MUHUCTEPCTBO
30PABOOXPAHEHUA
POCCUUCKOW ®EOEPALIN

Kinunnueckue pexoMeHgammuu

MuacreHus y aereu

MKGB 10: G70

['ox yrBepkaenus (dyactorta nepecmorpa): 2016 (mepecmoTp Kasxabie 3 roaa)

ID:
URL:

[TpodheccuonanpHbie acCOMALINU:

e Coro3 nequatpoB Poccun

YTBepkacCHBI CortacoBansl
Hayunsim COBETOM MuHnucrepcTBa
Coro3om neauatpoB Poccun 3npaBooxpanenusi  Poccuiickoii ~ Dexeparuu

201 .



OraasJjieHue

) 1003 (5):3 8 (S o1 o) T F TP PPRT PR 4
(0331 (10} Q0 oL 11032 1 12 SO T TP PPRT PR 5
1. KPATKAST HHPOPMAIIHS . .. .eevvveeiiieeiiiessiteessittesieeesieaessbeesssbeesssbeesssbeesssbesssbsesssseesbeeesbneeanseeennes 6
| RO 11013 (531 (53 1 (SO TP P PRSP 6
1.2 DTHUOTIOTHS H TIATOTEHES ... eutteeeaiteeaitteateeestsaesseeessteeeasbeeessbeeeasbeeeasbeeaasbeeasneesbneeannneeannneeanes 6
JIRING )50 01 (=) V0% (013 (01 % & SUUURUTT 7
1.4 KogupoBaHHUE TI0O MKDB-10 .......oiiiiiiiiic e 7
1.5 TIPHMEDBI JIHATHOBOB. ... tvvteesuurrreessssteeeessssseeeesassseaesassssessanssseessassseeeesasssseesanssseeesassenesssnsnneeesns 7
1.6 KITACCHDIKAIIIIS ...ttt etttk ettt he et e e bt et e she e et e e ebe e et e e ean e e beesnneeneee e 7
Bl 171 & (01 7 2 T TP PPRTPPRRPPP 9
2.1 JKQITOOBI Fl AHAMHES .....ceeuvieteeenteesieeeteesiee et e sse e e beesseeasbeesae e e be e s st e e b e e asseenbeeanneeabeeanneenneeaneenneens 9
2.2 OUBUKATIBEHOE OOCIIEIOBAHIIE ... .. .eeeeterstssnssesesssessssssesssssesssssnteestesesssssntteeesessssssnnnreeereressnn 9
2.3 JIaBOPATOPHAS TUATHOCTHKR ... vcuvviereesseessreasesanseesnesssseessesasneessesssneessesaneesnesssneessnsannessnessnnes 12
2.4 VIHCTPYMEHTATIBHAS JTUATHOCTHKR. +...veesveeereesseessreesseessseessesssneessesssneessesanneesneessneesnesaneesnnssnnes 12
2.5 VIHAST IHATHOCTIIK ... ieeeeeteeesstaensssssssssesssssnsssessssesssssnnssssssssesssssnnntssessseessssnnntereeeseesssnmnnrrreeeses 13
2.6 TndPepeHIMATBHAST IHATHOCTHKA. +1.vvveesrresssressssseessssesssssesssssesssssesssssessnsssssssssssnsssssnsssssnsees 14
R I (G (53 12 (TP TP PP P OPPPTPPRRRPPRN 16
3.1 KOHCEPBATHBHOE JICUEHUE ... .veeureereriasreessreasseessseasesssnsasseessneaneessesasseesnnesnneesnesanneesnessnneessneas 16
3.2 XUPYPTHUCCKOE JIEUCHIIC ....nvveenreersreanseessreasseessneaseeasseasseessseassesssseasseesssessessssssnsessnesansessnens 17
O 7 1037 R 0% 5 =112 5 (R 17
5. IlpounakTrka U AUCTAHCEPHOE HAOIIOMEHHIE ....vvvriveerrissrisieesreesresieesie s sseesre e e sne s 17
IR S TS0 (5605 (S 11040535 1 X o) - DU 17

6. JlomoyiHUTE NbHAS WH()OPMAIIHS, BIHUSIONIAs HA TEYCHNE U UCXO0J1 3a00JieBaHust/cuHapoma.. 19

6.1 VICKXOIIBI M TIPOTHOB ¢ttt ettt ettt ettt etttk e ekt e ekt e bt e et e e e e e e e e bn e e annn e 19
Kputepun oleHKH Ka4eCTBA METUILIMHCKOM TIOMOIIIM ......cvvivievissre sttt 20
CITHCOK JTUTEPATYPDI «..vnveeereenreesureeseessseaseesseeaseesseeaneesseeasseessneaneesseeasneesmneasneeaneeeneennneeneennneas 21
[TpunoxxeHne Al. COCTaB PAOOUEH TPYIIIIBL: .. .eevvirureereeisreesieessreesseessreesseeareesneesneessesaneesnnesnes 22
[Tpunoxenne A2. Metogon0rust pa3padOTKN KIMHUYECKUX PEKOMEHIAINMT .....vvvvveviieniiieenenn, 23
[TprnoskeHne A3. CBSA3aHHBIE JOKYMEHTB ......ccciviiiurieisiesitiesiesssnessiessresssessnssssesssneessessneessassnnes 27
[Tpunoxenue b.1. AITOpUTM BEACHUS MAIUEHTA C MUACTEHHUCH ...eevvveeieiieeeiieeeieee e 28
[Tpunoxxenre B. THOOPMAIIUS IS TAIEHTOB .......vverveisreesieeasneesseessreesseesneesseessreessessneesnnesnes 29
[Tpunoxenue I'l. BpoxkieHHbIE MUACTEHUYECKHE CHHIPOMBI .....vvivverrienriiieereennesieesieene e snens 30

HpI/IJ'IO)KCHI/IC I'2. OTnuunTenbHBIE CHUMIITOMBI MHACTCHUYECKOTO U XOJIMHEPTUYCCKOI'0 KpHU30B



[Tpunoxenne ['3. PacuinPOBKA MPUMEUAHTI. .....ceevvvreeiirieiiiiieesiieeesiieesireessieeesieeesseeesseeesnenes 33



KnroueBnie ciioBa

[Taronoruyeckas yromysieMoCTb,
CnabocTh IMLEBOI MYCKYJIaTyphl,
Odranbmooruueckre HapyieHus,
Byns6apHbie paccTpoiicTBa,
Hapymienyne BUTaIbHBIX (QYHKIUH,

AHTHXOIMHACTEPa3HbIC IIPENapaTHl.



Cnmcok cokpameHui

AT - anTHTENA

AX — aneTuiIXoauH

AXP — aneTUIX0JIMHOBBIE PEIENITOPBI

AXD — aneTWIXoJIMHACTEpasa

I'KC — rirokoKopTUKOCTEPOU b

NCH - utepanoHHas CTUMYJISIUS HEPBa

MyCK - mblmieunas cnenuduieckas peuenTopHas THpO3MHKHUHA3a

MyCK-MI" —muactenus rpaBuc, cBsizanHas ¢ HanuuneMm AT kmacca 1gG k MblmeuHoi
crnenn(puIecKoil perenTopHor THPO3UHKHHA3E

CH-MI - ceponeraTiBHasi MUaCTEHUSI TPABUC

THM - TpaH3uTOpHas HEOHATAIbHAS MUACTEHHUS

OMI — sanexkrpomuorpadus

IOMI' - FOBeHuIbHas ayTOMMMYHHAsi MUACTEHHSI TPABUC

HLA — human leukocyte antigen; riaBHBIi KOMIUICKC TKaHEBOH COBMECTUMOCTH

YCJIO0BCKAa



1. Kparkas nndopmanus

1.1 Onpenejienue

MmuacteHust — 3TO ayTOMMMYHHOE 3a00JeBaHME, XapaKTepU3yIolleecs HapyLICHHEM
HEPBHO-MBIIICYHON  Tepefaud U MposBisdmolieecs  ci1aboCTbl0 U MATOJOTHYECKON
YTOMJISIEMOCTBIO CKEJIETHBIX (ITONEPEYHOII0IOCATHIX ) MBIIIILI.

1.2 DTHOJ0ruSA U IATOreHEe3

[lo coBpeMeHHBIM NpPEJCTABICHUSAM, OCHOBOM IaTOr€HE3a MMACTEHUU SBIIAETCS
ayTOMMMYHHAsl peaKlysl, BbI3BAHHAS CBSI3bIBAHUEM AHTUTEJAMU alleTHIIXOJIMHOBBIX PELENTOPOB
(AXP) mnocTcMHaNTHYECKUX MEMOpaH TONEepPeUyHONoa0caTo MycKynaTypsl. UYucino 3THx
peLenTopoB 3HAYUTEIBHO CHMYKEHO I0J] BO3JEHCTBHEM 3THUX ayTOaHTUTEN. B HeKoTopbIX
CiIy4asix Ipu ayTouMMyHHOUM muacteHuu rpasuc (MI') ne BeisiBisitorcst antutena (AT) k AXP, u
Takasg (opMa TONTy4yWsia Ha3BaHue cepoHeraTuBHOW MuacteHuu rpaBuc (CH-MI)). Tepmun
«CEepOHEraTUBHAs) SIBJISECTCS HETOYHBIM 10 OTHOLIEHHUIO K TPyNIe NalueHTOB, BKIIIOYAs JIETEH,
umeronmx AT kmacca |gG k wMblmeyHoi crnenuduueckoil peuenTopHOM THUPO3MHKHUHA3E
(MyCK). Ota ¢opma mnomyumna nazBanue MyCK-MI. Xors momydeHsl yOenuTenbHbIC
nokazarenbcTBa naroreHHoctd AXP AT, natorenernueckast poiabs MyCK AT ocraercst HEsICHOM.
MoryT BbIABIATECS U Apyrue AT, poiib KOTOPBIX HE YCTAaHOBJEHA, B TOM YHCIIE€ K THUTHHY,
PHAHOJMHOBBIM PELENTOPaM U BHYTPUKIETOUHOMY A XP-CBsI3aHHOMY IIPOTEUHY PAIICHHY.

Mexanusm, 3anyckaoomuid BbIpaOoTky AT, ocraercs HeusBecTHhIM. Ha poib
BUJIOUKOBOM Keye3bl ykasbiBaeT codeTaHue AXP u numdougHON THMepruia3uuu OmyxoJen
TUMYyca, a Takxke 3QPekTuBHOCTh TUMIKTOMUM. [Ipr MyCK-MI' ecnu 1 BBISBISIFOTCS, TO JTHUIIIb
HeOOJIbIIIMEe  TUCTOJIOTMYECKME  M3MEHeHus  Tumyca. Ha  Haimuume  reHeTH4ecKoi
IPEIPACIIONOKEHHOCTH YKa3bIBA€T OTHOCUTENIBHO 4YacTO HaOJIOJaloIuecss KIMHUYECKUE U
anektpomuorpapudeckue (OMI) cuMOTOMBI Yy PpPOACTBEHHHKOB OOJIBHOTO ©  YacTo
BCTPEUAIOLINECS OTAEIbHBIE IPYIIIBI AHTUTE€HOB IVIABHOI'O KOMIUIEKCA TKAHEBOW COBMECTUMOCTH
yenoBeka (HLA).

OtmeuaeTcsi codyeTaHWe C JIPYTUMH ayTOMMMYHHBIMH PacCTpONHCTBaAMH, OCOOEHHO C
MaTOJIOTUEN MIMTOBUAHOM Keye3bl (TUIlEep- WM THUIOTUPEO3), PEBMATOMAHBIM apTPUTOM,
KpacHO# Bom4aHkoi u nuabetoM. Ilo maHHBIM HEKOTOPBIX HCCIEAOBaTENeH 370KayecCTBEHHBIE

OITYXOJIM OTMEYaIuCh y 5% neTeil.



