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Cnmcok cokpameHui

AQO — aHTHOOTEK

HAO — naciencTBeHHBIN aHTHOOTEK

bK — GpaaukuHuH

c['KC —kopTukocTepouapl 1j1si CAHCTEMHOTO IPUMEHEHUS

C1-UHI" — C1-uaruburop

¢aCl-UHI" — ¢pynkumnonansHast aktuBHOCTH C 1 -uHrHONTOpa
SERPINGL1 — Serpin Family G Member 1

KK — kaimukpenn

BMK — BBICOKOMOJIEKYJISIPHBI KHHUHOTEH

FXI1 — XII paxTop cBepThiBaHMs KPOBU

B2 — OpagukiHUHOBBIC PELIECTITOPHI 2 THUITA

HAO-FXII — HAO Bcneactue mytanuu B reHe Xl| ¢akropa cBepThIBaHUS KPOBU
HAO-ANGPT1 - HAO BcnencTBue MyTaluy B reHe aHTHOMOATHHA 1
HAO-PLG — HAO BcrencTBue MyTaiuy B TeHE TUTA3MUHOTCHA
HAO-KNG1 — HAO BcneacTBue MyTaliu B reHe KHHUHOTeHa 1
UNK-HAO — HAO BcneacTBre HEM3BECTHON MyTalluu

MKB -10 MexaynapoaHasi cTaTHCTHYECKast Kiaccuukanust 0oie3Hel M mpodiieM, CBSI3aHHBIX
co 310poBbeM, 10-ro nmepecMoTpa, npuHsaTas 43-eit Bcemuphnoit Accambiieeit 3qpaBooxpaHeHUs
V31 — ynpTpa3ByKOBOE UCCIIEOBAHNE

KT — xommnbroTepHast Tomorpadust

C4 — C4 ¢ppaxuust KOMIUIEMEHTA

ITAO — nproOGpeTeHHbI aHTHOOTEK

Clq - C1q ¢ppakuuy KOMIIOHEHTa KOMITJIEMEHTa

MLPA - Multiplex ligation-dependent probe amplification

B/B — BHYTPUBEHHO

/K — TTIOAKO>KHO

ME — MexayHapOaAHbIE €AUHULIBI

MT — MIJITUTPaMM

MJT — MIJUTHJIATP

KT’ — KHJIOTPaMM

T — TpaMM

JIOP — Bpa4-0TOPUHOJIAPUHIOJIOT






TepMuHbI U onpeaeIeHUs

AHrnooték (AO) — n0KaIU30BaHHBIA, OCTPO BO3HHMKAIOIINMA, TPAH3UTOPHBIA, CKIOHHBIN
K PELMIMBUPOBAHUIO OTEK KOXKH WJIM CIU3UCTHIX 00o0soueK. OOBIYHO JJIUTCS OT HECKOJBKHX

YaCoOB 1O HECKOJbKHX ILHCI\/JI " OIpOXOoAUT CaMOCTOATCIIBHO.
1.Kparkas wuHpopmManusi 1o 3a00/IeBAHUI0 MJIM COCTOSIHHIO (rpyIie

3a00J1eBaHUil MU COCTOSIHUI)

1.1 Onpenejenne 3a00J1eBaHU UM COCTOSTHUSA (IPYIIBLI 3200J1€BAHMIT HJIH COCTOSTHU)

HacnencrBennpiii  anrnoorék (HAO, ycrapeBiiee Ha3BaHWE  HACJIECICTBEHHBIN
AQHTMOHEBPOTUYECKUN OTEK) — peiKoe, MOTEHUHAIbHO >KU3HEYTPOXKAIOLIee TI'€HETHYECKU
NETEPMUHUPOBAHHOE  3a00JeBaHME, MpoOsBIAOLIeeCs B BUIAE  OTEKOB  KOXKH U
CIIM3UCTBIX/MIOJCIU3UCTBIX 000JI0YEK, BO3HUKAIONIMX 107 BozzeicTeueM Opanukununa (BK).
XapakTepHbIMH 0coOeHHOCTSIMH OTEKOB npu HAO sABIAIOTCS OTCYTCTBUE 3yna, I'MIIEPEMUU
KOXKM, COITyTCTBYIOLIEH KpalMBHUIBI, a TakXke OTCyTcTBHE OJ(deKTa OT JCUeHHS
KOpTHKOCTeporaamu Juis cucreMHoro npuMeHenus: (cI'’KC) u aHTHrHCTaMUHHBIME TIpETiapaThl
JUISL CHCTEMHOT0 NpuMeHeHus. [1-4]

HAO otHOCHTCS K NEpBHYHBIM UMMYHoOjAehUnuTaM 0e3 WHGEKIHOHHBIX MPOSBICHHIM.

[5]

1.2 DTHoJiorHsi_¥M_TaToreHe3 3a00J1eBaHMsl WJIH _COCTOSHHUS (Ipynnbl 3a00J1€BAHMH MM

COCTOSIHMH)

B ocHoBe pa3BuTusi 3a007€BaHUS JIEKUT AeOUUUT W/WIN CHIDKEHHE (DYHKIHMOHAIBHOM

aktuBHOCTH Cl-unruduropa (C1-MHI') BenencrBue myranuu B rene SERPING1 (Serpin Family
G Member 1). K nacrosmeMy BpemeHH, u3BecTHO Oosiee 450 MPUYMHHO-3HAYMMBIX MYTalUil.
HacnenoBanue HAO B aGCoOMOTHOM OOJBIIMHCTBE CIIy4aeB MPOUCXOAMT IO ayTOCOMHO-
JOMUHAHTHOMY THUITY, OJHAKO UMEIOTCS eIMHIYHBIC TaHHBIE 00 ayTOCOMHO-PEIECCHBHOM THUIIE
HacnenoBanus. [lpumepno y 20-25% mnarnueHToB 3abosieBaHNEe 00YCIOBICHO BHOBb BO3HHKIIIEH
mytanuei B rene SERPINGL, o ecth cemeiinblii aHamMmHe3 oTcyTCTBYET [6,7].

C1 uHruburop — cepuHOBas NpoTeasza, KOTOpass MPUHHUMAET y4yacTHE B pEryJsLUH
paboThI CIEAYIOMMX CHCTEM: CHUCTEMBl KOMIUJIEMEHTA, KAJTMKPEWH-KHHHHOBOW CHCTEMBI,
CHCTEMbI CBEpPTHIBAHHS KPOBH 1O BHYTPEHHEMY MyTH U (UOPHHONIUTHYECKOH cucTembl [8].
HauOonpiiee 3HaueHne uMeeT BIMsAHME (EepMEHTAa Ha KAUIMKPEUH-KUHUHOBYIO CHCTEMY
(pucynok 1): B orcyrctBun C1-MHI™ (w/mnm npu cHUO>KEHUM €ro (pyHKIMOHAIbHOM aKTHBHOCTH
(paC1-MHT")) mpoucxoauT HEKOHTPOJIMPYEMOE MPEBPAIEHNE MPEKATMKPEUHA B KAJUTHKPEUH

(KK), mox Bo3aeiicTBEM KOTOPOTO pacUICIISIETCs BBICOKOMOJNEKYIApHBI kuHuHoreH (BMK) c
O



obpazoBannem BK. Dtor sdpdexr ycunuBaer aktuBmzarus Xl dakTopa cBepThIBaHHS KpOBU
(FXIl) B pesymbrare 3amycka CBEpThIBAaHHMS KPOBH IO BHYTPEHHEMY MEXaHU3MY (TaKke
00yCJIOBJICHHOMY OTCYTCTBHEM H/MiM HapymeHueMm ¢yHkiuoHansHoW aktTuBHOCTH C1-MHI)
[9-11].

BK — ochHoBHoil Memuatop otékoB npu HAO. BcenencrBue B3auMOACHCTBUS
OpajvKWHUHA C OpaJIMKMHUHOBBIME perientopamu 2 tuna (B2) mpoucxoauT Ba3oauisTarivs,
NOBBIIAETCS ~ NPOHUIIAEMOCTb  COCYAMCTOM  CTEHKM €  3KCTpaBa3alued  KHUAKOCTH,
00ycaBIMBalOIIEH pa3BUTHE OTEKA pa3IMIHON Jokanu3anuu. [Ipu BeipaxkenHoM AO cau3ncTon
000JI0YKHY KUIIEUHNKA BOSHUKAET KIIMHUKA OCTPOI KUIIEYHOM HEITPOXOIUMOCTH, IKCTPaBa3aIis
KHUJIKOCTH B 3TOM CIy4ae MOXET OBbITh HACTOJBKO BEJHMKA, YTO NPUBOJUT K 0Opa30BaHUIO
aclMTa, BBIPAKEHHOW TUIIOBOJIEMHUH, THIIOTOHUH. BpaguKuHUH OBICTPO paciueruiseTcss Ha
HENTHBI SHIOTCHHBIMH METa/UToNpoTenHasamu (Bkiarodas AIID) [4,10-12].

Hecmotpst Ha akTHBHU3aIUIO MPOIECCOB CBEPTHIBAHUSA KpPOBH, Yy manueHTtoB ¢ HAO He
OTMEYEHO TIOBBIIICHHON CKJIOHHOCTH K TpoMOooOpa3oBaHuio, Ojaromaps TOMY, 4YTO B
orcyrctBun CIl-MHI' aktuBm3uMpoBaHa Takke M cucrteMa (GUOpPHHONMW3A, YTO TNPHBOIHUT K
MOBBIIIEHHON TpaHCcPOpMaIUK IIa3MHHOreHa B miasmuH [10,13,14].

KanmikpenH-KHHUHOBAS CHCTEMA

FXII HpeKa.nnHerHH

FXIla AKTHBH3HPYIOT KaHHHerI/IH
*  [lponykThl
acriajia
’ Ddubpun ®ubpuHoTeH PaCICTIICHHBIH

(ubpuna F)Kv

*  D-gumep
Cucrema ¢pubpuHoIM3a A
B2 1

ITnasmun IInasMuHOrEeH
| v TIOBBINIEHHE TIPOHHIAEMOCTH
COCYIIOB
v Bazomunaranus
CucreMa KOMIIJIEMEHTA
e :
AHTrHOOTEK

| Cda C4b

Pucynok 1. ITarorene3 HAO ¢ gedumurom Cl-unrudutopa (I u Il tumna).

[Tatorenes HAO 6e3 aedpunmra C1-MHIT 1o koHma He u3ydeH, OJHAKO CXOJCTBO
KIMHUYEeCKON KapTuHbl ¢ TakoBoit mpu HAO /Il Tunos, gaer ocHOBaHUs Mpearosarath, 4To
KITIOYEBBIM MEJHAaTOpPOM OTEKa TaK K€ MOXKeT SBIAThes OpamukuHuH [1]. Yame Bcero k
pasBututo stoii popmbr HAO mpuBonut myrtamus B rene Xl dakropa cBepThiBaHUS KPOBH -

HAO — FXII (mpumepHo 25% Bcex cimyyaeB HAO 0e3 nedpunura C1-MHI'). HacnenoBanue
7



MPOUCXOIUT IO ayTOCOMHO-AOMHUHAHTHOMY THUIy C HU3KOW NeHeTpaHTHOCThIO (Oonee 90%
MYX4YUH-HOCUTENeH wmyrtamuu u Oomnee 40% IKEHIIMH-HOCUTENEH MyTaluu HE HUMEIOT
KJIMHUYCCKHUX MposiBiicHui 3a0omeBanust) [3,15]. Taxke onmucaHbl eIMHUYHBIC CIy4aW Pa3BUTHUS
HAO 6e3 nedunura C1-UHI" BeaeacTBue myranuu B rene anruomnodtuHa 1 (HAO-ANGPTI);
wiasmunoreHa (HAO-PLG); xununorena 1 (HAO-KNG1). Oxnako nmpu HAO 6e3 nmedurura
C1-MHI" BbIIBUTH IPUYMHHO-3HAYMMYIO MYTAlIMIO Yallle BCErO HE y/aeTcCs, B TAKOM ciy4ae Ipu
TUNUYHON KIIMHUYECKOW KapTUHE M HAJWYUU CEMEMHOIO0 aHaMHE3a BBICTABISECTCS IUArHoO3:

HAO c neussectnoit myrarueit (UNK-HAO) [1,16-18].

1.3 DnuaemMuoJs0rus 3a00JeBaHus WM COCTOSTHNS (IPYIIbLI 3200J1eBAHNI HJIH COCTOSTHH)

Pacnpocrpanennocts HAO ¢ gedurmrom C1-MHIT 1:50 000 [1,19]. B nacrosiuee BpemMs
Ha Tepputopun P® 3apeructpupoBano 276 nanuentos (tabnuma 1) [19]. Hecmotps Ha To, uTO
3a00JIeBaHNE HACIIEAYETCSI HE CLEIUIGHO C TI0JIOM, KOJMYECTBO MAI[MEHTOB >KEHCKOTO T0JIa
OpeBaMpPyeT HaJ KOJMYECTBOM IMAlMEHTOB MYyxckoro moja (tab6i.l) [20]. Tounas
pacrpoctpaneHHocts hpopm HAO 6e3 nedurura C1-UHI nenssectha [21].

Ta6muma 1. JTanasie Poccutickoro peructpa manuerToB ¢ HAO ¢ nedururom C1-uHruduropa.

Bospact Myxuunbl | JKeHIIMHBI
MMalEHTOB
o 5 ner 3 4
ot 5 1o 10 16 16
ot 10 10 18 19 19
ot 18 mo 30 15 39
ot 30 o 45 25 56
crapue 45 16 48
Bcero 94 182

1.4 Oco0EHHOCTH KOAUPOBAHNSA 3200JeBAHNSA WJIH COCTOAHNSA (rpynnbl 3a00JeBaAHUNA WU

COCTOAHUI) M0 MeXXIVHAPOIHON CTATHCTHYECKOH Kaaccuduxkammii 00Je3Hel U nmpoodJaeM,

CBA3AHHBIX CO 31I0POBbLEM

D 84.1 — Jledekr B cucreme KOMIUIEMEHTa (JaHHBIN KO/ MCIONb3yeTcs i kogupoBanus HAO
¢ nedumurom C1-MHT (1 u 1T Tuno) u gyt HAO 6e3 nedunura C1-MHIT [22].
1.5 Knaccuduxanus 3a001eBaHud HJIH COCTOAHNUSA (TPYIIbI 3200J1¢BAHUNH UJIU COCTOSTHU)

HAO ¢ pe¢puunrom C1-UHI'.

