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Cnmcok cokpameHui

BBUI" — BHyTpHBEHHBIE UMMYHOTJIOOYIUHBI (MIMMYHOTJIOOYIMH YeJIOBEKa HOPMaJIbHBIN )
KCT — kopTuxkocrepouHas Tepamnus

JI®OK — nedebHas GU3KyIbTypa

MPT — MarHuTHO-pe30HaHCHAsE TOMOTrpadus

XBJII — xpoHnueckasi BOCHAIMTENbHAS JEMUACITUHUZUPYIOIIAs OJIMHENpOIaTUs
POEMS (Polyneuropathy, Organomegaly, poly-Endocrinopathy, Myeloma proteins, Skin
lesions) — cuHAPOM, BKITIOUAIOIINI OCTEOCKICPOTHYECKYIO MUEIIOMY, UA0ECTHYECKYIO U

HEINAa0ETUYECKYIO MOSICHUYHO-KPECTLOBYIO PAaIUKYJIOIIEKCONATHIO, TUM(POMY WIN aMUIOUI03



TepMuHBI 1 onIpeaeIeHUA

BHyTpuBeHHAass ”MMYHOTepaNusi — JICUCHUE, 3aKIIOYAIONIEecs] B MPUMEHEHUHN CTaHIApTHOTO
YeIIOBEYECKOr0 HMMMYHOIJIOOYIMHA ¢ BbICOKMM cojnepxkanueM |gG (me menee 95%) B

3¢ dekTUBHBIX 03aX (2 T Ha 1 KT Macchl Tea ManyueHTa Ha Kypce JICYCHHUS ).



1. Kparkas wundopManusi mno 3a00/1eBAaHMI0 WIH COCTOSHHIO (Tpymme
3200J1eBaAaHUI1 UM COCTOSTHU)

1.1 Onpenejenue 32001eBaAHNS WJIH COCTOAHUSA (TPYINLI 3200J1€BAHNN UJIM COCTOSTHHI)

XpoHnuyeckasi BOCHAJUTENbHAS [JeMHeJUHU3HPYWOIIas noJuHeidponatus (XB/AID) —
npuobpereHHoe  3abosieBaHue  nepu(EpUUYECKUX  HEPBOB  AyTOMMMYHHOW  NPHPOJIBL,
XapakTepu3ylolleecs  PEeLUIUBUPYIOLIUM win IPOIPECCUPYIOIIMM  TEYEHHEM c

NpEeMYIICCTBCHHO ACMUCIIMHU3UPYIOIIUM TUIIOM IMOPAKCHHA.

1.2 DTHOJI0TUs ¥ IATOreHe3 3200J1eBAHNS MJIH COCTOSIHUS (TPVIIbI 3200J1€BAHNH WJIH

COCTOSIHMiA)

Ortuonorust XB/II1 B HacTosmee Bpems HensBecTHa. Hauano XBJIII yacto cBs3BIBAIOT C
MHTEPKYPPEHTHBIMH MHQEKIUAMU WIM ¢ UMMYyHHU3auued (MpoduiIakTH4YeCKONW BaKIMHALKEN),
TaK y 33-57% neteii pazBuTHe 00JIE3HM OTMEUAJIOCh B Te€UEeHHUE | MecsIa mocie nepeHeceHHOH
MHPEKIMA WM BakuuHANUHU. [Ipu 3TOM, cOTJIacCHO aHaNIM3y OJJIEKTPOHHOW Oa3bl JTaHHBIX
nanuenToB ¢ XBJ/III B Utanuu (323 manuenTta), cpeau BO3MOXKHBIX COOBITHI, 3a 1-42 maHs 110
ne6rota XB/IIT coobmaercs 06 napeknusax B 15% cinydaes, o BakuuHam — B 1,5% .

Panee cuuranoch, uro cpeau mamueHtoB ¢ XBJIII wamie BcTpedaroTcsi onpeneieHHbIe
rpymmsl HLA (Al, B8, DRW3), mpeapacmoararoiine K 3a00J1€BaHHIO, HO BIIOCICACTBUN TO HE
ObUIO MOATBEpKAEHO. TeM He MeHee, MpearnoJiaraeTcs, 4To Hambojee BEpOATHOM sBiseTCs
MMMYHOOIIOCpPEI0BaHHas IpUpoia OOJIE3HMU.

[Tpu XB/II ayrouMMyHHbBIE BOCHAIUTEIbHBIE MPOIECCH OMOCPEAOBAHbI HAPYIICHUSIMH
KaK KJIETOYHOro, TaK M TyMOPAJIbHOTO 3BEHAa MMMYHHOW cucreMsl. IIposiBieHus
JNeMHENIMHU3allud MOTYT HaOioJaThes Ha JI000OM OTpe3ke mepudepruueckoro HepBa OT
CIIMHHOMO3IOBBIX KOPEUIKOB JI0 €ro AMCTAJIbHBIX y4yacTKoB. llomumo pemuenuHuzanuu B
OouomnraTax HMKPOHOXXHOTO HEpBa OBbLIM BBISBJICHBI BOCHANUTENbHbIE HHQHUIBTPATBI U OTEK
01000JI0YEYHOTO TPOCTPAHCTBA HEPBA.

Mopdonornueckue wusmenenuss npu XBJIl HamomMuHAOT HapylleHUS  pH
AKCIIEPUMEHTAIbBHOM ayTOUMMYHHOM HEBPHUTE.

XpoHuueckoe TeueHHEe OO0JIe3HH MOXET AacCOlMUpoBaThea ¢  (popMHpOBaHHEM
«JIyKOBUYHOM TOJIOBKH», 4YTO CBSI3aHO C TMpojudepanueld MIIBaHHOBCKUX KIETOK MU

MOBTOPSIFOIIUXCS MTPOIleccax JeMUETHHU3ANT U pemuenuuuzanuu [1,2,3,4,5,6].

1.3 DnuaemMuo0rus 3a00JJeBaHus UM COCTOAHUSA (rPyNNbI 3200J1eBAHUN WJIH COCTOSTHUN)




3aboneBaemocts XBJIII cpenu Bcex BO3pacTHBIX KaTeropuii cocrasisier okono 0,2—1,6,
pacrpocrpaneHHocTh: 0,8-8,9 na 100,000 [7]. Pacnpoctpanennocts XBJ/IIT y B3pocisix — 1,0-
1,9 na 100 000 u y nereit — 0,48 na 100 000. Ilpu s3TroM y 20% nanueHToB, y KOTOPBIX AUArHO3
XBJII craBumiicst BO B3pOCIOM BO3PACTe, NMEPBbIE CUMIITOMBI 00JIE3HN OTMEYAIHCh B BO3PACTE 110
20 mer. Amayms 27 cimydaeB XBJIII y nereit BwIsBHI, 49TO JeOFOT 3a00JIEBAHUS MOXKET

HaOmoaThes B JIF000M Bo3pacte (ot 1 g0 18 ser), a MakcuMyM 3a00JIeBa€MOCTH OTMEYAJICS B 7-

8 ner [4,8].

1.4 Oco0eHHOCTH KOAMPOBAHUS 3200J€BAHNSA HJIN COCTOAHUSA (IPyHNIbLI 3200J1eBAHUN HIH

COCTOSIHU) Mo M eKIYHAPOIHON CTATHCTHYCCKON Kiaaccudukammu 0oJe3Heil ¥ mpoodJieM,

CBA3AHHBIX CO 310POBHEM

G61.8 —/Ipyrue BocmaquTeIbHbIC TOJTMHEHPOTIATHH

1.5 Kiaaccuduranus 3a001eBaAHNA WJIH COCTOAHNA (rpynnbl 32001eBAHUNA UJIN COCTOSTHII)

Tunuunas dopma XBJII (cummeTpuyHas NMpOKCUMallbHAsE M JUCTalbHAs MBbIILIEYHAS
c11ab0CTh, YYBCTBUTEIIbHBIC HAPYILIEHUS B PyKax M HOTraxX, pa3BUBAIOIIMECS B TEUCHHE HE MEHee
2-X MECSIIEB).

Aturnmunbie hopmbl XBJIIT:

1) mpenMyILIeCTBEHHO AUCTalbHasi CHUMMETpHUHas popMa NOJUHEHponaTuu;

2) NpeuMyIleCTBEHHO TPOKCUMalbHas popMa MOIMHEUPONaThL;

3) acummeTpuuHas Gopma wiu cuaapom Jlpronca-Camuepa,

4) doxanpHas popma;

5) moTtopHas popma;

6) cencopHas opma.

[1,2,4,9].

1.6 Kiaungnueckasg KapTHHA 3200JeBAaHHS WJIU COCTOSIHHA (rpynnbl 3a00JieBaHUM  WJIH

COCTOSIHMM)

B I[e6IOTe 3a00JICBAHHE MOYET HA4YaThCs 6CCCI/IMHTOMHO, B TCUCHUC HCCKOJBKHX
MCCALICB, WJIH, HaO60p0T, pa3BUTHUC CHUMIITOMOB MOKCT OBITh 6BICTpLIM. HawnbGonee
pacnpoCTpaHCHHBIMU »Kajo0aMu SIBIISTFOTCS HapyHICHUA MMOXOAKU U YaCThIC MMaZICHUA, CBA3aHHbBIC
C HapyHICHUCM JIBUTaTeIIbHOM WHHEpBAllMU MNPOKCUMAJIbHBIX W JUCTAJIBHBIX MBI HHKHUX

KOHEUHOCTeH. Y HEKOTOPhIX NAallMeHTOB MOKeT HaOMI0JaThCsl CIAO0OCTh MBI BEPXHUX
KOHEUHOCTEH, TpeMop pyK, aTakcus. CHIKEHbI MM OTCYTCTBYIOT CYXOXHIIbHBbIE pedieKchl. Y
4acTH NAIMEHTOB UMEKTCS pacCTPOMCTBA YyBCTBUTEIBHOCTH: Mape- U AU3ECTE3UH, HApyLLICHUS
riyOokoi uyBcTBUTENbHOCTH U jp. Taxxke, B 20-40% cimydaeB MOTYT HaOIIOAThCS MPU3HAKU
BOBJICUCHHS YEPENHbIX HEpPBOB, C€JIa0OCTh JAbIXaT€IbHOW MYCKYJNATyphl, AUCHYHKLHUSA
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BEreTaTHBHOW HEpBHOU cuctembl. Hanbosee yacto teuenne XB/II y gereld umeer cienyromue
0COOEHHOCTH:

* HayaJbHBIE CHUMIITOMBI OOJIE3HH MPOSBIAIOTCS OoJiee SIPKO M pa3BHBAIOTCA OBICTpEE,
4YEM Y B3pOCIIbIX;

* 3a00JIeBaHKE YaIlle BCErO XapaKTepU3yeTcsl HApYIICHUEM TTOXOKH;

* XapaKTepHO peMHUTHpYIolee Tedenue oonesnn [1,4,9,10,11,12].

XB/II MokeT CylecTBEHHO HapylIaTh KaueCTBO KU3HH MAIMEHTOB [7].

