MUHUCTEPCTBO
30PABOOXPAHEHMA
POCCUNCKOW ®ENEPALIUA

Knuauueckue PEKOMECHOAlINU

XpoHHYECKAA BOCHAJIUTEIbHASA
AeMUEeTUHUZUPYIOLIAA NOJUHEHUPONIATHSA Y IeTeH

MKE 10: G61.8
["on yrBepkienus (qactora nepecmorpa): 2016 (mepecMoTp Kaxablie 3 roaa)

ID:
URL:

[TpodeccroHanbHbIe acCOIUAIIUN:
e Coro3 neguarpos Poccun

YTBep:kaeHbl CoracoBaHbl
HayunsiM coBeToM MuHHCTEpPCTBA
Coro3zom neguatpoB Poceun 3npaBooxpanenus Poccuiickoit deneparun

201 r.



OraasJjieHue

| 10 11 123 8 (o) (1) ;3 TP P PP UPUPR 3
CIIHCOK COKPAIIEHMI ... .eeeiuiiieiiiieiiieeiieeesteeesiteessibeesssbe s e st ee s st e e s sbb e e e nbb e e e beeeasbeeeenbbeeanbbeeanbeeenntes 4
TEePMUHDBI M OTIPEIIEIIEHIS ........ceveeuteeteeaueeesteeasteaateeasseesaeessseeaseeasseesbeeanbeeaseeasseesseeanbeeabeeanbeessnasnses 5
1. KpaTKAaSh HHPOPMALIHS .....ooovviiiiiieiiiieiiieesieeesieeesteesssseesssbeessssesssssesssssesssssesssssesssssesssssessnsesens 6
| B0 010153 (511 (532 1 (T TP UPPTOPPPTPPRRRPPPN 6
1.2 DTHOIOTHS M IIATOTEHES .......couriiuteeieiesieesseeateesseeaseessseaseesseeaneesseeanseesseeasseenneeanneeaneeannee e 6
AR ING 107 91 (9Y 07 (03 (1) 0 . 6 (T 6
1.4 KogupoBaHue 0 MKDB-10 ...........ccocoiiiiiiiii e 7
1.5 TIPHMEPBI IHMATHOB0B .......ocviiiiriiiieiieiaieesire et e e sse e s e e e e sse e e ne e see e e r e e st s e neeneeessneenneeenee e 7
1.6 KITACCHQMEKALIMIS .......oooiviiiiiieiiiie ittt tee et e st e e e st e s st e e bt e e s nbb e e e bb e e sbe e e e nbeeeanteeeanes 7
20 JIMATHOCTHIA. ....cuuiieiteieauteeeatteeeastteaasteeasseeabeeeaabeeeaabe e e aabe e e aab e e e ambe e e ah b e e e ah b e e e esbe e e enbeeabneeannneeanneas 7
2.1 TKAJTOOBI M AHAMHEES ........oouviiiiiaieeieeateesseeesteessee e seessseeabeeaseeesseesaseeabeeasneenneeanneeaneeeneennneenns 7
2.3 JIa00PATOPHAST THATHOCTHA .....couviiuriiiriateesiriaseessseassesssneessesssneasnesssneesreesreesnesaneesnnesnns 8
2.4 IHCTPYMEHTAIIBHAS JUATHOCTHKR ... vvveesstrereessteeeessssneessssssesessanssseessssssseessssssnssssnssseessanssens 9
2.6 1 depeHITTATBHAS JITATHOCTIKA. .. c.vvevveteesteessesseesseessesssesseesessnesseessesssssseessessessesssesssenses 10
R [ U3 1 (U SURPPRT PP TPPROPRPRPTOT 12
3.1 KOHCEPBATHBHOE JIEUCHUIEC ......veevvveeureessreasreessneasseessneasseessesasseessneasneesseeasseesnneanneensesanneennnesnnes 12
3.2 XUPYPIHUECKOE JICHEHHE ........eoeuveeerianieesireateessseasesssseesseessseessessssessseessseessessnseessessnseessenas 13
O oy 13 7 07 i 10/ 0 (T 13
5. TpopHIaKTHKA U THCTAHCEPHOE HADTHOMEHIE ........oeeinvveeieiieesreensireessiseesssseesssnessnssessseesanes 14
5.1 TIPOMMITAKTHK ...ttt e e e e ens 14
5.2 BEIEHIIE TTALIHEHTOB .vvuuuieeeseeesssnnnssseessssesssssnssssssssssssssnnssessssesssssnnteeeeeseessssnnnteeeeesesssnnn 14
6. lonosHuTebHasa nHGOPMAIUsA, BIUSIONIAs HA TeYEeHUE U UCXO0/T
3200JIEBAHMS/CHHIIPOMEA .......ovieiiuiiiieesiiteeessittteesasteteesssbseeesasbseeesasbeeeesasbseeeesassseeesansbeeeesnnsrneeenas 14
6.1 VICXOIIBI I TIPOTHOS 1. vvvtestveesstetesstesasssesssssesssssesssssesssssesssssesssssessssesssssessssessnssesssssssnsssssnsees 14
Kputepun oneHKH KA4eCTBA METHUIMHCKOM MOMOIIIH ..........oeruveeieeireaieesineasiesssnesssesssnessesses 14
Hpunoxenne Al. CocTaB PADOUEH IPYIIIIBI: ........vvviiiiiiiiiieiiieesreeesree e e e e 17
IIpuioxenune A2. MeronoJiorusi pa3padoTKu KIMHUYECKHUX PEKOMEHAAIMM............eeneee. 18
ITpnioxkenne A3. CBAZAHHBIC JOKYMEHTDI ...........coiuiiiiieiiiiiiie e sies s ssas e 23
Hpuiaoxkenune b. Anropurm Begenust maumeHTa ¢ XBAIL........oooooooi e 24
IIpnioxenne I'. PaciimPpoBKa MPHMEHAHMH. .........oocviiiiiiiiiii e 26



Karouesbie ciioBa

BOCIIAJIMTEIbHAS TOJTMHEHPOTIATHS

JEMUCITMHU3AIUS TIEPHUPEPUIECCKUX HEPBOB,

ayTOMMMYHHOE IMOpakeHue nepudepruiecKkux HEpBOB,

aseKTpoMuorpadus,

BHYTPHBECHHAs IMMYHOTEPAIIHs,

CTaHJapTHBIC YEJIOBEYECKHE UMMYHOTJIOOYIUHEI ¢ coaepkanuem 1gG >95%,
MepOpaIbHBIE KOPTUKOCTEPOU/IBI,

miazmadepes



Cnmcok cokpameHui

BBUI" — BHyTpUBEHHBIE UMMYHOIJIOOYJIMHBI

KCT — xopTukocTepouniHas Tepanus

MPT — marHuTHO-pe30HaHCHAsE TOMOTrpadus

XBII — xpoHndeckasi BoCIaauTeNbHas JEMUCIUHU3UPYIOIAsl MOJUHEHponaTus
POEMS (Polyneuropathy, Organomegaly, poly-Endocrinopathy, Myeloma proteins, Skin
lesions) — cuHapOM, BKITFOUAIOIIMN OCTEOCKICPOTHYCCKYIO MUCIIOMY, THA0OCTHUCCKYIO U

He,I[I/Ia6eTI/ILIeCKy10 IMMOSICHUYHO-KPECTHOBYIO PAAUKYIIOIIJIICKCOIIaTHIO, J'II/IM(l)OMy NI aMHJI0HM 103



TepMuHbI U onpeaeIeHUs

BHyTpuBeHHAsi HMMYHOTepanusi — JICUCHUE, 3aKIIOYAIOIIEeCs] B TIPUMEHEHUU CTaHAapTHOTO
YEJI0OBEYCCKOr0 HMMYHOIIOOyIMHA ¢ BbICOKUM coaepkanuem 1gG  (me wmenee 95%) B

s dekTuBHBIX M03aX (2 T Ha | Kr MacChl Tena MalyueHTa Ha Kypce JICUeHUs).



