuun
Kaiizepa- TBYIOT 3a0071€BaHUs TI€UYEHN, HEOHATAIbHBIN 0one3nn Bunbcona,
Queiiepa XoJIecras, ne4YeHOYHbIE (POPMBI
60s1e30u Buibcona
OKCcKpeuus bonee
MEINU C MOYOU 50
MKTI/CYT AcumnromaTnyoe
XPpOHUYECKUIN aKTUBHBINA renaTur, Te4eHHe 00JIe3HU
DKCKpeuus Bonee XPOHUYECKHE XOJIECTATUYECKHE Bunbcona, panaue
MeJII ¢ MOYOH 1600 3a00JI€BaHUs NI€YEHH, 3aTrPSI3HCHHE cTaauu 00Je3HU
Ha ¢one /- MKT/CyT MeJbl0 MPOOBI MOYH WU Taphl U3BHE Bunbcona, Tepanus
NEHULWIJIaMUH XeJlaTopaMu
a
(500 mr x 2
pasa)
bosnee BayTpuneueHo4HBI X0a€ecTas,

KomnuectBeHHO Tepanus xemaropamu
e CoepacarHe 250 Yactuunas OunmapHas atpeswus, [1B11, HentocTaTouHbIii
MeJli B TKaHU MK/ . VHCX . o0paser neueHOYHOH

WNHnuiickuil feTcKuii nuppo3
NEeYEeHU TKaHU

M nyomaTudeckuii TOKCUKO3 MEIBIO
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Ipuiaoxkenue I'3. Knunnyeckue npusnaxku bB

[IposiBnenus 601e3HU
Bunbcona

CHUMIITOMBI

[Topaxxenue neueHu

beccumnromHas remaTomeranus
N3onupoBaHHas CIJIEHOMETaNus
Huronutnueckas aKTUBHOCTb
IoKa3aTesen

Crearorenatut

OcTtpsiii (GyTbMUHAHTHBIN) TEMIATUT
AyTOMMMYHOTIOAOOHBIN T€aTUT
[uppo3 neuenu

OUOXUMUYECKUX

[Hopaxenue LTHC

JlBurarenpHble HapylieHus (Tpemop,
JIBU>KEHUS )

CrroHoTeueHue, u3apTpust

Purnnnas nucronus
[IceBnoOynb0apHbIil CHHAPOM
Beretococynucras nucToHus
Murpeneno1o00HbIe TOJIOBHBIE OOTH
becconnumna

JlucToHNYEeCKHE aTaKu

HCTIPONU3BOJILHBIC

[Icuxuatpuueckre
CHUMIITOMBI

Henpeccus
Hespotuueckoe nosenenue
N3mMeHeHns THIHOCTH
Ilcmxo3

Jlpyrue cuctembl

Odranemonorust: konbia Kaiizepa-®dneiimepa, «MeaHas

KarapakTa
T'emonuTnyeckas aHeMus

JlepmaTonoruueckre TPOSBICHUS: «TOTyOble HOTTEBHIC

JIYHOUYKHW»

[TaTonorus noyek: aMMHOALUAY U, HEPPOITUTHA3
[Taronorus ckenera: paHHUN OCTEOIIOPO3, APTPUT
ITopaxkenue cepaua: KApAUOMHUONATH, HAPYLICHUS] pUTMA

[TankpeaTut, )keT4HOKaMEHHas 00JIe3Hb
['unonapatupeou3M, THTAaHTU3M

Hapymenune  MeHCTpyaldbHOrOo  IMKJIa,  Oecruiofwe,

IOBTOPHBIC BBIKUABIIIN
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Hpuioxkenue I'4. Cxema guarHocTuku 0oe3nu Buibcona

Ko+
Hep<20 mr/mn
24-h Cu >50 MKT

Ko+
Hep>20 mr/an
24-h Cu >50 Mkr

Ko -

Hep<20 mr/mn
24-h Cu <50 mMkr

A

buorncus neuenwn ¢

KOJIMYECTBECHHOM
OLICHKOM

CoZIepXKaHus MeIu

=

<«

>250 MKI/T

<250 MKI/T

Ko -
Hep<20 mr/an
24-h Cu >50 MKr

\/

buoricus neuenn ¢
KOJWYECTBEHHOU
OLICHKOM
coJiepKaHusl MeIu

<50 MKI/T

y

/

Jpyroii tnarsos

F

MonekynspHo-
TeHETUYECKOe
HCCIICIOBAHUE

¥

BoJae3ns Buabcona

50-250 MKT/T

Puc. 1. Cxema nuariocTuku 0ojie3nu Buibcona.
Ipumeuanue: KO-xonwna Kaiizepa — Oneitmepa; Lep — nuepynomnazmun; 24-h Cu — cyrounast

AKCKpELHUS MEIU C MOUYOH.
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Hpuioxkenue I'S. PaciiuppoBka npuMedyaHnu

... — JIeKapCTBEHHBIN Ipemnapar, BXoAsamuil B [lepeueHb KU3HEHHO HEOOXOIAMMBIX M

Ba)KHEHIIINX JICKAPCTBCHHBIX IpemapaToB I MCAUINHWHCKOIO IPHUMCHCHUA HaA 2016 rojg

(Pacnopsoxkenue IIpaBurensctBa PO ot 26.12.2015 N 2724-p)

..."" — JIeKapCTBEHHBIN Tpenapar, BXousmnuil B [lepeucHb JIEKAPCTBEHHBIX MPEMapaToB

JUIS METUIIMHCKOTO TIPUMEHEHHS, B TOM YHCIIE JIGKAPCTBEHHBIX MPEMapaToB I MEIUIIMHCKOTO
NPUMEHEHHUs, Ha3HAYaeMBbIX MO PEUICHUIO BPaueOHBIX KOMHUCCUN MEIUIIMHCKUX OpraHu3alui

(Pacnopsixenue IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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