2. JInarHocTuka 3200JIeBAaHMSI MJIM COCTOSHUA (Tpynnbl 3a00/1eBAHUN WIH
COCTOSIHUI1), MEIMUMHCKHE NMOKA3AHUSA M NPOTHUBONOKA3AHUA K NMPUMEHECHUIO

METOAO0B THATHOCTUKHU
Knunuueckue ouaznocmuueckue kpumepuu, noomeepycoarousue XB/IIT (no EFNS/PNS,
2010) [1,9]:
|.  Tunuunas XB/II:
®  XpoHUUeCcKas npozpeccupyoujas CmyneHeoopasnas ui peyuousupyrouas
CUMMEMPUYHAS NPOKCUMAIbHAA U OUCATbHAA CIaDOCMb PYK U HO2, C YYECMBUMENbHbIMU
HapyuweHuamu, O1umenbHOCmbIO He MeHee 2 Mecayes;
®  BO3MOJICHO NOPadCEHUe YePEeNHbIX HEPBOE,
® omcymcmeue Ui 3HaYUMenbHOe CHUNCEHUE CYXONUCUTILHBIX peieKcos ¢ pYK U Hoe.
Co60KynHOCMb KIUHUYECKUX U INeKMPODUIUOI02UYECKUX OAHHBIX NO360JISem YCIMAHOBUNMb
ouaenos XB/II ¢ borvuetl unu meHvuel cmenenbio 8eposmHOCMU.
Juaenocmuxa u oughgpepenyuanvnan ouacnocmuxa XBHIl Oondxwcna cmpoumvcsi 8 uemkom
coomeemcemauu ¢ kpumepusimu EFNS/PNS 2010 2o00a:
Jlocmosepuwtii ouaznoz XBAI1
Knunuuecxue kpumepuu (1) (a unu 6) u (2) ¢ haruvuem snekmpomuocpaghuueckoeo kpumepusi(1)
Kpumepuu eeposimnoii XB/{II + no kpaiineii mepe 00un nooodeparcusarowuii Kpumepuii
Kpumepuu eozmooicnoti XB/[II + no xkpatineii mepe 06a no00epicusaroujux Kpumepus
Bepoammuuwuit ouazcnosz XB/{I1
Knunuuecxue kpumepuu (1) (a unu 6) u (2) ¢ haruvuem snekmpomuocpaguieckoco kpumepusi(2)
Kpumepuu eozmooicnoti XB/[II + no xkpatineii mepe 00un no00epicusaroujuil Kpumeputl
Bo3moosicnwtii ouacnoz XB/{I1

Knunuuecxue kpumepuu (1) (a unu 6) u (2) ¢ nanuuuem snekmpomuocpaguueckoeo kpumepus(3)

Iloooepotcusarouwgue kpumepuu ona ouaznocmuxu XB/II:
1. Veeanuuenue benxa 6 yepebOpocnuHanbHOU HCUOKOCMU NPU YUCHE JIEUKOYUMOE MeHee

10/mm®



2. MPT nokasvieaem HAKONIeHUe KOHMPACMHO20 GewjeCmea u/uiu 2unepmpoguro
KOHCK020 X80CMA, NOACHUYHO-KPECMYOBBIX UNU UEHHbIX KOPEUKO8 CNUHHO20 MO32d, UL
neye8o20 Ul NOSAICHUYHO-KPECMY08020 CHIemeH Ul

3. Hapywenue snexmpoghusuonocuu cencopuvix omeemos, no KpaiHel mepe, 8 0OHOM
Hepese:

a) Amnaumyoa CeHCOpHO2O NOMEHYUAna Oelcmeusi UKpoHodicHo2o Hepsa (Pecucmpayus
COMAMOCEHCOPHBIX 8bI36AHHBIX NOMEHYUAanNo8 08U2amMenbHbIX Hepeos,
OnexmpoouacHocmuka  (onpedeneHue  21eKmMpPo8o3doyoumMocmu  (QPYHKYUOHATIbHBIX
ceolicme) nepugheputeckux O0BUSAMENbHbIX HEPBO8 U CKENeMHbIX MbllY)) S6ISemcs
HOPMANbHOU, 6 MmO 6pemMs KAk aMuIumyod CeHCOPHO20 NOMEHYUana Oeucmeus
CPEOUHH020 Hepea (HO HeoOX0OUMO UCKIIOUUMb HeUpOnamulo CpeOuHHO020 Hepeéa Ha
3anacmoe 8cedcmasue CUHOPOMA KapnaibHO20 KAHANA) WU JIy4e8020 Hepea HapyuieHa

b) Cropocmv pacnpocmpanenus 6030yscoenus menee 80% om HudicHe2o npedena
HOpMamusHvlx 3Hadenull (menee 70%, ecnu amniumyoa CeHCOPHO20 HNOMEHYUAIa
oeticmausi Huxce 80% om HUNCHe20 npedena HOPMAMUGHBIX 3HAUEHUIL)

C) Veemuuenue  namenmuocmu COMAmMOoCeHCOPHbIX 8bI36AHHBIX NOMEeHYUanNos
((Pecucmpayusi comamocencopHbiX 6bl36aHHbIX NOMEHYUALO8 OBUSAMETbHBIX HEPBO8,
Onexmpoouacnocmuka  (onpedeneHue  31eKMpPo8o3dOyoumMocmu  (PYHKYUOHANbHBIX
ceolicms) nepughepuyeckux 08USAMeNbHbIX HeP808 U CKEIEeMHbIX Mbluiy))) 6e3 Hanuyusl
sabonesanus [[HC

4. ObvexkmusHoe KIuHuYecKoe yiyyuienue 8C1e0Cmsue UMMYHOMOOVIUPYIOULe20 NedeHus

5. Ilpu 6uoncuu mepsa 6vIAGNAIOMCA NPUSHAKU OeMUETUHUIAYUU U/UNU peMUeTUHUAYUU
npu eKMPOHHOU MUKPOCKONUU UTU NPU UCNOTIbIOBAHUU AHANUZA PACHECAHHBIX HEPEHbIX
sonokoH (teased fiber analysis)

Ilpu  paccmompenuu  nododepoicugarouux  Kpumepues — ciedyem — OMMemums
803PACMAIOWYIO POJIb HEUPOPAOUONOcUYeCKUX Memodo8 6 ouachocmuxe XB/II Iloxkazano, umo
UHMPAMEKANIbHLIL OmeK U YmolujeHue KOpewlkog CHUHHO20 MO032a He Koppeaupyem ¢
MANCECMBIO HAYUANBHBIX NPOSAGIEHUN OOJIe3HU U MANCECMbI0 CUMNMOMOS, HO NpU NOGMOPHBIX
UCCNIe008AHUAX — OMMeYaemcs 4emKas 3A8UCUMOCTb  NOJONCUMENbHbIX — UBMEHeHULl  Om
agpgpexmuenocmu mepanuu. buoncuro mepsa y Oemeii cledyem peKOMEHO08AMb 6 Kauecmee
OUACHOCMUYECKOU Npoyedypsbl 6 UCKIIOUUMENbHbIX CAYYasaX, Ko20d 6ce OCMAlbHble Memoovl

UCCcne008anUsl OKA3ANUCH HeuH¢0pMamu6HblMu.



Amunuunaa XB/JI1

Ooun u3z credyrowux 6apuaHmos, HO OCMAlbHble HPUHAKU Kak npu munuynou XBJIT

(cyxoorcunvhsie peghrekcol Mocym Oblmb HOPMATLHBIMU HA HENOPANHCEHHOU KOHEYHOCMU):

APEUMYYECmEeHHO — OucCmanbhoe  nopadcenue  (Oucmanvnas — npuobpemennas
CUMMEMPUYHASL OeMUETUHUZUPYIOWAS. NOJUHEEPONAMUSL)

ACUMMEMPUUHOCIL — (MYTbMUpOKATbHASL  NPUOOPEMEenHas — OeMUETUHUSUPYIOUIAsL
CEHCOPHAsl U MOMOPHAsL Hegponamusi, cunopom Jlviouca — Cammnepa)

pokanvroe nopadicenue (Hanpumep, 806lleueHUe NIEHe8020 UL NOACHUYHO-KDECMY08020
cniiemenust uiu 00H020 U Hoee nepudheputeckux Hepeos Ha OOHOL BePXHEl UL HUNCHEL
KOHeUHOCm)

U30JIUPOBAHHBIE OBUSAMETIbHBIE HAPYULCHUSL

U30JIUPOBAHHBIE CEHCOPHbLE HAPYUICHUSL (BKIIOUAS. XPOHUUECKYIO UMMYHHYIO CEHCOPHYIO

NOIUPAOUKYTONAMUIO)

Kpumepuu, npu nanuuuu xomopuix naruyue XB/[II manosepoamno:

O 3Hauumbvle HapyuwieHus pabomul CHUHKMEPOS;

O  NpUém 1eKapCmeeHHbIX NPenapamos Uiy MOKCU4eCKUX 8euecms, CHOCOOHbIX Gbl36aMb
He8ponamuio;

O evlasneHue bonesnu Jlavima unu ougpmepuu,

O Hanuyue 060U uz popm Hacneocmeennoti oemuenunuzupyroweti Heuponamuu,

O  MYIbMUPOKATbHAS MOMOPHASL HEBPONAMUSL;

o IgM mownokionanvnas ecammanamus ¢ 8bICOKUM MUMPOM AHMUMEN K MUETUH-
aAccoyUUPOBAHHOMY 2IUKONPOMEUHY,

O Opyeue npuuumsl Oemueruruzupyroujei uesponamuu, exatouas POEMS cunopom,
OCMEOCKIEPOMUUECKYI0 MUETOMY, OUAOemU4ecKyro U Heouabemudeckyo nOsCHUYHO-
Kpecmyosyio paouxyi0nieKCoOnamuio, IUM@pomy ui amuioudos.

B bomvuuncmee carydyaes  medeHue 3abonesanuss  MeOoJleHHO npocpeccupyruiee

[1,4,5,9,10,11,12].

2.1 Kaao0LI 1 aHaAMHeE3

Ilpu cbope anamnesa u sxncanob ciedyem obpamums 6HUMAHUE HA HATUYUE:
HOpMANbHOE (huzuyeckoe u 08ueamenbHoe pazeumue 00 Haudna 3a001e8aHuUsL,
U3MeHeHUss NOXOOKU;

yacmole nadenus;

c1aboCmb MbllUY HUNCHUX U 6EPXHUX KOHEUHOCMEI;

Haiuyue napecmesuil u ouszecmesuil;



® Y pada nayueHmos Mo2ym ommedamsCs HCaiobvl Ha Mpemop pyK u amaxcus,
® nocmeneHHoe pazeumue CUMNIMOMOS, HO HApPACMAaHue O8USAMEeNbHbIX HAPYUEeHUl

Mmoxcem bvims 6vicmpuim y 16% nayuenmos [1,4,9,10,11]).

2.2 dusukajabHOe 00CJIe10BAHNE

Ilpu npogedenuu Knunuueckozo ocmompa ciedyem obpawjames 0coboe HUMAHUE HA HAIUYUE
XPOHUYECKOU npozpeccupyiowjell, CMyneHeoOpa3Hou uiu peyuousupyrowel CUMMempuiHou
NPOKCUMANLHOU U OUCIATLHOU CIaDOCMb MblULY PYK U HO2, 8 COYeMAHUU C YY8CMBUMENbHbIMU
Hapywenuamu. Pazeumue cirabocmu 001CHO paszsueamvcsi 6 meuenue He menee 2 mec. YV
yacmu nayueHmos GO3MONCHO nopadxdceHue uepenHvlx Hepeos. (0A3amenvHbiM YCl08UeM
SAGNAEMC OMCYmMemeue Wil 3Ha4uUMoe CHudiceHue peguexcos 6o ecex koweunocmsx [1,4,5,9,
10,11].

[Tpu atunuunbix popmax XB/III nBuratenbHble HapyIIeHHs BCETAa IPUCYTCTBYIOT, HO MOTYT
JIOKAJTM30BaThCS TOJBKO B JHUCTAJIbHBIX WM TOJHKO B TPOKCHMAIBHBIX TPYIIAxX MBIIII, a
TaKXe BO3MOXKHO MPEUMYIIECTBEHHAs CIa00CTh Ha OJHOHM cTopoHe. IIpu 3TOM CyXOXHIIbHBIC
pediieKkcsl MOTYT OBITh HOPMAJIBHBIMU B HETTOPAXKEHHBIX KOHEYHOCTSIX.

2.3 JIaGopaTopHasi AMATHOCTHKA

2.3.1 Jlabopamopnasa duaznocmuka npu ycmanoeaenuu ouaznoza XB/IIT

Pymunnvle xnunuyeckue ucciedo8anus npooosmcs il UCKIIOYEHUS OPY2UX 860CNANUMETbHBLY

3abonesanull, Komopwvie MO2ym npomeKamsv ¢ KIUHUKOU NOAUHEUPONAMUU.

o PexomenmoBano mnpoBeseHue oOmIero (KIMHHYECKOTO) aHAllM3a KPOBU Pa3BEPHYTOTO
BCEM TManueHTaM ¢ nogospenneM Ha XBJIIT [9,10,11].