1. Kparkas nuHpopmanus

1.1 Onpenejenue

XpoHuveckasi BOCHAJIUTEIbHAS JeMHeIHUHU3MPYWOIIasa nojauHeiiponatus (XBAII) —
npuoOpereHHOe  3a0osieBaHue  Tepu(EepUUEeCKHX  HEPBOB  AyTOMMMYHHOH — TIPHUPO/IBI,
XapakTepu3yromeecs  peUUIUBUPYIOLINM W MPOTrPECCUPYIOIIUM  TE€YEHUEM c

MNPEMMYIIECCTBEHHO ACMUCITIMHU3NPYIOIIUM THUIIOM ITOPAXKCHUS.

1.2 DTHOJ0IHS U IATOreHe3

Otunonorusa XBJIII B nHacTosiee BpeMs HensBecTHa. Hauano XB/III yacTo cBsA3BIBAIOT C
MHTEPKYPPEHTHBIMU MH(EKIUSAMU WIK ¢ UMMYyHM3ale (mpoduiakTuyeckol BaKIMHAIUEH),
Tak y 33-57% nereit pazButre 00JIE3HU OTMEUAIOCh B TeueHUE | Mecsila mocje nepeHeceHHon
WH(EKIMY WU BaKIIMHAIIH.

Panee cumranoce, uro cpenu manueHToB ¢ XBJIII wamie BcTpedaroTCss OnpeneseHHbIE
rpymsl HLA (Al, B8, DRW3), npenpacnosnararoriue K 3a00J€BaHNI0, HO BIIOCICICTBUU 3TO HE
OBLIO MOATBEpKIEHO. TeM He MeHee, MpeJroiaraeTcs, 4To Hambosee BEPOSTHOW SBISETCS
MMMYHOOIIOCpEI0OBaHHasl Mpupoja 00JIe3HHU.

IIpn XB/III ayrToMMMyHHBIE BOCHIAIIMTENIBHBIE MTPOLIECCHI ONIOCPEIOBAHbl HAPYIIEHUAMHU
KaK KJIETOYHOro, TakK MW TyYMOP&JbHOIO 3BEHa HWMMYHHOH cuctemsl. I[lposBrnenus
JEMHUENMHU3alUA MOTYT HaOJIofaThcsi Ha JHOOOM oOTpe3ke mepudeprudeckoro HepBa OT
CIIMHHOMO3IOBBIX KOPEUIKOB J0 €ro JUCTaJbHbIX Y4acTKoB. [lomMuMO neMuenuHu3anuu B
OuonTaTax HMKPOHOXKHOTO HEpBa OBUIM BBISBIEHBI BOCHAIMTENIbHBbIE HH(WIBTPATHI U OTEK
1101000JI04€YHOr0 IPOCTPAHCTBA HEPBA.

Mopdonoruueckue u3menenuss npu  XBJIII  HanmoMuHaOT ~ HapymeHUs — INpU
AKCIEPUMEHTAJIbHOM ayTOUMMYHHOM HEBPHUTE.

XpoHHYecKkoe TedeHHe OO0JIE3HHM MOXET AacCOLMHPOBAThCS C  (OPMUPOBAHHEM
«JTyKOBUYHOM TOJIOBKM», 4YTO CBSI3aHO C TMpoiudepanyeil MIBAHHOBCKUX KJIETOK TpPHU

MOBTOPSIFOIIMXCSI ITPOIIeCCcax IeMUESIMHU3ANNHN U pemuenuuusanuu [1,6,7,8,10,14].

1.3 DnuaeMuoJa0rus

Pacripoctpanennocts XB/IIT cocraBnser y B3pocisix — 1,0-1,9 ma 100 000 u y nereit — 0,48
Ha 100 000. ITpu sTom y 20% OombHBIX, y KOTOphIX auarHo3 XBJIII ctaBumiics BO B3pociom
BO3pacTe, MepBble CUMITOMBI 0OJIE3HH OTMedaluch B Bo3pacte a0 20 yner. AHanus 27 ciaydaes
XBJII y gereii BoIssBUI, 4TO AeOIOT 3a00JeBaHM MOKET HAOMOIaThCs B MI0OOM Bo3pacte (ot 1

1o 18 net), a MakcuMyM 3abosieBaeMocTH oT™Meuascs B 7-8 net [8,10].



1.4 Konuposauue no MKB-10

G61.8 —/Ipyrue BocnanuTeabHbIC TOJUHEHPOTATHH

1.5 IIpuMepnI THATHO30B

o  XpoHuueckass 60CNAIUMENbHASL OeMUCTUHUSUPYIOWAs NOIUHEUPONAmusl, —MUNUYHASL
Gopma

o  XpoHnuueckas BOCNANUMENbHAS OEMUCTUHUSUPYIOWAsT NOIUHEUPONAMUsL, AMUNUYHASL
@opma. [lpeumywecmeennas npokcumanvras gopma

o  XpoHuueckas BOCNANUMENbHAS OEMUCTUHUSUPYIOWAs. NOIUHEUPONAMUsL, AMUNUYHASL

Gopma. Acummempuunas gpopma (cunopom Jlviouca-Camunepa)

1.6 Kiaaccunduxanus

Tunmunas dopma XB/III (cummerpuuHas MpOKCHManbHAas W JUCTAJIbHAs MBIIICYHAs
c1ab0CTh, UyBCTBUTEIIbHBIC HAPYIIEHUS B pyKax M HOTrax, pa3BUBAIOIIMECS B TEUCHUE HE MEHEe
2-X MECSIIEB).

Atunmunbie popmbl XB/IIT:

1) mpeuMyIIecCTBEHHO AUCTAIbHAS CHMMETPUYHAs (OpMa MOTMHEUPOIATHH;

2) NpeuMyIIECTBEHHO IPOKCUMabHasi opma MOJTMHENPONATUH;

3) acummerpuuHas ¢popma wim cunapoM Jleronuca-Camuepa;

4) doxanpHas Gopma;

5) moTopHas popma;

6) cencopHas popma.

[1,2,8,14].

2. ImarHocruka

2.1 Kaa00bl 1 aHAMHE3

Ilpu cbope anamnesa u xcanob credyem oopamums GHUMAHUE HA HATUYUE.
® HopMmanvHOe (uzuyeckoe u 0gucamenbHoe pazeumue 00 Hauanid 3a601e6anus.,
®  U3MeHeHUs NOXOOKU,
® uyacmule nadeHus,
®  c1abocmb MblUY HUNCHUX U BEPXHUX KOHEUHOCMel,
®  Hanuyue napecmesull u ouzecmesull,

® Yy pa0a nayueHmos Mo2ym Ommedamscs Heaiodvl Ha mpemop pyK U amaxcus;



® nocmenerHnHoe paseumue CumMnmomoes, HO Hapacmalue 08UCAMEIbHBIX Hapywenuﬁ

Mmodcem bvimob bvicmpuim y 16% nayuenmos [1,2,3,8,10]).

2.2 duzukajanLHoe 00CJIe10BAHNE

e [lpu nmpoBeaeHUHU KIMHUYECKOTO OCMOTpPA peKOMeHAyeTcs oOpamaTb 0co00e BHUMaHHE
Ha HaJIMYMe XPOHUYECKOH MPOrpeccCHpyoNei, CTyreHeo0pa3sHoi Wil peluInBUPYIOIIEH
CUMMETPUYHON MPOKCUMAIBHON U JUCTAIBHOM c1ab0oCTh MBI PYK U HOT, B COUYETaHUHU
C UyBCTBUTEJIbHBIMU HapyleHUsIMU. PazButue cnabocTu JOHKHO pa3BUBATHCS B TEUCHUE
HE MeHee 2 MecC. Y 4YacTM NAlUEHTOB BO3MOXKHO IIOPaXCHHE YEPEIHBIX HEPBOB.
OO0s3aTenbHBIM YCIIOBHEM SIBJISCTCS OTCYTCTBUE WIIM 3HAYMMOE CHIDKEHHE PEQIIEKCOB BO
Bcex kKoHeuHoctsx [1,2,8,10,12,17].

e [lpu atunuunbix Gopmax XBJ/III nBurartenbHble HapylleHUs BCETAa MPUCYTCTBYIOT, HO
MOTYT JIOKaJIU30BaThCSl TOJIBKO B JUCTAJIBHBIX WM TOJBKO B IPOKCHUMAJbHBIX I'pylmax
MBIIIII, & TAK)K€ BO3MOXKHO NPEUMYILECTBEHHas c1abocTh Ha oJHON cTopoHe. [Ipu sToM
CYXOKUJIbHBIE pe(IeKChl MOTYT ObITh HOPMAJIbHBIMU B HETIOPAXXEHHBIX KOHEYHOCTSIX.
KommenTapuu: CymecTByloT Kpumepuu, npu HaAuyuu komopwvlx Haauvue XBJ[I1
MaN06epoAMHO.