HAO I-ro Ttuna oOyCIOBIEH CHWXXEHHEM KOJW4YecTBA H (YHKIIMOHAIHHOMN
aktuBHoctd C1-MHI B mna3me (85% Bcex ciyuaes HAO) [1].
e HAO ll-ro Tuna o6ycmnoBiieH cHIkeHneM ¢yHKIMoHaabHOU aktuBHOCTH C1-UHT,
npu 3toM ypoBenb C1-UHI coxpansiercst B mpeenax HopMbl win nossiiieH (15% Bcex ciyuaes

HAO) [1].



HAO 0e3 nedpunura C1-UHI (0e3 n1aT0/10ruM CHCTEMbI KOMILJIEMEHTA):

e HAO c myranueii B rene Xl paxropa cepreiBanus kposu (HAO - FXII);

e HAO c myranueii B rene miasmunorena (HAO-PLG);

e HAO c myrarueii B rene anruonostura 1 (HAO-ANGPT1);

e HAO c myranueii B rene kuauaorena 1 (HAO — KNG1)

e HAO c neussectnoit myranueii (UNK-HAOQO), ycranaBiuBaeTcst mpy HOpMaJIbHOM
ypoBae Cl-unruburopa u ero (yHKIIMOHAIEHOW aKTUBHOCTH B CIy4ae THIIMYHON

KJIWMHUYECKOMN KapTHUHBI B COYECTAaHUH C ITOJOKUTCIIbHBIM CEeMEIHBIM aHAMHE30M.

[1,23,24]

1.6 Kanunueckasgs KapTHHA 3200J€BAHUA WJIH COCTOSAHHUA (rpynnbl 3a00J1eBAHUNA WU
COCTOSIHMH)

XapakTepeH paHHUN 10T 3a00JIeBaHUS B TIEPBOW WIJIM BTOPOH JIeKalle KU3HU, OJTHAKO

BO3MOXKHO 0oJjiee TMO37HEe MOSIBICHHE IEPBBIX CHMIITOMOB BIUIOTH JIO TOXHJIOTO BO3pacTta
[25,26]. ¥V OonbiIMHCTBA MAIMEHTOB MPOCICKHBACTCS CEMEHHBIM aHaMHE3, OXHAKO Yy 25%
NalueHToB OH oTcyrcrByer [25]. KimHumyeckas kapTuHa 3a0oseBanusi mposiBisiercss AO
Pa3IUYHON JIOKATM3allui, HEUYBCTBUTCIBLHBIME K TEPallii aHTHTHCTAMHUHHBIMU TIperapaTaMu
st cuctemHoro npuMenenus u cI'’KC [1,3,19].

K HaunOosiee yaCThIM KIIMHUYECKUM MPOSIBICHUSIM 3a00JI€BaHUSI OTHOCSTCS:

Hepnd)epﬂqecm/le OTEéKH — HauOoJIee YacToe KIIMHHYECKOE IIPOABJICHUC 3a6OJICBaHI/I$I,

BcTpevatomeecs mnpaktndeckn y 100% mamumentoB ¢ HAO. Otékm penuauBupylomue, He
COIIPOBOKAAKOTCA KpaHHBHHIIefI. Ko>xusre IMOKPOBBI HaJ OTEKOM HE TUIICPEMHUPOBAHbBI U
0o0bIyHON Temmeparypbl. OTEKM MEUIEHHO HapacTaloT, MX CpeIHss MPOAOIDKUTEIbHOCTh 2-4
CyTOK. BO3MOXHO Hanuuue moKajJbIBaHUS, #OKEHHsI, 00JIE3HEHHOCTH B MecTe 0Téka. BepxHue u

HIDKHHE KOHEYHOCTH - HanboJiee yacTas Jiokanu3sanus [25,27].

AOIOMUHAIBHBIC aTAKW — BTOPOM MO YaCTOTE CUMIITOM, BCTPEUAIOIIUICS Y MAIIMEHTOB C

HAO (6onee 80%). KnuHndeckue mposiBICHHUSI MOTYT BapbUPOBATh OT JUCKOMQOpTa A0 OCTPOit
6011 B 00JIaCTH >KHMBOTA, CONPOBOXKJAIOIIECHCS PBOTOM, Ouapeeil WM 3amopoM, B3AYyTHEM,
pe3koil cmabocThio (MpU  pa3BUTMM aclMTa BO3HUMKAaeT rumnoBosnemus). C  moOMOIIbIO
BU3YAJIM3UPYIONIMX METOJOB wuccienoBanus (ymabTpa3BykoBoe wuccienoBanue (Y3U) wu
kommbioTepHas Tomorpadus (KT) opraHoB OpromrHO#M MOJOCTH) MOXKHO BBISIBUTH OTEK y4acTKa
KUIIEYHUKAa W CBOOOJHYIO JKHAKOCTh B OpIOIIHON IOJIOCTH WM TMOJOCTH MAaloro Tasa.
AOnOMMHaNbHBIE AaTaKd 4YacTo SBISIOTCA TNPUYMHOW HEOOOCHOBAHHOTO XUPYPrHUYECKOTO

BMCIIATCIIBCTBA, TaK KaK CHMIITOMBI HUMHUTHPYIOT KIWHHKY «OCTpPOTO JKXHUBOTaA». Hepe)IKo



a0IOMUHAJIbHBIE aTaKd SBJISIOTCS IEPBBIM KIMHHUYCCKUM IMPOSIBIICHHEM 3a00JICBaHMs, YTO
3aTpyAHSET MOCTAHOBKY auarHosa [25,27].

Ot1éku, cnocoOHbIe MPUBECTH K acukcuu (MOTEHIMAIbHO (aTaabHble OTEKH). OTEK

rOpTaHu, OTEK 53bIKa, OTEK CBS30YHOIO ammapara ¥ HeOHOW 3aHaBeckw. [Ipu oTEke s3bIKa —
OTMEYAeTCs CYIIECTBCHHOE YBEIMYCHUE €r0 B 00bEME, 4acTO S3bIK HE TIOMEIIAETCS B POTOBOM
nosoctu [25,27-29].
K Oonee peakuM KIMHUYECKHM TMPOSIBICHUSAM 3a00JI€BaHHSI OTHOCSTCS CIEIYIOLIHE
NPOSIBJICHUS 3a00JICBaHUS:
e lIHTEeHCUBHBIC TOJIOBHBIC 0O (BO3HHKAIOIINE MPU OTEKE MO3TOBBIX 000JIOUEK),
COITPOBOKIAIOIIUECS ONIYIIEHUEM CIIABJICHUS TOJIOBBI, ONIYIICHHEM JaBJICHUS B
IJIa3HBIX SI0I0KaX, HEUYBCTBUTEIBHBIX K JCHCTBUIO aHAIBICTHKOB;
e CuibHble OOJIM TPHU MOYCHUCITYCKAHHH, IPEPHIBUCTOC MOYCHUCITYCKaHUE,
3aTPy/JIHEHHUE MOYCHCITYCKAaHHUS BIUIOTH O aHYPHH, BO3HHKAIOIIUE TPU OTEKE
MOUYEBOTO MYy3bIPSI U YPETPHI;
e  OTEKM MBIIIII, XapaKTEPU3YIOIIUECS OrPAaHHYCHHBIM YIUIOTHEHHUEM MBIIIILIbI;
e OTEKM CyCcTaBOB;
e boip w/wunu oulymieHue CcAaBiIeHWs B 00JacTH TPYAHOM KJICTKH, HE
COIPOBOXK/IAIOIINECS M3MEHCHUSIMH Ha AJICKTPOKapANOrpaMMe.
e boub B 00s1acTH mouex;
e BoJb B obmactu numieBoa.[27]
Y manueHToB MOTYT OBITh MOTYT UMETh MECTO «IIPEJIBECTHUKW» OTEKOB: KOJIeOaHHE
HACTPOCHUSI, JICTIPECCHsi, CIa00CTh, MAPECTE3UH, OIIYIICHUE YTOJIICHHUS KOXH, MaprHHAaTbHAs
sputema u nip.; [25,26]

MapruHajabHas 3puTeMa — He BO3BHIIIAIONIMECS Hax IMOBCPXHOCTBIO KOKH BBICBIITAHUA

PO30BO-KpacHOTO I[BeTa, 03 3yAa W IIeIylIeHUs, MPOXOAsAlue OecclieqHO B TEUEHUE
HECKOJIBKUX YacOB — JBYX CYTOK. MOTYT OBITh CAMOCTOSITEITLHBIM TPOSIBJICHHEM 3a00JICBaHUS
WIN ABJISITBCA «a1peaBecTHuKaMmy. [30]

Tpurrepst:
— MexaHMuecKas TpaBma (B TOM 4YHUCIE, UIMTEIBbHOE CaBICHUE, VKO, YIINO, ONlepaTUBHBIE

BMEIIATEIbCTBA, MHBA3UBHBIC METOIBI 0OCIICIOBAHUS U . );
— OCTpble HHPEKIUHN/IEKOMITEHCAIHs TI000H COMYTCTBYIOIIEH MaTOJIOTUU
— MEHCTpyaIus/0epeMeHHOCTh/TaK TaIus;
— TIpUEM DCTPOTEHOB
— npueM UHruouTopoB AII®D, aHTaroHUCTOB perenTopoB aHrnoTeH3uHa II;
— crpecc.[31]
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2. IuarHocTtuka 3a00/ieBaHUsI MJIM COCTOSIHUSI (rpynmbl 3200JIeBaHUM WJIHM

COCTOHHHﬁ), MEIANIMHCKHUE NMOKA3aHUA U IPOTUBONMOKA3aHUA K IPUMCHCHHUIO

METO/J0B JHATHOCTHKH

e Bcem nanumentam ¢ mnomo3penuem Ha HAO  pekoMmeHAyeTCss  MPOBOJIMTH

i depeHaIbHyl0 AMArHOCTHKY CO  CIEAYIOIIUMH 3a00JIEBaHUSIMH C  LIEJBIO
YTOYHCHHSI TMATHO3A:
— IIpuobpereHHbI AHTHOOTEK (ITAO) c neUIUTOM/HapyIICHHEM
dbyHkunoHanbHOM akTuBHOCTH C1-HHrHOUTOPA;
— AO, BbI3BaHHBIMU TIpUeMOM HHTHOMTOpPOB AII® M aHTaroHHWCTOB PEIETITOPOB
aarnoren3una Il
— AO, BbI3BaHHBIMU MEHATOPAMHU TYUHBIX KIJIETOK;
— HWpuomaruueckumu AO;[3,32]
— IlceBmoanrnooréxkamu (TUTIOTIPOTECHHEMHUYIECKUE OTEKH, CUHJIPOM
MenbkepccoHa-Po3eHTans, CHHAPOM BepXHEH 10JI0k BeHbI 1 Ap). [33]
YpoBenb yOeauTeabHOCTH pekoMenaamuii — C (ypoBeHb /10CTOBEPHOCTH
J0KAa3aTeJIbCTB - D)
KommenTapuu: npu nposedenuu oughghepenyuanvroii ouaenocmuku AQO ¢ nobvim
opyeum 3abonesanuem (NCceB00OAHSUOOMEKU) PEKOMEHOYemcs NOMHUMb O MOM, YMO
cumnmomsl npu AO onamcs om 4aco8 00 HeCKOIbKUX CYMOK U Npoxoosim OeccileoHo,
ecnu omék coxpamsemcs Oonee OnumenvHoe epems, mo ouacnoz AO manoseposmen. B
OonbUUHCIBE CyYaes, UCKIIoYeHue 3mux 3a001e8anuii, NpUuBOOAUUX K pPA36UMUI0

nceso0an2U00meEKA, 603MONCHO Yiice Ha smane coopa anamuesa u ocmompa. [33]

Tabnuna 2. Kpurepun nuarnoctuku Hacnencrsennoro anruooréka (HAO).

HAO c nedpunurom Cl-unruéuropa

HAO 6e3 nedpunura Cl1-
Nuruburopa

JnarHoctuueckue
KPUTEPHH IS
MIEPBOTO
o0criemyemMoro
MaIMeHTa B CEMbE

>1 kpurepus:

e PemuauBupyromme
nepudepuyeckue AO
e PenuauBupyomnime
a0 qOMHHAJILHBIE aTAKU
e AO BepXHHX JIbIXaTEIbHbIX
yTei
JIOTOJTHUTEIBHBIN KPUTEPUIA:
CeMeitHBIN aHaMHE3

>1 kpurepus:

e Pemuausupyromme
nepudepuyeckue AO
e Peunnusupyromme
a0 JOMHUHAJILHBIE ATAKU
e AQ BepxHHX
JBIXATEJIbHBIX IyTel
JIOTIOJTHUTEIBbHBIN KPUTEPHIA:

CeMeNHBIN aHaMHE3
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n

JUArHOCTHYECKU 3HAYMMOE CHI)KEHUE
C1-UHI unu ero pyHKIIMOHAIBHOM
AKTHBHOCTH (IIPU HOPMAJIBHOM HJIH
nosbiieHHoM ypoBre C1-MHI)

MU > 1 xkpurepus:

JMArHOCTHYECKU 3HAUUMOe
camwkenne C1-MHI nwnn ero
(yHKIMOHATIBHON aKTUBHOCTH
(Ipy HOPMaJILHOM WU
noselieHHOM ypoBHe C1-MHI')
IIPY IOBTOPHOM HCCII€IOBAaHUH
BBISIBJIEHHE [TPUYHUHHO-
3HAYMMOU MyTaluu C
JIOKa3aHHOM MAaTOr€HHOCTHIO B
redHe SERPING1

n

VYposens C1-UHI" u ero
(yHKIMOHATBHON aKTUBHOCTH
B JIBYX UCCIICIOBAaHMSIX HE
CHIDKEHBI, MJTH UX CHUKECHUE
JMAarHOCTHYECKU HE3HAYHMO.