KommenTapumn: Knunuueckuii amanuz Kposu HeoOxX00UMOo nposecmu ons
UCKTIIOUEHUS/NOOMBEPIHCOCHUSL  BOCNATUMENLHOU  NPUPOObl  3a00/1€8aHUsL, 6 KOMNIEKCHOU
oughgepenyuanbHoll OuacHOCMuUKe ¢ CUCEMHbIMU 3A001e8AHUAMU.

YpoBeHb yoenutesibHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)
. PexomenoBano wuccienoBanue ocTpoda3oBbiX Mokazateneii kpoBu (C-peakTHBHBIH
0€JIOK) C IEeNbI0 JUArHOCTHKH OaKTEpHAbHOTO BOCHAICHHS MAlMEHTaM C IMOJO3PCHHUEM Ha
XBJIT [9,11,12].

Kommenrapun: Ocmpoghazosvie nokazamenu Kposu seIsilOmMcs MapKkepamu OaKmepuaibHo20
8OCHaNeHUs, KOmopoe Modcem Oblmb nposoyupylowum Gakmopom 3abonesanus. Ilpu
HeoOX00UMOCmu Modicenm Oblmb UCCIE008AH YPOBEHb NPOKATbYUMOHUHA 8 KPOSU

YpoBeHb yoenuteabHOCTH pekoMeHaammii C (YpoBeHb JOCTOBEPHOCTH JI0KA3aTEJILCTB — 5)



o PekoMeHyeTcs IpoBeJicHHE aHaIM3a KPOBH OMOXMMHYECKOTO OOIIETEparieBTUYECKOTO
MIPY HEOOXOIMMOCTH B KQ4€CTBE JOMOJIHUTEIHPHOTO HHCTPYMEHTA ISl YCTAHOBIICHUS AMArHO3a U
UCKIJTFOUCHHSI IPYTUX HEPBHO-MBIIICYHBIX 3a00seBanuii [9,12].

YpoBeHnb yoenuteabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — D)

KommeHnTapuu: onpedensiomess  komyemwmpayuu — aranunamunompancgepasor  (AJIT),
acnapmamamunompancgepasvr (ACT), naxkmamoezuopoeenasvl (JIJI), kpeamungpocgoxunasvi
(K®K), snexkmponumer (yposenv Kanus, Hampusi. Kaavyus, @ocgopa, machusi 6 Kposu),
KOHYEHmMpayusi  KOMOpPbIX — MONCem  UBMEHAMbCA,  Hanpumep, Npu  HEePEHO-MbIULEYHBIX
3ab01e6aHUsX.

o He pekoMeHIOBaHO pPYTHHHOE TPOBEACHHE JTIOMOATHHOW MyHKIIMH C HWCCIICIOBAHHEM
1epedpocnuHanbHOM KUAKOCTH (CIMHHOMO3IOBO# MYHKIIMU C HCCIIEAOBAaHHEM YPOBHS Oefka,
TJIFOKO3bI, KPOBH B CIIMHHOMO3TOBOW KHUAKOCTH, MccinenoBanue (U3MYECKUX CBOWCTB
CITMHHOMO3TOBOM KHUAKOCTH) JAeTsM nomo3penrneM Ha XB/III ¢ mienpio ycTaHOBIEHUS MAarHO3a,
TOJIBKO B CTy4ae COMHUTEIILHOTO JIMarHO3€ B KAUECTBE JOMOJTHUTEIHFHOTO METO 1A UCCIICOBAHHS
[4,5,9,12].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTEJILCTB — D)

KommenTapuu: Xapakmepnvim sensemcs ygenuuenue Oeika 6 yepeopocnunaibHoU HCUOKOCHU

3. Ommuocumes x noddepowcugaiouemy Kpumepuro npu

npu yucne neuxoyumos mernee 10/mm
nocmanosxe ouacnoza XBJ/[I1.

2.3.2 Jlabopamophas ouaenocmuka Ha gpone mepanuu XBII1
o PexomMeHIOBaHO HCCIIEZIOBAaHUE YPOBHSI TIIFOKO3BI B KPOBH, JIIEKTPOJIHMTOB (YPOBEHB

HATpUsl, Kalmus, Kajblsg B KpoBH) aersm ¢ XBJIII, mosyyaromuMm JUIMTEIbHYIO TEPaIuio
pernapaToM rpymnibl KOPTUKOCTEPOUIBI U CHCTEMHOTO ipuMeHeHus [13].

YpoBenb yoeauteabHoCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — D)
KommeHnTapuu: uacmoma nposedenusi ucciedo8anuii onpeoensiemcs UHOUBUOYATbHO, 8
cpeonem — 1 pasz 6 6 mec.

. PexomennoBano mpoBeneHue oO0IIero (KJIMHAYECKOTO) aHaIN3 KPOBH Pa3BEPHYTOrO H
OIpeJieICHue aKTUBHOCTH aJlaHWHAMUHOTpaHcdepasbl M acmapTaTaMUHOTpaHC(epa3bl B KPOBU
€KEMECSIUHO Ha MPOTSHKEHUM MEPBBIX 6 MECAIEeB Tepanuy a3aTHONPUHOM™*, nanee — Kaxable 3
mecsa [13].

YposeHb yoenuresibHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 5)
J PexomeH10BaHO HCCIelOBaHME YPOBHS KpEaTMHMHA, MOYEBHMHBI B KpPOBH, KIMPEHC
kpeatnHuHa (MccnenoBanue ¢yHkimu He()poOHOB MO KIMPEHCY KpeaTmHWHA (mpoba Pebepra)),

YPOBHA XOJICCTCPpHHA, TPUTIIHLOCPUAOB, MAarHus, KajJlusgd B KpPOBHU, a TaKIKC YPOBCHb
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mukocnopuna** (MccnemoBanue ypoBHs 1ukinocnopuda A) gersm ¢ XBJIII npu Tepanuu
UKJIOCTIOpHHOM™**[13].
YposBeHnb yoenurensHocTn pekoMmenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB — 5).

KommenTapuu: vacmoma nposedenus ucciedosanuii onpeoensiemcs UHOUBUOYAIbHO

2.4 HNHCTpYMEHTAIbLHAS AMATHOCTHKA

J PexomennioBano o0si3aTenbHOE pOBE/ICHUE AIIEKTPOHEHPOMHOTpaPUIECKOTO
UCCIIeIOBaHUsI BceM maiMeHtam ¢ nogo3penueM Ha XBJIIT (Dnextpomuorpadusi uroipdaras
(01HA MBIIIIIIA), 3TEKTPOHEHpOMHOTpadus CTUMYIIAIIMOHHAs oHOTO HepBa [1,5,9,12,14].
YpoBeHb yoenuresibHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB — 5)
KommenTapun:

(1) MAocmosepnoiii Oouazno3 no kpatimei mepe, COOMEEMCMEYem OOHOU U3 CAEOYIOUUX
Xapakxmepucmux:

a) yeenuyenue namenmuocmu M-omeema npu cmumynrayuu 6 oucmanvHou mouke Ha 50% u
bonee om BepxHeco npedena HOPMAMUBHBLIX 3HAYEHUU 6 O08YX Hepsax (HO HeobX0OUMo
UCKTIIOYUMb HelpoOnamuio CpeouHHO20 Hepea Ha 3aniacmve 8Cle0Cmsue CUHOPOMA KAPNaibHO20
Kanana),

0) cHudHCEeHUe CKOpOCMU PACHPOCMPAHeHUs 8030YHCOeHUsl O 08ucamenbHbimM 8010KHam Ha 30%
u 6o1ee om HUNCHE20 npeodena HOPMAMUBHBIX 3HAYEHUL 8 O8YX Hep8ax,

8) yeenuuenue namenmuocmu F-eonuwvt na 20% u 6onee om eepxnezo npeoena HOPMAMUBHBIX
3Hauenuli 8 08yx Hepgax (unu Ha 50% u Oonee om 8epxHe20 npedena HOPMAMUBHLIX 3HAUEHUL,
ecnu amMnaumyoa He2amusHo20 nuxka oucmanvHoco M-omeema cocmaensem menee 80% om
HUICHE20 npeoenda HOpMAMUBHBIX 3HAYEHUL),

2) omcymcmeue F-8onH 6 08YX Hepeax, eciu npu CMUMYIAYUU SMUX HEPB8O8 AMNIUMYObl
He2amueHo20 nuka oucmanvhuvlx M-omeemos cocmasnsarom 20% u 6on1ee om HudcHe20 npedena
HOPMAMUBHLIX 3HAYeHull + 00un Opyeou napamemp Oemuerunuzayuu (8 n0ooM Hepae,
Y0081emeopAWULL 1H000MY U3 KpUmepues a-ic) 6 00HOM unu Ooiee Opyeux Hepeax;

0) N0KANbHBIN 00K NPOBEOeHUs. 08USAMENbHO20 HEPB8A: CHUNCEHUe AMNAUMYObl He2amuHo20
NUKa NpoKCUMAanbHo2o M-omeema omHocumenvHo Oucmanviozo Ha 50% u 6onee, ecnu
He2amueHbulll nuK oucmanvrhoeo M-omeema cocmaensem 20% u Oonee om HudicHe2o npedena
HOPMAMUBHLIX 3HAYEHULl 8 08YX HEep8ax Uil 6 OOHOM Hepee + 00un Opy2oll napamemp
oemuenunuzayuu (8 1060oMm Hepae, Y0081emEopAOWULL TH0O0MY U3 KpUumepues a-ic) 8 00HOM Ulu

bonee opyaux Hepsax;

11



e) Hanuuue 8pemMeHHOlU oucnepcuu (yeeauueHue ONumenlbHoCmu Heeamueno2o nuka M-omeemos,
NOTYYEHHBIX NPU CIMUMYIAYUU 8 OUCTNATLHOU U DOoJlee NPOKCUMANbHOU MOYKAX, 6onee uem Ha
30%) 6 08yx u bonee Hepsax;

JC) yeenuueHue OnumenbHoCmuy oucmaibho2o M-omeema (unmepean mexcoy HAuaioM Nepeozo
He2amueHo20 NUKA U 68038paujeHuemM K U30IUHUU NOCIeOHe20 He2amuHo20 NUKa) 6 OOHOM U
bonee Hepsax (cpedunnom > 6,6 mc; aokmesom > 6,7 mc, marobepyogom > 7,6 mc;
oonvwebepyosom > 8,8 mc) + ooun Opyeoii napamemp OemuenuHuzayuu (6 ar06oMm Hepse,
V00811emBopAWULL TH0O0MY U3 Kpumepues a-ic) 8 00HOM uiu bojee opyeux Hepeax.

(2) Beposammuuwtit ouaznoz coomseemcmeyem ciedyouum XapaKxmepucmuKkam:

VMeHbuleHue amMnaumyobl He2amusHO20 NUKA NPOKCUMATbHO20 M-omeema omHOCUMENbHO
oucmanvrnozo na 30% u 6onee, 3a ucknoueHuem OOILUEDEPYOBO2O HEPBA, eCclU He2amuHblil
nuk oucmanvHo2o M-omeema cocmasnsiem 20% u 6onee om HudcHe20 npedenrd HOPMAmMueHbIX
3HAYeHUll, 8 08YX Hepeax Uiu 8 OOHOM Hepee + 00uH Opy2ou napamemp oOemueruHuzayuu (8
JI0O0M Hepse, YO08IemBOPAIOWUL TH0O0MY U3 KpUmMepues a-ic) 6 0OHOM ulu Oonee Opyeux
Hepeax

(3) Bosmoscnotit ouaznos coomsemcemesyem noboi U3 XApaKmepucmuk (a-xc) 00CmoeepHo2o
0uasHo3a, Ho OOHAPYHCEHHOU MOJILKO 8 0OHOM Hepae

Coenacrno Ilpuxaza Munzopasea Poccuu om 13 oxmsabps 2017 2. N 804u «O6 ymeepowcoenuu
HOMEHKIIAMYpbl MEOUYUHCKUX YCIye» Kpome Ycayeu «Drekmpomuozpadus u2onvuamas (00Ha
MbIUUYA)» UMEIOMCS No08Udbl  OaHHOU ycayeu: DaeKmpoHeupomuozpapus ucoabuyamoimu
anekmpooamu  (00ur  Heps), Onekmpomuocpagpus  ueoavuamasl  JOKMeEBO20  Hepad,
Onexmpomuoepaghus  uconvuamasn yuesoco  Hepea, JInekmpomuozpagus  uconvyamas
000a804H020 HEPBA, DNeKMPOMUOCPAPDUA ULOTbYAMASL MeAHCPEOEPHO2O Hepad.