O 3Hauumvle HapyuieHus pabomuol CHUHKMEpPO8;

O  NpUém 1eKapCmeeHHbIX NPEenapamos Uil MoKCU4ecKux 6euecms, CnoCOOHbIX 8bl36amy
Hesponamuio;

o BbIsABIeHHE Oosie3nu Jlaiima nnu nudrepun,

o Hanuuue 1000 u3 popm Hacrneocmeennoti demuenunuzupyowjeli Heuponamuu,

O  MYIbMUPOKATLHASL MOMOPHAS HEBPONAMUS,

o IgM wmonoknonanenas ecammanamusi ¢ 6bICOKUM MUMPOM AHMUMEN K MUETUH-
accoyuupoBanHoMy 2IUKONPOMeEUHy,

O Opyeue npuuunvl Oemuenrunusupylowjeri negponamuu, exknouas POEMS cunopom,
0CMeoCKIepOMU4ecKyo MUeiomy, ouabemuieckyo u HeouabemuyecKkyio nosACHU4HO-
Kpecmyogyio paouKkyionieKConamuio, TUM@PoMmy Ui amuiouoos.

B bonvuuncmee cnyuyaeeé meuenue 3abonesanus MeOleHHO — npozpeccupyloujee

[1,2,3,8,10,12].

2.3 JlabopaTopHasi AMATHOCTHKA
(Cuna pexomengauuii — 1; 10CTOBEPHOCTDH J0Ka3aTeabcTB — C)

L PCKOMGHHOBaHO IMPOBEACHHUC JTFOMOAJIbHOM IIYHKOOUH C HUCCICIOBAaHUEM

1epedpocnuHabHOM xuakoctu [3,8,10,12].



Kommenrapuu: Xapaxmepnvim sensemcs yeenuueHue 0Oenxka 6 yepeOpOCHUHANLHOLL

. 3
JAcUOKOCMU npu yucie netukoyumos meree 10/mm”.

2.4 UHCTpYMEHTAJbLHAS IMATHOCTHKA

(Cuna pexomMeHaanmii — 1; J0CTOBEPHOCTD 10KA3aTEJbCTB — A)

PexomeH10BaHO MPOBECHHE AIIEKTPOHEHPOMHUOTPA(YUIECKOTO HCCIICIOBAHUS
[1,2,3,7,12,16].

KommenTapumu:

(1) Aocmosepnsviit ouaznos no xpaiineii mepe, coomeemcmayem 0OHOU U3 CAeOVIOUUX
Xapakmepucmux:

a) ysenuuenue ramenmnocmu M-omseema npu cmumynayuu 8 oucmanvHot mouxe Ha 50%
u bonee om epxmneco npeoena HOPMAMUBHBIX 3HAYEHUL 8 08YX HEPBAX (HO HeoOX00UMO
UCKIIOYUMb  HEeUpOnamuro CpeOUHHO20 Hepea HA 3anicmve BCie0Cmsue CUHOPOMA
KapnaibHO20 KAHAA);

0) cHudICeHue CKopocmu pacnpocmpanerus 8030Y4COeHUs. N0 08ULAMENIbHBIM B0JOKHAM
Ha 30% u 6onee om HudCHe20 npedena HOPMAMUBHBIX 3HAYEHUL 8 08YX HEPBAX,

8) yeenuuenue aamewmuocmu F-eonnvt na 20% u Oonee om 6epxneco npedend
HOpMAMUuBHbIX 3HaYeHull 6 08yx Hepeax (unu Ha 50% u Gonee om eepxmeco npedena
HOPMAMUBHLIX 3HAYEHUL, eCu AMNIUMYOd He2amueHo20 NUKa Oucmaivhoeo M-omeema
cocmasnsiem menee 80% om HudicHe20 npedena HOpMaAmMuUHbIX 3HAYEHULL),

2) omcymcmesue F-6onn 6 08yx nepsax, eciu npu CMUMYIAYUU IMUX HEPBOS AMNIAUMYObL
He2amueHo2o nuka oucmanvhvlx M-omeemoe cocmasnsiiom 20% u 6onee om HUMNCHe20
npeodena HOpMAMUBHBIX 3HAUEeHUll + 00UH Opy20U napamemp oemueruHuzayuu (6 1ro6om
Hepee, YO0081emeopaowull 1000My U3 Kpumepues a-ic) 6 0OHOM Ulu Oonee Opyux
Hepeax,

0) JI0OKANbHbIL 010K NpoGedeHUss O08USAMENbHO20 Hepea:. CHUNCEeHUe amMnaumyobsl
He2amueHo20 NUKA NPOKCUMAIbHO20 M-omeéema omuocumenvHo oucmanviozo Ha 50% u
bonee, ecnu Hecamuguwlli NUK oucmanrbHo2o M-omeema cocmasnsem 20% u b6onree om
HUJICHE20 npedena HOPMAMUBHBIX 3HAYEHUll 8 08YX Hep8ax uiu 8 0OHOM Hepee + 0OuH
opyeou napamemp OemueruHuzayuu (8 1obom Hepse, YO0081emeoparowull 1ooomy u3
Kpumepues a-sic) 8 0OHOM Ulu Oojiee Opyeux Hepeax;

e) Hanuuue épemeHHOU oucnepcuu (veenuueHue OIUMeNbHOCU He2amueno2o nuxa M-
0MBEemos, NOJIYUEeHHbIX NPU CIMUMYIAYUU 8 OUCIATILHOU U DOJlee NPOKCUMATbHOU MOYKAX,

bonee uem na 30%,) 6 08yx u 6onee Hepsax;



JC) yeenuueHue OnumenbHocmu oucmaiviozo M-omeema (unmepean medcoy HAUAIOM
nepeozo He2amugHO20 NUKA U 8036pAUjeHUeM K U3OJUHUU NOCTIeOHe20 He2amU8HO20 NUKA)
8 00HOM U OoJee Hepsax (cpedunnom > 6,6 mc; 10Kkmesom > 6,7 mc, marobepyogom > 7,6
mc; bonvwedbepyosom > 8,8 mc) + 00un Opyeoil napamemp OemuenruHuzayuu (8 irooom
Hepee, YO08IemBOpAWUll 1H0O0MY U3 Kpumepues a-ic) 6 00HOM unu Oonee Opyux
Hepaax.

(2) Bepoammubwtit Ouazno3z coomsemcmeayem ciedyiouum XapaKxmepucmukam:
VMeHbUleHue — AMNAUMYObl — He2amusHO20  NUKA — NPOKCUMAlbHOo20  M-omeema
omHocumenbHo oucmanrvhozo Ha 30% u 6Oonee, 3a uckirouenuem 001bULEOEPYOBOLO
Hepea, eclu He2amuenbvlll nuK oucmanvrhoeo M-omeema cocmasnsem 20% u Oonee om
HUJICHE20 npedeid HOPMAMUBHLIX 3HAYEHUU, 8 08YX Hep8ax Ulu 8 0OHOM Hepse + 00uH
opyeou napamemp OemueruHuzayuu (8 nobom Hepse, YO081emEOpAWULl 1H000MY U3
Kpumepues a-ic) 8 00HOM Uiy 6ojiee Opy2ux Hepeax

(3) Bosmoorcuvii Ouacnos coomeemcmeyem 000U U3 XAPAKMEPUCMUK  (A-diC)
00CMOBEPHO20 OUACHO3A, HO OOHAPYICEHHOU MOJILKO 8 0OHOM Hepae

PexoMeH10BaHO IMpoBeleHHE MAarHUTHO-pe3oHaHcHOW Tomorpaduu (MPT) wmieitHoro u
MOSICHUYHOTO OT/CJIOB TIO3BOHOYHHKA M CITMHHOTO MO3Ta

KommenTapuu: nokasvigaem HakonieHue 2a00NUHUSL U/ULU 2UNEPMPOPDUIO KOHCKO20
X80CMa, NOSCHUYHO-KPECMUYOBbIX WU UEUHbIX KOPEUWKO8 CHUHHO20 MO32d, WU NIEY€B020
UIU NOACHUYHO-Kpecmy08o20 cniemenuil [3,7,14,17].