N > 1 xpurepus:

e HaJM4YHe CEeMEHHOIO
aHaMHe3a

®  BBIABJICHUC MPUIMHHO-
3HAYUMOM MYTAIIMH C
JIOKa3aHHOM
IaTOT€HHOCTHIO B
OJIHOM H3 I'€HOB:
m1asMuHorena, Xl|
(dakTopa CBEPTHIBAHUS
KPOBH, aHTMITIOATHHA-1.

JnarHoctuueckue
KpUTEpUHU JUTSt
NAIMEHTOB c
KJIIMHUYECKUMU
IPOSIBICHUSIMU
HAO, y xortopsbIx
€CTh WIEH CEMbHU C
MOATBEPKICHHBIM
muarmosom  HAO
U YCTaHOBJIEHHBIM
TUTIOM

Y namnueHTa ecTh POJACTBEHHUK €
NMOATBeP:KIAeHHbIM Auariozom HAO
U YCTAHOBJIEHHBIM THUIIOM

>1 kpurtepus:

Peunnusupyromue AO
Permnusupyrommue
a0IOMHUHAJIbHEIE aTaKH

AQ BepxXHUX JBIXaTECIbHBIX
nyTen

N > 1 xpurepus:

JMarHOCTUYECKU 3HaYMMOE
camkenne Cl1-UHIT wnm ero
(YHKIIMOHATBHON  aKTUBHOCTH
(npu HOPMaJIbBHOM W
nosbliieHHOM ypoBHe C1-HHI')
BBISIBJICHHE NPUYUHHO-
3HAYUMOM MYTaIun c
JIOKa3aHHOW IaTOT€HHOCTBIO B
reHe SERPING1 (kak y
POJICTBEHHUKA)

Y nanueHTa ecTh
POACTBEHHHK C
NMOATBEPKIAECHHBIM
auarno3oM HAO 6e3
aepunura Cl-unrudéuropa

>1 kpurtepus:

e PeuuauBupyronme AO
e PenuauBupyronme
a0IOMHHAJIbHBIE aTaKH
e AO BepxHHX
JBIXaTeTbHBIX MyTeH
H (Toabko aJsa
POACTBEHHUKOB NMAIHEHTOB,
Y KOTOPBIX BbISIBJICHA
MYTaIUsA)

BBISIBJICHHE TPUYMHHO-
3HAYMMOW MyTaluu C
JIOKa3aHHOW MMaTOT€HHOCTHIO B
OJIHOM M3 T€HOB (KaK y
POJCTBEHHHKA):
mnasmuHoreHa, Xl pakxropa
CBEPTHIBAHUS KPOBH,
aHTUIOATHHA-1.

JnarHoctuueckue
KpUTEpUU JUTSt
MMalEHTOB oe3

Y nanueHTa ecTh pOACTBEHHUK
(KpOBHBIIi) ¢ MOATBEPKIEHHBIM
auariozom HAO ¢ nepmunrom C1-

Tonpko 11  POACTBEHHHUKOB
MAlMEHTOB, y KOTOPBIX
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KJIMHUYECKUX HHTHOMTOPA M YCTAHOBJIEHHBIM BBISIBJICHA MYTallHsl.
nposinenuii HAO | tunmom

(moxkIMHUYECKAast
cramus), y N > 1 xpurepus:
Y nanmeHnTa ecThb
KOTOPBIX ecThb
® JMarHOCTHUYECKH 3HAYUMO€E | POACTBEHHMK €
YJIeH CEMbH
camxenue Cl1-UHI' wnm ero | moATBEP:KAEHHBIM

MTOATBEPKICHHBIM

nuargozom HAO

byHKIHMOHATBHOM akTuBHOCTH | AMarHo3om HAO 6e3

(pu HOPMaJIbBHOM nnn | Aepunura Cl-uaruéuropa

noBeiieHHOM ypoHe C1-MHI)
® BBISBIICHUE PUIHHHO-

3HAUMMOU MyTaluu C H

JIOKa3aHHOW MTaTOT€HHOCTHIO B

rese SERPING1 (kak y BBISIBJICHHUC IPUYUHHO-
POJICTBEHHUKA) 3HAYMMOW MYTallNH C

JIOKa3aHHOU ITaTOr€HHOCTHIO B
OJIHOM M3 T€HOB (KaK y
POJICTBEHHUKA):
masmMuHoreHa, Xl ¢gakropa
CBEPTHIBAHUSA KPOBHU,
aHTUNOo3THUHA-1.

2.1 ’Kaao0bLI 1 aHAMHE3

Cm pas3acii KIIMHUYCCKad KapTUuHa.

2.2 duzukajabHoe 00cae10BAHUE

[Ipu ¢usukanbHOM OCMOTpe y BCeX NalMEHTOB ¢ mojo3peHneM Ha HAO s
YCTaHOBJICHHS JMarHO3a PEeKOMEHAYETCS OIMpEAeNUTh XapakTep OTEKa IS BBIABICHUS
NPU3HAKOB, TUIUYHBIX JUIsI aHTHOOTEKOB mpd HAO (oTék ONeAHBIN W HE 3YASIIHiA,
TUTOTHBIHN, TTPU HAJIABIIMBAHUK HA HETO He ocTaeTcs siMkH) [1,32].

YpoBenb yOenuteqbHOCTH pekoMmeHaanmii — C (ypoBeHb JT0CTOBEPHOCTH
J0KAa3aTeJIbCTB - D)

[TarmenTam ¢ rkamo0amMy Ha HapyIIEHWE JbIXaHHWS W TJIOTaHUS, OCHUIUIOCTBIO TOJIOCa,
muchOHMEH, CTpPaxoM CMEPTH, CTPUIOPOM PEKOMEHAYETCS TMPOBECTH BU3YaJIbHOE
o0cIiezioBaHNE BEPXHUX JIBIXaTENbHBIX MyTEH, OIIEHKY 3BYYHOCTH T0JIOCA, BO3MOKHOCTH
TJIOTaHUS C LENBIO OIIEHKH MTPOXOJAUMOCTH BEPXHHUX JbIXaTeIbHBIX TyTei. [28,29,34,35]
YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB - 4)

Kommenrapuu: Omék napacmaem meonieHHO, HO 6peMsi Om NOSGIEeHUS CUMNINOMO8

HapyuieHus ObIXauusi 00 NOJHOU ACHUKCUU HeNnpeOCKa3yemo (8 cpeOHem COCmasisen om

20 00 40 munym).[28,29]
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2.3 JIa0opaTopHbIe TUATHOCTHYECKHE HCCIeT0BAHUS

HAO I muna ouaenocmupyemcs 6 cnyuae, koz0a ypogewv CI-UHI u yposenv e2o
@yHKyuonarbHot axmusHocmu cocmasisiiom menee 50% om nopmel. HAO II muna
ouacHOCmMupyemcst npu 8vlAG1eHUU CHUdCceHuss yukyuonanvrou akmusnocmu CIl-HHI'
bonee uem Ha 50% om HOpMbL NPU OMCYMCMBUU OUACHOCMUYECKU 3HAYUMO20 CHUNCEHUS
yposus C1-UHI'.[36]

Tabmuma 3. Jlaboparopuas auarnoctuka HAO ¢ nedunurom Cl-uarubutopa (HAO | u

Il TuioB)

HAO | tun HAO Il tun

VYposens C1 uaruduropa 1 (<50% ot HOpMBI) N/1

OyukuuonanbHas — aktuBHocTh  Cl | | (<50% oT HOpMBI)

UHTHOUTOpA

C4 1 (<50% ot HOpMBI)

e Bcem mnanuentam-npobangam ¢ mnogo3penueM Ha HAO pexkomenayercss mpoBeacHHE
JIBYKpaTHOTO wuccienoBaHust ypoBHs Cl-uarubutopa B KpoBH H  (PYHKIHMOHAIBHOM
akTuBHOCTH Cl-uHruOurtopa B KpoBU WU HcchenaoBanus ypoBHs Cl-uHruburopa B KpoBU U
dbyHkoHanbHOW akTuBHOCTH Cl-MHrHOMTOpa B KpPOBM B COUETAHUU C MPOBEICHHEM
MOJIEKYJISIPHO-TeHETHYeCKOT0 uccnenoBanus myTtanuid B reHe SERPING1 B xpoBu MeTomamu
cekBeHHpoBaHMs U KonuuecTBeHHOW MLPA nns moarBepxknenus nuarnoza HAO | wmm |1
tumna.(tabauna 2, tabnuia 3, npunoxkenne b-1). [1,3,37-39]

YpoBenb yoeaurebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeIbLCTB
- 5)

KommenTapuu: uzmenennvie noxasamenu (CIl-uneubumop, QyHKYUOHAIbHAS AKMUBHOCb
Cl-uneubumopa) mpebyrom noOmMeepI’HCOeHUss ¢ UHMEPBAIOM He MeHee, wem 8 I mecsay.
Kenamenvno nposedenue xoms Obl 00HO20 U3 UCCLEO08AHUS 8O 8peMsi PA38UMUSL
aHeuoomeéxa, ocobeHHo 6 cayuae, eciu OAHHble KIUHUYECKOU KAPMUHbl He COOMEEemCcmayom
OAHHBIM NPOBeOeHHbIX uccaedosanuil. [3]

Ilpunumas 6o eHumanue, uymo nepuod noaysvigedenus uneubumopa CIl-3cmepaswvi
cocmasnsiem 02 yaca yenecoooOpazHo NPosoOUMb UMEpeHUs. He MeHee yepe3 3 OHA nocie
ommenwvl npenapama uneubumopa CIl-scmepazvl uenosexa. Mkamubanm He 6nusem Ha CPOKU
nposedenust anaruzos. [40]

YV 300posuix srcenuun yposensv Cl-uneudbumop u e2o yHKYUOHANLHOU AKMUBHOCTU 8 NAA3ME
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Kpoeu CcHustcaromcst 60 6pems 6€p€M€HHOCWlu u eosepawaromcit K HoOpme nocie

pooopaspeutenus. Iloosmomy pe3yromamsl aHANU308 OOIIHCHBI UHMEPNPEMUPOBAMBCI  C

ocmopodcHocmylo.  Pexomenoyemcess nosmopums  ananuzvl nocie pooopaspeuienus O

noomeepaicoenus ouacrnosza HAO.[1]

B cayuae, ecnmu y nayuenma ewvisenena npuuunno-3nauumas mymayus ¢ cere SERPING1

(OMHOCLH’HC}Z K namoceHHbIM UJU 8ePOAMHO-NAMOCEHHbIM CO2NACHO NPUHANbIM KpumepuﬂM)

nposeedenue nosmopHoz2o ucciedosanus yposusa Cl-unzubumopa 6 Kposu u GyHKYUOHANbHOU

axmusrnocmu Cl-Hueubumopa 6 kposu ne ssnsemcs oosizamenvhoim.[39,41]

Bcewm manmenTamM-poicTBeHHUKAM ¢ mogo3peHrnemM Ha HAO pekoMeHIyeTcst MpOBeIeHUE
OJIHOKpaTHOTO wuccienoBanus ypoBHs Cl-uHrubutropa B KpoBH M (DYHKIIMOHAIBHON
aktuBHOCTH Cl-MHrHOuTOpaB KpPOBM WM IOUCK paHEe BBISABICHHOW Yy mpobaHaa
NpUYMHHO-3HaYMMON Mmyrtammu B TeHe SERPING1 MOJIEKYJIIPHO-T€HETHYECKUMHU
Meroaamu il moarBepxkacHUs auarHoza HAO | wim |l Tuna.(trabmuna 2, Tabnuma 3,

npuioxenue b-1). [1,3,37-39]

YpoBenb yoenuteabHOCTH pekoMeHaaunil — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB

- 5)

BceMm poncrBennukam (B ocobennoctu Aetsam) nauurenta ¢ HAO | u |l tunos (naxe npu
OTCYTCTBUHM KJIMHUYECKHX NPOSBICHUN 3a00JeBaHUsI) PEKOMEHIOBAHO IIPOBEIICHHE
CKpUHUHTOBOTO 00cnenoBanus: wuccienopanue ypoBHs Cl-uHruburopa B KpOBU U
uccienoBanre (QPyHKIMOHATBHONH aKTUBHOCTH Cl-MHrHOMTOpa B KPOBH W/HIIM TOHMCK
paHee BBISBICHHOW NpWYMHHO-3HaYMMON Mmytamuu B rene SERPING1l  y mpoGanna
MoJieKynsipHo-reHeTnueckumu  meronamu (st HAO | wu Il TtumoB) ¢ uensto
cBoeBpeMeHHoM auarnoctikr HAO. (tabnuria 2, npunoxenne b-2).[1,19]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB - 5)

KommenTapuu: panuss nocmanoéka ouacnosa (8 mom yucie HA OOKIUHUYECKOM
amane) cHudcaem puck amaivbHo2o ucxooa npu pazeumuu nepsozo npucmyna HAO c
omékom éepxHux ovixamenvHoix nymeti.[1,28]

V ecex Oemeii npu Hanuyuu cemelno20 aHamuesa 00 UCKIIOUEHUs OUACHO3A clledyem
npeononacame HAO.[19,42]

Buisignennas pamnee mymayusi 001H#CHA OblMb NPUYUHHO-3HAYUMOU (OMHOCUMCA K
NAMO2EHHbIM UNU  BEPOSIMHO-NAMOSEHHbIM — CO2NIACHO NPUHAMBIM — Kpumepusam), 6
NPOMUBHOM Clyuae YerecoobpasHo moavko ucciedoganus yposus Cl-uneubumopa 6
Kposu u ghynkyuonanvuou akmusnocmu Cl-uneubumopa 6 kposu. B cnyuae nonyuenus