Kpowme ycnyeu «dnexmponetipomuoepagus cmumynayuoHHas 00H020 Hep8a UMermcs N008UbL
OaHHOU ycayau. Dnekmpomuocpapus CmumyIayuoHHas CpeouHHo20 Hepsa, Dnekmpomuozpadus
CMUMYTIAYUOHHAA JIOKINEB8020 Heped, DleKkmpomuocpagus cmuMyisayuoHHAs 1y4e020 Hepsd,
Onexmpomuoepagus ~ cmumynrayuonnas — 000a80uUHO20  Hepaa, Dnekmpomuozpaghusi
CMUMYTIAYUOHHAS — MedcpebepHO20 Hepsa, Onexmpomuozpaghus CMUMYTIAYUOHHASA
ouagppazmanvHo2o Hepsa, INeKmpomuocpagus CMUMYIAYUOHHASL 2PYOHBIX HEPBOE.

. PekoMeHI0BaHO HpOBECHUE MarHUTHO-pe3oHaHCHOU Tomorpaduu (MPT) mieiiHoro u
MOSICHUYHOTO OT/IETIOB MO3BOHOYHUKA M CIIMHHOTO MO3ra B Ka4eCTBE JOIMOJHUTEIHHOTO METOa
obcnenoBanusi (MarHuTHO-pe30HAHCHAss ToMorpadus CIIMHHOTO MO3Ta ¢ KOHTPAaCTUPOBAHHEM
(omun otaen)) [5,9,12,15].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB — 5)
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Kommentapuu: MPT nokasvieaem Hakonjienue KOHMPACMHO20 8ewecmsed u/unu cunepmpoguro
KOHCK020 X60CMA, MNOACHUYHO-KPECMYOBLIX UMU WEUHbIX KOPEeWKO8 CHUHHO20 MO032d, UIU
neue8o2o Ui NOSICHUYHO-KPECMY08020 CHIeMeHUl

. PexomennoBaHo TmpoBefeHUE OMOINCHM HWKPOHOKHOTO HEpBa B HUCKIIOUUTEIBHBIX
CUTYaIUsX, KOTJa BCE OCTAJIBbHBIC METOJbI HCCICIOBAHUS OKAa3aINCh HEHMH(POPMATHBHBIMHU
[4,5,9,12].

YpoBeHnb yoenurenabHocTn pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 5)

KommenTapuu: guiasnaiomes  npusHaku OeMueruHu3ayuu  u/uiy  pemueruHuzayuy  npu
9NEeKMPOHHOU MUKPOCKONUU UNU NPU UCNONb308AHUU AHATU3A PACYECAHHBIX HEPEHBIX BOJOKOH
(teased fiber analysis).

Hannas ycayea omcymcemeyem 6 Homenxknamype meouyunckux ycaye (Ilpuxaz Munzopasa
Poccuu om 13 oxkmsabps 2017 2. N 804n).

° PexomenaoBaHo mnpoBeneHWEe peHTreHoaeHcutomerpun AetsM ¢ XBJII, mautensHO
MOJIYYAIOIUM KOPTUKOCTEPOU/IbI Tl CHCTEMHOTO TipuMeHeHus [13].

YpoBenb yoeauteabHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — D)

KommenTapuu: vacmoma uccinedosanuil onpeoensiemcs uHOUSUOYaibHO

2.5 nble TUATHOCTHYECKHME UCCIETOBAHUS

AunddepennuanbHas IMArHOCTUKA
Juaenocmuxa XB/[II 0o Hacmosweeo epemenu npeocmasisent 3HA4umenbHvie mpyoOHOCHU,

ocobenno 6 amunuunvix cayyasx [5,9,12].

Haubonee saxcrno nposooums oughghepernyuanvHolii OuacHo3 co ciedyroumumu 3a001e8aHUAMU.
* mobas opma HACIEOCMBEHHOU  OeMUeluHUuUpyroulel  Heuponamuu — yawe
HacnreocmeenHas momopHo-cencopras nevuponamus (HMCH) 1-20 u 3-2o munos, HMICH ¢
X-cyennienHvlM MUnom HACieO008aHUs, HeUponamus cO CKIOHHOCMbIO K NApAIudam om
coaeneHus,
*  JeMueruHusUpyrowas Hetponamus 8 CmpyKmype Jetikooucmpogui — uawye
Memaxpomamuyeckas aeuxooucmpogus u oonesnv Kpabbe (canaxmosunyepamuonbiii
JUNUO03 UNU 2I0OOUOHO-KIIeMOYUHASL NetKOOUCmpous),
* OdeMuUeNuHU3UpYIowas Heuponamus 6 cmpykmype UH@eKyuoHHo2o 3a00ne8anus — dawye
cesa3anuas ¢ bonesuvio Jlaiima (boppenuos) unu moxcuieckou hopmotil ougpmepuu;
* NONUHEUPONnamulY, 6bl36aHHbIE NPUEMOM HEKOMOPbIX NeKAPCMEEHHbIX NPenapamos uiu
MOKCUYECKUMU 8eUjeCmB8amu;

* MYIbMU@OKAILHASL MOMOPHAS HEUPONAMUSL.
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Haubonee wacmole owubxu u mpyonocmu OuazHOCmMuKy npeocmasienst 6 maoin. 1.

Tabauya 1. Owubku u mpyonocmu 6 ouacnocmuxe XB/IT [16]

Kareropus XapakTepHo 11 Omndxu n Curyauuu, B
XBAII TPYAHOCTH KOTOPBIX cJIeqyeT
AUATHOCTHKH paccMoTpeTh
aJIbTePHATHBHBIN
JAMATHO3
Kimnnunyeckue CHuxenue (notepsa) | OrcyrcTBHe [Tepudepuueckue
NPU3HAKHU pediexcon (CHM)KEHHUE) TOJIbKO | MOJMHeHponaTuu
KOJICHHOTO pedekca.
CHunxenue (rotepsi) | BuOpaunonnas ITopaxxenue
BUOpALIMOHHOM YYBCTBUTEIBLHOCTh HE | MOTOPHBIX HEMPOHOB
YYBCTBUTEIBHOCTHU HapylleHa
OtBer Ha Tepanuio ¢ | CyobexkTuBHBIM umn | [1nanedo-addexr,
OIICHKOM IO IIKajaM | HecnelupUuUecKHii HCKaXarolue
OTBET Ha ¢axTops! (c1ab0CTh,
MMMYHOTEPAIHUIO Jenpeccust)
CrabunpHoe U OtcyrcTBUE OTBETA HenMmyHnHas
00BEKTUBHOE Ha UMMYHOTEpAaNuio | MOJIMHEeHponaTus,
yIydlIeHne PacIieHeHO Kak MOopaXeHHEe MOTOPHBIX
MBILIEYHOW CHJIBI pedpakTepHOCTh HEHPOHOB.
MIOCJI€ YMEHbIIEHUS
UHTEPBAIOB MEXKIY
BBeaenneM BBUT
WU IPyrou
UMMYHOTEpaNuu
IepeopocnuuaibHast | OueHb BBICOKUH YpoBens Oenka B Hecniennduueckuit
JKHJIKOCTh ypOBEHb Oefka B 1epeOpOCTUHATILHON | TPU3HAK, TAKKE
1IepeOPOCIIMHAIIBHON | KHUIAKOCTH BCTpeYaeTcs,
x)uakoctu (>100 HOPMAaJIbHBIN WJTH HarpuMmep, Ipu
MI/1T). YMEPEHHO MOBBILIEH | CTEHO3€
CHIMHHOMO3IOBOT'O
KaHaJla
Daexrpodusnoorust | 3uaunmoe (<80% ot | OmmrbouHas 3amensieHne CKOPOCTH
HYDKHEH TpaHuLlbl UHTEpIpeTanus pacrpocTpaHeHHsI
HOPMBI) CHI)KCHHE 3aMeICHUS BO30YXXJICHUS JUIs
CKOpPOCTH CKOpPOCTHU HU3KUX [TOTEHLUAJIOB.
pacrpocTpaHeHUs pacrpocTpaHeHHs 3amenieHue
BO30Y)KJICHHUS. BO30YXJICHUS IPOBOJIUMOCTH B
CHuXeHue CKOpocTH MecTe KOMIIPECCHU.
pacnpoCTpaHeHus
BO30YXICHUS
HE3aBHCHMO OT MECTa
KOMITPECCHH.
CermenTapHas [TaTosmornyeckue ITopaxkenue
JNEMHUEIINHU3ALNS B COCTOSIHUA, MOTOPHBIX HEHPOHOB.
BEpXHEN JIOKaJIN3YIOLINECS
KOHEYHOCTHU. VCKJIIOYUTEIIBHO B

HEpBax HWKHEHN
KOHEYHOCTH.
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I'ereporennoe I'omorennoe Bpoxnennas
CHUKEHUE CKOPOCTH | CHMYKEHHME CKOPOCTH | HEBpOIaTHs

pacmpoCTpaHeHUs pacrpocTpaHeHHsI
BO30Y)KJICHHS BO30Y)KJICHHUS.
o PexomenmyeTcs nmpoBeneHHe KOHCYIbTAIMM Bpada-Iieuarpa C LENbI0 OLEHKH OOIIero

COMATHYECKOTO COCTOSIHUS, BBISIBJICHHUS  CONMYTCTBYIONICH MATOJOTHH W/WIM OCIIOKHCHHUN
[24,9,12,17].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEJILCTB — 5)

. Pexomenyercs MIPOBE/ICHHE KOHCYJIbTAIIH Bpaya-uHOEKIIMOHUCTA npu
TOCIUTAIM3AIMN B WH(GEKIIMOHHOE OTACJICHHUE I HMCKIIOYCHUS HHPEKIMOHHOW MPUPOIBI
3aboneBanus [4,9,17]

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb JT0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
Pexomenayercs mpoBeneHne KOHCYIbTAIMK Bpada-TeHETUKA JIJIST UCKITFOYCHHUS/TIOATBEPK ICHUS
OPYTUX HACIEACTBEHHBIX TIOJWHEUPOTATHYECKHX 3a00J€BaHUNA TNpHU TOJO3PEHHH HaA
BO3MOJKHOCTh MX Hanuuus [4,5,9,12,17].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTEJILCTB 5)

. PekomeHnnyeTcss  mpoBeleHHWE ~— KOHCYIbTallUM  Bpaya-opTolena  MalmueHTaMm  C
(YHKIIMOHATLHON HEOCTATOYHOCTHIO CYCTaBOB, OOJIbIO B CIIMHE, a TAK)KE MPU HEOOXOTUMOCTH
VTS TI0100pa OpToneAndecKux usaenuii [4,24,9,12].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbLCTB — 5)

° PexomennoBana KoHCyJbTaIMs Bpada-opranbmosiora nersm ¢ XBJII, mauTensHO
MOJIYYAIOUIUM TEpalui0 KOPTUKOCTEPOHJAMHU ISl CHUCTEMHOTO MPHUMEHEHHS C LEJbIo
CBOEBPEMCHHOM JIMarHOCTHKK MOPAXKESHUS IJ1a3, BhI3BaHHbIX Tepanuei [13].

YposeHb yoenureqabHocTH pekoMenaanuii C (YypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbLCTB — 5)

KomMmenTapuii: nposooamcsa ucciredosanusi 0isi C80€8PEMEHHO20 BblAGIeHUs NOOOUHBIX
ahhexkmos  cucmemHOU KOPMUKOCMEPOUOHOL mepanuu, 6 mMOM Hucie. MNOGblUUeHUs
BHYymMpueiasHo2o  Oasienus,  Kamapakmol u  np. (ogpmanvmockonus, — euzomempus,

ogpmanomomonomempusi).