PexoMen0BaHO TipoBeieHHE OUOTICHY UKPOHOKHOTO HEPBa

KommenTapuu: guiasnsiomes npusHaku OeMuenruHu3ayuu u/uiy pemuerunuzayuy npu
INNEKMPOHHOU MUKPOCKONUU UIU NPU UCNOTb30BAHUU AHATUZA PACYECAHHBIX HEPEHbIX

sonokon (teased fiber analysis) [7,8,10].

2.6 IuddepeHnnajanLHasg IMATHOCTHKA

HHuacnocmuxa u ouggepenyuanvuas ouacnocmuxa XB/II Oonoicna cmpoumcs 8 uemkom

coomeememauu ¢ kpumepusimu EFNS/PNS 2010 2o0a:

Hocmosepuwtii ouaznoz XB/I1

Knunuuecxkue kpumepuu (1) (a unu 6) u (2) ¢ nanuyuem snexkmpomuozpaguueckozo kpumepusi(1)

Kpumepuu eepoamnoii XB/[I1 + no kpatineii mepe 00ur no00epicusaowuti Kpumeputl

Kpumepuu 6o3mooicroti XB/I1 + no kpaiineii mepe 08a no00epiucusarouyux Kpumepus

Bepoammnuwuit ouaznoz XB/I1

Knunuuecxkue kpumepuu (1) (a unu 6) u (2) ¢ nanuyuem snexkmpomuozpaguueckozo kpumepusi(2)

Kpumepuu 6o3mooicroti XB/II + no kpaiineii mepe 00uH noooepicusaowjuti Kpumeputl
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Bo3mooicuwtit ouazrnoz XB/IIT

Knunuyeckue kpumepuu (1) (a unu 6) u (2) ¢ Haruyuem snekmpomuocpaguueckoeo kpumepus(3)

Iloooepitcusarouyue kpumepuu ona ouaznocmuku XB/IT:

1.

b)

Veenuuenue benka 6 yepeOpOCHUHANLHOU HCUOKOCMU NPU HUCTLE NeUKOYUMO8 MeHee
10/mm®

MPT noka3zvieaem HaxKonieHue 2a00IUHUS U/UTU 2Unepmpouio KOHCKO20 X680Cmd,
NOSACHUYHO-KPECMYOBBIX UNU WEUHbIX KOPEWKO8 CHUHHO20 MO32d, UIU NIeYe8020 Uil
NOSICHUYHO-KPECMYOBO20 CHACMEHUL

Hapywenue snexmpoghusuonocuu ceHcopuvix omeemos, no KpauHeu mepe, 8 0OHOM
Hepge:

Amnaumyoa ceHcOpHO20 NOmMeHyuana Oetucmeus UKPOHONICHOZO Heped SGISAemcsl
HOPMANLHOU, 6 MO 6peMs KAk aMIIUmyod CeHCOPHO20 NOMEHYUAId Oelcmeus
CPEOUHHO020 Hepea (HO HeobXO0OUMO UCKIIOUUMb HEUpoOnamuro CpeouHHO020 Hepea Ha
3ansacmoe 8ciedcmsue CUHOPOMA KapnaibHO20 KAHAA) UTU IY4eB020 Hepea HapyuleHd
Ckopocmb  pacnpocmpanenus  6030yocoenusi menee 80% om HudicHeco npedena
HOpMamueHvlx 3Havenuti (menee 70%, eciu amniumyoa CceHCOPHO20 HNOMEHYUANd
oeticmeus nudice 80% om HudICHE20 npedena HOPMAMUBHBIX SHAYEHU)

Veenuuenue namenmnocmu comMamoceHCoOpPHbIX BbI36AHHLIX NOMEHYUAL08 Oe3 HANUdUs
3abonesanus [[HC

ObvexmugHoe KIuHU4ecKoe yayduueHue ciedcmaue UMMYHOMOOYIUPYIOue20 NedeHusl
Ilpu Ouoncuu Hepea BvIAGIAIOMCA NPUSHAKU OEMUETUHUIAYUU U/UTU DeMUeTUHUZaAYUU
npU I1eKMPOHHOU MUKPOCKORUU UIU NPU UCNOIb308AHUU AHAIU3A PACYECAHHBIX HEPBHBIX
8010k0H (teased fiber analysis)

Ilpu  paccmompenuu  nooodepoicusarowux  Kpumepues  ciredyem — OMMemumy

803paAcmMarowyyio poib Heupopaouosocudeckux memooos ¢ ouacnocmuxe XB/I1. Ilokazano, umo

uHmpameKaﬂbezﬁ OmeK U ymoJjaujeHue KopeuwKkos CNRUHHO20 Mo032ad He Koppeaupyent C

mAdNCecCmvlO HA4A/lbHbIX npOﬂG]leHulZ OoNe3HU U MAANCECBIO CUMNMOMOB, HO npu noemopHbIX

UCCNIEO0BAHUAX —~ OMMeYAemcs YemKds 3a6UCUMOCMb  NOJONCUMETbHbIX — USMEHeHUll om

aghghexmuenocmu mepanuu. buoncuio Hepsa y demeil ciedyem peKOMeHO08aMb 8 Kauecmee

OUACHOCMUYECKOU NpoYedypbl 6 UCKIIOYUMENbHbIX CAVYAAX, 0CODeHHO Yy Oemell, K020d 6ce

ocmanbHble Memoobl UCCAe008AHUSL OKA3AIUCH He qu)OpM(lmu€HblMu.
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3. JIeuenue

3.1 KoncepBaTuBHOE JIeUEeHHE

e PekoMeHsoBaHa  KypcoBas ~ BHYTPHUBCHHas HMMMYHOTEpamus C  [PUMCHEHUEM
CTaHJAPTHOTO YEIOBEYECKOT0 MMMYHOTJI00ynnHa ¢ conxepxkanuem 1gG >95% (BBUI)
**1,2,3,9,13].

(Cuiia pexkomeHaanmii — 1; 10CTOBEPHOCTh J0KA3aTEJIHLCTB — A)

Kommenrtapuu: Cmanoapmuoti cuumaemcs 0osa 0,4 e/ke/cym (cymmapnasn 0oza 2 2/xe),
8600UMAS eICeOHeBHO 8 meveHue 5 OHell. B nociedyrowem pexomeHoyemcs nomopHoe
BHYMPUBEHHOE 88e0eHUe UMMYHO2I00VIUHO08 Kadcovle 3-4 nedenu 6 meuenue 6 mecsyes.
Pa3zoenenue obweil Kypcosoti 003t Ha 5 OHell He AGNAEMC 00A3AMENbHbIM YCI08UEM.
Hmeromes coobuenus o bezonachom 66edenuu npenapama 8 CyMmapHol 0oze 2 2/ke 3a 2
unu 3 ous. Ipu nposedenuu mepanuu BBUI' y oemeii ¢ XB/II cnedyem paccmampusams
npuopumemuocms ucnoivzosanusn 10% pacmeopa uMMyHo2n00y1URA, MAK KAK BbICOKAS
KOHYeHmpayuu  No360asem  CHU3UMb  HA2PY3KY  00vbeMomM U coKpaujaem
NPOOONANCUMETLHOCIb UHQDY3ULL, YMO OCOOEHHO BAICHO 8 OENCKOM 803pacme.

e PexkomeHmoBaHa — JUIMTENBbHAs — Tepanus ~— OOJBIIMMH  JO3aMH  TIEPOPATBHBIX

koptukocteporao (KCT) ™™ [1,2,3,11,13].