COMHUMENbHLIX pe3yibmamos ucciedoganus ypoeusa Cl-uneubumopa 6 Kposu u
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@yuxkyuonanvnoti akmugnocmu Cl-uneubumopa 6 Kposu, HeoOX00UMO NOGMOPUMb
uccaeoosanue.[36]

Hetsm o 1 roma (y KOTOpBIX €cTh KiMHHYeckue npusHakd HAO u/winm ecth ceMelHOro
anamue3 HAO) pexomeHayeTcsi IPOBOAUTH MOJIEKYJIIPHO-TEHETUUECKOE HCCIIEI0BAaHUE
mytaruii B reHe SERPING1 B kpoBu MeTOaMM CEKBEHHPOBAHUS W KOJIHMYECTBECHHOM
MLPA s paHHe# mocTaHOBKH quartnosa (npuioxenue b-2).[42—-44]

YpoBenb yOeauTeqbHOCTH pexkoMenaauumii — C (YpoBeHb J0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)

KommenTapuu: 6 ropme y demeii 0o 1 200a yposnu CI-UHI u eco ynxkyuonanvHot
AKMUBHOCMU 3HAYUMENbHO Hudice, YyeM Yy 63pocivix. Ilosmomy ucnonv3osanue smux
nokazamenei y oemeti 00 200a ¢ yeiavto ouacnocmuxu HAO neunghopmamueno. Taxoice
HeUHDOPMAMUBHbIM — CUUMAemcs UCCledo8anue KOHYEeHmMpayuu KOMHieMeHma 6
NYNOBUHHOU KPOBU OOHOULEHHBIX HOBOPONCOCHHLIX, MAK KAK €20 YPOBeHb Hudice, yem
VposHU 'V 83pocavlX. Yposnu anmuceHa u ¢yHkyuonanvuas axmusrHocms CIl-HHI
coomeemcmayiom 70% u 62% om noxkazamernetl y 63pocivlx, coomeemcemeeno. [1]
Lenvnas kpogv sAensiemcs npeonoYMumenbHbiM OUOMamepuaiom OJis MOJLEKVIAPHO-
eenemuyecko2o uccireoosanus. OOHaKo OamHoOe UCCIe008aHUEe MOICHO NPOBOOUMb HA
JI0ObIX MKAHAX YeloseKa Npu MpYOHOCMAX NpedocmasieHuss Kposu (0yKanbHbwill
SnUMenUull ClloHbl, KIemKU 8 Moye, OUONCULIHBILL U CeKYUOHHBIL Mamepuan u m.n.)

Bcem namnmentam ¢ mogo3penueM Ha HAO mpu pacxok[Ie€HUU NaHHBIX KIMHUYECKOM
KapTUHBI W pe3yJbTaTOB JaOOPATOPHBIX WCCIEJOBAHUN WM TPU COMHHTEIBHBIX
pe3yabpTatax J1adOpaTOPHBIX TECTOB, PEKOMEHIYETCS MPOBEACHHWE MOJIEKYIISIPHO-
reHeTudeckoro wuccinenoanuss myrammii B rene SERPING1 B kpoBu Meronamu
CEKBEHHUpOBaHMsSI U KonndecTBeHHOH MLPA ¢ 1enpio Moucka MPUYHHHO-3HAYUMBIX
MyTanus U HOATBEpKAeHHs quarnosa.[1,2]

YpoBenb yOeaurteqbHocTH pexkoMenaamuii — C (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJIbCTB - 5)

Kommenrtapuu: [Ipogedenue monexynsapHo-eenemuuecko2o 00cie008anus He a61aemcs
obs3amenvHuim 014 eepudpuxayuu ouaenosa HAO | u |l muna npu nanuyuu munuunoi
KAUHUYECKOU KAPMUHbL U  OUACHOCMUYECKU-3HAYUMO20 CHUMICEHUS YPOGHS  U/UU
@yukyuonanvrou akmusnocmu uneuoumopa Cl-ascmepasvi. Kpome moeo, omcymcemeue
OOHAPYIHCEHUS ONUCAHHBIX MYMAYUL NPU MOJEKYIAPHO-2EHEMUYECKOM 00C1e008aHuU He

uckatouaem ouaenos HAO.[1,2]

Omnpenenenue ypoas C4 ¢pakiun komruiementa (C4) manueHTaM ¢ MOJ03pPEHHEM Ha
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HAO pexomenayercs ¢ 1ieibi0 ckpuHuaTa (Tadbnuna 3).[1,45-47].

YpoBeHb y0eqMTEJBLHOCTH pekoMeHaanmii — B (ypoBeHb [J0CTOBEPHOCTH

0KA3aTEJbCTB - 2)

KommenTapuu: y nayuenmos ¢ HAO | u |l munos ommeuaemcs cnumxcenue C4

komnonenma xomniemenma (Tabnuya 3), OMHAKO OAHHBLIL NOKA3AMENb He MOdCenm Oblmb

UCNONBL306aH OJI51 NOCMAHOBKU OUACHO3A, MAK KAK OH MOXMCem OblMb CHUNCEH NPU MHO2UX

opyeux 3abonesanusx. [1,3]

[Taumentam ¢ nogo3penriem Ha HAO nHe pekomenayercs onpenenenue ypous C2 u C3

¢pakuuii KOMIUIEMEHTa HHU C IIeJbI0 CKPUHUHIa, HU C IIeJbI0 IIOCTAHOBKHU

nuarnosa.[1,2,48]

YpoBennb y0enutTeabHOCcTH pekoMenganuii — C (ypoBeHb J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB - D)

Bcem B3pocnmeiM  mamumentam ¢ gedpunmrom  Cl-MHIT um  peumauBHpyrommmu

aHTHOOTéKaMK 0e3 KpamuBHHIBI, HO 0€3 CEeMEWHOTo aHamMHe3a WM BBISBICHHOM

mytauuu B rene SERPING1 pexkomenayercs uccnenoBanue ypoBHeil Cl1Q dpakuuu

komroneHTa komiuiementa (C1Q) B kpoBu u onpejenenue Haawuus antutea k Clq B

KPOBH JIJIs1 HCKJTIOUCHHSI TPUOOPETEHHOr0 aHrnooTéka (punokenune b-1). [1-3,49]

YpoBeHb y0eauTeJbHOCTH pexkoMenaanuii — C  (ypoBeHb J10CTOBEPHOCTH

0KA3aTeJbCTB - 4)

Kommentapumn: /740 umerom cxoducyto KIUHUYECKYIO KAPMUHY U ABIAIOMCA (peHoKonuel

HAO (ne mnacneoyemcs). Ilamonocuss 6 cucmeme KOMWAEMEHMA 00YCIO6IEHA

svipabomkot anmumen x CLl-UHI' unu noeviwenuviv e2o nompebaenuem. Ilpu

1aOOPAMOPHBIX ~ UCCICO08AHUSX — OMMEUAEMCsl  CHUDICEHUe  KOAUYecmea  uiu

@yukyuonanvrou akmuenocmu Cl-uneubumopa, Kax npasuno, menee GblPANCEHHOE, Yem

npu HAO. [1-3,49]

[Tamentam ¢  HAO, nomyyaBmIMM CBEXKE3aMOPOKEHHYIO IIa3My, C  LEJbIO

CBOCBPEMCHHOH  JIMarHOCTUKH  WH(MEKIMOHHBIX  3a00JICBAaHUH  PEKOMEHIYETCS

MIPOBEJICHUE €KETOAHOr0 00CIeI0BaHUS:

o onpenenenue antutea kK BUY (Onpenenenne anturen kiacco M, G (IgM, IgG)

K BUpyCy uMMyHonedunuta yenoseka BUY-1 (Human immunodeficiency virus
HIV 1) B kpoBu; Onpenencune anturen kimaccoB M, G (IgM, 1gG) x Bupycy
ummyHoedunura yemopeka BUU-2 (Human immunodeficiency virus HIV 2) B

KPOBH;)
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o Omnpenencune anturena (HbsAQ) supyca renatura B (Hepatitis B virus) B kpoBu
n

o Omnpenencuue antuten k Bupycy renatuta C (Hepatitis C virus) B kposu.[1].

YpoBenb yOenuTebHOCTH PpexkoMenaauuii — C  (ypoBeHb /10CTOBEPHOCTH
J10KA3aTeJbCTB - 5)
Kommenrtapuu: Bce nayuenmor ¢ HAO nomenyuanvno mo2ym noayuams npenapamol
KpPOBU YeN08eKd, CONPANCEHHble C DPUCKOM nepedadu MpAHCMUCCUBHBIX UHGDeKYUl:
ceedicezamopodicennas naasma u uneuoumop Cl-scmepasvl uenosexa. Ha cecoonsawnuil
O0eHb He 3apecucmpupo8arHo HU O00HO20 clyuas nepedayu ¢ npenapamom BHY,
eenamumos B u C u napsosupyca B19 npu esedenuu xonyenmpama uneuoumopa CI-
acmepasul yenosexa [50].
Bceem manmentam ¢ HAO pexomeHayeTcsl omnpeaesieHne OCHOBHBIX TPYIII IO CHUCTEME
ABO u ompenenenue anturena D cucremsl Pesyc (pesyc-dakrtop) mist obecrieueHus
BO3MOXXHOCTH OBICTPOTO BBEJICHHUS CBEKE3aMOPOKEHHOM IJIa3Mbl MPU BO3SHUKHOBEHHUH
Takoi HeooxoaumocTu.[51]
YpoBenb  yOenuTeabHocTH — pekoMmenaauumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB 5)
[Martuentam ¢ HopMmanbHBIMU TIOKazaremsimu  CI1-MHIT u ero ¢QyHkunmoHambpHON
AKTUBHOCTH TpPH ABYKPAaTHOM HCCIICOBAaHHH, HO HMEIOMIMM XapakTepHyto mans HAO
KIMHUYECKYI0 KapTUHY W/WIU CEMEHHBIA aHaMHe3, C IeNbl0 TOWCKA MPUYNHHO-
3HAYMMBIX MyTalui Ui moATBepkaeHus auarHoza HAO 6e3 pedpunura C1-UHID
PEKOMEHIYETCsI MPOBEACHNUE MOJIEKYJISIPHO-TEHETHUECKOT O MCCIIEIOBAHMUS:

o 9K30Ha 9 rena F12 meTonoM ceKBEHHPOBaHMUS

o rerHa ANGPT1 meronom cexkBeHMpOBaHUS

o reHa KNGI meTonom cekBeHUpOBaHUs

o Ha Hammuue wmytanuu  c.988A>G (p.Lys330Glu) B rene PLG wmeromamu

MPHUIIEITFHOTO TOUCKA MYyTaIllUN

(tabnumna 2, npunokenne b-1, Tabmura 2).[16,17,21,52,53]
YpoBenb yOeauteqbHocTH pexkoMenaanuii — C (YpoBeHb /10CTOBEPHOCTH
J0KA3aTeJbCTB - 4)
KommenTapuu: ¢ ciyuae HAO 6e3 depuyuma CIl-UHI, dannviti 6uo obcredosanus

ABAEMCS €OUHCMBEHHBIM MemoOoM sepugpuxayuu ouaenosa. [16,17,21,52,53]
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Bcem poncrBenHukam (B ocobeHHocTH netsM) namueHTa ¢ HAO 6e3 nedpurura C1-MHI
(maxxe TPU  OTCYTCTBUM KJIIMHUYECKUX TPOSBICHUN 3a00JeBaHUs) C  IEIBIO
cBoeBpemeHHOM auarHocTukn HAO 6e3 nepunmra C1-MHIT pexomeHayeTcst MOUCK
paHee BBIABICHHOW Yy TpoOaHIAa NPUYUHHO-3HAYUMOW MYTAIlMM MOJCKYJISPHO-
FEeHETHYECKUMHU METOIaMH MIPHIIEIBHOI0 MOMCcKa MyTaiuu. (tabdiuma 2).[10,36,54-56]

YpoBenb yOeaurTeabHOCTH pexkoMenganmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJbCTB - 4)

2.4 HHCTpYMEHTAJIbHbIE THATHOCTHYECKHE UCCAET0BAHUA

VY31 w/mumu KT opraHoB OpromiHOM TOJOCTH PEKOMEHAYETCS TMalUeHTaM Ipu
BBIPQXXEHHBIX OOJISIX B KHUBOTE C 1IEJIbIO MpoBeAeHUs TuddepeHIINaTbHON TUarHOCTUKHU C
3a00JIeBaHHUSMH C KIIMHUKON OCTpOro xuBora.[57—60]

YpoBenb yOeauteqbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJIbCTB - 4)

2.5 UHpble 1MarHocTH4ecKre HCCjae10BAHNS

Koncynpramuss  Bpaua-xupypra peKOMEHJIOBaHA  MallM€HTaM C  BBIPAXKEHHOMN
abIoOMUHAIBHOM atakod s nuddepeHMabHON JTHAarHOCTUKA ¢ 3a00JIeBaHUSMU,
MPUBOAIIUMHU K KIIMHHKE OCTPOTO )UBOTa .[61]

YpoBenb y0enurTeJbHOCTH pexkoMenganuii — C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJbCTB - 5)

e PekoMeHnayeTcss KOHCyJbTalMs Bpauya-oropuHonapuHronora (JIOP) w/munu Bpaua-
AHECTE3MOJIOTa-PEaHNMATONIOra  MAallMeHTaM C  [OpU3HaKaMu  OTEKA  BEPXHUX
JBIXaTEIbHBIX MyTEeH C 1EeNbl0 OOBEKTUBHU3AIUU >Kalo0 M OIEHKUA MPOXOIUMOCTH
JbIXaTeabHbIX myTeit. [1,35]

YpoBeHb yOeautTeabHOCTH pekoMengammii — C (ypoBeHb 0CTOBEPHOCTH
0KA3aTEJbCTB - 5)

e [lamentam ¢ HAO pekomeHayeTcs NPOBEACHHE KOPPEKLUUU COMYTCTBYIOIIEH
MaTOJIOTHU BpayaMu JPYTUX CHEIUATBbHOCTEH, TaKk Kak 3TO MOXET MPUBOIAUTH K
yrspkenenuto Teueauss HAO. [1,31]

YpoBeHb yOenuTeIbHOCTH peKoMeHaanuii - B  (ypoBeHb 10CTOBEPHOCTH
A0KA3aTEJbCTB - 3)
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3. .)queHne, BKJIIOYasd MCAUKAMCHTO3HYI0O U HEMECIUKAMECHTO3HYIO TCpPaIlluu,
ANETOTEPAININIO, 066360J1HBaHl/le, MEeAUIHNHCKHE MNOKa3aHusA u

NMPOTUBONOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHHUA

Tepanus HAO cocTouT 13 TpeX OCHOBHBIX KOMIIOHEHTOB (Tabuuia 4):
® KYIUPOBAaHUS OTEKOB,;
® KpaTKOCPOYHOU NpOGMIAKTHKU (Mepesl ONepaTUBHBIMU BMENIATEIbCTBAMHU U
CTOMATOJIOTUYECKUMU MAHUITYJISIIIHSIMH ) ;
® JIOJTOCPOYHOW MPOGMIAKTHKU MPH TSHKEJIOM TEUEHUHM WM YacThIX MPHUCTyMax
3aboneBanus (MPOPUITAKTHKA PEIIUTUBOB).