1.3 DnuaeMuoJ10rus

Muactenust - 3a0OJ€BaHUE OTHOCUTEIIBHO PEIKOEe, XOTS CYIIECTBYET JOCTAaTOYHO
OCHOBaHUU CUUTATh, YTO HAOIIOJAIOT €ro 3HAYMTEIBHO Yallle, YeM cuuTanu panee. Hambomee
MpeaApaconoXkenbl K 3aboneBanuto juna ¢ ¢enorunom HLA-B3, HLA-B8, HLA-DWS3.
Pacnpoctpanennocts Mmuactenuu coctapisget 0,5 — 5 ciyyaeB Ha 100 ThIC. HaceIeHUs, OJTHAKO B
HACTOSIIEe BPEMSI UMEETCsl TCHICHIMS K yYBEIMYCHHUIO 4Hclia OOJIBHBIX W coctaBisieT 10 — 24
ciydast Ha 100 ThIc. HaceneHus. MuacTeHHsI MOXKET AeOI0TUPOBATH B JTFOOOM BO3pacTe, HAUYMHAS
C paHHEro JeTcTBa (Yamie y JAeBOYEK U B MOJPOCTKOBOM BO3pACTE) M 3aKaHUHMBAs TITyOOKOM
crapoctbio. Jletn u moapoctku 710 17 net cocraBisioT 9-15% OonpHBIX MHacTeHHeH. B qeTckom
BO3pacTe dYalle BCTpedyaeTcs IOBeHWIbHass ¢opma muactenuu. [lpubmusurtensno y 5-20%
MJTaJICHIIEB (IO TaHHBIM Pa3HbIX UCTOYHHUKOB), POXKICHHBIX OOJIHHBIMH MHACTEHUEH MaTepsiMHu,
pa3BUBaeTCs TpaH3UTOpHAas HeoHaTanbHas wmuacteHus (THM), oOycnoBieHHas mepeHOCOM
yepe3 MIIAlEHTapHbI Oapbep aHTUTEN K aleTHUIXOJMHOBBIM perentopam (AXP) ot matepwm.
Haubonee Bbicokast 3a00ieBaeMOCTh OTMEYAETCsl B 2-X BO3pacTHbIX Kareropusx: 20-40 ser (B
3TOT NEPUOA yalle OOJICIOT KEHIIUHBI) U 65-75 5eT (B 3TOT mepuoj MY>KUMHBI U JKCHIIUHBI
MopaXkaroTcsl OJMHAKOBO 4acTo). CpenHuil Bo3pacT Havajia OOJIE3HM Yy >KEHIIMH - 26 JeT, y
MY>K4uH - 31 ron.

1.4 Koquposanue no MKBE-10

G70 — Myasthenia gravis u jpyrue HapylleHHs HEPBHO-MBIIICYHOTO CHHAIICA!
uckioueHsl: 60Tynmusm (A05.1), TpansuTopHas HeoHaTtaabHas Myasthenia gravis (P94.0)

G70.0 — Myasthenia gravis

G70.1 - Tokcuueckne HapylIeHUs. HEPBHO-MBIILIEYHOTO CHHATCa

G70.2 - BpoxxneHHast Wi MpHoOOpeTeHHas! MUACTCHUS

G70.8 - /Ipyrue HapyIieHUs HEPBHO-MBIIIEYHOTO CHHAIICA

G70.9 - HapyiieHre HEpBHO-MBIILIEYHOTO CHHANCa HEYTOYHEHHOE

1.5 IlpyMepbLI AMATHO30B

o Muacmenus, cenepanuzoeannas gopma, npozpeccupylouee meyeHue, CpeoHss CnmeneHsb
msdcecmu, 00cmamoynas komnencayus Ha goone AXIII.

o Muacmenus, noxanvhas (2na3uas) ¢opma, cmayuoHapHoe meuyeHue, 1e2Kds CMeneHb
madxcecmu, xopoutas komnencayus na AXIII.

o Muacmenus,  ecemepanuzosannas — ¢gopma ¢ ObIXAMENbHLIMU — HAPYULEHUSAMU,
npoepeccupyrowee msiceioe meyeHue ¢ He00Cmamourou komnencayuei Ha AXOI1.

1.6 Kinaccudukarms




CymiecTByeT HECKOIBKO Kiaccupukanuii Muactennn. Hanbonee pacripoctpaneHa B MUpe
knaccugukanus no Occepmany (NMpuHATA Kak MexayHapoaHas B 1959r. B Jloc-Amnxenece,
moaudummposana B 1971r. OccepmanoM u JPKEHKHHBIM).

I'enepanu3oBaHHas MUACTCHUS:

o MuacreHusi HOBOPOKACHHBIX
o Bpoxnennas MuacreHus
o JloOpoxauecTBeHHas C OPTATBMOIIAPE30M HITH 0P TATEMOIIIIETHEH
o CewMmeliHas neTckas
o IOnomeckas MuacTeHus
I'ma3nas MuacreHus:
o IOnomeckas
o Bspocnas

B.C. JloG3unpiM B 1960r. mpemiokeHa KinaccHUUKAIMd MHUACTCHHH TI0 TEUYCHUIO
[aTOJIOTUYECKOIO IpolLecca:

1 — octpoe Hauano c OBICTPHIM DPA3BUTHEM CUMITOMOKOMIUIEKCA M B JalbHEWIEM
MeJIEHHOE MPOTPECCUPOBAHUE,

2 — ocTpoe Hauano, 6ojee JauTeNnbHOE (OT 3 MecsleB 10 1 roxa) pa3BUTHE CHHAPOMA,
TE€YEHHUE C PEMUCCUSIMHU, HO HEYKJIIOHHBIM IIPOIPECCUPOBAHUE,

3 — TMOCTENeHHOE HAayajo, MEUIEHHOE pPa3BUTHE Ha TPOTHKECHHH HECKOJIBKUX JIET H
MOCIEAYIOIEe MEITICHHO POTPECCUPYIOIIEe TEUCHHE,

4 — Hayaso ¢ OrpaHUYEHHOW TPYIIIBI MBI U MEJUICHHOE MMPOTPECCUPOBAHHUE.

B 1965 r. A.TI. IlanoBemv, JI.B. J[losrenem u B.C. JloG3uHbIM pa3zpaboTaHa
KJIacCU(UKaLMs MUACTEHUH IO JIOKAJIU3aH NaTOJIOTMYECKOro Mpoliecca ¢ Y4eTOM HapyUIeHUs
BUTATBHBIX PYHKINN (HApYIIEHUEM JBIXaHUS U CEPJCYHOMN eATeIbHOCTH):

1 - renepanu3oBaHHas:

a) 0e3 HapyleHHs BUTAJIbHBIX (PYHKUIMH, 0) ¢ HapylIeHMEM [JbIXaHUS U CEepJCHHOMN
JeSITEIIbHOCTH;

2 - ToKanbHast:

a) nureBas ¢opma (Iy1a3Hasi, TIIOTOYHO-JIHIIEBasi), 0) CKeIeTHO-MbIleuHas (opma: 0e3
HapYIIEHUS IbIXaHHS U C HAPYIICHUEM JIbIXaHHUS.

Haubonee ynoOHa a1t mpakTUYECKOTo Bpada KiaccuUKaIus, mpeaaoxkeHnas B 1965 r.
B.M. T'extoM. B Heli yuuThiBaeTcs xapakTep TedeHHUs 3a00JIeBaHHS, CTENEHb T'€Hepalu3aluu
MHACTEHUUYECKOTO MpOIlecca, TAKECTh JBUTAaTEIbHBIX PACCTPOMCTB U CTENEHb UX KOMIIEHCAIIUU
Ha (OHE MHTUOMTOPOB aleTHIXOJUHACTepaszbl (AXD), yTo MoMoOraer JAOCTATOYHO IMOJHO U

TOYHO CPOPMYIUPOBATH AUATHO3.
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[To xapakrepy TeueHus:

1. MuacreHuueckre »Snu30[bl (OJAHOKPATHBIA WM PEMHUTTHPYIOLIEE TEUYECHHUE) —
NPEXO/ISIIKE IBUTATEIbHBIC HAPYIIEHHsI ¢ TIOJTHBIM perpeccom (10-12%).

2. MuacTeHHYEeCKHE COCTOSIHUS (T.e. CTAllMOHAPHOE TEYEHUE) — CTaloHapHas
Henporpeccupytoias popma B TeueHrue MHOTHX JieT (13%).

3. Iporpeccupyiomiee TeueHHe — HEYKIOHHOE HporpeccupoBaHue 3aboneBanus (50-
48%).

4. 3nokauecTBeHHas ¢opMa — OCTpPO€ HaAyajlo MU OBICTPOE HapacTaHWE HaPYIICHUS
byukuu Mol (25%).

DopMbl IEPEXOIAT APYT B Apyra.

[To nokanuzauuu:

— JIOKaJbHbIe (OrpaHWYECHHBIE) TMPOLECCHl: TJa3Hble, OynbOapHbIC, JIHUIIEBHIE,
KpaHHUAJIbHbIE, TYJOBHUIIIHEIE;

— TeHEepaJIM30BaHHBIC MPOIECCH: TCHEPATN30BaHHBIE 0e3 OylbOapHBIX HapYIICHUH,
reHepaIu30BaHHbIE U T'€HEPATN30BaHHbIE C HAPYILIEHUEM JIbIXaHUS.

[To crenenu TsHKECTH ABUTATENbHBIX PACCTPOMCTB:

- erkas

- CPEIHEH TSAKECTU

- TSDKeTast

[lo crenmenn KOMIEHCAlMM JBHUTATENbHBIX HApyIIEeHUH Ha (QOHE HMHTUOUTOPOB
aneTuIxonuHacTepasbl (AXD):

- TIOJIHAA,

- 10CTaTOYHasl,

- HCAOCTAaTOYHasA (HHOX&H).

2. JlMarHocTUKAa

2.1 ’Kaj100LI 1 aHAMHE3

IIpu coope anammesa u Hcanob obpawaom GHUMAHUE HA USMEHUUBOCMb CUMNIMOMOS 8
meyeHue CYmokK, C6:A3b UX C HAPY3KOlU, HAIU4Ue YACMUYHLIX UAU NOJHLIX PeMUCCUL,
00pamumMocms CUMNMOMO8 Ha (hoHe npuema uneubumopos AX3 (Ha 8pems ux deticmeus) u Ha
@one adeksamuou UMMYHOCYNPECCUBHOU MePanuu.

2.2 dusukajanLHoe 00c/IeI0BAHNE

Knunuweckuti ocmomp Q0NIJiCeH BKIIOYAMb UCCTe008aHUe 061/1/;620 HespolocudecKoco
cmamyca, a maxkokce npoeepKy  Culbl NPOU3BOJIbHBIX MbllUY Jauyd, weu, myjiosuwya u

KOHeuHocmell 00 U nocie Hacpy3Ku (OL!QHKCZ CUJIbl 6 561JZJZCZ)C, 20e () — omcymcmeue Cujlsl, 5 —cuna



OaHHOU 2pynnbvl Mbluy 300p08020 yenosexa). OOHUM U3 CAMbIX 8ANCHBIX KIUHUUECKUX MeCmos
011 OUACHOCMUKU MUACMEHUU AGNAeMCsA HAIUdUue CUHOPOMA NAMON0UYECKOU MblUUeUHOU
VMOMIAEMOCMU. HApACMAaHue CUMNMOMO8 nocie Hazpysku. Hanpumep, napacmanue nmosa,
271a3008U2AMENbHLIX HaAPYUWeHULl npu ukcayuu 830pa, Nocie 3AdCMYPUBAHUS, CHUNCEHUE CUTbL
8 OMOEeNbHbIX 2PYNNAX MblldYy NOCle NOBMOPHLIX AKMUBHLIX OBUICEHUN 8 UCC1edyemol
KOHEYHOCMU, NPUCeOaHull Uiy xo0boOvl, NOAGIEHUE UU HAPACMAHUE PeyesblX HApPYUleHUul npu
cueme, umeHuu 6cayx u m.o. llpu smom He 6vla6nAemcs HUKAKUX CUMNINOMOE OP2AHUYECKO20
NOPadCeHUsi HEePBHOU U HEePBHO-MbILULEYHOU CcucmeMbvl (Npu OMCYMCMEUU CONnYmcmeyiouux
3a001e6anuil). Hem HaApyuleHull 8 pe@reKmMOpHOU U KOOPOUHAMOPHOU cgepe, coxpaneHd
YYBCMBUMENLHOCIb, 8 MUNUYHLIX CAYYAAX OMCYMCMEYIOM Mbluleunble ampo@uu, COXpaHeH
MbIUUEYHbBIT MOHYC.