(Cuna pexkomennauuii — 1; 1ocTtoBepHOCTH 10Ka3aTeabeTB — C)

Kommentapuu: Cywecmeyrom 0e naubonee pacnpocmpaneHuvie cXemvl JedeHus
kopmuxocmepoudamu. 1) npednuzonon™"™ 2 me/ke/cym na 4-6 nedenv ¢ nocieoyrouum
CHUMICeHUueM 003bl 8 meyeHue 4-6 Hedenb 00 nododepxcusawoueli 003vl, 2)
npeonuzonon’™™ 1 me/ke/cym na 4-6 nedenu ¢ nocaedyiowum nOCmMeneHHbIM CHUNCCHUEM
6 meyenue 3-6 mecayes. Hexomopvie aemopvi pekoMeHOyIom neped HaAYdaiom
NepopanrbHo20 npuemMa NpeoHU30I0HAd NPOBOOUMb KPAMKULL KYpC NYIbC-mepanuu

,BK

memuanpeonuzononom™ no 15-20 wme/ke/cym ¢ meuenue 3 omeu. Ilpu KCT
00513aMeNbHbLIM YCI08UeM ABNAEMCsl NPOPUIAKIMUKA U MOHUMOPUPOBAHUE B03MOICHBIX
nobounvix 2¢ppexmos. Ilpu naznauvenuu KCT eadxxcno cobntodenue ouemvl ¢ pe3Kum
ocpanuyenuem nomped.ieHus yeneso0008.

e PexomengoBaHo nposezeHue miasmadepesa [1,2,3,10,13,15].
(Cuna pexomenaanmii — 1; 10CTOBEPHOCTH J0KA3aTEJILCTB — A)
Kommenrapun: niasmaghepes sagnsemcs uHea3usHuIM U OMHOCUMENLHO 3AMPAMHBIM HO
8peMeHU  MemoOOM Je4yeHus, Npu KOMOpoM 6ce20d eCmb PUCK  DA3GUMUSL

HeXNCeNamenbHblX OCNIONCHEHUL, YUMo C800UmM e20 Uucnoivsosanue y demeti ¢ XB/II «

caydasim ¢ Haauduem OoHCU3HEHHbIX NOKA3aHUU. Hpu/weHﬂemc;z Cﬂedyiou;aﬂ cxema
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nnazmaghepeza: mpu npoyeoypvl 0OuUH pa3z 8 Heoeno;, KypC U3 NAMmu Ceamcos ¢
uumepeanamu 1-2 ons ¢ meuenue 10-14 oneii. Ilocnedyrowue npoyedypel niazmagepesa
npoeooamcs ¢ unmepsaiom 2-4 neoenu 6 meuenue 1 2ooa.

e B nHacrosiee Bpemst peKOMEHIyeTcs cienyronuid anroput jtedenuss XB/IT [4]:

o [llazc 1 — BBUI unu npeonusonou (per os);

o [llac 2 — BBUI u npeonusonoun (per os), eciu MOHOmMepanusi OOHUM U3 NPenapamos He
umeem aoexkeammoil 3ppexmusnocmu. Kopmukocmepouodsvi makice MONCHO 6600UMb
BHYMPUBEHHO Npu Kadxcoou npoyeoype BBUI™ (memunnpeonuzonon 500-1000 me);

o [llae 3 — ITnazmadghepes, ecau 06a npedvioyujux nooxooa Heaghgdexmuehoi.
KomMeHTapuu: 6 ueckonvkux OOnbUUX KOHMPOIUPYEMBIX UCCIe008AHUAX NOKA3AHO,
umo npumenenue BBHUI, kopmuxocmepouoos uiu naazmagepesa npu XBIII
00UHaK08020 ¢hgpexmueno y 50-70% nayuenmos npu uUcnorb308aHuu 00H020 U3 MPeX
6u006 nevenus. Ilpu smom noumu 50% nayuenmos, komopwvie He omeemuIU Ha OOUH U3
9MUX BUOO8 JIeYeHUsl, XOPOULO peazuposan Ha Opy2ou U0 mepanuu, Ymo Npugoouno K
momy, umo 8 pezynomame 00 80% nayuenmos umenu 3HavumMoe yaydueHue.

e Tepanuesr Bropor sumHuMM npu XBJII sABisiercss HMMMYHOCYNPECCHBHOE WM
UMMYyHOMOAyIUpYytoiiee iedenue [3,5,8,13]

(Cuna pexomeHaanmii — 2; J10CTOBEPHOCTH [10Ka3aTeIbCTB — C(OPMYJIUPOBATH
HEBO3MO5KHO)
Kommenrtapuu: y oemeii ¢ XB/II cpeou ummyHnocynpeccopos 6mopou 1uHuu mepanuu 8

,B

OCHOBHOM HazHauaromcs azamuonpur’™ ", yukiocnopun A™™ u memompexcam™". Jloza
azamuonpuna 00vIuHO Konebaemcs om 1 me/ke/cym 0o 2-3 me/ke/cym, HO Modicem
oocmueamsv 50-150 me/cym y noopocmkos. Azamuonpun HA3HAYAOM 8 HA4AIbHOU 003€e
1 me/ke 6 00un unu 06a npuema, ¢ NOCIEOVIOWUM yeenruyeHuem 003vl Ha 0,5 me/ke

Kadcovle 4 Hedenu 00 OOCMUNCEHU MAKCUMANbHOU 0036l 8 2,5 Mme/ke/cym.

Ipooonxcumensnocms npuema — 00 3 u 6oaee rem [3,4,5].

3.2 Xupypruueckoe JeueHue

He nmokazano.
4. PeaOuauranus

Heobxooumo nposedenue kypcos usuueckol peaburumayuu (maccadxc, JIPK,

annapamuas KuHe3uomepanus u op.) u gpuzuomepanuu no NOKA3aAHUAM.
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5. IlpodguinakTuka U JAUCHAHCEPHOE HAOJII0AeHne
5.1 Ilpodpuniaakruka
Ipoghunaxmuxu ne cywecmayem.

5.2 BegeHue nanueHToB
B nepuoo obocmpenus pebenxa XBIIl HeobX00umo 20cnumanuzuposams 6

Hegpolocuyeckoe omoeneHue Oni  NpoeedeHus. namozenemudeckot — mepanuu. Kypc
cmayuonapHozo nevenus cocmasnsem 15-30 ouell, 8 3a8ucumocmu om msadxiscecmu cocmosanus. B
OoanvHeuuwemM B03MOJCHO NposeoeHue mepanuu 6 YCcio8usx OHeeHo2o cmayuonapa. llocie
KYRUPOBAHUSL 0O0OCMpeHUs, KaK npasuio, Heobxooumo 2 pasa c¢ unmepsaiom 1 pas 6 mecay
nposooums nosmopuvie ungysuu BBUI' 6 noodepoicusarowetl 0oze (cymmaphas doza 1 e/ke
maccewl mena, komopas eeooumcs 3a 5 oueti). Ilocne evlnucku uz cmayuonapa HabarOeHue 3a
Odemvmu, nepenecuumu obocmpenue XBJ/II Oondcen ocywecmenimo HeBPOLO2 NO MeCmy
aocumenvcmea ¢ wacmomotul 1 paz 6 3 mecaya 6 meyenue OIUMeENbHO20 8peMeHU (He MeHee 5 iem)
ONsl  KOHMPOJAsL COCMOAHUSL U OYEeHKU NOOOUHbIX 2¢hekmos (01 Oemell NOIYUAIOUWUX

RO00EPACUBAIOULYIO MEPANUIO KOPIMUKOCTNEPOUOAMU,).