Tabmuna 4. Tepanus HacnencTBEeHHOrO aHTHOOTEKA

Hamnpasnenue IIpenapats! 111 B3pOCIIbIX [Ipenapars! mia neren
Tepanuu
KymnupoBanue e likaTubaHT; e lkarubant (y Jeren
OTCKOB e Uurn6urop  Cl-scTepassr crapure 2-X Jer);
yenoBeka’; e Uuruburop  Cl-3crepasbl
e (Bexe3aMOpOKEHHas yenoBeka (y JAeTed crapiie
iasma’ 2-x J1eT);
e (Bexe3aMOpOKEHHas
miazma
Kparkocpounas e  Hurudurop Cl-acrepasbl e Uuruburop  Cl-3crepassl
npoQuiIaKTuKa yenoBeka (y B3pOCIHBIX U yenoBeka (y JAeTed crapiie
JeTel crapie 2-X JieT); 2-X JeT);
e Jlana3ou, e (Bexe3aMOpOKEHHas
e (Bexxe3aMOpOXKEHHas I1a3Ma Ja3ma;

e #Jlanazon (TOJIBKO  MIpH
OTCYTCTBHH UHTHOuTOpa
C1-3crepassi)

Jonrocpounas e Jlanazou, e #Uuruburop Cl-3cTepassl
npo¢uIaKTHKa e #TpaHekcamoBas KHCIOTa*™; yenoBeka (y JAeTed crapiie
e #IIporecrareHsl 2-x Jier);
(#ne3orectpen, , e #TpaHekcamoBas
#muaactpenon); KucioTa*™;
o #Uurubutrop  Cl-acrepassl e #]laHazon (TONBKO JIETAM,
YyelnoBeKa gocturmmM Vo cTaauu

IIOJIOBOT'O CO3PCBAHUA TIO

! Ha teppuropun P® 3apernctpupoBas To16k0 nHrE6uTop C1-5CTepasbl YemoBeKa Iis BHY TPHBEHHOTO BBEICHHS,
MOATOMY 3/IeCh U Jajiee OyeT yKa3blBaThCs IpernapaT MMEHHO JJIsi BHYTPUBEHHOTO BBEJICHUSI.

? CBeKe3aMOPOKEHHAS MITa3Ma T0JIKHA HCIIONB30BATHCS TONBKO MPU OTCYTCTBHH OBICTPOrO IOCTYIIA K TEPAITHH C
nokazaHHOW 3¢dexTuBHOCTEI0 (Mkarnbant, koHueHTpaT uHruOuropa Cl-scTepa3sl 4eloBeKa) M HE MOXKET
paccMarpuBaThCsl Kak SKBHBAJIEHT ITATOT€HETHYECKOW Tepanuu (Kak B KOHTEKCTE KYNHUpPOBAaHHUS OTEKOB, TaK W B
KOHTEKCTE KpPaTKOCPOYHOHW NPO(WIAKTHKM), TaK KaK HE CTaHAApTHU3MpPOBaHAa MO KoiudecTBy umHruomrtopa Cl-
3cTepa3bl 1 KOMIIOHEHTOB MOTCHIMAIBEHO CIOCOOHBIX BEI3BaTh AQ y manmenTa ¢ HAO.

3 TOMBKO 151 JKEHIUH JETOPOIHOTO BO3PACTA.

20



\ \ Tanuepy)

3.1 KynupoBaHue 0TEKOB

Bce oméxu ovixamenvhvix nymeti, oméku 6 obOracmu auya u wleu, msoicenvie

ab0oOMUHANbHbIE aMaKU, a 6 psode Clyuaes u msdicenvle nepugepuieckue oméxu (Hanpumep,

OMEK NONI0BLIX OP2AHO8 ) MYIHCUUH) MPebdYIom aKMUHOU Mepanuu 6 Ces3U ¢ PUCKOM pa36umus

CMEPMeNbHO20 UCX00d BCAeOCmEUe ACPUKCUU UMU UHBATUOUZAYUU (OCTIONCHEHUST OIUMENbHOU

CUNOKCcUU 20J106HO20 MO32d, HANOINCEHUEe YUCMOCNIoMbl npu OnUmMenbHou 06cnunmyuu

MOHe8bl800AWUX Nymell, Hanioxicenue mpaxeocmomvl u 0p.).[1,19,27,28]

[Tanimentam ¢ HAO | u Il TumoB ¢ orékamMu, CHOCOOHBIMH TIPHBECTH K ac(UKCHUH,
a0JIOMUHAIBHBIMU  aTakaMu W TepuPpepudecKuMu OTEKAMHU, COMPSHKCHHBIMH C  PHUCKOM
pPa3BUTHUS OCJIOKHEHHM, PEKOMEHIYETCSl Ha3HaYeHHUE MPErapaToB Il KYMUPOBaHUS OTEKOB C
eJbI0 KyIUpoBaHus oTéka (Tabnuna 5, npuiokenue b-3). [1,28,62—71]

JJ1st B3pocabIX U eTeil oT 8 JieT: ypoBeHb Y0eauTeJIbHOCTH peKOMeHIanuil A (YpoBeHb
JI0CTOBEPHOCTH JI0KA3aTEJILCTB 2)

Jdasi nereid muiagme 8 Jser: ypoBeHb yOeauteibHOCTH pekoMengaumii C (ypoBeHb
JI0CTOBEPHOCTH 0KA3aTeJbCTB 4)

KomMmenTapuu: uxamubanm — 8blCOKOCEIEKMUBHBIN —AHMALOHUCH — OPAOUKUHUHOBLIX
peyenmopos 2 muna. [62,64,65,72] Uneubumop Cl-scmepasvl uenoseka — Kowyenmpam,
noayuaemslil uz 0oHopckou kposu. [1,42,73]

[Tamentam ¢ HAO | u Il TumoB ¢ orékamu, CHOCOOHBIMH TPHUBECTH K aCHHUKCHH,
a0JIOMUHAIGHBIMU aTakKaMH W Tepu(PepuIecKUMU OTEKAMHU, COIPSHKCHHBIMH C PUCKOM
pa3BUTHS OCJIOKHEHHH, peKOMEHIYeTCsl Ha3HaueHHe MpenapaToB sl KyMUPOBaHUS OTEKOB
He no3aHee 30 MUH TOCTie TONaJaHusl MalMeHTa B JIe4eOHO-TIPO(UIAKTHIECKOE YUPEKICHUE:
ukatuOanT win uHruoutop Cl-3cTepas3sl yemoBeka ¢ 1ebl0 KymupoBaHus oTéka (Tabmuna 5,
npuioxenune b-3). [1,28,62—71]

YpoBenb yoeaureabHocTH pexkoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH [10Ka3aTeJbCTB

5)

Tabnuna 5. [Ipenapatsl, Ha3Hauaemble nanueHTam ¢ HAO g kynupoBaHus OTEKOB.

IIpenapar B3pocnbie Hern

Hxarubanrt 30 Mr /k C 2-x 1eT, B 3aBUCHUMOCTH OT

Macchl Teja.

12 kr - 25 xr 10 mr

26 kr — 40 kr 15 Mr
41 xr - 50 kr 20 MT
51 xr - 65 xr 25 mMr
> 65 xr 30 mr[74]

WNuruburop Cl-screpassl | 20 ME/kr B/B 20 ME/kr B/B

YCIOBECKa
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CBexe3aMOpOKeHHas I1a3ma
(TOnbKO  MpU  OTCYTCTBUU
JPYTUX OTIIIHH)

400 mu1 B/B

10 Mu/Kr Maccel Tena B/B

[TarmmentoB ¢ HAO | u Il TumoB pexomenayercs obecneunTs npenapaTaMu Ui KyITMPOBaHUS
OTEKOB Ha IOMY M O0yYUTh TEXHUKE CAMOCTOSITEIIHHOTO BBEICHUS ISl PAHHETO KYITHPOBAHUS
oTéKa U mpeaoTBpaiieHus GaraibHoOro ucxomaa. [75-77]

YpoBenb yoenutebHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB
4)

Kommenrapumu: HUxamubanm u uneubumop Cl-acmepasvi uenogeka mo2ym Ovimo
UCNONB308AHbL  CAMOCMOSAMENbHO nayuenmamu 6 oomawnux yeaosusx. [19,70,75-77]
CamocmosmenvHoe 88edeHue npenapamos umeem peuwiaoujee 3Havenue 0 3¢pekmusHou
mepanuu OCmMpblX NPUCMYNO8, NOCKOIbKY PAaHHee jleyeHue Npu paszsumuu npucmyna oOoee
appexmusno u npedomepawaem passumue ocioxchenui. [1,66,68—71] Ilo30nee
HAa3HAYeHUue Npenapamos Modjicem npusecmu K (amaibHOMy UCXo0y npu oméKe GepXHUX
ovixamenvHoix nymeti. [69,78]

[Tarimentam ¢ HAO 6e3 aedunura C1-UHI ¢ oT€kamu, cniocOOHBIMU MPUBECTH K aC(HUKCHUH,
a0IOMMHAIIBHBIMM aTaKaMHU W TSDKENBIMHU MEepUPEpUYECKUMU OTEKAMHU, COMPSIKEHHBIMU C
Pa3BUTHEM OCJIOKEHUHM (Hampumep, OTEK IOJOBBIX OPraHOB C OCTPOW 3aJIEp:KKOW MOYM Y
MYXXYMH) PEKOMEHIYETCsl BBeCTH #UKaTHOAHT w/minu #uaruoutop Cl-scTepa3bl denoBeka c
IeJIbIO KYIMPOBaHKs 0TEKA (I03UPOBKH CMOTpPH B Tabsuie 5, mpunokenue b-3). [79-86]
Jli1s1 B3pocCJIbIX: YpoBeHb y0eauTeJabHOCTH pekoMeHnaanuii - C (YpoBeHb 10CTOBEPHOCTH
J0KA3aTeJbCTB -4)

Jas nereii: YpoBeHb yOeauTeabHOCTH pexkoMengauuii - C (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB -5)

Kommenrapum: /[na HAO 6e3 OJepuyuma CIl-UHI Oannvix panoomu3uposanHbix
uccnedosanull no oyeHke gpgexmusHocmu uxamubanma, KoHyenmpama uneubumopa CI-
acmepasvl Yelo8eKd, C8eNCe3aMOpONCeHHOU naasmvl Hem. [lannvlie 00 s¢hghexmusnocmu
npumenenus ukamubauma u uneuoumopa Cl-3cmepasvl uenosexka npomusopeyugwl. Ilpu
HedahhekmusHOCMU  YKA3AHHBIX Npenapamos ciedyem nposooums CUMNMOMAMUYECKYIO

mepanuio. [719-82,87]

Pexomenayercsi oOecnieunTh JOCTYIMHOCTb Ul CaMOCTOSITENIBHOIO BEBEIEHUS IpenaparoB
JUIs KyIIMPOBAaHMS HE MEHEE YeM JBYX aTak JUIsl JIOCTHIKEHUsS pAa3pelleHHs] OTEKa IpHU
Hed((EKTHBHOCTH MEPBOTO BBEICHHS IPENapaToB W/WIIN JIIsl KYIIMPOBaHUS el IuBOB.[1]

YpoBeHnb yOenuteabHocTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH 10KAa3aTeJIbCTB

5)
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KommenTapuu: B Oonvuwuncmee cnyuae8 O0OHOKPAMHO20 B68e0€HUS NAMO2eHeMmU4ecKux
npenapamoé (uxamubaum, npenapam uneudumopa CIl-3cmepasvi uenoseka) 00CmMamoyHo
ons kynuposanusi cumnmomos HAO. Oonako 6 nekomopulx c1y4asx 0OHOKPAMHO20 86€0€eHUs.
npenapama (0cobeHHo npu no3oHem 88edenul) Ovieaem HeOOCMAMOUHO OJis KYNUPOBAHUS.
oméka, maxoice He UCKIIOYEHO pAa3sumue NOSMOPHLIX, 8 MOM YUCIIe HCUIHEYSPOICAIOUUX,
npucmynos .[64—67,88]

[Taruentam ¢ HAO pekoMmeHlyeTcs UCIIOIB30BaTh CBEKE3aMOPOKEHHYIO JIa3My KPOBH IS
KyIIMPOBaHUSI OTEKA B CIydae OTCYTCTBHUSI OBICTPOrO JOCTyIa K KOHIEHTpPAaTy MHrHOUTOpa
Cl-scTepassl U uKaTHOAHTY (IO3MPOBKH CMOTpHU B Tabiuie 5, npunoxkenue b-3).[19,42,89—
92]