FO¢enunvnas aymoummynnas muacmenus zpasuc (FOMI')

Cumnmomsl 601€3HU MO2YM pA36UBAMbCS 8 NH0OOM 803pacme cmapuie 00H020 200d, HO
Haubonee yacmo NposBIAIomcs y 0e604eK 8 noOpocmkosom eospacme. Hauano 6oneznu modxxcem
ObIMb NOCMENeHHbIM UU GHE3ANHBIM.

Knunuueckas xkapmuna xapaxmepusyemcs:
O nopadiceHueM 21a3008U2aAMeNbHbIX MbliY ¢ OUunionuetl, ogmanvmoniezueli U NMo30M

(Mocym 6bimb cummempuyHbIMU, ACUMMEMPULUHBIMU UTU OOHOCIMOPOHHUMU),

o crnabocme mvluy 1uYa (0COOEHHO KPY20BOU MblUYbL 21A3A),
O cnabocmsb NPOKCUMANLHBIX OMOENI08 KOHeYHOCmell,

O nopadicerue ObIXAmeIbHOU U POMO2NOMOYHOU MYCKYIAMYpPbl,
O  2IYOOKUE CYXOIHCUTbHBIE PeieKCbl COXPAHEHb.

Ilpu obcnedosanuu demeii ¢ pazeusuielics ObIXAmMeIbHOU He)OCMAMmMOUYHOCMbIO NpU
OMCYmcmeuU 1e204HOU namoao2uu Heobxooumo yyumoleams ozmoxcnocms FOMI', oasxce eciu
Omcymcmayom opyaue CUMIIMOMbL 31020 3A00/1e6aHUS.

llepsonauanvho mviueunas cuna moxcem OblmMs HOPMALLHOU UTU NOYMU HOPMALLHOU,
U NOIMOMY MBIUEYHYIO CUTLY HYHCHO OYEHUBAMb 00 U NOCIe PUULECKOL HAPY3KU.

Yacmoma  cnyuaes, npu  KOMOPbIX  NOpax)cewue  O2CPAHUYEHO  MOJbKO
2N1a3008U2AMENILHbIMU  MbLIUUYAMY  (21A3HAS  MUACTEHUs), CYWEeCMBeHHO OMAu4aemcs 8
PA3UUHBIX NYOIUKayusx, Ho, geposimuo, cocmaesnsem 20-50%, u 0o 80% y manenvkux oemeil 8
Kumae. MyCK-MI" uawe eécmpeuaemcs y JHCeHWUH, 8 KIUHUYECKOU Kapmuue npeodiadaem
cnabocmuv 21a3008U2AMeENbHBIX MbIUY U MbIUY Yepend, OMMedaromcs Yacmole pecnupamophbvle
kpuzwvl. Paznuuus meocoy MyCK-MI" u AXP-MI ewe npedcmoum vlacHUMb.

Tpanzumopnas neonamanvnasn popma (Muacmenus HOBOPOIHCOEHHHIX )

Knunuueckue nposienenus exnouarom:
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O 00WYI0 MbIWEYHYIO 2UNOMOHUIO,

O cnabwvlll KpuK,

O 3ampyoHeHHOoe ObIXaHue U COCaHue,

O BO3MOJICHO pazeumue nmosa,

O amumuu, 21a3008UamenbHbIX HapyueHul,

O  paccmpoucme 210manus, CHUMCeHue 21yo60Kux peg.ekcos.

Bpooicoennvle muacmenuueckue cuHopomuvl Ooee noOpoOHO npeocmasiensl 8 NPULONCEHUU
Il

Tpexooswuii muacmeHuueckuli CUHOPOM, NPOABIAIOWUNCSA VY MAKUX Oemell 8 nepevle OHU
AHCUBHU U mpoldosdicalowutics 6 meyeHue [1-1,5 wmec., 00ycnoeien nepeHocom uepes
naayenmaphulil bapvep anmumen k AXP om mamepu.

O COnymcmsyrwumu  3a001e8aHUAMY, U  AGIAIOMCA  OMJIUYUMETbHLIM — NPUSHAKOM
cocmosinust, Hasvisaemo2o ceivac BMC ¢ snuzoouueckum anto?s).

Taxkum obpazom, omauyuem 6cex CUMNMOMO8 MUACMEHUU ABNAEMCs OUHAMUYHOCMb 8
meuenue Cymox, YCuleHue nocie HAazpy3Ku, 00pamumocmv UlU YMeHbuleHue CMeneHu ux
8bIPAINCEHHOCMU NOCTIe OMObIXA.

Muacmenuueckuii Kpu3, npu KOMOPOM NO PA3HbIM NPUYUHAM HPOUCXOOUM pe3Koe
YXyouleHue CcOCMoAHUs C HapyuleHuem UMAanlbHulX @QYHKyui. MonekyisapHou 0CHO80U
MUACMEHUYecKo20  Kpusd,  6epOsimHO,  AGNAEmcs — pe3Koe  YMeHbuleHue  KOIU4ecmed
@ynxyuonupyrowux AXP ecreocmsue maccuposanuol amaxu ux aymoanmumenamu. Hacmo
MuacmeHu4ecKull Kpu3z nposoyupyemcs OpoHxone204Hol ungexyuetl, a  psde ciyyaes Ha Gone
KpUu3a paseueaemcs NHeeMOHUS, U M020d HAPYUleHUs ObIXAHUSL MO2YM HOCUMb CMEUAHHbIl
xapakmep.

Hughgpepenyuposamo  muacmenuveckuii Kpuz om  Opyaux mMaANCENbIX COCMOSHUL,
CONPOBOAHCOAIOUUXCS. PECRUPATNOPHBIMU PACCMPOLCINEAMU, MONCHO NO HAIUYUIO

o  OynvbapHo2o cunopoma,

O  eUNOMUMUU,

o nmo3a,

O ACUMMEMPUYHO20 HAPYICHO2O Opmanbmonapesa,

O crabocmu u YmomasieMocmuy Molidly KOHeYHoCmel U wieu (YMEeHbuaruwuxcs 6 omeem

Ha 8sedenue uneuoumopos AX0).

Crnedyem omauvams muacmeHuyeckuti Kpuz om xoaunepeuveckozo (Ilpunoscenue 172),

KOMopblll pazeusaemcs npu u3oublmouHou 0o3e uneubumopos AXJI. Odbwumu cumnmomamu

KPU308 ABNIAEMCS 8bIPAN*CEHHAS C1ADOCMb NPOU3BOILHOL MYCKYIAMYPbL C HaApYUeHUuem ObIXAHUS
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U OYIbOAPHLIM CUHOPOMOM, NCUXOMOMOPHOE B030VHCOeHUe U HapyuwleHue CO3HAHUS (COnop,
KoMa).

Cmewannvle (Muacmenuueckuti + XoauHepeuyeckuil) Kpuzol 8Cmpedaromcs Y OONbHbIX
Muacmenuel Nnpu  HenpasulbHoM npueme u | unu  UBHAUATLHO  Y3KOM  OUANA3O0HE
mepanesmuyeckux 003 uneuboumopos AXJ, a makoce Ha @home COCMOAHUL, BbI3LIBAIOUSUX
00WYI0 UMY  MBIEYHYIO C1AO0CMb  PA3IU4HO20 2eHe3d (UHMepKYppeHmHuvle UHpeKyuu,
comamuyeckue,  2OPMOHANbHblE  HAPYWIEHUs,  Npuem  Npenapamos,  GIUAIWUX — HA

COKPAMUmMenvHyro (OyHKYUro npoussoibHbLX Mblly U Op.).

2.3 JIaGopaTopHAass AMATHOCTHKA

(Cnna pexomennammii — 1; 1ocToBepHOCTH 10Ka3aTeabeTB — C)

e PekoMmeHayeTcs onpeneieHIe aHTUXOIMHAICTEPA3HBIX aHTHTEI.
Kommenrtapuu: Aumumena x AXP ewissnaiomea y Odemeti 8 npeoenax 60-80%. B
npenybepmamnom 6o3pacme mecm norodxcumenen npumepro y 50% oemeti. Tump
aumMumesn CHUNCAemcsi y YCHeulHO NPOJIeYeHHbIX nayuenmos. M3 ceponecamusHvix Ha
anmumena x AXP, oxono 40-50% ceponecamusnvr na anmumena k MyCK. Bonee
8bICOKAS YACMOMA HANUYUSA IMUX aHmumen y O0emell MOYHO He YCMAHOBIEeHd, HO OHU

mozcym npucymcecmeosambv npu Hadaie 3abonesanus 6 paHHeM 0emcKkom eo3pacme.

24 HNHCTpYMeHTAJIbHAS AMATHOCTHKA

e PexoMeHnayercs mpoBeieHUE UTEepallMOHHON ctumynauuu HepBa (MCH), uro mo3Bonser
BBISIBUTD DJIEKTPHUYECKYIO HEPBHO-MBIIIECYHYIO OJIOKaMTY.
(Cuna pexomenanuii — 1; 10cTOBEpHOCTh A0Ka3aTenbCTB — C)
Kommentapuu: Smom mecm @vizvieaem cmpecc, 0COOEHHO V MAleHbKUX oemet, U
NO3MOMY OOJIHCEH BLINONHAMbCSA Wadsiuje. Texnuueckue mpyoHocmu y MaieHbKux oemet
Makice COCMAGIAOmM npooaemy, U NOIMOMY neped meM, KAK O00bsGIsmb mecm
NOLOANCUMENLHBIM, HYHCHO OblMb NOJHOCMbIO YEEPEHHBIM, UMO CHUMCEHUEe AMNIUMYObl
npoucxooum no muacmerudeckomy muny. CymmapHsie nOMeHyuanibl Oeticmsaus Molulybl
@ukrcupyromecsa ¢ n08epxXHOCMHbBIX INeKMpOoO0s, Jyyuie HA0 c1abou mvluyel, yacmoma
cmumynayuu uepsea 31y u 5Iy. Cuuocenue amniumyowvt oOonee uem Ha 10% a6
NPOMENCYmKe ¢ Mpemvbe2o No NAMblll NOMEHYUAL CYUMAemcs NoA0HCUMETbHbIM
pesyromamom. Oonosonokounas IMI, nozeonsowasn 6via6UmMs YCUTEHHOE «OPOICAHUEY

npu cokpaweruu nap 60JI0KOH, AeJiemcs bonee uyecmeumelbHblM, Yem KilaccudecKkas
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HUCH, nHo mpyonoswvinonnumeim y demeti memooom. Hopmanvnas UCH ne ucknouaem

ouazcrnoza TOMT"

PekoMenayercss B IMarHOCTUYECKH CIIOKHBIX CIy4dasx MPOBOAUTCA MOPQOIOTHYECKOe
WCCJICIOBAHNE  MBIIICYHOTO Ouomnrata (CBETOBas, DJJIEKTPOHHASS MHKPOCKOIHS,
TUCTOXHUMHYECKOE, UMMYHOTUCTOXUMHYECKOE, UMMYHO(DIYyOPECHEHTHOE U APYTrUe BHUJIbI
BU3YaJIbHOT'O N3YYEHHUS HEPBHO-MBIILIEYHOT'O COETMHEHUS U OKPYKAIOLIUX €ro TKaHel ).
KommenTapuu: OcHosHble KauecmeenHble U KOJIUYECMBEHHblEe UBMEHEHUsl Npu
MUuacmeHuy 0OHAPYHCUBAIOMCI 8 NOCMCUHANMUYECKOU MeMOpaHe, KOMopas co0epiHcum
AXP, u 6 cmaouu pazeéeprymoii KiuHudeckou kapmuuwl yucio AXP cnusxcaemcs oo 10-
30% om HoOpManbHbIX 3HAUEHUU, nAdaem uUx niOMHOCHb.