6. JlomosHuteabHasi uHpopManus, BIMAKIIAS HA TeYeHHE W HCXOM

3a00J1eBaHUsI/CHHAPOMA
6.1 Mcxoabl M IPOrHoO3

IIpy agexkBaTHOM JI€YEHMM BO3MOXHO KYNHMPOBAHHE CHMITOMOB  ITOPAKEHUS
nepupepuyecKrx HEPBOB U COXPAaHEHUE JAIUTEIbHON peMucCcruu 3a00J1eBaHusl.

B penkux ciyyasx BO3MOMKHO IPOrpeccCHpyrolliee TedeHHe 3a00JeBaHUs C YaCThIMU
o0ocTpeHusiMu  (OPMUPOBAHUEM CTOWKOIO HEBPOJOTMYECKOro JepuiuTa M BTOPUUYHBIX
OpPTONEANYECKUX HAPYLICHUH.

XBJII o0plyHO HE MpeAcTaBiIseT Yrpo3bl Ul >KM3HM HanueHToB. [Iporuo3 Oonesnu y
JeTeil B IEJIOM JIydlle, 4eM Y B3POCHBIX (B OOJIBIIMHCTBE CIy4aeB BO3MOXKHO JOCTH)KEHHUE

MOJIHOM PEMUCCHH).

Kpurepuu oneHku kayecrsa MeAULMHCKONH IOMOLIH
Taﬁnnua 1- OpraHI/ISaHI/IOHHO'TeXHI/I‘leCKI/Ie YCJIOBUS OKa3aHUS MeHHHHHCKOﬁ ITOMOIITH.

- CHCI_II/IaJII/IBI/IpOBaHHa}I MCIUIMHCKAasA IIOMOIIb
Buja MequIMHCKO MOMOIIM

YciaoBus oxkazaHus CranuoHapHO / B THEBHOM CTaI[MOHAPE
MEIUIHHCKOH MOMOIIH

®opma oKazaHus [TnanoBas

MEIUIHUHCKOH MOMOIIHU

Ta6auna 2 -Kputepun kadecTBa OKa3aHHUsS METUITTHCKOHW ITOMOIITH
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Ne Kpurepuii YpoBennb YpoBensn
AOCTOBECPHOCTH | yGequTEIbHOCTH
JOKA3ATENLCTB | boyovenammii
1. | Pexomennyercs IIpOBEJIEHUE | A 1
JIEKTPOHEHPOMUOTPaPHIECKOTO UCCIICTOBAHUS
2. | Pexomennyercs  mpoBeaeHue — somOanbHOM | C 1
MYHKIIH c HCCIIeJOBaHHEM
1epeOpOCTUHAIBLHOM KUJKOCTH
3. | Pexomenayerca Tepamus BBICOKMMM J103aMH | A 1
BHYTPHUBEHHBIX HIMMYHOTJIOOYJTMHOB
4. | PekomennoBaHa JUINTENIbHAS tepanus | C 1
00IBIINMHU 03aMHU NEPOPATBHBIX
KOPTHKOCTEPOHJIOB
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Poccun.

Hama3oBa-bapanoBa JI.C., akan. PAH, npodeccop, n.m.H., 3amectutens [Ipencemarens

Ucnonkoma Coro3za neauatpos Poccun.

KypenkoB A.JL., 1.M.H., uieH Coro3a neguatpoB Poccun

Ky3zenkosa JI.M., npodeccop, A.M.H., wieH Coro3a nexuarpoB Poccun
Huxutun C.C., mpodeccop, A.M.H.

Bypcarosa B.1., x.M.H., wien Coro3a neguatpoB Poccun
Hoakaernosa T.B., k.M.H., unen Coro3a neguatpoB Poccun
YBakuna E.B., unen Coroza neguatpoB Poccun

MameabsipoB A.M., k.M.H., wieH Coro3a neguatpoB Poccun

KioukoBa O.A., x.M.H., uien Coro3a neguatpoB Poccun

ABTOpPbI NOATBEPKAAT OTCYTCTBHE (PMHAHCOBOM MOAIEPKKH/KOHPIUKTA

KOTOPBIii He00X0AMMO 00HAPOIOBATD.

HHTEPECOB,
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IIpunoxenue A2. MeTomoJiorust pa3spadoTKi KJIMHUYECKHX PEKOMEHIANM I

LeneBasi ayiuTOopus JaHHBIX KIMHUYECKUX PEKOMEHIAIHIi:
Bpaun-nienquarpsl, Bpauu HEBPOJIOTH;

Bpauu o01mielt mpakTUKH (CeMEHbIE Bpayn);

Crynentsl MeauuHckux BY30B;

OOyyaromuecs B OpAMHATYpe U HHTEPHATYPE.

MeTtoapl, ncnoJib3yemMble ISl cOOpa/cesieKIMM A0KA3aTeJILCTB: TIOMCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOA0B, HCTIOJIb30BAHHBIX I OLEHKH Ka4eCTBA U CHJIbI JOKA3aTEJbCTB:
J0Ka3aTeNnbHOM  0a30M I  peKOMEeHJAUMH  SBJSAIOTCS  MyOJIMKalMM, BOILIEJIIME B
KoxpeiiHoBckyro Oubmnoteky, 6assl manasix EMBASE, MEDLINE u PubMed. I'nyouna
IIOMCKa - 5 JIeT.

MeTob1, HCIOJIL30BAHHBIE /IVISI OLEHKH Ka4yecTBAa M CHJIbI /I0KA3aTeIbCTB:

®  KOHCEHCYC KCIEepTOB,;

®  OIICHKA 3HAYMMOCTH B COOTBETCTBUU C PEHTHHTOBON CXEMOM.
MeToapl, HCIOJIb30BAHHBIE /ISl AHAJIN32 I0KA3aTEJIbCTB!

e 0030pbI OMyOIMKOBAaHHBIX META-aHAIN30B,;

e  cucremarnyeckue 0030psl ¢ TaOIMIAMH JOKA3aTEIbCTB.

Onucanue MeTOA0B, HCIOJIB30BAHHBIX LISl AHAJIM3A 10KA3aTeIbCTB

[lpu orbope myOnMKamMii, Kak IOTCHIMAIBHBIX HCTOYHUKOB JIOKA3aTEJbCTB,
UCTIOJIB30BaHHAs B KaXKJIOM HCCIIEJOBAHUU METOJIOJIOTHS N3YUaeTCs IS TOTO, YTOOBI yOSAUTHCS
B €€ BaIMJHOCTH. Pe3ynbTarT M3yueHHs BIMAET Ha ypPOBEHb JI0KA3aTelbCTB, MPHCBAMBAEMBbII
nyOJIMKalluK, YTO B CBOIO OYepe/ib, BIUAET Ha CHITy PEKOMEHAalnH.

Jis MUHUMH3alIUK  TOTEHIHMAJIBHBIX OIMMOOK KaXJ0€ WCCIeIOBAaHUE OIICHUBAIOCH
He3aBUCHMO. JIfoObIe pasznuuusi B OLIEHKaX OOCYKIAIHWCh BCEW TPYNIIONW aBTOPOB B TIOJTHOM
coctase. [Ip1 HEBO3MOXKHOCTH JOCTHXKEHHSI KOHCEHCYCa IPUBJIEKAJICS HE3aBUCUMBIN SKCIIEPT.

Tabauubl A0KA3aTEIbCTB: 3aNOIHITICH ABTOPAMH KITMHUUYECKUX PEKOMEHIAIUi.

MeToabl, HCHOJb30BAHHbIE Js1 (OPMYJMPOBAHUSA PEKOMEHJAAUMA: KOHCEHCYC
IKCTIEPTOB.

HNuauxaTtops 1odpokavecTBenHoii nmpakTuku (Good Practice Points — GPPs)

Pexomennyemass noOpokadecTBEHHass MpPaKTHKa Oa3MpyeTcst Ha KIMHUYECKOM OIIbITEe
aBTOPOB Pa3pabOTaHHBIX PEKOMEHAINH.