Jasa nanuenToB ¢ HAO | u |l TunoB: ypoBenb ydeauTebHOCTH pekomenaanmii - C
(YPOBEHDb IOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

Jasi nmanmentoB ¢ HAO 06e3 pepunura ypoBHss Cl-uHruburopa: ypoBeHb

yo0enuTeibHOCTH pekoMeHaanuii - C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeIbCTB 5)

KomMmeHTapum: cgedxcezamopoocennas naasma He MOMCem paccMampueamuvcs Kax
9KEUBAIEHM NAMO2EHEeMUYECKOU Mepanuuy, mak KaK He Cmanoapmu3uposana no KOau4ecmasy
uneubumopa Cl-acmepasvt U KOMHOHEHMO8, NOMEHYUANbHO ChocoOHbIX 6vizeams AO 'y
nayuenma ¢ HAO. Beedenue nnasmvl CONPANCEHO C PUCKOM Nepeoayu MpaHCMUCCUBHBIX
unghexyuti, a makxce pazeumus O0ILULO20 YUCIA HENHCENAMENbHLIX PeaKyut (6 mom ducne
anagpunamuuecko2o woka).[2,78]

[Taruentam ¢ AO BepXHHMX [JbIXaTeNbHBIX NyTed B ciaydae HeI((EKTHUBHOCTU Tepanuu
AHTUTMCTAaMUHHBIMHM TIpenapaTtamMu s cucteMHoro npumenenus u CI'KC u nHanmmuuum
XapakTepHblx mnpu3HakoB HAO B KIMHHYECKOH KapTHHE pPEKOMEHAYEeTCS BBECTH
CBEIKE3aMOPOKEHHYIO TUIa3My KPOBH [UIs KynupoBanus otéka.[89,93,94]

YpoBenb ydeaquteabHocTH pekoMenaanuii - C (YypoBeHb J0CTOBEPHOCTH 10KAa3aTeJILCTB
4)

[Marmentam ¢ HAO | u Il TunoB He pekoMeHyeTcss Ha3HaueHue #TpaHeKkcaMoBast KUCIOTa™ ™
U JTaHa30J1 ISl KYIUPOBaHUs OCTPBIX OTEKOB. [1,78,95]

YpoBenb yoeauTeabHOCTH pekoMenaannii - C (YypoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB
-5)

[Manmentam ¢ HAO | u Il TumoB nHacrosrenbHo He pexkomeHayercs HazHaueHue cl'KC,
snuHepUHA**, aHTHUTUCTAMUHHBIX TIpENapaToB JUIsi CHCTEMHOTO IPUMEHEHHS IS

KyIUPOBAHUS JIFOOBIX BHIOB OTEKOB.[94]
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YpoBenb yoenurtebHOCTH pekoMeHaauuii - C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB
-5)

e [lammmentam ¢ HAO AO B obnactu ropTaHu NPy HapacTaHWU OTEKA WK HEdP(HEKTUBHOCTH
MPOBOJIUMOM TEpamuu HACTOSITEIIBHO PEKOMEHJYETCsl TOCHUTAIU3alus B  OTACIICHUE
OTOPUHOJIAPUHTOJIOTUH WM PEaHUMAIMOHHOE OTJIEJICHHE C IEJIbI0 CO3JAaHUs YCIOBHMM st
IPOBEICHUS peaHMMAaIlMOHHBIX Meponpustuii [1,34,35]

YpoBenb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH [10KA3aTeIbCTB
- 5)

e Jlanmentam ¢ HAO ¢ AO B obnactu ropranu npu HedHEKTUBHOCTH MTPOBOIUMON TepAiU U
NpU3HAKaX HapacTallield OOCTPYKIIMH JhIXaTeNbHBIX MyTed PEKOMEHIYETCS paHHEee
MpoBeJIcHNEe KOHUKOTOMHUHU/HAJIOKEHUE TPAaxeOCTOMbl WIIM IMPOBEICHUE HHTYOAIlMH Tpaxeu
JUTs1 00eCTICUCHHUs POXOAUMOCTH JbiIxaTeabHbIx myteit. ([Ipunoxenue b-3). [28,29,34,35]
YpoBeHb yoenuTelbHOCTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEeILCTB

- 4)

3.2 KparkocpouyHast npopuIaKTHKA

3abonesanue  Hacneocmeenmviti  aHeUOOMEK — He  MOdCem  pACCMAMPUBAMvbCsi  KaK

NPOMUBONOKA3AHUE K CMOMAMON02UYECKOMY/OUASHOCINUYECKOMY/ONepamueHOMY

emMeuamenbcmsy.

e [Janmentam ¢ HAO | u Il Tunos pexomMenayeTcs NpoBOAUTh KPATKOCPOUHYIO MPO(UIAKTUKY
(tabmuna 6, npunoxenue b-4) mepes MOOBIMU ONEPATHBHBIMUA BMENIATENLCTBAMU (B TOM
Yuciae MaJbIMH, TaKMMH KaK CTOMATOJIOTMYECKHE MAHMITYJISIUN), WHBAa3UBHBIMHU
MEIUIIUHCKIMH HCCIIEIOBAaHUSIMH, OCOOCHHO B OOJIACTH JBIXAaTENbHBIX ITYTEH, BEPXHHUX
OT/IeNax MUIIEBAPUTEILHOTO TPAKTA, AJIsl IPEIOTBPAICHUs pa3BuTHs oTéka [96-99].
YpoBenb yoeauteabHocTH pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTeJbCTB
4)

Kommentapun: Oméku, ceéazannvle ¢ OAHHbIMU NPOYeOypamu, OObIYHO BO3HUKAIOM 6
meuenue 48 uacoe om manunyiayuu.[1]

Tabmuua 6. IIpenapartsl, HazHayaemble nauueHTaM ¢ HAO | u Il TunoB ans xpaTtkocpouHOH

pOUITAKTUKH.

[Ipenapar B3pocasie Hern
HNuruburtop C1-3cTepassl 1000 ME B/B 15-30 ME/kr maccel Tena
YeJloBeKa B/B
CBexe3aMOposKeHHas 1ia3ma 400 mu B/B 10 MuI/KT Maccel Tena

(TOTBKO TIPH OTCYTCTBUU
unruouropa Cl-screpassl
YEJIOBEKA)
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Janazomn 2,5-10 mr/xr Mmaccel Tena 3a 5 #1aHa30J1 TOJIBKO TIPH

JHEH 10 U 2-3 aHs nocie OTCYTCTBHMHM IPYTUX
(MmakcuManbHas 103a 600 mr) npenaparos: 2,5-10
MTI/KT Macchl Tena 3a 5
OHEN 10 U 2-3 aus
nociae(MakcuMalbHas
no3a 600 mr)

[Mamentam ¢ HAO | u |l Tunos nepen npoBeneHUEM CPOUYHBIX U IUIAHOBBIX ONEPATUBHBIX
BMEUIATEIbCTB (B TOM YHCJIE MaJIbIX, U CTOMATOJIOTMUECKUX MaHMITYJISALNN), NTHBA3UBHBIX
MEIMIUHCKUX HCCIIEIOBAaHUI B KadecTBE NpPEeMEAMKAllUd PEKOMEHAYeTCs BHYTPUBEHHOE
BBeJIeHUE: Inpenapara uHruoutopa Cl-3cTepa3bl uenoBeka JUlsl CHUKEHMsI PUCKA pa3BUTHUS
OTEKOB IIOCJIC JAHHBIX UHTEPBEHIMH (JO3MPOBKH CMOTpU B Tabimue 6, npuioxenue b-4).
[42,96-100]

YpoBenb yoeaurTeabHocTH pekoMeHaauuii C (ypoBeHb J10CTOBEPHOCTH I0KA3aTeJbCTB
4)

Kommenrtapuu: npenapam uneubumopa CIl-3cmepasvl uenogexka s6isemcs npenapamom

8vlO0pa 01 Kpamxkocpounou npogunaxmuxu. Eco npumenenue naubonee sgpgexmusno
CHUDICAem pUCK pazsumusi 0meéKos nocjie MeoOuyuHCKULl npoyeoyp 6 CPAHeHuu ¢ opyumu
npenapamamu [97]. Hneubumop Cl-acmepasvl uenoseka OO0NNCEH NPUMEHAMbCSA O
NpOQPUIAKMUYECKOU — NpemMeoukayuu Kak MOJNCHO Onudxce K  Hayauny npoyeoypol
(onmumanvuwlil nepuoo 3a 1-6 uacos 0o manunyrayuu) (JO3UPOBKH CMOTPU B TadmuIe 6,
npuioxenue b-4).[1]

[Mammentam ¢ HAO | wu Il TumoB s NOATOTOBKM K TUTAHOBBIM OIEPATHBHBIM
BMeEIIATeNhCTBAM (B TOM YHCII€ MallbIM, TaKUM KaK CTOMATOJOTHYECKHE MaHUMYJISIIIH),
WHBa3UBHBIM MEIUIIMHCKUM HCCIIEIOBAHUSM B CiIydae OTCYTCTBUSI mHruOuTOopa Cl-3cTepassl
YyeloBeKa pEeKOMEHayeTcs HadaTh mpueM JlaHasonma (qO3MpOBKHM CMOTpH B Tabjwie 6,
npwioxkenne b-4) wim yBenuuuth 103y JlaHazona B 2 pa3za OT MCXOJHOW (€CNU MaIlMeHT
noigy4yaer Oa3ucHYI Tepanuio mpenapatoM JlaHazonm) 3a 5-7 aHel 110 IUTaHUpPYeMOit
MaHunynasuu. Yepes 3-4 1HA T1Ocle ONEPaTUBHOTO BMEMIATEIhCTBA/MHBA3MBHOTO
WCCIICIOBAHMSI PEKOMEHIYETCS OTMEHUTH JlaHa301 WM BEPHYTHCS K WCXOJHOH J103€
OasucHoit Tepanuu. [42,97,99,101]

YpoBens yoenurteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB
4)

KommenTapuu: y oemeti #oanazon mooxcem Oblmb UCNONBL308AH 6 Kauecmee Mmemood
KPAmKOCpO4UHOU NpoQUIAKMUKU moavko eciu omcymcmeyem uneuoumop Cl-3cmepassi

yenosexa. [102]
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e [lanmentam ¢ HAO | u |l TMIOB /1St MOATOTOBKYM K CPOYHBIM U TUIAHOBBIM OINEPaTUBHBIM
BMeEIIATeIbCTBAM (B TOM YHCJIE MajbiM, TAKUMH KaK CTOMATOJOTMYECKHE MaHUITYJISIIH),
WHBa3WBHBIM MEIUIIMHCKAM HCCJICIOBAaHUSM B Ciydae oOTcyTcTBus uHruoburopa Cl-
ACTepasbl U JIaHA30JIa PEKOMEHIYETCS BBOJUTH CBEKE3aMOPOKCHHYIO IIa3My (IJO3HPOBKU
cMmoTpu B Tabnuue 6, mpunokenue b-4). [1,2,42,90,103,104]

YpoBenb yoeauteabHocTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 0KAa3aTeIbCTB
4)

e Jlarmentam ¢ HAO | u |l TumoB ¢ 0enp0 HOATOTOBKM K JIFOOBIM WHBAa3WBHBIM
MEJMIIMHCKIM BMEIIATEIhCTBAM He pekoMeHayercss BBOAUTh cI'KC u aHTUTHCTaMUHHBIC
npenaparsl sl CHCTEMHOT'O IPUMEHEHUS JUTs TPO(UIIAKTUKY Pa3BUTHUS OTEKOB. [2,19]
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB
5)

e Bcex manumentam ¢ HAO | u Il tunoB, npoxoasmux JitoOble MHBa3WBHBIE METUIIMHCKUE
BMEIIATEeNbCTBA, PEKOMEHIyeTCsl 00€CTIeunTh MpenaparaMu JUisl KyIUPOBaHUS HE MeHee 2-X
YKU3HEYTPOXKAIONINX aTak: MKaTHOAHT i uHruoutop Cl-3cTepaspl yemoBeka (TIpUIoKeHUe
b-4). [1,2,78]

YpoBenb yoeaurteabHocTH pekoMeHnaauuii C (ypoBeHb J10CTOBEPHOCTH I0KA3aTeJbCTB
5)
Kommenrapuu: Jliobas npoguraxmuueckas npemeouxayusi He UCKIIOUAem pPA36UMIUSL
«NPOPBIEHBIXY» NPUCTIIYNO8, NOIMOMY NAYUEHMbL OOJIHCHbL OCMABAMbCA NOO HADI0OEHUEM,
npu 3MoM O0IHCHO ObIMb OOCMYNHO NPOGedeHUe mepanuu, HanpagieHHoU Ha KynupogaHue
npucmyna.[96,97,100]

JoxazamenvHoti  6azbt 0 Heobxooumocmu U dppekmueHocmu  KpamrKoCpoOUHOU

npogunaxmuxu y nayuenmos ¢ HAO 6e3 oecpuyuma C1-UHI nem.[105]

3.3 Jlosrocpounas npopujiakTuka

OcHOBHast 3ajada JIONTOCPOYHOW TPOPHUIAKTUKM — YMEHbBLIEHME YacTOThl H
uHTeHCUBHOCTH artak HAO wu MuHMMH3anus BIMSHUS 3a00JIeBaHUS Ha ITOBCETHEBHYIO
aKTUBHOCThH TalMeHTa. Tepamnmuio peKOMEHIyeTCs] MHIUBUAYaTU3UpOBaTh B 3aBUCHMOCTH OT
0COOEHHOCTEH Te4YeHHs, HaJU4Ms MPOTHBONOKA3aHUM, TEXHHUUECKUX BO3MOXKHOCTEH s
MOJIy4YEeHHUsl TOW WM MHOM Tepanuu. YeTsIpe IpyIIbl IPernapaToB peKOMEH0BAHO UCIOIb30BaTh
s jponrocpounoit nmpoduiaaktukn HAO I, Il tuna (tabmuua 7): ngaHason, #mpemapat
unruourtopa Cl-scTepasbl UenoBeka, #TpaHeKcaMoBasl KUCIIOTa™*™, #1porecTareHsl.