3. JleueHue, BKJIOYAsT MeIUKAMEHTO3HYI) U HeMeIMKAMEHTO3HYI0 Tepamnuu,
AMETOTEPATINIO, 00e300/1MBaHMeE, MeIUIIUHCKHEe MOKA3AHUA |
NMPOTHBONOKA3aHUA K NPUMEHEHUI0 METO/10B JIeUeHMsl

3.1 KoncepBaTuBHOE JICYeHHE
B nacmosiwee spems pexomendyemces credyrowuti aneopumm aevenusi XB/I1 [9,10,5]:
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¢ Ulae 1 — umMmyHo2100YIUH 4eN08eKA HOPMATbHBIU ™ (6HYMPUBEHHbII UMMYHO2TOOVIUH,
BBUT) unu npeonuzonon** (per 0s);

o llaz 2 — BBUT™** u npeonuzonon™* (per os), eciu monomepanus 00HUM U3 Npenapamos
He umeem aodexkeamuou 3¢pgexmuenocmu. Kopmuxocmepouowl 01 CUCMEMHO20 NPUMEHEHUs.
makdice  MOJCHO — 6800UMb  GHYMPUBEHHO  Npu  Kadxcoou  npoyedype  BBUI™**
(memuanpeonuzonon™* 500-1000 me);

o Llaz 3 — Inasmagpepes, eciu 08a npedvlOywux nooxooa HedaghhekmusHol.

B necxonvkux 601buux KOHMPOIUPYEMbIX UCCTIe008AHUAX NOKA3AHO, Ymo npumeHneHue BBUT™*™*,
KOPMUKOCMEPOUuoo8 OJisi CUCIEeMHO20 npumeHenus umu niasmagepeza npu XB/II oounakoso
agpgpexmueno y 50-70% nayuenmog npu ucnoib308anuu 00HO20 U3 mpex 6uoog nevenus. llpu
amom noumu 50% nayuenmos, Komopvie He OMEEMunU HA OOUH U3 IMUX 6UO08 JleUeHus,
XOpowio peazuposanu Ha opy2oll 8Uu0 mepanuu, Ymo nPUEOOUIO K momy, Ymo 6 pe3yibmame 00
80% nayuenmos umenu snauumoe yayuuwenue [1,2,5,9]. Jemu ¢ XBAIl uawe, uem 63pocivie
omeeuatom Ha mepanuto BBUI**, kopmukocmepoudamu 01s CUCMEMHO20 NPUMEHEHUs,

naasmagepes [8,18].

. PexomengoBana B KkadecTBe mepBoil JHUM Tepanuu getsm ¢ XBJII kypcoas
BHYTPUBEHHAsT HMMYHOTEpanus C T[pPUMEHEHHEM Ipernapara HMMYHOIJIOOYJIMH YeloBeKa
HOpMaNbHBIA** ¢ comepskanuem l1gG >95% (BBUI™**) mnpu OTCYTCTBHH MPOTHBOMOKA3AHHI
[1,10,11,19,20].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuil A (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEeJILCTB — 1)
Kommentapuu: Cmanoapmmuou cuumaemcs ooza 0,4 e/ke/cym (cymmapnas 0oza 2 2/ke),
8600UMAsSL e€J)CeOHe8HO 6 meueHue 5 OHel. B nocnedyiowem pexomenoyemcss noemopHoe
BHYMPUBEHHOE B8e0eHUe UMMYHO2NI00YIUHO8 Kadicovle 3-4 Hedenu 6 meueHue 6 mecsyes.
Paszoenenue obwetl Kypcogotl 003vl Ha 5 OHell He A61AemMcs 00a3amenbHbIM yciosuem. Mmeromces
coobweHus 0 6e30nacHoM 86edeHUl npenapama 8 cymmapuou 0ose 2 2/xke 3a 2 unu 3 ous. Ilpu
npogedenuu mepanuu BBUI" y oemeti ¢ XB/II cnedyem paccmampusams npuopumemnocms
ucnonvzosanus 10% pacmeopa uMmyHo2100yIUHA, MAK KAK 8bICOKAS KOHYESHMPAYUU NO36015em
CHU3UMb HA2PY3KY 00beMOM U COKpawaem npoooidCUmMenbHOCMb UH@Y3Ull, 4mo 0COOEHHO
8adcHo 6 Oemckom eo3pacme. Ilozeonsem 6 6GonvuwuHcmee cayuaeg ObICMpPo 006UBAMbCSA
pemuccuu 3a601e8aHUSA U COXPAHAMb 8bICOKOE KAYeCMB0 HCUZHU peDeHKd

o PekomeHnnmoBana  miuWTenpHas ~— Tepamus  BBICOKMMH  J03aMH  MEPOPATBbHBIX
KopTuKocTepousoB ansi cucreMHoro npumeHeHus (KCT) B xadectBe anprepHaTHBbl BBUL™**
i B komOuHarmu ¢ BBUT'™** npu HeaddexTruBHOCTH MOHOTepanuu [1,9,10,11,12,20,21].
YpoBeHb yoenuTelbHOCTH pekoMeHaammii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTeJILCTB — 1)
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Kommenrapuu: Cywecmsyiom 08e  Haubonee  pacnpoCmpanHeHHvle  CXeMbl — JleYeHus
KopmuKkocmepouoamu O1s CUcmemMnozo npumenenus: 1) npeonusonon™ 2 me/ke/cym mna 4-6
Heoellb ¢ NOCIe0YIOWUM CHUNCEHUEM 003bl 8 medeHue 4-6 nHedelvb 00 nodoepicusaioujeli 003vl,
2) npeonusonon’ 1 me/ke/cym na 4-6 nedenu ¢ nocnedylOWUM ROCHENEHHIM CHUMCEHUEM 6
meuenue 3-6 mecayes. Hexomopwvie asmopvl pekomenoyiom nepeod HAYAIOM NEPOPATLHO2O
npuema npeoHU30I0Ha NPO6OOUMb KPAMKULL KYPC NYIbC-Mepanuu MemuinpeoHu3onoHoM.  no
15-20 me/ke/cym 6 meuenue 3 omeu. Ilpu KCT, no cpasnenuro ¢ BBUI, uawe 6o3nuxarom
nobounvie I¢hghexmvi, NOIMOMY 00A3aMENbHLIM  YCAOBUEM  SABNAEMCA  NPOPUIAKMUKA U
MOHUMOPUPOBAHUE PA3BUMUSL BO3MONCHBIX N0OOUNbIX 2¢hhexmos. Ipu nasnauenuu KCT sasxcno
cobO00eHUe ouemsl ¢ pe3KUM O2paHudenuem nompeonenus y2ne80008, ynompeoieHue nuyu, ¢
NOBBIUEHHBIM COOEPHCAHUEM KATTLYUSL.

. Ecniu monotepanus omHum u3 3tx MetonoB (BBUI** wunum npeanuszonmon™**) ne
obOecnieunBaeT aiekBaTHOM 3()(HEKTUBHOCTH, PEKOMEHyeTCsl coueTaHHoe npumeHenne BBUT™**
W Tpemapara TPYNIbBl  KOPTHKOCTEPOWIBI JUII CHCTEMHOTO TPHUMEHEHHs Per 0S
[1,5,9,10,11,12,20].

KommenTapuu: x mepanuu BBUI™** oOobasnsemcs npeonuzonon™* e mabnemkax, uiu
Haobopom, K npedHuzonoHy** oobasnsemcs BBUI™**. Ilpu couemanuwom JeyeHuu
pexomenoyemcs Komounuposamo BBUL™** ¢ enympueennvim 66edenuem memuanpeonusonona™*
no 15-20 me/xe maccwl mena 6 cymxiu.

J PekomennoBano nmpoBeneHue Iuiazmadepesa MOpu  OTCYTCTBHUH  IPPEKTUBHOCTH
MmoHoTeparmi BBUI' unmu KCT mmbo xomOuHupoBanHoit Ttepanmu BBUI™** u KCT
[1,5,9,10,11,12,20,22].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii A (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 1)
KommenTapuu: nnazmaghepes ssnsiemcs UHBAUBHLIM U OMHOCUMENLHO 3AMPAMHLIM  HO
8peMenu MemoOooM JjleYyeHUs, Npu KOMOpOM 6ce20d eCmb PUCK DPA3BUMUS HeHCelamelbHblX
OCNOJICHEHUU, YmMo c8oO0Um e20 ucnoivzosanue y Odemeu c¢ XB/[Il k cnyuaam ¢ Hanuyuem
JHcu3HenHvIx noxazanuti. Ilpumensemcs cneoyrowasn cxema niazmagepesa: 1) 3 npoyedypul ¢
yacmomou 00uH pas 6 neoenro, 2) Kypc uz 3-5 cearncoe ¢ unmepeganamu 1-2 ons 6 meuenue 10-14
oueu. Ilocredyrowue npoyedypvl niasmagepesa npogoosmcsa ¢ uumepsaiom 2-4 nedenu 6
meuenue 1 2ooa.

J NMMyHOCYynIpecCuBHOE WM HMMYHOMOAYJIHUPYIOIIEE J€UEeHUE MpernapaTaMu TPYIIIbI
MMMYHOIETPECCAHTHI, UHTHOUTOPBI KaJbI[MHEBPUHA (#rpkmocopua™*), npoyue
MMMYHOJIETIPEeCCaHThl (#azaTHompuH**), a TaKkKe TPYIIbl aHTUMETA00IUThI, aHATIOTH (POITUEBOIMA

KUCIOTHI (#MeToTpekcar**) pekoMeHIyeTcss B KadecTBe Tepanuu BTopod juHuu npu XBJII

[1,5,9,20,23,24]
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YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH J0KA3aTeJbLCTB — 5)
KommenTapuu: y oemeii ¢ XB/[Il cpedu ummyHocynpeccopog 6mopou JIuHuu mepanuu 8
OCHOBHOM HazHaualomcs #Hazamuonpun™*, #Hyukirocnopun™* u #memompexcam™*. Jloza
#azamuonpuna™* obwviuno konebnemcs om 1 me/ke/cym 0o 2-3 me/ke/cym nepopaivHo, HO
mooicem docmueams 50-150 me/cym y noopocmros. #azamuonpun™* nasnauarom 6 HauanvbHoOU
003e 1 me/ke nepopanrbHo 8 00UH Ul 08a npuema, ¢ nociedylowum ygeauvenuem 003vi Ha 0,5
Me/ke Kadxcovle 4 Hedenu 00 OOCMUIICEHUS MAKCUMATbHOU 0036l 8 2,5 wme/ke/cym.
IIpooonscumenvnocmov npuema — 00 3 u Oonee jaem. 3HAUUMENbHO pexce UCNONb3YIOM
Hyuxnocnopun™> nepopanvHo ¢ yenesou mepanesmuyeckou KoHyenmpayueu 8 kpogu 150 ne/ma,
yawe 6ceco 6 Kombunayuu c¢ BBUI™** u npenapamom epynnei Kopmuxocmepouowvl Ojisi
cucmemnozo npumenenus [1,9,10,11,12].

o PekoMeHyeTcss TIpoBe/icHUE KOHCYJIBTAllMK Bpada JIeueOHOW (PHU3KYIBTYpPHI C IICIBIO
pelIeHus BOIpoca 0 Ha3HaueHuu jieueOHoi puskyabTypsl (JIOK), maccaxa [1,9,11,12].
YpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEJILCTB — D).
o PekoMeHyeTcss IpoBe/IcHHE KOHCY/IbTAIlMU Bpada-(QpU3noTepaneBTa ¢ MEIb0 PEIICHHS
BOIPOCA O Ha3HAYEeHUH (PHU3HOTEpaneBTHYecKoro euenus. [1,9,11,12].

YpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — D).

. PekomeHnnoBana Tepamus TnpenapataMd  Kanblug (KadbLUS TJIIOKOHAT, KaJbLIUS

rmanepodocdar), BuramuHa D (konmexanbnudepora**),

npu  HEOOXOIUMOCTH — —
#ouchochonatamu mpu OCTEONOPO3€, BHI3BAHHOM [UIMTEIBHON Tepanueil KOPTUKOCTEPOHUIaMu
JUISL CHCTEMHOT0 puMeHenus [13].