JKOHOMHUYECKHI aHAIN3
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AHanu3 CTOMMOCTH HE TMPOBOAWICS M MyOJuKamuu 10 (HapMaKOIKOHOMHUKE He
AHAIN3UPOBAIINCH.

Metoa BaJugauuy peKoMeHaauuin

e  BHemHsAs dKCIEPTHAs OLICHKA.
e  BHyTpEHH:A DKCIIEPTHAs OLICHKA.

Onucanue MeToaa BAJIMIALMU PeKOMeH Al

Hacrosmme pexkomeHaauvd B NPEIBAPUTEIBLHOM BepcHM OBLUTM  pELEH3UPOBAHbI
HE3aBUCUMBIMHU JKCIIEPTAMHU, KOTOPBIX, IPEXKAE BCEro, MNONPOCHWIM MPOKOMMEHTHPOBATb,
HACKOJIBKO JIOCTYNHA Ul IOHMMAaHMsI HMHTEpIpeTalus J10Ka3aTeiabCTB, JEKallas B OCHOBE
PEKOMEHJALIH.

Ot Bpayeil NEpPBUYHOrO 3BEHA MOJYYEHbl KOMMEHTapHMM B OTHOLIEHHWU JOXOJYMBOCTH
W3JI0KEHUSI JaHHBIX pPEKOMEHJAlMW, a TakKe MX OLEHKa BaXHOCTH IIpeajaraéMbIxX
peKOMEHAALNN, KaK UHCTPYMEHTA IOBCEHEBHOU MTPAKTUKU.

Bce koMMeHTapuM, MOJy4€HHBIE OT 3KCIEPTOB, TLIATEIBHO CHCTEMAaTU3UPOBAIUCH U
oOcyxjanuch wieHamu pabodeld rpynnbl (aBTopamMu pekoMmeHnanuii). Kaxaplii MmyHKT
oOcyxaancs B OTAEIbHOCTH.

KoncyabTanus M 3kcnepTHasi OLeHKA

[Ipoexkt pexomeHIanuil ObLT PpELEH3UPOBaH HE3aBUCUMBIMHU JSKCIIEpTaMH, KOTOPBIX,
MPEXJIE BCEro, MONPOCHWIA MPOKOMMEHTUPOBATh JIOXOJYMBOCTh M TOYHOCTh HHTEPIIPETALUU
JI0Ka3aTeNbHOM 0a3bl, Jiexalleld B OCHOBE peKOMEHJAITHi.

Pabouas rpynna

s oKOHYaTeNnbHOM pENaKIMKM M KOHTPOJIA KayecTBa PEKOMEHAAMU ObLIM MOBTOPHO
[POaHAJIM3UPOBAHbl WIEHAMH paOoueil Tpymmbl, KOTOpbIE NMPHUILIM K 3aKJIIOYEHHIO, YTO BCE
3aMe4aHusl 1 KOMMEHTapHUU SKCIEPTOB MPUHATHI BO BHUMaHUE, PUCK CUCTEMaTHYECKUX OINOOK
npu pa3zpaboTKe peKOMEHJali CBEJIeH K MUHUMYMY.

OcHOBHbIE peKOMeHAaluH

Cuna pexomenjanuii (1-2) Ha OCHOBaHUHU COOTBETCTBYIOIIMX YPOBHEH J10Ka3aTeiabCTB (A-
C) u wHAMKAaTOPBl M00pOKayecTBeHHOW mpakTHku (Tabna. 1) — good practice points (GPPS)
IIPUBOJIATCS IIPU U3JI0KEHUU TEKCTa PEKOMEHIALINH.

Tabauna I11- CxemMa Juisi OLIEHKU YPOBHSI PEKOMEH Jallui

Crenenn CooTHolIeHne MeTtonomornueckoe Tlosicuenns o
AOCTOBEPHOCTH pucka U | KaUueCTBO UMEIOIINXCS | IPUMEHEHHUIO
peKoOMeHIanuil MPEUMYIIECTB JIOKa3aTeJILCTB PEKOMEHTalMit
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1A ITomp3a otuernuBo | Hamexxaere CunpHas
CunbHast MpeBaIUpyeT HaJ | HEMPOTUBOPECUUBHIE pEKOMEH1ausl,
pexoMeHanmusi, pUCKaMu U | 10Ka3aTesbCTBA, KOTOpast MOXKET
OCHOBAaHHAsl HAa | 3aTpaTamMH, JIMOO | OCHOBAaHHBIE HAa  XOPOIIO | UCMOJIL30BAaThCI B
JA0KA3aTeJbCTBaX | HA000OPOT BeimoiHeHHBIX PKWM  uim | OoJbIIMHCTBE
BBICOKOTI0 HEOIPOBEPKUMBIE Clly4yacB y
KayecTBa JI0KA3aTeIbCTBA, MIPEUMYIIECTBEHHOTO

MpEACTaBICHHbIE B KaKOM- | KOJIMYECTBA

6o npyroiut popme. MaIMEeHTOB 0e3

JlanbHelme WCCIeoBaHus | KaKUX-JIH00

BpsAI JIM WM3MEHAT HAlly | K3MEHCHUM u

YBEPEHHOCTh B OIICHKE | UCKIIIOUEHUN

COOTHOIICHHUSI  TOJB3Bl U

pucKa.
1B [Tonp3a otuernuBo | JlokazaTenbCTBa, CunpHas
CunbHasi MpeBajIupyeT HaJ | OCHOBaHHBIE Ha Pe3yJIbTaTax | pEeKOMEH Iallus,
peKoMeHaanmusi, pUCKaMu u | PKM,  BBINONHEHHBIX  C | IPUMCHEHHUE
OCHOBAaHHAsl Ha | 3aTpaTamMH, JIMOO | HEKOTOPHIMH KOTOpPOH BO3MOKHO
JA0KAa3aTeJIbCTBAX | HA000POT OTPaHUYCHUSIMU B OOJIBIITMHCTBE
YMEPEHHOT 0 (IpOTHUBOPEYMBEHIC Cly4yacB
KayecTBa PE3yNbTaThI,

METOHOJIOTHYECKHE OIIMMOKH,

KOCBEHHBbIE WIIU CIIy4aiiHbIe

U T.I.), MO0 APYTrUX BECKUX

ocHoBaHusAX. JlanmpHelmue

uccienoBaHus  (€ClIM  OHU

MIPOBOJISTCS), BEPOSTHO,

OKaXyT BJIMSHUE Ha HaIIly

YBEPEHHOCTh B OIICHKE

COOTHOIICHUS  TONB3BI |

pHUCKa U MOTYT U3MEHUTH €€.
1C ITonw3a, BeposTHO, | JloKa3aTenbCTBa, OTHOCHUTENLHO
CuabHast Oyzner OCHOBaHHBIE Ha | CHJIbHAS
pexoMeHanus, MPEBAIMPOBATh HAJ | 00CEPBAIMOHHBIX pEeKOMEeH a1,
OCHOBaHHasi HA | BO3MOXXHBIMU HCCIIEIOBAHUSX, KOTOpasi MOKET ObITh
A0KA3aTeJbCTBAX | pUCKaAMHU 1 | 6ECCUCTEMHOM KJIMHHYECKOM | M3MEHEHA npu
HU3KOTI'0 3arpaTamu, Ju00 | ombiTe, pe3ynbTarax PKU, | monyyenun
KayecTBa Hao00poT BBITIOJTHEHHBIX C | moKazarenbCcTB OoJee