2.5 Nuast AMATHOCTHKA

(Cunna pexomennanmii — 1; 10cToBepHOCTH 10Ka3aTeabeTB — C)

PexomeHnayercss mNpuUMEHEHHWE AaHTUXOJMHAICTEPAa3HbIX IpernaparoB - mpoba ¢
unruoutopamu  AXD:  HeocturmuHamerwicyinbdar  (kogq  ATX:  NO7AAO01),
nupunocturmunaa rugpoxiopua (kog ATX: NO7AA02). Ilocie BBEOCHHS OJHOTO W3
9THX mpenapatoB 3(dekr HabOnromaeTcss B OJHOW WIM HECKOJIBKHX OCJIA0JCHHbBIX
mblnnax. Haubonee yacto mpoBoauTcs Mmpoba ¢ HeocTUrMUHaMeTwiIcyiabpaToM. [[o3a
noaoupaercss HHAUBUAYaIbHO U3 pacdera 0,125 mr/kr maccel Tena (OpUEHTHPOBOYHO:
1,5mn 0,05% pacTtBopa — ipu Macce tena g0 70kr u 2mia — npu Macce tena 6onee 70kr
WIA TpPU BBIPRKEHHOW T'€HEpaIM30BaHHOMW C€1a0OCTH MBI KOHEYHOCTeH Oe3 ydera
Macchl Tena). MoxHo n30path 1r000i mapeHTepaibHbI yTh BBEACHUS Npernapara, HO
O0OBIYHO JIeNIaeTCsl MOJAKOXKHAsT UHbeKIus. OueHuBaeTcs JeicTBre mpernapaTa depes3 30-
40 MUHYT.

Kommenrapum: [lonoscumenvroii nonuot npoba cuumaemcsi npu 0CCMAHOBNEHUU
MbIUEYHOU cutbl 00 5 6annoe ¢ KomneHcayuell OVIbOAPHLIX U 21A3008USAMETbHBIX
HapyuleHul, nOJO#CUMENbHOU HeNOIHOU — NpU Hapacmauuu cuivl Ha 1-2 6anna, Ho 6e3
NOJIHO20 ee B80CCMAHOGNEHUS U (UIU) COXPAHEHUU DeOYYUPOBAHHO2O OVIbOAPHO20 UNU
enasoosueamenvhozo  Oepexkma.  Hacmuumas — KomneHcayus — 3aKa0Yaemcs 8
uzbupamenvHom Oevcmeuu uneubumopos AXD Ha omoenvHvle ecpynnbl MblUY, KAK
npasuno, ¢ HApacMaHuem Cuibl HPOU3BONbHLIX Mbluy Ha 16ann. Bwidensemcs
COMHUMENbHASL NPO3ePUHOBASL NPOOA, KO20A OMMeuaemcs HeKOmMopas NOA0ACUMENbHAS

OUHAMUKA 6 OMHOUEHUU OMOEAbHbIX CUMNMOMOB (yMewaeHue nmo3a Ha I'ZMM,
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HeKomopoe yeeiluderue 0bveMa O0BUMNCEHUL 2/IA3HDLX }16JZOK, HecKoIbKo Oojlee 360HKUIL

2oJloc, enevamileHue O HeKOmopom Hapacmahuu Cujibl Mblildy KoHeyHocmell u m.o.

e PexkoMeHayeTcss  BBEICHHUE  BHYTPHMBIIICYHOE WM  IOJKOXHOE  HEOCTUTMHUHA
MeTWICYNb(aTa mpu MOJAO3PEHUH Ha TPAH3UTOPHYIO HEOHATAIBHYIO (OopMy (MUACTCHHS
HOBOPOXKJICHHBIX ).

Kommenrapun: Kiunuueckue cumnmomsl RNO3601810M NOCMAGUMb  NPABUTLHBLIL
OUACHO3, eClU U36eCMHO O CYWeCMBOBAHUU MUACMEHUU )y Mamepu, HO 3a001e8aHue
mamepu  Modxcem Oblmb HEOUASHOCTNUPOBAHHLIM UIU NPOMeEKamb  OecCUMNMOMHO.
Juaenoz noomeepocoaemcss npu  6HYMPUMBIUEYHOM —UTU  NOOKONCHOM — 66€0eHUU
Heocmuemuna memuncyrvghama (Koo ATX: NOTAA0I); HCH makoice moocem
8bLINOHAMBCA 0151 NOOMBEPHCOEHU OUASHO3A, HO ee NposedeHue 6 dMOM 603pacme
MEeXHUYECKU 3ampyOHUMeNbHO U 60Ne3HeHHO. [ OuacHOCMuUKY, a 3amem u 0is ledeHus,
npeonoumumenvree npumenams Heocmuemuna memuncynvgpam (koo ATX: NO7AAOQL,
Ilposepun), ocobenno neped KopmieHueM, max Kaxk e2o 3ggexm npooondicaemcs
dosbue, umo daem Ooavule 8pemeru 0Jisi 006ciedo8anus (Hanpumep, pazosas 003a 0,1 me
nepeo KopmieHuem, a OONOJHUMeNbHble 003bl - NO Mepe HeOOX0OUMOCTUL).

Ecnmu  ouaenoz muacmenuu  6vizvisaem — comMHeHUs, mpebyemcs — OUHAMUYECKOe
Habnooenue, npogedeHue npobHo20 Kypca uHeubumopos AXD (nupuoocmuemuna
2UOPOXTIOPUOD 8 COYEMAHUU C NPEenapamamu Kaius — mMOoAbKO Cmpo2o uzbezas
XOJIUHEPUYeCKUX peakyuil), N08MopHoe KiuHudeckoe u snekmpomuozpaguueckoe (OMI)
obcnedosanue.

Aumuxonunscmepasusiti mecm u MCH ne obnadarom 6vlcoKoll 4y8CmMEUmenbHoCmuio U
cneyugpuunocmolo, moeda Kaxk Hanudue awmumen k AXP cneyuguuno 0nsi muacmenuu
epasiuc.

2.6 IuddepeHunajnoHasg IMATHOCTHKA.

Huaenos muacmenus cmasumcst Ha OCHOBAHUU COBOKYAHOCMU KIUHUYECKUX OAHHbIX,
Pe3yIbmamos UHCMpyMeHmaibhovlx o6ciedosanutl. I naenoe omauyue Muacmenuu om Opyeux
Gopm namonocuu - OUHAMUYHOCMb CUMHIMOMOS U NOJONCUMENbHASI PEeaKyusi HA B8e0eHUe
AHMUXOIUHICMEPA3HBIX NPENAPAMO8.

Heobxo0umo ucknouenue ciedyiowux 3a001€8aHUlL:

- 9HOOKPUHHAS OYMATbMONAMUS,

- OKYI0GhapuHeeanbHas MoluedHas oucmpogus;

- PACCesHHbIL CKIePO3;

- cunopom Duwepa,
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- bomynusm;

- cunopom Tonocwi-Xanma,

- MUMOXOHOPUATIbHbIE YUMONAMUU,

- KOH2eHUMAbHble MUACTNEHUYeCKue CUHOPOMbL U Op.

bynvbapuvie nposenenus muacmenuu ciedyem ou@@epenyuposams ¢ coCyOUCmuiMuU U
ONYXONEe8bIMU NOPANCEHUAMU MO32d, O KOMOPbIX MUNUYHbL BbIPANCEHHbIE 00WeM03208ble
CUMNMOMbL, A MAaKdHce OMCYymcmeue OUHAMUYHOCMU HAPYWEHUN U peakyuu Ha 66edeHue
AHMUXOUHICMEPAZHBIX NPENAPAMOB.

Hnoeoa 3nauumenvhvie mpyoHOCMU 803HUKAIOM NPU OUudhepeHyuarvHou OuacHOCmuKe
muacmenuu u 60kK08020 amuompoguueckoeo cknepoza (bBAC), npu xomopom 6 Hekomopwvix
CYUAAX BO3MOICHBI HE MONbKO KIUHUYECKUEe CUMNIMOMbI MUACTEHUU, HO U HAPYUWEHUs HEPEHO-
MbIUWEUHOU Nnepeoayu U peakyuu Ha 66e0eHUe AHMUXOIUHICMEPAHbIX npenapamos. B maxux
CAYUAsX NPABUTbHLIL  OUACHO3 MOJCHO NOCMABUMb MOAbLKO nocie nposedenus OMI,
svlABIAIOW el NPUSHAKU OeHepsayul U PeUHHep8ayul, a makice Haiuyue 60abU020 Koauiecmea
nomenyuanos gacyuxyiayui, xapakmepuvix 011 BAC. /[vixamenvuvie paccmpoiicmea u Kpuzvl
npu muacmenuu ciedyem ougpgepenyuposams ¢ cunopomom 1 utiena-bappe (CI'b), ona
KOMOP020 XapaxkmepHa apepuekcusl, HapyuleHue cocmasa IUKeopd, Omcymcmeue HapyueHuil
HePBHO-MbIULeYHOU Nepedad U peakyuu Ha 66e0eHUe AHMUXOIUHICMEPAZHBIX NPEeNnapamos.

Crabocmv mbluy mynoeuya u KOHeyHocmel y O0abHbIX Muacmenuell ouggepenyupyrom
C PA3IUYHBIMU POPMAMU BPOHCOEHHBIX U NPUOOPEMEHHBIX MUONAMUIL

Muonamuueckuii npoyecc, Kax npasuio, XapaKkmepuszyemcs OMaudHblM Om MUACMeHUuU
xapakmepom pacnpeoenenus O08USAMENbHbIX PACCMPOUCME: Omcymcmeuem (3a peoKum
UCKTIIOUeHUeM) NPUBHAKO8 NOPANCEHUs IKCMPAOKYIAPHOU U  OVIbOApHOU  MYCKYIamypbl,
ObIXAMENbHBIX — HAPYUWIEHUL,  Hauje CONPOBONCOAEMCsl  CHUNCEHUeM UIU  OMCYMCMmeuem
CYXOAHCUTLHBIX PePIeKCO8, PATUHHOU CIMENEHbIO 8bIPANCEHHOCMU MbIUEYHBIX ampoduil.

Knunuueckue cumnmomvl, Hanomunarowue MUACMEHUIO, BO03MONCHbI U NpU OPY2UX
Gopmax Hapyulenus HepEHO-MbLULEUHOU nepedadu, makux, Kak cunopom Jlambepma-Umona u
oomynusm. U ecau 0nsa cunopoma Jlambepma-Hmona He munuumvl 3KCMPAOKYIAPHbLE,
bynbbaphvie u OblXxameibHble HAPYUEHUS, MO UMEHHO OHU COCMAGIAION OCHOBHOE KIUHUYECKOe
a0po bomynuzma. Xapakmepuovle 0151 cunopoma Jlambepma-Hmona cnabocme u ymomisieMocms
MblULY MYI0BUWA U KOHEYHOCMell npu 60myau3me 8bla61s0m OMHOCUMENbHO pedkKo. s obeux
@opm xapakxmepHa euno- uiu apeg.uexcus.