YpoBenb yoeauteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJbCTB — D).
KommenTapuii: mepanus nposooumcs 6 coomeemcmeuu ¢ pexoMeHOayusMu no Je4eHuio

ocmeonoposa.

3.2 Xupypruueckoe JedeHue

He nmokazano.

4. MeaunuHCcKAas peaﬁnnnTaunﬂ, MECIUINHCKHUC NTOKA3aHUA H

NMPOTUBONOKA3AHUA K IPUMECHCHUIO METOA0B peaﬁn.ﬂnTam/m
Heobxooumo nposedenue xypcoé ¢husuueckoii peabunumayuu (maccadxc, 1evebnas usKyibmypa
(IPK), annapamnas kunesumepanus u 0p.) u puzuomepanuu no NOKA3AHUAM
. PexomennoBano rmpoBereHue JedeOHON uskynabTypel gersm ¢ XBJII mocne

KYITUPOBAHHS OCTPOTO COCTOSHUS TIPH OTCYTCTBUM IpoTuBOonokaszanmii [1,9,10,11,12].
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(YpoBennb yoenurtesnbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB —
5).

Kommenrapuu: xomnnexc JIOK npoeooumcs nocie Kynuposawus OCMpo2o COCMOAHUA U
00JdICeH  BKAI0YAMb AKMUBHbIe U NACCUBHBIE YNPAXMCHEHUsl, YNPAXCHEHUs HA PACMANCKY
(npedynpesicoenue Gopmuposanuusi MoliUedHOU KOHMPAKMYpPsl) U ObIXAMENbHYIO SUMHACIUKY
npu OMCymcmeuy NPOMmuBONOKA3aHUll 8 UHOUSUOYATIbHOM PeXCUMe.

J PexomeH10BaHO TMpOBEICHUE MAAANIETO MacCaka MOPAKEHHONH KOHEYHOCTH JIETSAM C
XB/II B mo1ocTpOM COCTOSIHUU TIPU OTCYTCTBHU MpoTHBoNokazanui [1,4,9,10,11,12]

(YpoBennb yoenurtenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB —
5).

KommenTapuu: maccasic no3gonsiem 80ccmano8ums noOBUNCHOCHb NOPANCEHHOU KOHEYHOCMU
U YAy4uums mpoguxy 8 no0ocmpom coCmosHUU.

. Pexomennyercs dusnorepaneBtudeckoe yieuenue aetsM ¢ XBJII mocne kymupoBaHus
OCTpPOTO COCTOSIHHSI TIPH OTCYTCTBHU MPOTHBOTIOKa3anui [1,4,9].

(YpoBenb yoenuteabHocTH pexoMenganuii C (ypoBeHb A0CTOBEPHOCTH A0KA3aTEIbCTB —
5)).

KommenTapum: Qusuomepanusi HazHauaemcs 01 NnpeOomspaweHus  opmuposanis
KOHMPAKmyp (NeKmpocmumynisyust, menioiedenue, JeKapcmeeHHblil diekmpogopes u op.) u

VAYUULEHUS MUKDOYUPKYIAYUU NOCTe KYNUPOBAHUS OCMPO20 COCMOSIHUSL.

5. llpopniakTuka U JUCHAHCEPHOE HAOII0eHHE, MeIUIMHCKUE MOKA3AHUS U

NMPOTUBONOKA3AHMUS K NIPUMEHEHUI0 METOX0B NPOPUIAKTUKHA
5.1 Ilpoduniaakruka
llepsuunoti npoghunaxmuxu He cyujecmayem.

. PexomMenyeTcst poBeIcHUE BTOPUIHOU mpoduiakTiku demsm ¢ XBAIT [4,9,10].
(YpoBennb yoenurtesnbHocTH pekoMenaanuii C (ypoBeHb H0CTOBEPHOCTH J0KA3aTEJIbCTB —
5)

Kommenrapumn: Bmopuunas npoguiakmuka 3axnouaemcss 6 paHHel  OUAZHOCmuKe,
OUCNAHCEPHOM HAONIOOEHUU NAYUEHMO8 U OIUMENbHOU UMMYHOCYRPEeCCU8HOU mepanuu (npu
npueme npenapamos 2pynnvl KOPMuKoCmepouosl OJisk CUCHEMHO20 NPUMEHEHUSL).

o PexomenyeTcsi mpoBelNeHHE BaKIMHAIMK TI0 HHIUBUAYAJIbHOMY IUIAHY B IEPHOJ
MOJIHOM peMuccuu 3aboeBanus [25].

(YpoBenb yoenuteabHocTH pexoMenaanuii C (ypoBeHb JA0CTOBEPHOCTH 10KA3aTEIbCTB —

5)
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KommenTapuu: Heobxooumo obecneuums unousudyaibhsiii LOOXo0 K 8aKyuHayuu. Yuumoieas,
Ymo nonb3aA OM BAKYUHAYUU NPEBblUiaenm GO3MOJICHbIe DPUCKU, HeoOXooumo obecnedyums
B03MOJCHOCMb ~ NPOBEOEHUS.  HEOOXOOUMbBIX  NPOPUIAKMUYECKUX NPUBUBOK 6  YCIOBUAX
cmabunvno2o meuenus donesnu [26]. Coenacno nopmamusneim Oookymenmam (Meouyunckue
NPOMUBONOKA3AHUSL K NPOBEOeHUI0  NPOQUIAKMUYecKUX  NPUBUBOK  Npenapamamu
HAYUOHANbHO20 Kalenoaps npusueok: Memoouueckue ykazanus.—M.: Dedepanvuviii yenmp
eoccanmdnuonaoszopa Mumnzopasa Poccuu, 2002.— 16 c., «Memooduueckue pexomenoayuu no
8bIABNECHUIO, PACCNIE008AHUIO U NPOPUIAKMUKE NOOOUHBIX NPOAGNIEHUN NOCLe UMMYHUZAYUUY
(yme. Munzopasom Poccuu 12.04.2019). Ilpu npoepeccupyiowux 3a0071€6aHUAX HEPEHOU
cucmemvl NPOMUBONOKA3ANBL HCUBLIE BAKYUHBL, 6 M. Y. OPANbHAS HCUBASL NOIUOMUETUMHAS
sakyuna, a maxdxce BIDK. I[layuenmam ¢ npoepeccupyiowei namonocueu 8mecmo
YeNbHOKIeMOYHOU KOKIIOWHOU 8AKYUHbL HEO0OXO00UMO UCHOIb308AMb OEeCKIemOyHyIo, npu
HEBO3MONCHOCMU - Npueusamv anamoxcunamu. Jlemu c¢ nopasicenuem I[HC oOvicmpee
ympaduueaom aumumenda npu HApyWeHuu 2paguka NpueuUsoK - um ciredyem MAaKCUMAIbHO
coonooams  peKoMeHO0o8aHnHylo  cxemy akyumayuu. Ilpu npoepeccupyrowem meueHuu
3a00n1e6aHUs NpUBUBKU Npoeooam uepez 1 mecay nocie cmabunuzayuu npoyecca (4mo
OYeHUBaemcs no KIUHU4eCKUM napamempam).

Jannvle uccnedosanuii ceudemenbcmeyiom o0 mom, 4mo Noib3d OmM 6AKYUHAYUU Npesbluiaem

603MmooicHble pucku [6,26].

6. Opranuzauus 0Ka3aHus MeIMLIMHCKOI MOMOIIU

B nepuoo obocmpenus pebenka XBHIl Heobxooumo eocnumanuzuposams 8
Hesposiocuieckoe  omoeieHue 01 NposedeHus — namoeenemuyeckon — mepanuu. Kypc
CMayuoHapHozo nevenus cocmasngem 15-30 ouell, 6 3a8ucumocmu om msasjicecmu cocmosiHus. B
OanbHeliueM B03MOJNCHO NposedeHue mepanuu 6 Yciosusx OHeeHoz2o cmayuonapa. Illocne
KYRUposanusi 0bocmpenus, Kak npasuio, Heobxooumo 2 paza ¢ unmepsaiom 1 pas 6 mecsy
npoeooums nogmopHuvie ungyzuu BBUI™* ¢ noodepocusaroweii 0oze (cymmapuas doza 1 o/ke
maccel mena, komopas egooumcs 3a 5 owetl). Ilocne @vinucku u3 cmayuoxapa HabarooeHue 3a
Ooemvmu, neperecuumu obocmpenue XB/II oondicen ocywecmensimo 6pay-nesposoz no mMecmy
aocumenvcmea ¢ yacmomou 1 pas 6 3 mecaya 6 meuerue OIUMeNbHO20 8peMeHU (He MeHee 5 iem)
0N KOHMPOAs COCMOAHUSL U OYEHKU NoOOUHbIX 3¢hghekmos (01 Oemell NOLYYAIOUWUX
HOO0EPAHCUBAIOWYIO MEPANUIO KOPMUKOCMEPOUOAMUL).

Ilokazanus Ona n1ano6ol 20CNUMATUIAUUY 6 MEOUUUHCKYIO OP2AHU3AUUIO:
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1) oboctpenne XB/III;
2) HapacTaHUE 0YaroBOM HEBPOJIOTHYECKON CUMIITOMATHUKH Y marenToB ¢ XB/II;
3) Ppe3UCTEHTHOCTh WJIM IPOTHUBONOKA3aHUS K TPUMECHCHHIO KOPTHKOCTEPOHIOB W/HIIH
BBUI" w1 npoBenenus miazmadepesa.
Ilokazanus 014 IKCMPEHHOU 20CRUMAIUZAUUU.
1) marueHTsI ¢ BIIEpBbIC yeTaHOBICHHBIM auarno3oM XBJIIT mis noadopa Tepanuu;
2) ObICTpOE HapacTaHUE 0YaroBOW CUMIITOMATHKH.
Ilokazanusa K plnucKe nAyUeHma u3 MeOUUUHCKOU Opeanu3ayuu
1) OOBCKTMBHOE KIMHHUYECKOE YJIYYIICHHE COCTOSHHS B OTBET Ha CHEIHU(UYCCKYIO

Tepanuio;

7. JlononHuTe/bHass WHpopManusa (B TOM 4Yucjie (pakTopbl, BIAUSIONIHE HA

HCXO0/ 3200/1eBAHUS UJIH COCTOSHUSA)
7.1 Ucxoabl ¥ IPOTHO3

HpI/I AJCKBATHOM JICUCHUN BO3MO>XHO KYIIUPOBaHUEC CUMIITOMOB IMOopaXCHUA
nepudepruIecKuX HEPBOB U COXPAHCHUE JUTUTEITLHON PEMHUCCHH 3a00JICBaHMUS.

B penxux ciyudasx BO3MOXHO Iporpeccupyroniee TeueHue 3a00JIeBaHUS C YaCThIMU
obocTpeHUsIMH  (POPMHUPOBAHUEM CTOMKOTO HEBPOJOTHYECKOTO JedUINTa W BTOPHUYHBIX
OPTONEANYECKUX HAPYIICHUH.

XB/II o06pdHO HE MPEACTABISAET YIPO3bI IS KU3HHU ManueHToB. [IporHo3 Gose3Hu y
JeTeld B I1IeJIOM Jydllle, YeM Yy B3pOCIHbIX (B OOJBIIMHCTBE CIIy4aeB BO3MOXKHO JIOCTHIKEHHE

MIOJIHOM PEMUCCHH).

KpuTtepun oieHKH Ka4ecTBa MeAUIIUHCKON MOM O
Tabéumnua 1 - Opranu3aiuoOHHO-TEXHUYECKHUE YCIOBUS OKa3aHUs MEAUIIMHCKON TTIOMOIIIH.