Tabmuua 7. Ilpenapatbl, Ha3Hayaemble nanueHtaM ¢ HAO | u |l TunoB s nonrocpodHoi

npOopHIAKTHKH.
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IIpenaparst Bspocisie Hertn

Hanazon 100 mr uepe3 1 nmenr — 600 | Tompko gersiM, pocTurmuMm — V
MT/CYTKH CTaJIM{ TOJIOBOTO CO3PEBaHUS IO

Tannepy
#2,5 MI/KT MacChl TelIa

(MakcuMalibHasi OTHOKpATHAs 71032

200mr)
#TpaHexcamoBas 30-50 wmr/kr  Mmaccel  Tena, | Crapme 3-x user: 20-40 wmr/kr
KHCIIOTa*™ pasneneHHbIX Ha 4 mpuema (10 6 | Macchl Tejna, pa3/ielieHHbIX Ha 4
r) rpuemMa

#UHrnourop C1-|500-3000 ME B/B 2 pasza B |20 ME/kr maccel Tena 2 pasza B

9CTCpa3bl HEACIIO HEOCIIO

#lIporecrarennl Toibko TS »keHuH | He npumensrorcs

JACTOPOAHOI'O BO3pacTa.
CormacHo HHCTPYKIUU K

KOHKPETHOMY IIpernapary

Bcem mnamuentam ¢ HAO | u |l TumoB pekoMeHAyeTcsi OLIEHHBATh HEOOXOAMMOCTh
Ha3HAYCHUS MPerapaToB YIS JOJITOCPOYHOM MPOPHUIAKTUKY Ha Kax oM Bu3uTe.[1,78]
YpoBeHb yoeauTebHOCTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTe/ILCTB
_5)

B3pocnbim nanmentam ¢ HAO | u |l Tunos npu Heo6X0AMMOCTH MTPOBEAEHUS JOJITOCPOUHON
NpoUIAKTHKH PEKOMEHIYeTCsl Ha3HauYeHHe [aHa3oja (JO3MpOBKM CMOTPH B TabIHIle
7,npuiioxxenne A4, mpunoxenue AS) st npoguIakTUKU pa3BuTus otékos.[106—108]
YpoBeHb yoenuTeabHOCTH pekoMeHaauuii — B (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB
~2)

Kommenrapum: oanazon nasnauarom 6 cmapmosoul 0ose 200-600 me 6 cymku, a 3amem
NOCMENeHHO CHUNCAIOM 003y 00 MUHUMANbHOU HEe0OX00UMOU OJisl OMCYMCMBUsT KIUHUYECKUX
nposignenuti 3aboneeanus. Bosmooicna anemepHamuenas cxema: HAYAl0 mMepanuu C
HeOONbWOU 003bl Npenapama ¢ NOCMeneHHbiM yeeauuenuem. B nobom ciyuae HeobXo0umo
8bIABUMb U NPUMEHAMb HAUMEHbULYIO dPheKmuUsHyo 003y, 4mo no3601aem CHU3UMb PUCK
pazeumust nobounwvlx d¢hgpexmos. [1,2,19,78]

[TanenTam, NOTYYAIOUIUM [aHA30] B KadeCcTBE JOJTOCPOYHOW NPOPHIAKTUKU, TMepen

HAYyaJoOM Tepalnuu W Ha MPOTSHKEHUWH BCEro Mepuoja MpHeMa IpernapaTa peKOMEHIYeTCs
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NPOBEJCHUE PETYISAPHBIX O00CACIOBAHMN ISl OLEHKH HalWYMs IPOTHBOMOKA3aHUN U
KOHTPOJIs T000UHBIX 3 dekToB (mpunoxenune A4, mpunoxenue AS). [1,2,19,78,109]
YpoBeHb yoeauTeJIbHOCTH pekoMeHnaamnuii — C (YpoBeHb IOCTOBEPHOCTH J10KA3aTeJIbCTB

—4)

Hetsm ¢ HAO | u Il TunoB npu HeoOX0AMMOCTH MTPOBEACHUS TOITOCPOYHON MPO(UITAKTUKA
pexoMenayetcs HazHaueHue #unruoutop Cl-3crepassl yenoBeka A1 NpOPUIAKTUKHA OTEKOB.
[2,19,42]

YpoBenb yoeauteabHOCTH pekoMeHaannil — C (ypoBeHb J0CTOBEPHOCTH JA0KA3aTeJIbCTB
—5)

Hetsm, nocturimmM V craguu mojoBoit 3penoctu mo Tanuepy, ¢ HAO I/ 1l tumos npwu
HEOOXOMMOCTH TIPOBEJICHUS JIOJITOCPOYHON MPODMIAKTUKA PEKOMEHAYETCS Ha3HAYCHHE
#naHazona myg NPOPUIAKTHKU OTEKOB CTPOrO MO >KU3HEHHBIM TMOKa3aHUAM (YacThle
PEAULIUIUBUPYIOLINE OTEKU, B TOM UHUCIE KU3HEYTPOXKAIOIe JOKAIMU3AIHMKH) C MOJ00pOM
MHUHHMAJIBHO HEOOXOIMMOI 03B! 110 PELIEHUI0 BpaueOHOoU Komuccuu. [1,42]

YpoBeHb yoeauTebHOCTH pekoMeHnaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJILCTB

_5)

KommenTapuu: oanazon moocno uaswawame oemsm, odocmuewium V' cmaouu nonoeou
sperocmu no Taunepy, off label monvko 6 cnyuae, koeoa norvza om npuema npenapamos
npegvliiaem puck (dacmole, msdicervle OMEKU, 6 MOM YUCLE IHCUSHEYZPOdICAroWell
aoxanuzayuu). Pexomenoyemas 0o3a 2,5 me/ke Oauazona ¢ nocieoyiowel Koppexkyuell
mepanuu 00 MUHUMAILHOU 3IPGHEeKMUBHOU 003bl (MAKCUMAIbHAS OOHOKPAMHAS 003d
cocmasnsiem 200 wme/cym). Ilpumenenue Oawnazona y Oemeu mpedyem muyamenbHO20
konmpoas 6ezonacnocmu. [1,42]

B3pocneiM mammentam u gersMm ¢ I w Il Tuma mpu HEoOXOAMMOCTH TPOBEICHHS
JIOJITOCPOYHON TIPOPHUIAKTUKH PEKOMEHIYEeTCsl Ha3HAUCHHE TPAHEKCAMOBOW KUCIOTBHI*™ st
npoQUIAKTUKU pPa3BUTHS OTEKOB (IO3MPOBKM CMOTPH B TaOuuie 7, NpuioxeHue A4,
npuinoxkenne AS).[111]

YpoBensb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
-4).

KommenTapum: mpanexcamogas xkucioma umeem Oojee 8blCOKUU Npoduis be3onacHocmu
N0 CPABHEHUI0 C OAHA30]I0M, OOHAKO 6 Kauyecmee 007120cpoyHou npogurakmuxu HAO
ahpexmusnbl MoabKo y HebONbUIO20 YUCIA NAYUEHMOS. Yuumvleas 803MOJHCHOE GNUSAHUE
anmughubpunonumuueckux cpeocmes (Empanexcamosas xucioma™*) ua ceepmoviearouyio

cucmemy Kpoeu, ecem nayueHmam, nojiydiaromum aHmuqbu6puH0ﬂumuquKue Cp@dCWlGd 6
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Kauecmee 00J120CPOUHOU NPOPUIAKMUKU, PEKOMEHOYemcs npotumu 00C1ed08anue Ha Haiudue
NPOMUBONOKA3AHUL K NpUeMy OaHHOU epynnvl npenapamos. [1,2,37,112]

[Tarmentam crapuie 18 5eT ¢ TsDKENbIM TeueHUEM 3a0osieBaHMsl TPU HEOOXOIUMOCTH
IIPOBEICHUS JIOJITOCPOYHON MPOMUIAKTUKA PEeKOMEHAyeTcs HazHaueHue #unruoburopa Cl-
3cTepassl IS JOJITOCPOUHOM MPOGHIAKTHKH 0TEKOB (Tabsuma 6).[2,19,42,113,114]
YpoBenb yoeauTeJbHOCTH pexoMenaamnuii C (YpoBeHb J10CTOBEPHOCTH /I0KA3aTeJIbCTB
4)

Kommenrapum: npenapam uneubumopa Cl-3cmepasvl uenogeka obnaoaem HAULYYUUM
npoghunem 0OezonacHocmu u3 6cex Npenapamos O0is 00J20CPOUHOU NPOPUIAKIMUKU, OH
NPOOEMOHCMPUPOBAl C8010 BbICOKYIO 0E30NACHOCMb KAK 8 0Owjell Nonyiayuu nayueHmos
[50], max u 6 omoenvHvix epynnax: demu, nOOPOCMKU, OEPeMEHHbIE HCEHWUHDI, NONCUTbIE
moou cmapue 65 nem. [73,115116] /[lns odocmuoicenus omcenaemozo s¢hgpexma 003y
PEeKOMeHOyemcs — a0anmuposams K UHOUBUOVANILHbIM — NOMPeOHOCMAM — nayuenma.
[2,19,42,113,114]

[Tanimentkam B Bo3pacte oT 18 mo 45 mer ¢ HAO | u Il TunoB npu HEOOXOIUMOCTH
MIPOBEJICHUS JTOJITOCPOYHON TPODUIAKTUKN PEKOMEHAYETCS Ha3HauUeHue H#IporecTareHbl A
JOJTOCPOYHON MPOPUIAKTHKH OTEKOB (IO3MPOBKH CMOTPH B Tabuuie 7, npuioxeHue A4,
npuiokenue AS, npuiioxenne A6).[117-119]

YpoBensb yoenureabHOCcTH pekoMeHaanuil — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
-4)

Kommenrapumn: Hasnauenue #npocecmazeHvl 603MONMCHO MOAbKO NOCAE KOHCYIbMayuu
8paua-eUHeKos02d, ¢ KOMOPbIM 6 OdlbHeuueM NIAHUPYemcsi CO8MeCmHoe 6edeHue
nayuenmxu. #lIpocecmacenvt  oKazvIBAIOM  NOJNONCUMENbHLIL IPdexkm Ha meueHue
3a601e6anusi 6NJ10Mb 00 NOJIHO20 OMCYMCMEUSL OMEKO8 be3 HeoOX0OUMOCIU npuema Opy2ux
npenapamog bonee, uem 6 60% cnyuaes (a npu npueme #Hnpocecmazenog ¢ GblPANCEHHLIM
anmueonadompontuim dgpexmom — bonee uem 6 80% cnyuaes). [117,118] Ipenapamamu
evlbopa saenAIOMCA #npocecmazensvl 8 8U0e MOHONPEnapamos (maxk Kax npuem 3Cmpo2eH08
nayuenmam ¢ HAO 3anpewen). [117,120-122]

Bcem mnamumentam ¢ HAO | u Il tuma pexomeHnayercs oueHuBath 3(Q(EKTUBHOCTh
noio0paHHON Tepanuu Ha KaXJIOM BU3UTE HE pexe | paza B 3 mecsna I ONTUMHU3AIUU
Teparnuu Jijisi KOPPEKIIUH 035l W/IIH HHTEepBajia BBeIeHus npenapara.[1,123]

YpoBenb yoenurebHOCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH [10KA3aTeIbCTB
-5)

Bcem mammentam ¢ HAO | u |l Tuma He pekoMeHayeTcss mpephIBaTh MPUEM IPEMapaToB IS

I[OJ'IFOCpO‘-IHOfI HpO(I)I/IJIaKTI/IKI/I Ha BpEMs IprUeMa MpCrapaTtoB JIsI KYIIUPOBAHUA OTEKOB U
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4.

KPaTKOCPOYHON NPOQHUIAKTUKHN ISl JOCTHXKEHHS Jy4YIIero KOHTPOJS HaJ aKTUBHOCTBHIO
3aboneBanus.[124]

YpoBeHsb yoenquteabHoCcTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEILCTB
-5)

[MTaruertam ¢ HAO ©6e3 gedpummra CI1-MHIT pexomeHmyeTcss UCHOIb30BaHUE
#TpaHeKCaMOBOW KUCIOTHI** Jj1st MpO(UIaKTHKH pa3BUTHS OTEKOB. [21,83,92,125]

YpoBeHsb yoeauteabHoCcTH pekoMenaanuii — C (YpoBeHb /I0CTOBEPHOCTH /I0KA3aTEILCTB
-4)

KommenTapuu: V nayuenmos ¢ HAO 6e3 oepuyuma CI1-UHI #mpanexcamosasn kucioma™*
bonee aghgpexmuena, yem y nayuenmos ¢ HAO I u Il muna. Pexomenoyemas 0o3uposka om
1,5 00 4 2/cymxu. [21,92,125]

e [lanuentkam B Bo3pacte oT 18 1o 45 ner ¢ HAO 6e3 nepunura C1-UHI" pekomenayercs
UCIIOJIb30BaHUE #IIPOTECTAreHOB IS MPO(GUIAKTUKH Pa3BUTHS OTEKOB (JIO3UPOBKU CMOTPH B
tabnuue 7, npuiokenue A4, npuinoxenue AS, npunoxenue A6). [92,117,125]

YpoBensb yoenureabHOcTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
-4)

[Manmentam ¢ HAO | u Il tuna m naumenram ¢ HAO 06e3 nepuumra C1-MHI' He
PEKOMEHIyeTCsI ~ HCIOJb30BAaHUE AHTUTUCTAMHHHBIX  TpEnaparoB  JJs  CHUCTEMHOIO
npumenenus u cI'KC s monrocpounoit mpodunaktuku.[92,126]

YpoBeHnsb yoenutebHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB

-4)

MeauuuHcKas peaduauTanus, MeIUIUHCKHUEe NMOKA3aHUA "

NMPOTHBOIIOKA3aHUA K IPUMCHCHHIO METO/10B peaﬁn.ﬂnTaunn

He pa3zpaborana

S.