Dghghexm om 68edenuUs aHMUXOIUHICMEPAHBIX NPpenapamos npu cunopome Jlambepma-
HUmona munumanvhvii, a npu oomynusme omcymcmeyem. Hapywenus nepeHo-mblueunoul

nepeoauu  Xapakmepuszylomcs — CHUMCEHUeM UCXOOHOU — amnaumyovl M-omeema u eé
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CYWEeCmeeHHblM yeeluveHuem 6 npouyecce BbICOKOYACMOMHOU cmumynAayuu (uHerMeHWl) uiaiu

nocjie MakCumaibroco npou36o0JIbHOCO YCUNUAL.

3. Jleuenue

3.1 KouncepBaTuBHOE JieueHHe

e PekoMeHI0BaHO PUMEHEHHE 0JI0KaTOPOB XOJIMHACTEPA3hl.
(Cuua pexomenaaiuii — 1; 10cTOBEPHOCTD A0Ka3aTEIbCTB — B)
KommenTapuu: Dmu npenapamel yseauuusarom nepuoo noiypacnaoa 6bloOpouEeHHo20 6
cunanmuyeckyro wenv ayemunxoiuna (AX) nymem uneubuposamus e2o 2uopoausd
AUEeMUIXOTUHICMEPA3OU, VEEIUYUBAS. MAKUM 00pPA30M  BEPOSIMHOCMb MO020, 4Mo
monexynvl AX docmuenym peyenmopos, Yucio KOmopvixX CHUNCEHO.
o [Tlupuoocmuemuna 6pomuo™ * (ko0 ATX:NO74AA02) 6 0oze 0o 7 me/xke/Oenb
Ha3Hayaemcs 8 3-5 npuemos.
o Heocmuemuna memuncynvpam™ * (koo ATX:NOTAAQL) nauanvras dosa
cocmasnsiem 0,2-0,5 me/ke kasxicovle yemvipe yaca y demei 0o 5 nrem u 0,25 me/ke

vy bonee cmapwiux oemeti, MAKCUMAIbHAA pa308as 003a 15 me.

e PekoMeHI0BaHO IPUMEHEHUE KOPTHKOCTEPOHIOB.
(Cuna pexoMeHaauui — 2; 10CTOBEPHOCTD JI0KA3aTeJbLCTB — B)
KommenTapuu: ['KC swizvisatom pemuccuro y oOonvuwuncmea oemeti ¢ FOMI'.
IIpeonusonon ™ ' (koo ATX: HO2AB06) nasnauaemcs 6 0oze 1-2 mz/ke/Oenv 0o

ooCmudICeHUs ycmoﬁqueoeo 3¢¢€KWZCZ, nocijie yeco npenapam noCmeneHno OmMMeHRAIOm.

e PexoMeHI0BaHO IPUMEHEHHE JIPYTUX BUIOB JUTUTEILHON HMMYHOTEPAIUH.
(Cunua pekomenaanuii — 1; 10cTOBEpHOCTH 10Ka3aTeNbCTB — B)
KommenTapumn:

o Asamuonpun ™ " (koo ATX:LOAAX0I) mooicno npumensmov 6 KomMOuHayuu co
cmepoudamu unu omoenvho. Hauanvnas o0oza 50 me/cymxku u oo 100-200
me/cymru emecme ¢ noooeparcusaioujert 003ou IIpednusonona.

o Luxnocnopun™ (koo ATX: LOAADOL) moowcro naznauame npu HenepeHocumocmu
Azamuonpun.

o Huxnopochamuo ™ * (Koo ATX: LOLAAOI) npumensiemes npu ouenv mssiceiom
meyeHue 60ae3HU.

o Ilynbc-mepanus evicokumu 0ozamu Memunnpeonusonona ™ * (H02AB04)

npumeHsemcs y oemeiti ¢ pehpaKmepHuim meyeHuem 060ie3Hu.
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e PekoMeHI0BaHO MPUMEHEHHE 3aMEIIEHUS TI1a3MBbl.
(Cuna pekomeHaauui — 1; 10CTOBEPHOCTD I0KA3aTeJbCTB — B)
Kommenrapun: [Inazmagepes npumensemcs O jeyeHus MUACMEHU4ecKux Kpuszoe, a
makdce O npe- U NOCie ONepPayuoHHol noooepxcku. IIpoeooumcs eHympueenHoe
s6eoenue ummyno2nooynunos kuacca G — ummyno2no0ynun yenoseka Hopmanbhoitl %
(ko0 ATX: JO6BAQ2, Ummynoznobyrun uenoseka nopmanvHulil) dpghexm nabnooaemes

yepes 3-4 OHs u coxpamsemcs 00 3-x mecsyes.

3.2 Xupypruueckoe Je4eHue

e PexoMeHI0BaHO NPUMEHEHNE THMIKTOMUMU.
(Cuia pexoMeHaauMii — 2; 10CTOBEPHOCTH Ao0Ka3aTebcTB — C)
KomMmenTapum: npumensiemcs 8 kavecmee 0CHOBHO20 Memood ONUMENbHO2O JledeHUsl,
0COOEHHO Yy Oemell ¢ BbICOKUM PUCKOM PA3BUMUSL OCIONCHEHULL JledeHust O10Kkamopamu
X3 unu xopmuxocmepouoamu, 160 Opyux U008 UMMYHOMEPanuu.
Tlokazanuamu Kk OnepamusHoOMy 1e4eHUI0 A6IAIOMCA:
a) 310Kavecmeenuvie opmol;
0) npoepeccupyrowan popma;
8) MUacmenuuecKkoe COCMOosIHUE 8 3A6UCUMOCIU 0N CIMENeHU BbIPANCEHHOCMU dedheKma.
IIpu nokanvHwix hopmax K onepamueHoMmy iedeHuro no0xXo0sam uzoupamenbHo.
IIpomugonoxkazanus K MUMIKMOMUU!
O msdicenvie 0eKOMNEHCUPOBAHHbIE cCoMamuiecKue 3a001e8anus,
o onepamuenoeo neuenus 0b6si3amenvHa nPedonepayUoOHHAas NOO2OMOBKA.:
O obweykpenusOWaAs Mepanusi;
O nposedenue 1eyebHo20 niamagepesa;

O  npu HeobX0OUMOCMU — KYPC 2TIOKOKOPMUKOCMEPOUOHOU Mepanuu.

4. PeaOnauranus

He tpeOyercs

5. IllpodpuaakTuka U AMCNIAHCEPHOE HAOIIOIeHUE

5.1 llpopuirakTuka
IIpogpunaxmuxa ne paspabomana.

5.2 Berenue nanueHToB

Beoenue nayuermoes ¢ Muacmenuel 8 aM6yﬂam0pH0'ﬂOﬂMKJZZ/lHMV@CKuX yciosusix
OO0JIJCHO BKTIIOYUAMNb

o OKI ecem oemsam 1 pasz 6 3 mecsy.
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O

Y3U oprowmnoii nonocmu, cepoya, nowex — I paz 6 6 mecay.

peHmeenonocudeckoe — 00cie008anue  epyOHOU  KIemKu, Cycmasos,  npu
HeobX00UMOCmU NO3860HOYHUKA, KPECMY080-N008300WHbIX couleHeHul — I pa3 6
6 mecsy.

a30hacocacmpooyooenockonuss ¢ buoncuett  na Helicobacter  pylori u
Mopghonoeuueckou OuacHocmuxot — [ pasz 6 6 mecayes O0as UCKIIOYEHUs
9PO3UBHBIX, SAZ6EHHBIX NPOYECCO8 U 2ACMPONAMULL.

npu obocmpenuu — Y3U enympennux opeanog u penmeenozpagus opeanos
epyonotl knemku, IKI' u Opyeue Heobxooumvle UHCMPYMEHMAbHbIE Memoobl
obcneoosanus (KT, MPT) no nokazanusm.

nayueHmam c¢ muacmeHuel peakyus Maumy npogooumcs, obcredosanue Ha
mybepKyie3 0cyuecmensemcs nod KOHmpoaem pmusuampa

npu  BblAGNEHUU  NOJONCUMENbHBIX — MYOEepKYIUHO8bIX npob  (nanyia> 5
MM) HanpasieHue Ha KOHCYIbMAyulo K 6pavy — @muzuampy O0as peueHus]
gonpoca 0 npogedenus Jluackun-mecma uau myOepKYIUHOBbIX NpoO ¢

pazeedeHuem u npogedeHuy cneyuuyecKol mepanuu

Beoenue nayuernma, noaydyaroueco UMMYHOCYnPECCUBHYIO mepanuro

o

o

ocmomp eépaua-nesponoza — 1 paz 6 mecsy;

KAUHUYECKUU aHANU3 KpOo8U (KOHYEHMpayusi 2eMo2100UHd, YUCIO IPUMPOYUmMOos,
mpomboyumos, netxoyumos, netxoyumapuas gopmyra, CO3) - 1 paz ¢ 2
Heoeu,

NPU CHUMCEHUU YUCIA TIeUKOYUMOS, IPUMPOYUMO8, MPOMOOYUIMOE HUMCE HOPMbl
— UMMYHOOenpeccanmsl ommeHums Ha 5—7 Ouetl. Ilocie koumponvHo20 ananusa
KpO8U Npu HOpMAIu3ayuu nokazameJeii — 60300H08UMb NpUeM npenapama,
aHanuz ouoxumuyeckux noxazameneil (oowuil 0Oenok, Oenkogvle @dpakyuu,
KOHYEHMpayusi MO4e8uUHbl,  KpeamuHuna,  Ounupyouna,  Kaaus,  HaAmpus,
UOHUBUPOBAHHO2O KANbYUs, MPAHCAMUHA3, welouHol gocghamasel) — I paz 6 2
Heoenio:

npu NOBbIUEHUU YPOBHS MOYEBUHbI, KPEAMUHUHA, MPAHCAMUHA3, OUIupyouHa
8bllle HOPMbL — UMMYHOOEnpeccanmsl ommeHums Ha 5—7 OHel. Bo3obnosumo
npuem npenapama nocie 0CCMAaHO81eHUs OUOXUMUYECKUX NOKa3amenell,

aHanu3 UMMyHolo2udeckux noxazameneu (konyenmpayus Ig A, M, G; CPb, P®,

AH®) —1 pa3z 6 3 mecaya.

Beoenue nayuenma c Mmuacmenuel, nojqyuyarnueco AHmuxojiuRaIcmepasHble npenapanibl
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O  KIUHUYECKUll aHanu3 Kposu (KOHYenmpayus 2emo2100UnHa, 4Yucio 3pumpoyumos,
mpomboyumos, Jaetxoyumos, nevxoyumapHas gopmyra, CO3) - 1 paz ¢ 2
Heoenu,

O aHamuz Ouoxumuveckux noxazameneu (oowutl 6Oenox, Oenxogvie Gparyuu,
KOHYEHMpayusi MO4e8uUHbl,  KpeamuHuHa,  OunupyouHa,  Kaaus,  Hampus,
UOHUBUPOBAHHO20 KAbYUsL, MPAHCAMUHA3, WenouHou gocghamasvl) — I pasz 6 2
Heoenu,

O aHanuz ummyHono2udeckux nokazameneti (konyeumpayus Ig A, M, G, CPh, P®,
AH®) —1 pas 6 3 mecaya;

O nmaaHoeas eocnumanuzayus 2 paza 8 200 0. NPO8edeHUsl NOIHO20 00C1e008aAHUsL
U npu He0OXOOUMOCMU KOPPEKYUU Mepanuu.