. CrnenmaiM3upoBaHHasi MEIUITMHCKAsI TTIOMOIITb
Bua MequIMHCKONH MOMOIIH

YciaoBus oxkazanus CranroHapHO / B JHEBHOM CTaI[HOHAPE
MEANIUHCKOI MOMOIIH

dopMma oxkazaHusd [Inanosas

MEIUIIHHCKOM MOMOIIH

Taoauna 2 -Kpurepun kadecTBa OKa3aHUs MEIUIMHCKON ITOMOIIH

Ne Kpurepuii Yyp YA
1. | IIpoBeneno aNIeKTpoHepoMuorpaduueckoe | A 1
nccneposanue npu auarsocruke XB/II
2. |IlpoBemena  Tepanus  BbicOkMMH  jgo3amu | A (C) 1
npenapara UMMYHOTJIO0YITUH 4esioBeKa
HOPMAJIHBIA W/WJIM TPYNIbl KOPTUKOCTEPOUIbI
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Il CUCTEMHOI'0 MpUMCHCHUA TIPpU OTCYTCTBHUU
MCOUIIMHCKHUX HpOTI/IBOHOKaZ?»aHI/Iﬁ

[MpoBenen mna3madepes TpU  OTCYTCTBUU
addeKTa OT Tepanuy NepBoi TUHUH
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Ipunoxkenue A2. MeronoJiorusi paspadoTKu KIMHUYECKHX PEKOMEeHAalui

LeneBasi aynuTopus JaHHBIX KJIMHHYECKHUX PeKOMEHIalHii:
Bpauu-neguarpsr,

Bpauu HeBposiory;

Bpauu o0mieit mpakTHKy (ceMeiHbIe Bpaun);

Bpauu- pertrenosiorun

CrynenTsl MmenunnHCKUX BY308;
OO6yuaromuecs B OpJIMHATYpE U aclIUPaHTYpE;
Bpaun-nHpekunoHucTs

Bpauu ¢pyHKIIMOHATBEHON JUArHOCTUKHI

. Bpaun ny4eBoi AuarHoCTUKH
. Bpaun naGopatopHoit AMarHOCTUKH
. Bpaun neue6HO PpU3KYIBTYpHI

. Bpauu-¢dusnorepaneBTsl

Metopl, ucnonb3yemble Al cOOpa/ceneKklny JoKa3aTesbCTB: MOUCK B 3JEKTPOHHBIX 0Oa3zax
JTAHHBIX.
Onucanue MeToA0B, MCHOJb30BAHHBIX JJISl OLEHKH Ka4yecTBAa M CHJIbI /10Ka3aTeJbCTB!
JoKa3aTeNbHOM  0a30i 1A peKOMEeHJAalUuid  SBISAIOTCA  NyONMKaluM, BOIIEAIINE B
KoxpeiinoBckyto Oubanoreky, 6assl manHeix EMBASE, MEDLINE u PubMed. I'myOuna
IOMCKa — 8 JIeT.
MeTo1b1, UCIIOJIB30BAHHBIE ISl OLIEHKU KayecTBa U CUJIbI JJOKA3aTEIIbCTB:

® KOHCEHCYC JKCIIEPTOB;

® OIlIEHKA 3HAYMMOCTH B COOTBETCTBHH C PEUTUHIOBON CXEMOH.
MeTo1b1, NCIIONIB30BAaHHBIE I aHAIHM3a I0Ka3aTeNbCTB!

e 0030pbI ONyOJIMKOBAHHBIX METa-aHAIU30B;

e cucTeMaTH4ecKHe 0030phI ¢ TAOIUIIAMU I0KA3aTEIbCTB.
Onucanrie METOI0B, UCTIOJIH30BAHHBIX JIISI aHATN3a JI0KA3aTeNbCTB
[Tpu oT6ope myOnuKanuii, Kak TOTEHIIUATBHBIX UCTOUHUKOB JI0Ka3aTeNIbCTB, UCIOIb30BaHHAS B
Ka)KJIOM HCCJIEOBAHUH METOJIOJIOTHS U3y4aeTcs AJIsl TOTo, YTOObl YOeIUTHCS B €€ BaTUJAHOCTH.
Pesynbprar u3zyueHus BIMsEeT Ha YPOBEHb JOKA3aTENbCTB, MPHUCBAWBAEMBbII MyOIUKAINH, YTO B

CBOIO O4CpCb, BJIUACT HA CUITY pCKOMeHﬂaHHﬁ.
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JUisi MUHUMH3AIMH TIOTEHIMAIBHBIX OIIMO0K Ka)KI0€ MCCIIEJOBAHUE OLIEHUBAIIOCH HE3aBHCUMO.
JIroOble pa3nuuusi B OLEHKaX OOCYXJadMcCh BCEH TPYIION aBTOPOB B MOJHOM cocTase. [lpu
HEBO3MO>KHOCTH JIOCTHKEHUSI KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCUMBIN dKCIIEPT.
MeTo1b1, NCIIOJIb30BaHHbIE [yl (POPMYIHPOBAHUS PEKOMEHIALNIT: KOHCEHCYC IKCIIEPTOB.
Wuaukaropsr qoopokavectBennoi nmpaktuku (Good Practice Points — GPPS)
Pexomenyemas moOpoKadecTBeHHAs MPAKTUKA 0a3MpyeTcss Ha KIMHUYECKOM OIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEH TN,
DKOHOMHYECKHUI aHAIHN3
AHanu3 CTOMMOCTM HE TMpOoBOJAWJICS MW nyonukauuu 1o  (apMakOdKOHOMHKE HeE
AQHAJIM3UPOBAIIHCH.
Merto Banuaanuy peKoMeHaaum

e Bxennsas skcriepTHas OI[EHKA.

e BHYyTpeHHsS KCIIEPTHAs OLEHKA.
Onucanue MeToAa BaMAALUN PEKOMEH AU
Hacrosimue pexkoMeHIau B nMpeaBapuTENbHON BepCUU ObUIH PELIeH3UPOBAaHbI HE3aBUCUMBIMU
JKCIIEpTaMHU, KOTOPBIX, IPEXKIE BCETr0, MOMPOCHIM MPOKOMMEHTHPOBATh, HACKOJIBKO JTOCTYITHA
JUIsl TOHMMaHUSI MHTEPIPETALNS T0KA3aTENbCTB, JIEKaasi B OCHOBE PEKOMEHAAINH.
Ot Bpaueil mepBUYHOTrO 3BeHA (MEAMATPOB, TaCTPOIHTEPOJIOrOB) MOJIYYEHBI KOMMEHTapuu B
OTHOILIEHHUH JTOXOAYHUBOCTH H3JI0KEHUS JAHHBIX PEKOMEHJAIMM, a TAaKKE€ UX OLICHKA Ba)KHOCTHU
MpeAJIaraéMbIX PEKOMEHIallUi, KAK MHCTPYMEHTA ITOBCETHEBHOM MPAKTUKHU.
Bce komMMeHTapuu, TOJIyY€HHBIE OT 3KCIEPTOB, THIATEIbHO CHUCTEMATU3UPOBAINCH U
0o0CyXJamuch YieHaMHd pabouel rpymnmbl (aBTOpaMH peKoMeHmanwi). Kakapld MyHKT
oOcyxxaincs B OTAEIbHOCTH.
Koncynbranus u skcrepTHas oueHKa
[Ipoext pekoMeHganuii ObUT pElEH3UPOBAH HE3ABUCHUMBIMU SKCIIEPTAMH, KOTOPBIX, MPEXKJe
BCEro, MONPOCWIA HPOKOMMEHTHUPOBATh JIOXOAYMBOCTH K TOYHOCTh HMHTEPIpPETALUU
JI0Ka3aTeNIbHOM 0a3bl, Jiexalield B OCHOBE PEKOMEHIAIIHA.
Jlnsi OKOHYATeNbHOM pe’akuMu U KOHTPOJS KauecTBa PEKOMEHJAlMKM ObUIM IMOBTOPHO
[POAHATM3UPOBAHbl YJI€HaMU pabodeld Tpynmbl, KOTOPblE MPUILIM K 3aKIIOUEHHIO, YTO BCE
3aMeuyaHusi U KOMMEHTapHH SKCIIEPTOB MPUHATHI BO BHUMAaHUE, PUCK CUCTEMAaTUYECKUX OLTHOOK
IpU pa3paboTKe peKOMEHANN CBE/IeH K MUHUMYMY.

Taoauna 1.111kana oneHkH ypoBHEH JocTOBEpHOCTH Joka3aTenscTs (Y1 /)ans metonos

JAUArHOCTUKH (III/IaI‘ HOCTHYCCKHX BMCI_I_IaTC.IIBCTB)

YA Pacuugpposka

1 CucremaTnieckue 0630pBI HCCIeIOBaHUIN C KOHTPOJIEM pe(bepeHCHLIM METOJO0M HJIIH
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CHCTEMaTHUYECKH 0030p pPaHIOMU3UPOBAHHBIX KIMHUYECKUX HCCIEAOBAHUN C
IIPUMEHEHHUEM METa-aHalIn3a

OTnenbHbIE HMCCIENOBAHUS C KOHTPOJEM pedepeHCHBIM METOJO0M WM OT/CNbHBIC
PaHIOMHM3UPOBAHHBIE KJIMHUYECKAE HCCIEIOBAHUS H CHCTEMaTHYeCKHe 0030pbI
WCCIIeIOBAaHUI JTF000TO MH3aifHa, 32 HCKIIOYEHUEM PaHIOMH3UPOBAHHBIX KIMHHYECKUX
HCCIIEIOBAaHUM, C IPUMEHEHUEM MEeTa-aHalu3a

HccnenoBanust 0e3 MOCIEIOBATENBHOTO KOHTPOJIS pPE(PEPeHCHBIM METOAOM HIIH
UCCIIeIOBaHUSI C pedepeHCHBIM METOAOM, HE SBISIOUIMMCS HE3aBHCUMBIM OT
HCCIIEyEMOr0 METOJIa WJIM HEpaHIOMU3HPOBAHHbIE CPAaBHUTEIBHBIE HCCIIEJOBaHUs, B
TOM YHCJI€ KOTOPTHBIE UCCIIEOBAHUS

HGCpaBHI/ITeJ'II)Hble HCCIICO0BaHMs, OITMCAHUEC KIIMHUYECKOTO ClIy4das

Hmeetcs muis 000CHOBaHHE MEXaHH3Ma I[CflCTBHH HJIM MHCHUEC DKCIICPTOB

Tab6auuna 2.11Ikaa orieHKH YpOBHEH TOCTOBEPHOCTH J0ka3atenbeTs (Y ) mist MmeTonoB

MpOo(UIAKTUKH, JeUeHUs U peadunutauuu (MpopuIakTHYECKUX, JeUeOHbIX, peaOUIUTAI[MOHHbIX

BMEIIATENIbCTB)
YA Pacuugposka
1 | Cucremaruyeckuii 0030p PKU ¢ mpumenenneM Mera-aHaan3a

2 Otnenpapie PKU u cucremarnueckue 0030pbl MCCIIENOBaHWM JFOOOTO 1u3aiiHa, 3a
uckimoueHnem PKU, ¢ npumenennem Mmera-aHannsa

3 HepangomusnpoBaHHbIE CPaBHUTEIIBHBIC CCIICIOBAHMS, B T.4. KOTOPTHBIE HCCIICIOBAHUS

4 HecpaBHuTtenbHble HCCIEOBAHUS, ONMMCAHNE KIMHUYECKOTO CIIydasi WJIM CEPUM CITYYacB,
HCCTIEAOBAHUS «CITydali-KOHTPOJIb»

5 Nmeercst numb 000CHOBaHWME MEXaHHM3Ma JIEHCTBHS BMEIIATEIbCTBA (JOKIMHHUYECCKUE

WCCJIETIOBAHUS) MJIM MHEHHE SKCIIEPTOB

Tab6auna 3.lllkama oneHkn ypoBHEH yOeautenbHOCTH pexkomeHAanui(YVYP) mis

METO/I0OB MPO(QUIAKTUKH, JUATHOCTHKH, JeueHHs W peabuiaurtauuu (mpodUIaKTHYeCKUX,

JNAarHOCTHYCCKHX, HC‘IG6HBIX, pea6I/IJ'II/ITaI_II/IOHHBIX BMeI_HaTeJ'IBCTB)

YYP Pacumdposka

A

CunpHast pekoMeHfalus (Bce paccMarpuBaemble KpuTepuu 3S(P(HEKTHBHOCTH
(Mcxonpl) SIBIAIOTCS BAaKHBIMH, BCE WCCIEIOBaHUS UMEIOT BBICOKOE WU
yIOBJICTBOPUTEIILHOE  METOJOJIOTMYECKOE  KAuyeCTBO, WX  BBIBOABI IO
WHTEPECYIOIINM HCXO0JIaM SIBIISIFOTCS COTJIACOBAHHBIMH )