CYILIECTBEHHBIMU BBICOKOT'O KauecTBa

HEJIOCTaTKaMH. JTrobas

OLIEHKa s dexra

paciieHuBaeTCs Kak

HEONpeIeJICHHasI.
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2A ITonb3a Hanexuele nokasatenbcTBa, | Ciabas
Caabas COMNoOCTaBUMa C | OCHOBaHHbIE Ha  XOPOLIO | PeKOMEHAAIHSI.
peKoMeHanus, BO3MOYXHBIMHU BoIOTHEHHBIX ~ PKW  wim | Beibop  Hawmnydmiei
OCHOBAaHHasl HAa | pUCKaMU U | IOATBEPKJICHHbIE JIPYTUMHU | TAKTUKH Oyzner
A0KAa3aTeJbCTBAX | 3aTpaTamMu HEONPOBEPKUMBIMU 3aBUCETh oT
BbICOKOI0 JTAHHBIMHU. KJIIMHUYECKOU
Ka4vecTBa JlanbHelmue HcCleq0BaHus | CUTYaluH
BpSA JHM M3MEHAT Hamy | (0OCTOSTENBCTB),
YBEPEHHOCTh B  OIICHKE | MallMeHTa W
COOTHOIICHUSI  MOJBb3bl U | COUUAIBHBIX
puckKa. PEANOYTEHU.
2B [Tonb3a JlokazaTenbCcTBa, Cnabas
Caabas CONOCTaBUMa C | OCHOBaHHbIE Ha pe3yibTaTax | peKOMEHAAIUS.
pexoMeHaanus, pHUCKaMu u | PKH, BBIIIOJIHEHHBIX ¢ | AnpTepHaTUBHAS
OCHOBAHHasi HA | OCJIIOKHEHUSAMH, CYILLIECTBEHHBIMU TaKTHKa B
A0KA3aTeJbCTBaX | OJHAKO B  3TOW | OrpaHUYCHUSIMHU OnpeIeTICHHBIX
YMEpEeHHOr o OIICHKE ecTh | (MPOTUBOPEUUBHIE CUTyallUsIX  MOXET
KayecTBa HEONPEIECTIEHHOCTh. | PE3yJIbTATHI, SIBUTHCS TUTSt
METOA0JIOTUYECKUE HEKOTOPBIX
ne(eKThl, KOCBEHHBIC WM | MAIUEHTOB JIYYIIUM
CIly4aifHbI€), WM CHJIbHBIE | BLIOOPOM.
JTIOKa3aTeIbCTBA,
MpEeACTaBICHHbIE B KAaKOil-
6o apyroi Gopme.
JlanpHenmme uccaeoBaHus
(ecmu  OHM  MPOBOJATCH),
cKopee BCETO, OKaXyT
BIIMSIHHE Ha Halry
YBEPEHHOCTb B OILICHKE
COOTHOIIEHUSI  TOJB3Bl U
pHUCKa U MOTYT U3MEHUTH €€.
2C Heonno3naunocts | JlokazaTenbCTBa, Ouenp cnabas
Caabas B OLICHKE | OCHOBAHHBIE Ha | peKOMEHIalus;
pexoMeHanus, COOTHOIICHUS 00cepBallMOHHBIX aTbTEPHATUBHBIC
OCHOBAHHAasi HA | MOJIb3bl, PUCKOB U | UCCIEAOBAHUSIX, MOIXO0/IbI MOTYT
A0KA3aTeJbCTBAX | OCJIOKHEHMI; OECCUCTEMHOTO OBITH HCIIOJIH30BaHbI
HHU3KOI0 MoJIb3a MOXET | KIMHUYECKOTO ONBITa WJIU | B PABHOM CTENEHHU.
Ka4yecTBa obITh comoctaBuma | PKMI ¢ cymiecTBeHHbIMU
c BO3MOKHBIMU | HEJTOCTAaTKAMH. Jlro6as
pUCKaMu U | OLICHKA a¢dekra
OCJIOKHEHUSMH. paclueHuBaeTCs KaK
HEONpe/IeTIeHHAasI.

*B rtabmume umdpoBoe 3HAYECHHE COOTBETCTBYET CHJIE pPEKOMEHIAIUH,
COOTBETCTBYET YPOBHIO JIOKAa3aTCIIbHOCTH

OyKBeHHOE -

AKTyaIu3anus JaHHBIX KIMHUYECKUX PeKOMeHAauuid 0yaeT NPpOBOAUTHLCH He peike,

yeM oaMH pa3 B Tpu roaa. Ilpuusitue pemenuss o0 oOHOBJeHHMHM OyaeT NPHHATO HA

OCHOBAHMHM IIPeJIOKeHHUI,

NpeaACTAaBJCHHBIX MEIUIMHCKUMH npo@eccnonaanMMn

HECKOMMEPYECKUMHU OpraHu3anumsiMm ¢ y‘{éTOM pe3yjibTaToB KOMILIEKCHOM OICHKH
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JIEKapCTBEHHBIX NPenapaToB, MeAUINHCKUX U3/e/IMil, a TaKKe pPe3yIbTATOB KJIMHHYECKOi

anpodanum.
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IIpunoxenue A3. CBsi3aHHBbIE JOKYMEHTbI

Iopsiaku oxkazanusi MeaMUMHCKOI momomm: [Iprka3 MuHucTepcTBa 31paBOOXpaHEHUS U
coranbHOro pa3Butus P® ot 16 anpens 2012 r. N 3661 "O6 yrBepxkaenun [lopsaka okazanus

neauaTpuieckoi momonu"
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Hpuiaoxenue b. Anropurm Benenusi nanuenta ¢ XB/II1

[Tatment ¢ nogo3pennem Ha XB/II1

\4

Jnarnoctuka

Koncynpranus
PO UIBHOTO
crenuaircra

JA

cocTostHUS?

[wnarnos
IToaTBepxneH

Jleuenue B cTannoHape

Ectp yxynmenue

Peabunuranus
rmoxaszaHa?

TA

A 4

Peabwmimmranus

HET HET

\ 4 A 4

ﬂI/ICHchepHOG Ha6J'IIOI[eHI/Ie
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Ipuioxenue B. Unpopmanus 1 NaueHToB

XpoHHYECKass BOCHAIMUTENbHAS JeMUEIMHU3MNpYlomas mnoiauHerdponatus (XBIII) —
npuoOpereHHoe  3a0onieBaHue  nepudepruueckux  HEpBOB  ayTOMMMYHHOM  MPUPOBI,
XapaKTepu3ylolleecs  PELUUIMBUPYIOIIUM  WIU  I[POTPECCUPYIOLIMM  TEYEHHEM c
MPEUMYILIECTBEHHO JEMHUETUHUZUPYIOIIUM THUIOM mopaxkeHus. (OCHOBHBIE TPOSBICHUSA
3a0o0yieBaHUsl CBA3aHbl C Pa3BUTHUEM CJIa0OCTU MBI PYK M HOT, HapylleHHe XOIbOBbl,
PacCTpONCTBAMH MEJIKON MOTOPHUKH.

XBII nmopakaer nui Kak MYXKCKOrO, TaK M YKEHCKOIO II0JIa U MOKET HAa4YMHATHCS B
T000M BO3pacTe.

[Iporno3 XB/III 3aBUCUT OT BBIPA)KEHHOCTH KIIMHUYECKUX MPOSBICHUH.

Ha3znauenne mnartorenetnyeckoit tepanuu (BBUI, mepopaibHbie KOPTHKOCTEPOUBI,
wiazmadepes) B paHHUE CPOKH 3a00JIeBaHUs OIpeessieT OIaronpUsITHBINA IPOTHO3 U YIy4IllaeT

KauecTBO xku3Hu Aerer ¢ XB/III, npenoTBpamas nx HHBaJIUIU3aLUIO.
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Ipuiaoxkenue I'. PaciiuppoBka npumMedaHui.

— JIEKapCTBEHHBIM IIpernapar, Bxoadmuil B IlepeyeHb MKU3HEHHO HEOOXOIMMBIX U
BOKHEHIINX JIEKQPCTBEHHBIX MPENaparoB Uil MEAUIMHCKOro mnpumeHenuss Ha 2016 roxg

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
"% — nekapcCTBeHHBINM Tpernapar, BXomsumid B IlepedeHb JEKApCTBEHHBIX IPENAPATOB IS
MEJIULUHCKOrO IPUMEHEHUS, B TOM YHUCIE JICKAPCTBEHHBIX IIPENapaToB I MEAUIMHCKOIO
IPUMEHEHHS, Ha3HAYaeMbIX 10 PELICHHI0 BPAaueOHBIX KOMUCCHM MEIMLIIMHCKUX OpraHu3alui

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