Ilayuenmam ¢ muacmeHuell NOKA3aHO OGopmieHue cmamyca «pebeHoK — uHeanuoy. B
nepuoosl obocmpenusi 06one3Hu Heobxooumo obecneuenue o00yyeHus Ha Oomy. B cmaouu
pemuccuu  6one3nu  pexomenoyromes auamus JIOK co cneyuanucmom, 3HAKOMBIM C
ocobennocmamu namoaozuu. Ilpu nocewenuu wKoavl 3auamus Gu3KyIbmypou 6 oobwel epynne
He nokaszamvl. bBonbHbiM Muacmenuel npomMUBONOKA3AHbl NPOPUIAKMUYECKUEe NPUBUBKU,
88edeHuUe Y 2100VIUHA.

llayuenmor ¢ Ouacno3om MmuacmeHusi OOINCHbI HAXOOUMbCA NOO  NOCMOSHHbIM
OUCNAHCEPHBIM HAONI00EeHUEeM neouampa u Hegponoed. /lemsam ¢ OaHHOU namonocueli NOKa3aHo
KOMNIIEKCHOe 00C1e008anue 6 YCIo8USIX CHeyuanu3uposaHHo20 Kpy2iloCymoyH020/0OHe8H020
cmayuoxapa, cpeoHsisi NpooodHcUmenrbHocms 2ocnumanuzayuu — 21 Ooewus. Ilenecoobpasno
nposedeHue Kypcos peabuiumayuoHHol mepanuu cpokom ne menee 21-28 omneu 2-3 paza 6 200

noo Habav0eHuemM negponamonoaa, epada-puzuomepanesma u cneyuanucma JIPK.

6. lonostauTeIbHAA HH(POPMALNS, BJUAIONIAS HA TeYeHUE U MCXO0/
3a00J1eBaHUs1/CHHAPOMA

6.1 Ucxoanl 1 MPOrHoO3

HauOonee Tskenoe TedeHME MHUACTEHHUU HaOJIOAaeTcsl y JeTell ¢ MHOXECTBEHHBIMHU
CTUTMaMU  JucAIMOpuoreHe3a  (KOCTHO-MBIILIEYHbIE  AMCIUIA3UH, aHOMAJIWU  pa3BUTHUSA
LEHTPaJbHOW HEPBHOM CHUCTEMBI), HEWPOIHIOKPUHHBIMU HapyHIEHUSAMH (IJU3HIE(aTIbHO-
BUCOYHBIC MApOKCU3MaJbHbIE COCTOSHUS, 3aJlepKKa pocTa W IOJIOBOTO CO3pEBaHUS Ha (oHe
TUIMONUTYUTAPHOTO CHUHJAPOMA, MPUOOPETEHHBIH THUPCYTU3M U JPYTHE), HE3PEIOCThIO
TUMPOUTHOM CHUCTEMBI HOCOTJIOTKH (ameHOUBI, TOH3WIJINT, bapuHrur),
OpOHXO0OOCTPYKTUBHBIM CHHIPOMOM M JIPYrod COMYTCTBYIOIIEH maTojoruedl. Y Majb4yHuKOB C
ne0roToM 3a0oNeBaHMs B IpernyOepTaTHBIA NEpUoJ U PErpeccoM CHMITOMOB MMACTEHHH K

KOHIY ny66pTaTa, KaK IIpaBUJI0, OTMCHAIOTCS CTOliKHe PEMUCCHU.
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Be160p mpaBuIIbHON TAKTUKY JICUCHHS TIO3BOJISIET JOCTUTHYTD HOJIOXKUTEIBHOTO 3P deKTa
(cTolikas TOJNHAs WIM YacTUYHAs peMHCCUs Ha (OHE MpHeMa MEIMKAMEHTO3HBIX CPEICTB HIIU
0e3 Hux) y 80 % OonpHBIX MuacTeHue. OnHAKO, JO HACTOSIIEr0 BPEMEHU HE CYIIECTBYET
METOJIOB TIPOTHO3a TEeUeHMs 3a00JeBaHUS M CIEHU(PHUYSCKHX MaTOTCHETHYECKUX METOI0B

JICYCHHUS MHUACTCHUU.

Kpurepuu onenku kayecTBa MeIUIIMHCKONH MOMOIIU

Tabaunna 1 - Opranu3aliMOHHO-TEXHUYECKHE YCIIOBUS OKa3aHUs MEAUIIMHCKON TOMOIIIH.

Crenuanu3upoBaHHasi MEAUIIUHCKAS] TOMOITh
Bua MeauImmHCKON HOMOIIHN

VYcnoBust OKa3aHMs CranuoHapHO / B JHEBHOM CTallMOHApe
MEIUIIMHCKOW MOMOIIH
®opma OKa3aHUs [ImanoBas

MEIUIMHCKON ITOMOIIH

Tabauna 2 - Kpurepuun kauecTBa OKa3aHUs MEIUITUHCKONW ITOMOIIH

No Kpurepuit YpoBeHb Cuia
JIOCTOBEPHOCTH | PEKOMEHIAIIUN
JI0Ka3aTeNNbCTB
1. | BemosiHeHO onpeieneHue C 1

AHTUXOJIMHACTEPA3HbIX AHTUTEI, IIPobda ¢
uHruoutopamu AX0

2. | BeinmosnHeHo mpoBeeHNe UTEPALIUMOHHOM C 1
CTUMYJISILIUU HEPBa

3. | BeImonHeHO nMpuMeHeHne 0JI0KaTOPOB B 1
XOJIMHACTEPa3bl

4. | BpimonHeHo MpoBeeHne UMMYHOCYITPECCUBHON B 2

TCPpAIIMU KOPTUKOCTEPONAaMU
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Hpuaoxkenune Al. CocraB padoyeil rpynnbi:

BapanoB A.A., akan. PAH, npodeccop, a.m.H., [Ipeacenarens Hcnonkoma Coro3a
neauarpos Poccum.

HamazoBa-bapanosa JI.C., akan. PAH, npodeccop, a.M.H., 3amectutensd [Ipencenarens
Ucnonkoma Coro3za neauatpos Poccuu.

Kypenxkos A.JL., nmpodeccop, 1.M.H., uneH Coro3a neauarpoB Poccun

Ky3zenkoBa JI.M., npodeccop, 1.M.H., wied Coro3a neauarpoB Poccun

TI'oabunosa H.B., k.M.H., wien Coro3a nenuatpoB Poccun

MamenbsipoB A.M., k.M.H., uieH Coro3a neauatpoB Poccun

Bypcarosa B.WU., k.m.H., wien Coro3a nenuatpoB Poccun

Bummnesa E.A., k.M.H., wied Coro3a neauatpoB Poccuu

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOM MOIECPKKU/KOH(PINKTAa HUHTEPECOB,

KOTOPBIIl HEOOXOAMMO 0OHAPOIOBATH.
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Ipunoxenne A2. MeroaoJsiorusi pa3padoTKu KIMHHYECKUX PeKOMeHAauil

LleneBas ayaAuTOpHs TaHHBIX KIMHUUECKUX PEKOMEHAALINMN:
Bpauu-neauarpsl, Bpaun-HEBPOJIOTH;

Bpauun-opronensr;

Bpauu JI®K, Bpaun-dusnorepanenTsi,

Bpauu o011eil npakTuku (ceMeiiHble Bpaun);

Cryaentsl MenuuuHckux BY30B;

© a0k~ 0w N e

OOyuaromuecs B OpJJUHATYpe U UHTEPHATYpE.
MeTtoapl, UcoIb3yeMble ISl cOOpa/CeNeKIM JOKa3aTeIbCTB: MOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOI0B, MCHOJb30BAHHBIX JIJsl OIEHKH KayecTBa M  CHJIBI
JA0KAa3aTeIbCTB: JJ0Ka3aTeNbHOM 0a30i ISl peKOMEHIAlUN SBJISIOTCS IMyOJIMKAlUY, BOIIEAIINE
B KoxpeitnoBckyto Oubnuorexky, 6a3nl manabix EMBASE, MEDLINE u PubMed. I'nyouna
IIOMCKa - 5 JIeT.

Mertoapl, UCTIOJIB30BAHHBIC JIJISl OLICHKU Ka4eCTBa M CHUJIbI JIOKA3aTEIbCTB:

® KOHCEHCYC JKCIIEPTOB;

® OIICHKAa 3HAYMMOCTHU B COOTBETCTBHH C PEUTUHIOBON CXEMOH.

MeTo/1b1, NCIIOJIB30BaHHBIE Ui aHAIN3A JI0KA3aTEIbCTB!

e 0030pbl ONyOJIMKOBAHHBIX METa-aHAIIU30B;

e cucremMaTHueckue 0030phbI ¢ TAOIUIIAMH JOKA3aTEIbCTB.

OnucaHue METO/10B, UCIOIb30BAaHHBIX JIJISl aHAJIN3a J10KA3aTEIbCTB

[Ipu otbope mnyOnukanuii, Kak TOTCHIMAIbHBIX HCTOYHUKOB JIOKa3aTeNIbCTB,
MCIIOJIb30BAaHHAs B KAXKJIOM MCCIIEJOBAHUM METOAOJIOTHS U3ydaeTcs JUIsl TOTO, YTOOBI YOeIUThCS
B €€ BAJMJHOCTH. Pe3ynbTaT M3ydeHHUsl BIUSET Ha YPOBEHb JOKA3aTeIbCTB, MPHCBAaUBAEMbIN
MyOJUKAIK, YTO B CBOIO OYEPE/Ib, BIUSET HA CHITY PEKOMEHIAIUH.

JInsi MUHUMM3AIMM  TOTEHIUATBHBIX OIMMOOK KaXXJI0€ HCCIEAOBAaHUE OICHUBAIOCH
He3aBUCUMO. JIr0Oble pa3nuuus B OIEHKAaX OOCYKJaduCh BCEU TPYINION aBTOPOB B TOJHOM
cocrage. [Ipy HEeBO3MOXXKHOCTH JJOCTH>KEHHSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN IKCIIEPT.

Taéauubl 10KA3aTENBCTB: 3aMOJHSAINCH ABTOPAMH KIIMHUYECKUX PEKOMEHIAIUH.

Meroapl, WCMOAB30BaHHBIC M1  (OPMYIUPOBAHUS  PEKOMEHIAIMA: KOHCEHCYC
HKCIIEPTOB.

Pekomenayemass poOpokadecTBEeHHasl MpakTHKa Oa3upyeTcs Ha KIMHHUYECKOM OIBITE
aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHIA.

OKOHOMHYECKUHA aHaAIN3
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AHanmu3 CTOMMOCTM HE MpOBOAWICS M MyOIMKanmuu 10 (apMaKOIKOHOMUKE He
AHAIN3UPOBAIINCH.

Meron Baaanuy peKoMeHaauuii

e BHemHs dKCIIEPTHAS OLICHKA.

e BHyTpeHHsA SKCIIEpTHAS OLICHKA.

Onucanue MeTo/1a BaIUIallluy PEKOMEH AU

Hacrosimue pekoMeHaaluu B INpEeABAPUTEIbHONM BepcUH OBLIM  PELEH3UPOBAHbI
HE3aBHCHMBIMHM JKCIIEpTaMH, KOTOPBIX, IPEXAE BCEro, IMOIPOCUIM HNPOKOMMEHTHPOBATH,
HACKOJIBKO JIOCTYNHA Ul IOHMMAaHMsI HMHTEpIpeTalus J10Ka3aTeiabCTB, JEKallas B OCHOBE
PEKOMEHJALIH.