YcnoBHas pexkoMmeHanus (He Bce paccMaTpuBaeMble Kputepuu 3(h(eKTuBHOCTH
(Mcxompl) SBJISIOTCS BaXKHBIMHU, HE BCE HCCIECAOBAHMS HMEIOT BBICOKOE WIIU
yIIOBJIETBOPUTEIILHOE METOAOJOTMYEeCKOe KayecTBO W/WIM MX BBIBOJBI IO
WHTEPECYIOIIUM UCX0IaM HE SIBJISIFOTCS COTJIACOBAaHHBIMHU )

Cnabas PEKOMCHAAUA (OTC}’TCTBHG J0Ka3aTCJIbCTB HAJICKAIICTO Ka4CCTBaA (BCC
paccMaTpuBaCMBbIC KPHUTCPUU 3(1)(1)CKTI/IBHOCTI/I (I/ICXOI[BI) ABJIAOTCA HCBAXXHBIMH,
BCC HCCIICOAOBAHUA MMCIOT HU3KOC MCTOJOJIOTHYCCKOC KaYCCTBO M MX BBIBOJAbBI I1O
HHTCPCCYHOINUM HCXOJaM HC SABJIATOTCS COFHaCOBaHHBIMI/I)

Mopsaok 00HOBIEeHNS KINHUYECKUX PEKOMEH/Ialuii.
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MexaHu3sM  OOHOBJCHHS  KIMHMYECKMX  PEKOMEHJAIMKA  NpeAycMaTpuUBaeT  HX
CUCTEMATUYECKYIO AKTYAJIM3ALUI0 — HE PEKE YEM OJUH pa3 B TPU IoJa, a TAK)Ke NP MOSABICHUN
HOBBIX JAHHBIX C MO3MLUHU JOKA3aTEeIbHOM MEIULMHBI 110 BOIPOCAM JIHUAarHOCTHUKH, JICUCHMS,
npoQMIaKTUKA W peabWiIuTalui KOHKPETHBIX 3a00JieBaHWM, HaIMYUK O0OOCHOBAHHBIX

JOTIOJTHEHHI/3aMeYaHni K paHee yrBepkaA¢HHBIM KP, Ho He vare 1 pa3a B 6 MecseB.
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Ipunoxkenue A3. CBsi3aHHBbIE JOKYMEHTbI

1. [Ipuka3 MunucrtepcTBa 37paBOOXpPAHEHUs U coLManbHOrO pasButus PD ot 16 ampens

2012 r. N 3661 "OO0 yrBepxaenuu [lopsaka okazaHus neauaTpudeckoil momomm"

2. [lpuka3 MunucrepctBa 3xapaBooxpaHeHuss P® "OO0 yrBepkaenun [lopsiaka okazaHus
MEMIIMHCKOU TIOMOIIM OOJBHBIM C BPOXKJICHHBIMHU M (MJIM) HACJICACTBCHHBIMU 3a0oieBaHusMU" OT 15
HOs10pst 2012 1. N 917H).

3. Wudopmanuss o JekapCTBEHHBIX mpenaparax: [ocyJapCTBEHHBIH peecTp JieKapCTBEHHBIX
cpencts: https:/grls.rosminzdrav.ru

4. ®enepanbhblil 3ak0H OT 21 HOs0pst 2011 r. Ne 323-P3 «OO6 ocHOBaxX OXpaHbl 3A0POBbS

rpaxknan B Poccuiickoit ®@enepanun» (CoOpanue 3akoHomarenscTBa Poccuiickoit denepannu,

2011 r., Ne 48, ct. 6724);

5. MexnayHnapoanas knaccuukanus Oojie3HEH, TpaBM M COCTOSHHM, BIUSIONIUX Ha

3moposbe (MKB — 10);

6. [Ipukaz M3 P® or 20 gexabps 2012r. Ne 1183n «OO6 yTBepIEHMH HOMEHKJIATYPHI

JOJDKHOCTEH MEIUITMHCKUX PAOOTHUKOB M (papMarieBTHIECKUX paOOTHUKOB.

7. [Tpuka3z M3 P® ot 23 utons 2010 r. Ne 5411, Equasiii kBanmupuKamoHHBIN CIIPABOYHUK

JOJDKHOCTEH PYKOBOAMTENICH, CHCIHAIMCTOB W ChOyKamux, pasaen KaamudukannoHHBIS

XapaKTEePUCTUKH JTOJKHOCTENH pabOTHUKOB B cpepe 3paBOOXpaHEHHUS.

8. ®enepanbHblid 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEHUM M3MEHEHUU B CTATHIO

40 denpepanpHoro 3akoHa "OO o00s3aTeIBLHOM METUIIMHCKOM CTpaxoBaHMH B Poccuiickoit

Oenepanun" u denepanbHbiii 3aKk0H "OO0 OCHOBax OXpaHBI 3J0pPOBbs T'pakaaH B Poccuiickoi

®denepanuu" Mo BONMPOCaM KIMHUYECKUX PEKOMEH AL,

9. [Ipuka3z MunzapaBa Poccun Ne 103 ot 28.02.2019 r. «O06 yTBep)KIeHUU TOPSAAKA U

CpPOKOB pa3pabOTKH KIMHUYECKUX pEKOMEHJAlMi, HX I[epecMoTpa, TUIIOBOM (Gopmbl

KIIMHUYECKHX pEeKOMEHJAalMi W TpeOoBaHW K UX CTPYKType, COCTaBy U HAy4YHOU

000CHOBAaHHOCTH BKJIIOYa€MOU B KIIMHUYECKUE PEKOMEHIAIUU HHPOPMAIHI.

10. [Tpukaz MunszapaBa Poccun ot 13.10.2017 N 8041 "OO yTBep:KI€HUU HOMEHKIATYpPbI

MEJIULHUHCKUX YCIyr".

11.  Ilpuka3 MuHHcTepcTBa TpyJa U counanbHoi 3aumTel PO ot 27 aBrycra 2019 r. 5851 «O

KIACCU(UKAIUAX M KPUTEPUSIX, HCIOIB3yeMbIX MPH OCYIIECTBICHUU MEAUKO-COIMATBHOM

AKCMEPTU3BI TPAXKJIaH (elepalbHBIMU TOCYJAPCTBEHHBIMU YUPEKICHUSIMHU MEINKO-COIIMATBHOM

JKCIIEPTU3BDY;

12.  Ilpukaz MunuctepctBa 3apaBooxpaHeHuss P® ot 14 suBaps 2019 1. Nedn

«O0 yTBEp)KICHUH TMOPSIKa Ha3HAYCHHs JIEKApPCTBEHHBIX MpenaparoB, (GopM peuenTypHbIX

OJIaHKOB Ha JICKAPCTBCHHELIC NIPCIIapaThl, NOPsSAAKA O(I)OpMHeHI/ISI YKa3aHHBIX 6J'IaHKOB, HX y4u€Ta U
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XpaHEHUS»

13. IIpukas MuUHHCTEPCTBO 3ApaBOOXpPAaHEHUs M COLMAIBHOIO pasButus Poccuiickon
@eneparn «O mopsAKe MPUMEHEHHs JIEKAPCTBEHHBIX CPEICTB Yy OOJBHBIX MO YKM3HEHHBIM
nokazanusam» oT 9 aBrycra 2005 1. Ne 494

14.  Hnadopmaumonnoe muchMo MuH3npaBa Poccum 1m0 BO3MOXKHOCTH — 3aKyIKH
JIEKapCTBEHHOI'O npenapara o TOPrOBOMY HauMEHOBaHUIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).

IIpuMepnl AMATrHO30B

®  XpoHuueckas BoCNANUMENbHAA OeMUCTUHUSUPYIOWAs NOJUHEUPONamus, MUnUYHAs
¢opma

o  XpoHuueckas 60OCNAIUmMenvHAs OeMUETUHUSUPYIOWAs NOJUHEUPOnamus, amunuyHas
Gopma. Ipeumywecmeennas npoKCUMATbHAS opma

o  XpoHuueckas 6OCnanumenvHas OeMUeTUHUSUPYIOWAs NOJUHEUPOnamus, amunuyHas

¢opma. Acummempuunasn ghopma (cunopom Jlvrouca-Camnepa)
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Hpuiaoxenue b. Anropurm Benenust namuenta ¢ XB/II1

[Tatment ¢ nono3pennem Ha XB/II1

\4

Jnarnocruka

Koncynpranus
po(UITBHOTO
CIeHUaInCTa

[wnarno3s
TlonTBepxneH

I

Jleuenue B cranoHape

TA

Ectp yxynmenue
COCTOSIHUS?

HET

PeaOunuraiys
moka3ana?

TA

A 4

Peabmuranus

HET

\ 4 A 4

I[I/ICHaHCGpHOG Ha6J'IIOI[eHI/Ie
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Hpunioxenue B. Ungopmanus 1151 NALUEHTOB

XpoHMUECKas BOCHAJIUTENIbHAS JEeMUEIMHM3UpYIoas noauHedponatus (XBAID) —
npuobperenHoe  3abosieBaHne  nepuEpUUYECKUX  HEPBOB  ayTOMMMYHHOM — TPUPOJBI,
XapaKTepU3ylolleecs  PEUUIUBUPYIOLUIUM WA  T[POrPECCUPYIOIIMM  TEUYEHUEM  C
[PEUMYIIECTBEHHO JIEMUEIMHU3UPYIOIIUM TUIOM HopaxeHus. OCHOBHbBIE IPOSIBIECHUS
3a00JIeBaHUs CBA3aHBI C Pa3BUTHEM CJIA0OCTH MBI PYK M HOT, HapylIIeHHE XOIbOBI,
paccTpoiCTBaMHU MEIKOW MOTOPHUKH.

XBIII nopakaer il Kak MYKCKOTO, TaK M KEHCKOI'O IMOJla M MOYKET HAYMHATHCS B
000M BO3pacTe.

[Iporno3 XB/III 3aBUCHUT OT BBIPa)KEHHOCTH KIIMHUYECKHUX IIPOSIBICHUM.

Haznauenne mnarorenermueckoid tepanuu (BBUI', nepopanbHble KOPTUKOCTEPOUBI,
mnasmadepe3) B paHHHE CPOKH 3a00JIeBaHUS ONPEACIIAeT OJIAarOMPHUSITHBIA TIPOTHO3 U YA YYIIIaeT

KkauecTBO xu3HuU Jererd ¢ XB/III, mpenoTBpaiiias nX WHBaIUIU3ALHUIO.
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Ipunoxkenue I'. PacuuppoBka npumMmedaHuid.

... — IIpemapaT BXOAMT B IepedyeHb KM3HEHHO HEOOXOMMMBIX U BAKHEHIIMX JTeKapCTBEHHBIX
npenapatoB (Pacnopsbkenue IlpaBurensctBa PO ot 12.10.2019 Ne 2406-p «O6 yrBepkaeHun
MepeyHs KU3HEHHO HEOOXOIMMBIX U BAKHEHIIMX JIEKapCTBEHHbIX mnpenaparoB Ha 2020 rox, a
TAaKK€ IMepeyHell JIEKApCTBEHHBIX MpEnaparoB Uil MEIUIMHCKOTO IMPUMEHEHUs U
MUHUMAaJbHOIO aCCOPTUMEHTA JIEKApCTBEHHBIX IIPENapaToB, HEOOXOAMMBIX JUIsI OKa3aHUs
MEUIIMHCKOM MOMOIIN

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIIMHU JIEKAPCTBEHHOTO CPE/ICTBA
MOKa3aHUN OCYIIECTBISECTCS M0 PEIISHUI0 BpauyeOHOM KOoMHUCCHH, ¢ paspenieHus JIOKalbHOTO
ATHUYECKOI0 KOMHUTETa MEIULUHCKON opranuzanuy (IIpu HaJIU4YMHU), C YCIOBUEM IOJIIUCAHHOTO
MH(OPMHUPOBAHHOTO COTJIACUSI POAMUTENEH (3aKOHHOTO IMpPEICTaBUTENsI) U MalMeHTa B BO3pacTe

crapuie 15 ner;
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