Ot Bpauell NEPBUYHOTO 3BEHA IOIYYEHBI KOMMEHTapUH B OTHOLIEHUHU JOXOJYMBOCTH
U3JIOKEHUS JAaHHBIX PEKOMEHJAlMH, a TakKe HUX OLEHKAa BaXXHOCTU IIPeaIaraeMblx
peKOMEHAALNN, KaK UHCTPYMEHTA IOBCEHEBHOU MTPAKTUKU.

Bce koMMeHTapuM, IMOJIyY€HHBIE OT 3KCHEPTOB, TIIATEIbHO CHUCTEMATHU3HPOBAINUCH U
oOcyxnanuch wieHaMu paboyeil rpymnmbel (aBTopamMu pexkoMeHpanuil). Kaxaelif myHKT
o0cyx/ajics B OTJEIbHOCTH.

KoHcynpTamnus u skcriepTHasi OLeHKa

[Ipoekt pexomeHanuil ObLI PELEH3UPOBAH HE3ABUCUMBIMU JKCIEPTaMHU, KOTOPBIX,
IIPEKIE BCEro, MONMPOCHIN NMPOKOMMEHTHPOBATH JOXOMYMBOCTH M TOYHOCTh HWHTEPIPETALUU
JI0Ka3aTeIbHOM 0a3bl, Jexalleil B OCHOBE peKOMEH AN,

Pabouast rpymma

Jlis OKOHYATeIbHOW pEeNaKIMM M KOHTPOJS KayecTBa PEKOMEHJAIMH ObUIM MOBTOPHO
[POaHAJIM3UPOBAHbl WIEHAMH paOoueil Tpymmbl, KOTOpbIE NMPHUILIM K 3aKJIIOYEHHIO, YTO BCE
3aMeYaHusl U KOMMEHTapUU SKCIEPTOB MPUHATH BO BHUMAHUE, PUCK CHCTEMaTHYECKUX OINOOK
npu pa3zpaboTKe peKOMEHJali CBEJIeH K MUHUMYMY.

OCHOBHBIE pEKOMEHTAIINHI

Cuna pexomeHganuii (1-2) Ha OCHOBaHMHU COOTBETCTBYIOIIMX YPOBHEH /10Ka3aTeIbCTB
(A-C) npuBOaATCS MIPH U3TIOKEHUN TEKCTa PEKOMEH AL,

Tabauna I11 - Cxema U1t OLIEHKU YPOBHSI PEKOMEHJaui

Crenenn CooTtHotieH MeTom0/I0rH4eCKOe Tlosicuenus
JIOCTOBEPHOCTH ne pHcka M | KauyecTBO AMEIOIIUXCS | IT0 MIPUMEHCHHIO
PEKOMEH TAIHi MIPEUMYIIECTB JI0Ka3aTeNbCTB PpEKOMEHTaIH
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1A [Tonw3a Hanexueie CuibHast
CunbHas OTYETJINBO HENPOTUBOPEUMBBIC JIOKA3aTENbCTBA, | PEKOMEHAAIIHS,
peKOMeHaIus, MIpeBaIApyeT HaJ | OCHOBaHHBIC Ha XOpOIIIO | KOoTopas MOXKET
OCHOBaHHas Ha | pUCKaMu Y | BBIMOJHEHHBIX PKU WU | UCTOIB30BaThCS B
JTIOKA3aTeIbCTBAX 3aTrparamu, 00 | HEONPOBEP)KUMBIE  JTOKA3aTeNbCTBA, | OOJBIIMHCTBE CITydacB
BBICOKOT'O KauecTBa HA000pOT NpEACTaBICHHBIE B  KaKOH-MHOO | y
Ipyroii hopme. MIPEUMYIIECTBEHHOTO
JanbHelilme ucciaenoBaHUSl | KOJIMYECTBA
BPSIT M U3MEHAT HAIly YBEPEHHOCTh | MAI[MEHTOB 0€3 KaKhX-
B OIICHKEC COOTHOIICHHS IOJIb3bI M | TMOO0 W3MEHCHWH U
pucka. HCKJTFOYCHUH
1B [Tons3a Joka3arenbcTBa, CunpHas
CunbHas OTYETJINBO ocHoBaHHbIe Ha pesynbratax PKU, | pexomennpanus,
pEeKOMeHaITus, TIpeBaIApyeT HaJ | BBITIOJTHEHHBIX c HEKOTOPBIMH | MIPUMEHEHHE KOTOPOU
OCHOBaHHas Ha | pUCKaMH W | OTpaHMYEHUSIMH (TIPOTUBOPEYUBBIC | BO3MOXKHO B
JTIOKa3aTeNbCTBAX 3aTparamu, oo | pe3ynmbTaTHl, METOJOJIOTHYECKIE | OOJBITMHCTBE CIydacB
YMEpPEHHOTO KadecTBa HA000pOT OImMOKH, KOCBEHHBIE WM CITy4JaifHbIC
U T.aI.), JHOO JpPYrUX BECKUX
OCHOBAHUSIX. JanpHeiue
HCCIIeI0BaHUs (ecmu OHH
MPOBOJATCA), BEPOSATHO, OKAXYT
BIIUSHUE Ha HAlly YBEPEHHOCTh B
OIICHKE COOTHOIIEHUS TOJB3bl U
pPHUCKa U MOTYT U3MEHUTH €e.
1C Ilonn3a, JlokazaTennCcTBa, OTHOCHUTEIbH
CunbHas BEPOSITHO, Oyzer | OCHOBaHHBIE Ha OOCEpBAIMOHHEIX | O CHJTbHAS
pEeKOMeH IS, MPEeBaJMPOBATh HAJA | UCCICAOBAHIIX, 0OecCUCTEeMHOM | PEKOMEHIAITHS,
OCHOBaHHas Ha | BO3MOXHBIMH KIIMHAYECKOM OIIBITe, pe3yibTaTaxX | KOTOpas MOXET OBITh
JTIOKa3aTeNbCTBaX pHUCcKaMu n | PKU, BBITIOJTHEHHBIX ¢ | U3MeHeHa npu
HU3KOTO KauyecTBa 3aTparamu, 00 | CYIIECTBEHHBIMU HEJOCTaTKaMU. | MOITyYCHHUN
HA000pOT Jlrobas OIICHKa a¢¢ekra | mokazarenbcTB  Oojee
pacIieHHBaeTCs KaKk HeolpeaeleHHas. | BBICOKOTO KauecTBa
2A ITons3a Hanexxuble goka3aTelIbCTBA, Cnabas
Cnabast COIMOCTaBUMa C | OCHOBaHHBIE Ha XOpOIIIO | peKOMEHIAIIHS.
peKoMeHaaLus, BO3MOYKHBIMU BBITTOJTHEHHBIX PKU Ui Bri6op
OCHOBaHHas Ha | pUCKaMH U | TOATBEP)KICHHEIC JIPYTUMH | HaWIydlIed  TaKTHKH
JTIOKa3aTeNbCTBaxX 3arpataMu HEOIPOBEPKIUMBIMH JaHHBIMU. Oymer 3aBHCETh OT
BBICOKOTO KaueCTBa JlanpHele ucciaeaoBaHus | KIMHUYECKON
BpSIJ] JTU U3MEHSIT HAIly YBEPEHHOCTh | CHUTYyalluu
B OIIGHKE COOTHOWICHHS IOJIB3bI U | (0OCTOSTEIHCTB),
pucKa. nanueHTa WIH
COTMANTbHBIX
MPEANOYTEHUMN.
2B [Tonn3a JlokazaTenbcTBa, Cnabas
Cnabas COIIOCTaBUMA c | ocHoBaHHBIe Ha pesynpTatax PKU, | pexomenparus.
pEeKOMeH a1y, puckaMu BBITIOJTHEHHBIX C  CYHIECTBEHHBIMU AnbTepHaTUB
OCHOBaHHas Ha | OCIIOKHEHUSIMH, orpaHUueHUsIMU  (TIPOTHBOPEUMBHIC | Has TaKTHKa B
JIOKa3aTeNbCTBaxX OJTHAKO B 9TOW | pe3yNbTaTHI, METOJOJIOTHYECKIE | OTPENEICHHBIX
YMEpPEHHOTO KadecTBa OIICHKE eCTh | Ne(eKTHl, KOCBEHHBIC WIN | CUTyalusIx MOXET
HEOIPEICIIEHHOCTb. CITyJaiHEIE), WA CHJIbHBIC | SIBHTHCS JUTSt

JIOKa3aTeNbCTBA, IPEACTaBICHHBIE B
Kakoi-1mbo apyroit hopme.

JanbHelimme ucciaenoBaHus
(ecmm OHM TIPOBOAATCS), CKOpee
BCEro, OKaXyT BIIMSHHE Ha HaIry
YBEPEHHOCTH B OIIEHKE COOTHOIICHUS
MOJIB3bl U PUCKA U MOTYT M3MEHHTh
ee.

HEKOTOPBIX MAaIlUCHTOB
JIy4qium BLI60p0M.
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2C

Cnabas
PEKOMEHIAIHS,
OCHOBaHHas
JI0Ka3aTeNbCTBAX
HU3KOI'0 KauecTBa

Ha

Heonno3znau

HOCTh B  OIICHKE
COOTHOIICHUS
MONIB3BI, PHCKOB W
OCJIOKHCHHH; TIOJh3a
MOYKET OBITH
COIIOCTaBUMA ¢
BO3MOJKHBIMH
pucKkaMu u
OCJIOKHCHHUSIMHU.

JlokazarenbcTRa,
OCHOBaHHBIE Ha 00CEepBAIMOHHBIX
HCCIICTOBAHMSIX, 0eCcCHCTEMHOTO
kiuHuYeckoro ombitTa unu PKU ¢
CyIIeCTBEHHBIMHU HEJO0CTaTKaMHU.
Jlrobas OIIeHKa s dekra
pacieHMBaeTCs KaKk HeonpeaeJICHHAS.

Quensb cirabdas

pEKOMEHIAIINS;
aIbTepHATHBHEIC
MOJIXOABI MOTYT OBITH
HCII0JIb30BaHbI B

PaBHOI1 cTeneHu.

*B tabnuie mudpoBOoe 3HAYCHHE COOTBETCTBYET CHIIE pPEKOMEHIAnwii, OYKBEHHOE -

COOTBETCTBYET YPOBHIO JOKA3aTCIbHOCTH

AKTyanu3anus TaHHBIX KIMHHYECKUX PEKOMEHAANUN OyaeT MPOBOAUTHCS HE pexke, YeM

OIuH pa3 B TpW roxaa. llpunsarue pemieHuss 00 OOHOBICHUHM OyIeT MPUHATO HA OCHOBAaHUU

HpeHHO)KeHHﬁ, npeaACTaBJICHHBIX MCAUIHHCKUMUA HpO(i)CCCI/IOHaJIBHLIMI/I HCKOMMCPUYCCKUMHU

OpraHu3anusimMu ¢ y‘IéTOM PE3YyJIbTAaTOB KOMIIJICKCHOM OLOCHKHU JICKAPCTBCHHLIX IIPCIIapaToB,

MCOULIMHCKHNX HS,Z[eJII/Iﬁ, a TaKKC pe3yJIbTaTOB KIIMHUYECKOU anp06auHH.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

opsiaku OKa3aHMuA MeIMIMHCKOM MOMOIIM: [Tpuxa3 MunucrepcTBa
3/paBOOXpaHEHUsl U coluanbHOoro passutuss PP or 16 ampens 2012 r. N 366 "OO6
yTBepkaeHuu [lopsiaka okazaHus neauaTpuieckor nmomoniy"

Crangaptbl  OKa3aHUsi  MEJMIUHCKOW  MOMOINM: [Ipukaz  MunucTepcTBa
3npaBooxpaneHust P® ot 24.12.2012 N 1538x "OO  yTBepkIEHUM  CTaHIapTa
CHeUaIn3UpOBAaHHON MEAUIIMHCKONW TOMOUIH MPH TSHKEJIOW MUACTEHUH, OCJI0O)KHEHHON KpU3oM"

(3apeructpupoBano B Munrocte Poccun 13 mapra 2013 N 27646)

27



IIpunoxenue b.1. AJiropuTm BeieHHs NALMEHTA C MUACTEHH e

HaHI/IeHT C IMIOJO3PCHUEM HAa MUACTCHUTIO

Jlnarnoctuka

Jlnaruos

Koncynbranus

?
PO HIHHOTO CTICIHAINCTA HOATBEPIKICH !

JA |

Jleuenue Omoxaropamu AXD B

CTaloHape

'

I[I/ICHaHCGpHOG Ha6JHO,Z[eHI/Ie n

A

AXD Tepanusa .

JA

HET]

IToxa3ana Koppexuus

AXD tepanun
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Ipuioxenue B. Unpopmanus 1 NaueHToB

MuacteHust — TSDKENOE ayTOMMMYHHOE  HEPBHO-MBIIIEYHOE 3a0o0JieBaHHE C
IPOrPECCUPYIOLIMM TEUYEHUEM, KIMHUYECKH NPOSBISIOUIEECS] MaTOJIOTMYECKONM MBIILIEYHON
YTOMJISIEMOCTBIO, IPUBOAAIIECH K Mape3aM U napainyam. MIMMyHollornueckrue HapyuieHus Hpu
MHUACTEeHUH UMEIOT FeHETUYECKYIO 00YCIOBIEHHOCTD.

MmuacteHus: mopa)kaeT JIMIl KaK MYXKCKOT0, TaK M >KeHCKOro mosa. JleGroT 3aboneBanus
MOXKET TPOU3OHMTH B JIOOOM BO3pacTe: OT TMEPBBIX JHEW JKU3HH JI0 (MHACTEHUS
HOBOPOXKIEHHBIX ) JI0 MOKUJIOTO BO3pAcCTa.

3a0osieBaHHEM HMeEET MPOTrPECCUPYIOMIMM XapakTep, ObICTPO MPUBOIAUT K HAPYIICHUIO
TPYAOCIIOCOOHOCTH U COLMATIbHOMN J€3aAaNTaluu.

PexoMen10BaHO niprMeHEHUE OJI0KAaTOPOB XOJIMHACTEPA3HI.
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Ipuioxenue I'l. Bpo:kaeHHble MHaCTEeHHYECKHE CHHAPOMBI

PaccTpoiictBo Heiipodusmon | Knuaundeckas kapTuHa I'eneruka
OTHUst
[Ipecunantuueckue
BpoxneHnnsie JlekpeMeHTHBl | DNU30MYECKOE alTHO? UM OCTAaHOBKa | Myranus rexa,
MHUACTEHUYECKHE i oTBET JIBIXaHUS B JIF0O0E BpeMsi MOCIIe KOAMPYIOILErO
CHUHJPOMBI C POXKJIEHHUS, YACTO CIIPOBOLIUPOBAHHOE XOJIUH-
AMU30IUYECKUM uHpeknuen. OpTarbMoIUIerus aneTuiTpancde
arHo? BCTpeuaeTcsi HeyacTo. (P PeKTUBHBI pasy
0JIOKaTOPBI XOJIMHACTEPa3bl, COCTOSTHUE
YJIYYIIAE€TCsl C BO3PACTOM.
[pyrue cuHapOMBI VY onHuX 0OJIBHBIX HAIIOMUHAET
CO CHMXKEHHEM MUacTeHHYecKuil cuunapom Jlambepra-
KOJINYECTBA Wrona, y Apyrux nposiBIseTcs JETKOU
BbIOpOCa aTaKCHEH WJIM MO3’KEUKOBBIM
aleTUIIXOJIMHA HHCTarMoM.
CuHanTuyeckue
Henocratounocts [oBropsromuii | Yacto Tsokenas ¢ opranpmoruierneid 1 | Myrtanus reHa
MeMOpaHHOM ciu ¢71a00CTBI0, 0COOEHHO OCEBBIX MBIIIIII, COLQ,
AleTUIIXOJIUHACTEPA | JEKPEMEHTHbIN | MeneHHas 3pauykoBasi peakiius Ha KOJUPYIOIIETO
3Bl CIIIM npu CBET. KOJUIAr€HOBBII
E€AMHUYIHOU [Tpumenenue 6;10kaTOpoB «XBOCT»
CTUMYJIALIMHI XOJMHACTEpa3bl HeA(HEKTUBHO WU AlETUIIXOJIUHAC
HEpBa BBI3BIBACT YXYIICHHE COCTOSHUSA. Tepasbl
[TocTtcunantuueckue | Hepocrarouno
CTh
pEeLEnTopOoB,
AHOMAJIUH
KUHETUKU WU
HapyIIeHue
TPYIITUPOBKH
PEeLenTopoB.
Henocrarounocts EnvanunbIi Tsoxkects OT  JEerkoM 10  TspKEJNOW. | MyTtauuu reHos
AXP OTBET Pannwnit ne0IoT. [Ito3, | cyOBeauHuIY
odTaneMoruierusi, opodapunreansusie | AXP
CHMIITOMBEI, CJIA00CTh KOHEYHOCTEH.
Moxert YIIy4IIaThCs npu
neyenun Onoxkatopamu ALIXD u 3,4-
JAIL. YMepenHas nHBaJIuIA3aIMs.
Anomanuu kuHeTuKu AXP
A. Cunapom [ToBTOpHBIE Bospact nebroTa u TSKECTh OO6bIYHO
memneHHbIx kaHanoB | CIIIM  mpu | BapuabGenbHbl. CeleKTHBHAS CIAa00CTh | ayTOCOMHO-
(CMK) OJIMHOYHOM MBI I, JIONATKH U pa3rubdarenei JTOMUHAHTHOE.
CTUMYJIALIHI nanblieB. Jlerkas odranbmorierus. Onncano
HepBa MoskeT yxyamaTbcsi Ipyd IPUMEHEHUU | ayTOCOMHO-
omokaropos ALIXD. [IpumensroTcs peLieCCUBHOE
XUHHUIIUH U (IIYOKCETHUH, HO BBICOK HacJe/I0BaHHE.
PHUCK TSDKEIBIX TOOOYHBIX A(()EKTOB.
B. Cunapom BapuaGenpHbIil GeHOTHII, OT JIETKOTO Paznuuneie
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OBICTPBIX

110 TsDKeNnoro. D heKTUBHBI 0JI0KATOPHI

MyTallii T'€HOB

kaHasioB(CBK) AIIXD mono unu ¢ 3,4-J1AIl, o CyOBbeIMHUIL
OIKMCaHa CMEPTh JBYX JIETEH MOCie AXP
Hayayia npuéma, XoTs NpUINHa CMEPTH
u3-3a 3,4-JIAIl ve goka3zaHna.
AHOoManuu
arperamuu AXP:
HEJI0OCTATOYHOCTh
MeMOpaHHOTOparcu
Ha
A. Panicun-PJ] Yacro Jlerkuit apTporpurios, rurnoToOHuUs,
(panHuit 1e610T) HOpMaJbHas opodapuHreansHas TuCHYHKIUS,
NCH SNU30UYECKHE AlTHOD WM OCTAaHOBKA
JIBIXaHUSI C POXKJICHUSI, Y HEKOTOPBIX —
JUIEBOM TUCMOPHU3M,
o ranbMoIUIerus — pesKo.
Db dextuBHbI 610KaTOpbl AXP MOHO
niu ¢ 3,4-J1AIl
B. Pancun 11/] J1e610T B MOAPOCTKOBOM HJIH B3POCIIOM
(To3HUH 1e610T) BO3pacrTe.
OmuOoYHbIN 1MarHO3 CEpOHETaTUBHOM
MI'. DddexTusnsl 610kaTopsr ALIXD.
Jpyrue
MpleuHas HexpementHsl | [le6roT B HeoHaTanbHOM nepuoje. [1to3 | Myranuu rexa,
perenTopHas i oTBET U pECIIMPaTOPHBIN AUCTpeEcC. KOAMPYIOIETO
TUPO3UHKUHA32 MBIIIIIIE-
crenupuiecKy
10
PELENTOPHYIO
TUPO3UHKUHA3Y
(musk)
SCN4A (Nav.1.4) Hexpementnsl | [1T03, c1abocTs, peruInBUPYIOIINE Myranuu reHa,
HATPUEBBIN KaHAT i oTBET JBIXaTeNbHbIE U OyIh0apHbIC MApaTUiHd | KOJUPYIOILIETO
BOJIbTaX-
3aBUCHUMBIE
HaTpHUEBbIE
kaHaisl SCN4A
(Nav.1.4)

AXP-aneTriIxoJIMHOBBIN perienTop; 0okatop AXD — GJIOKaTOp aleTHIXOJIUHICTEPA3hl;

CIIIM — cymmapssblit moteHuan aeictsus Moiisr; 3,4-/1AIl — 3,4-auamunonupunuy; UCH —

HUTCpallUOHHAA CTUMYJIALIUS HCPBA, MI'" — mMuacTeHus T'paBuUC.

Hpuioxkenue I'2. OTiIMYUTEIbHbIE CHMIITOMbI MUACTEHHYECKOT0 1
XOJIMHEPrU4ecKoro Kpu3on

MuacTeHUYeCKUu Kpu3

’ XOIMHEPTUYECKUN KpH3

M-xonuHepruyeckue (BereTaTUBHbIE) CUMIITOMBI

-CYXOCTb CJIU3UCTBIX

| -ClIe30TeueHue, OpOHXOpesi, pHHOpest
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-T'yCcTas CJIIOHa

-MUpUa3

-TaXHUKapaus

-MIOBBILLIEHUE aPTEPUATILHOTO JaBICHUS

-)KAJKas CIHOHA

-MHO3

-Opamukapaus

-IIOHWKEHHUE apTEPUAIBHOTO AABJICHUS

-TOLIHOTA, PBOTA, KUUIIEYHAs KOJIMKA,
JKUJKHUH CTYJI, TOJIMYPUs

H-XOJ'II/IHepI‘I/I‘ICCKI/Ie CHUMIITOMBI

-IIOJIOXKUTCIIbHAA PCaKIMd Ha BBCACHUC
AHTHUXOJMHECTEPA3HBIX IIPEIIapaToOB

-YXyJAIIEHUE COCTOSIHUS HA BBEICHUE
AHTUXOJIMHECTEPa3HbIX IIPENapaToB
-(pacHKyISIPHBIE TIOJICPTUBAHUS MBIIIII]
-KpaMIIi, TPEMOP MBIIIII]
-3MMWIETITU(OPMHBIE CYJIOPOTH
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Ipuaoxenne I'3. PacuuudpoBka npumevyanuii.

..." — JeKapCTBEHHBINM mpenapar, BXoAsmuii B Ilepedens KHM3HEHHO HEOOXOIUMBIX U
BOXHEHMIINX JIEKAPCTBEHHBIX IIpENapaTroB Ul MEIULUHCKOro mnpuMmeHeHus Ha 2016 ronx
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

..."" — JleKapcTBEHHBIN Tpenapar, BXOoAAmuil B [lepeyens JIeKapCTBEHHBIX MPENapaTtoB
JUISL MEAULIMHCKOTO IPUMEHEHUS, B TOM YMCJIE JIEKAPCTBEHHBIX IIPENApaTOB AJI MEAULIUHCKOIO

IIPUMEHEHHUS, HAa3HAYAEMBbIX [0 PELICHUI0 BpaueOHBIX KOMHUCCHUI MEAMIMHCKUX OpraHu3alui

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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