IpopuiaakTuka u JucCNaHcepHoOe HAOIIOeHNEe, MeTULIMHCKIE IOKA3aHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHHIO METO/10B HpO(l)I/IJIaKTI/IKH

Cembsim ¢ HAO | u Il Tuma u HAO 6e3 aedunura C1-UHIT pekomenayeTcsi mpoBeaeHne
KOHCYJIbTAIIH Bpada-TeHETHUKA C LEbI0 TMOTydeHUs HH()OPMAILIUY O TNIAHUPOBAHUU CEMBH.
[54,127]

YpoBenb yOeaurejJbHOCTH pexkoMeHgaumi — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJbCTB -5)
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KommenTapuu: y nayuenmos ¢ HAO | u Il muna eeposmuocms podicoerus pebenka c
nooobHvim 3aboneéanuem cocmasisiem 50%. [127] ¢ HAO I u I muna u HAO 6e3
oepuyuma CI-UHI ¢ eviserennon mymayuei 6 oonom u3 eenos (SERPINGL,
mwiasmunoreHa, Xl ¢gaxropa cBEpThIBaHUS KPOBH, aHTMIIOITHHA-1) 603MO0ICHO nposedeHue
NPEeHamanbHOU OUACHOCIMUKY C Yelblo peuleHUs 80Nnpoca 0 NPOOOINCeHUU bepeMeHHOCmI.
Monexynapro-eenemuueckoe mecmupoganue Ha CneyupuuecKyro Mymayuio npo8ooUmcs ¢
KIemKamu u3 oopasya 60pcur Xopuona, 3amozo nocie 10-ii nedenu bepemenHocmu Uiy u3
006paszya oKoIONI00HbIX 600, nocie 15 nedenu bepemennocmu.[19,42,54,127]

e Pexomennyercs uHpopmupoBarh manueHToB ¢ HAO 0 BceX BO3MOXHBIX TPHUITEPAX
3a00JIeBaHMUs C [IEIbI0 MAKCHMAIILHOTO OrpaHnYeHus ux Bo3aercTaus.[31,80]

YpoBens yoenuteabHOCTH pekoMenaanmii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
4)

eBcem manmentam ¢ HAO He pexkOMEHIyeTcs HCIIOJIb30BAHHUE IPENapaToB W3 TPYIIITBI
uHruoutopoB AIl® u aHTOroHUCTOB penenTopoB aHruoreHsuHa |l ¢ mensio
npeaoTBpalieHus IpoBokanuu oTékos.[1,80,123]

YpoBenb yoenurTeabHoCTH pekoMeHaaunii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB
5)

Kommenmapuu: npenapamol u3 OaHHbIX 2PYNN NPUBOOAM K HAKONJEHUN OpAOUKUHUHA,
HO3MOMY MO2Ym CIAVICUMb  (akmopamu, Ymaxjceraiowumy medenue 3a001e8anHus u
A6umbcs mpuzeepamu pazsumust pamanvrvix amax. [1,80,123]

e Bcem manmentam ¢ HAO [ u II Tuna u ¢ HAO 6e3 gedunura C1-MHI He pekomenayeTcs
UCIIONIb30BAaHUE OCTPOTCHOB B CBSI3M C PHUCKOM BO3HUKHOBEHHS IKU3HEYTPOMKAFOIIMX
otékon.[80,118,128]

YpoBenb yoeautebHoCcTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB
4)

Kommentapuu: V 80 % nayuenmox ¢ HAO Habnodaemcs yxyouieHue meyeHUs
3abonesanusi Ha (hone npuema ICMPOEHO8 (BKIIOUASL KOMOUHUPOBAHHbIE NPEenapambl)
[118]. Heobxooumo 3amenums scmpoeen, na npoeecmazen.[80,118,127,129]

e Bcem mammentam ¢ HAO pexomMeHayeTcs MPOBEACHUE BaKIMHAIIMA B COOTBETCTBUU C
HarmuoHansHeIM ~ KajJeHIapeM NpOQHUIAKTHYCCKUX  TPHUBHBOK IS  TPOMUIAKTHKA
BaKI[MHOYIpaBIsieMbIX HHpekuuii.[1]

YpoBensb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB

5)
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eBcem mamuentam ¢ HAO pekomeHayeTcs NMpOBEACHHE BaKIMHALMKM OT remnaruta B mms
CHI)KCHHSI PHICKA 3apaX€HUs 3TUMHU 3a00JCBAaHUSMU B PE3yNIbTaTe€ TPAHCMHUCCHH ITHX
uH(]EKLHii ¢ mpenapaTamMu KpoBH (B 0COOCHHOCTH CBEXKE3aMOPOKECHHOM 11a3mbl).[1]

YpoBenb yoeaureabHocTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTebCTB

5)
6. Opranusanus oka3aHusi MeIUIMHCKON MMOMOIIH

1. Bce manueHTsl ¢ peuuIMBUPYIONMMHA aHTHOOTEKAMH JIOJKHBI OBITH IPOKOHCYIBTHPOBAHBI
BPayOM-aJIIIEPTr0JIOrOM-UMMYHOJIOTOM.
2. Ilocie NOCTaHOBKHU AMArHo3a MalueHT:
e  JloyKeH MOJyYyUTh NAcnopT O0JIbHOrO HacjaeAcTBeHHbIM aHrnootékoM (Ilpunoxenue
B-2);
e JlomxeH ObITh BHECEH B pEerUCTp peakux (opdaHHbIX) 3a0oneBannii Munzapasa PO.
3. TlanmeHnt c¢ ycraHoBieHHBbIM nuarHo3oM HAO momkeH HaXOIWUTCS TOJ TUCTIAHCEPHBIM
HaOJIOCHNEM Bpada MO0 MECTY JKUTEIbCTBA M SABISATHCS JUISI KOHTposss Tepanuu 1 pa3 B 3
Mmecsia. IIpy  KOHTPOJIBHOM MOCEIIEHMH Bpada JIOJDKHBI OBITh  3apErMCTPUPOBAHBI
JIOKaJM3alys, 9acToTa M TSHKECTh CHMIITOMOB, YacTOTa WCIOJb30BaHUSA M 3()(HEKTUBHOCTH
Tepanuyu JUis KyIHpPOBaHUS OCTPBIX MpHCTynoB. HeoOxoaumo mpoBecTH oOIIMN OCMOTp U
COOTBETCTBYIOLIEe JabopaTOpHOE 00CiIeI0BaHNUE.
4. B coorBerctBuu c¢ Iloctanosnenuem IlpaButensctBa PO ot 26.04.2012 N 403 "O
nopsiike BeneHUs DenepanbHOTO pPErHcTpa JIMI, CTPANAIONIMX HKU3HEYTPOXKAIOIUMH |
XPOHUYECKMMHU MPOTPECCUPYIOIIUMHU peAKUMH (OphaHHBIMH) 3a00I€BaHUAMU, TPUBOIASIIIUMU
K COKpAIlEHUIO MPOJODKUTEIBHOCTH KM3HM TpaXIaH WIM WX HWHBAIMIAHOCTH, M €ro
pernoHasnibHoro cermenta" (Bmecre ¢ "[lpaBunamu Benenuss denepanbHOTrO perucrpa Jull,
CTpAIAlONINX O KU3HEYTPOXKAIOMIMMH W XPOHHYECKUMH  MPOTPECCUPYIOMIMMHU  PEIKUMH
(opdanHbIMU) 3200J7€BaHUSAMHU, NPUBOAALUIMMU K COKPAIIEHUIO MPOAODKUTEILHOCTH KU3HU
rpaXxJaH WIM UX WHBAIMIHOCTH, U €r0 PErMOHAJBHOIO CerMeHTa') MalueHT JIOJKEH OBITh
obecriedeH mpenapatamMu Ui TPOQWIAKTUKKA M TperapataMu ISl KYTHPOBAaHHS OCTPBIX
COCTOSIHMI. VY TalMeHTa Ha pyKax BcCerjaa JOJDKHO ObITh Iperaparbl JUisi KyIMHpOBaHUS HE
MeHee ueM JBYX aTak: HKatubaHT uiau mHruouropa Cl-screpasbl yenoBeka u3 pacuera 20
ME/kr maccel Tena. [Ipu HMCNoNIb30BaHUM TNpenapaToB MAIUEHT JOJDKEH OBITh UM BHOBD
obecriedeH. [lanmeHTH! TOMKHBI OBITh 00YyYEHBI TEXHUKE BBEJICHHSI ITPETIapPaTOB.
[TanieHTaM € YCTaHOBJCHHBIM JHArHO30M JOJDKHBI OBITH BBEIEHBI TIpenapaThl IS

KyMpoBaHUs ku3Heyrpoxkatomux orékoB (MxatubGant wunum wuHruoburop Cl-screpassl
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YelioBeKa), KOTOpbIe MPEIOCTaBHII caM MalMeHT B Ciydyae OTCYTCTBHUSI 3THUX IpenapaToB B
MEAULIMHCKOM YUPEXKIECHUH.

6.1 Iloka3aHus K IVIAHOBOH IrOCIUTAJIH3AIMH

[Ipu HeahPeKTHBHOCTH MPOBOAMMON TEpaIluu, MalUEHTaM C TsDKeJIbIM TedeHueM HAO
MOKa3aHa TOCIHUTAIM3ALMSA B CTALlMOHAP Uil KOPPEKLUHMHM TAKTUKHU JICUEHUS U ONpElEIeHUs
VHJIUBUYAJIBHOM J03BI.

6.2 Iloka3zaHus K JKCTPEHHOH rOCIUTAJIH3AINH

1) Hamuume npu3HAKOB KOMIIPECCHHU JBIXATCIbHBIX IyTEH SBJISIETCS MOKAa3aHHUEM JIJIs
TOCIUTAJIM3AIMHI B CTAI[MOHAD;

2) Tsokemas aOmoOMHHAlIbHAs aTaka SBISIETCSA IOKa3aHUEM JUISl TOCIHMTAIH3AIUU B
CTalMoHap;

3) OtcyrcTBHE WM HEIOCTATOYHBIA 3(D(PEKT aMOyIaTOPHOIrO JICYCHUS IPH TAKEIOM
AO wm AO KU3HEYTPOXKAIOIIEH JIOKAIM3alMK SIBISETCS IOKa3aHUEM ISt
TOCIUTAIIN3AIMH B CTAI[MOHAP.

6.3 Iloka3zanus K BbINHCKE MAIMEHTA U3 CTAIMOHAPA

1) KymupoBanue oTéKa;

2) Tloxbop anexBaTHOM 3()(HEKTUBHOM TEpaITUK

7. JonoanutenbHass uHopMmanus, (B ToM uncie GakTopbl, BIAUSIOIINE HA

HCXO0/1 3200/1eBAHUSA WM COCTOSTHUS)

7.1 Ilporuo3

e OTEK ropTaHu Npu HEOKa3aHUM CBOEBPEMEHHOMN U a/IeKBaTHOM Teparnuu ¢aTalieH.
e [IporHo3 61aronpusATHBIN IPU aAEKBAaTHOM MMOKU3HEHHOH Teparnuu.

7.2 bepeMeHHOCTDb M POAbl.

Bepemennocms nenpeockazyemo enusem na medenue 3a001€6aAHUL U MOJCEN CMASUAMD,
YmANCENAMb UNU He OKA3bleamb HUK020 6osoeticmeus. Kpome moco, meuenue npeovioyuseti
bepemeHHOCU He N0360JIsiem NPOSHO3UPOo8ams mevenue ciedyioujeni.[1,118,127]

e bepemennsiM sxenmmHam ¢ HAO | u |l Tuma pekomeHmyercss COBMECTHOE BeleHHE

OepeMEeHHOCTH TOoJ HaOMI0/IeHHeM aJleprojora-MMMYHOJIOTAa M aKyllepa-THHEeKoJora

JUTSl CHUOKEHHSI PUCKA OCIIOKHEHUA. [1]

YpoBenb  yOeaurenbHocTH  pexkomeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 5)
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bepemennpiM u  kopmsmuM okeHumHamM ¢ HAO | wm |l Tunma pexkomenayercs
ucnonb3oBanue uHruouropa Cl-3cTepassl yenoBeKka s KynmupoBanus oTékos [1,127]
YpoBenb  yOenureabHOCTH  pekoMmenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB D)

e bepemennsbix xenua ¢ HAO | u |l Tuna pekomennyercst odecneunts naruouropom Cl-

3cTepasbl Ui PaHHETO KYNMHMPOBAHHS OTEKA W MpEeAOTBpalleHus (GaraabHOrO UCXOAa.

[1,127]

YpoBenb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB

5)

bepemennpiM keHmmHaMm ¢ HAO | u |l Tuma pexkoMeHIyeTcss HCIOJIb30BaHUE
CBEXKE3aMOPOKEHHOM I1a3Mbl JAJsi  KYNMUPOBAHHUS OTEKOB W JUISl KPATKOCPOUHOM
npoduIakTUKU B citydae oTcyTcTBusi mHruouTopa Cl-acrepassl.[1,127]

YpoBenb  yOenutenbHocTH  pekomenaaumii C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

bepemennpiM u kopmsmuM okeHumHamM ¢ HAO | wu |l Tuma pexkomenayercs
ucnoinbs3oBanue nHruoutopa Cl-acrepasbl uenoBeka Uit KpaTKOCPOUHOM MPOPUITAKTHKI
o1ékoB. [127]

YpoBenb  yOenutenbHocTH  pekomenganmuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTBD)

bepemennsiM u kopmsinuMm xeHmuHaM ¢ HAO | u |l Ttuma mpu HeoOxoammocTu
JIOJITOCPOYHOM MPOPUIAKTUKH PEKOMEHAYETCS HCIoib3oBanue #Hunruouropa Cl-
scTepassl yenoseka. [1,127,130,131]

YpoBenb  yOenurTenbHOcTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4)

KommenTapun: uneubumop Cl-3cmepasel yenosexka Haubonee 6e30nacHulil npenapam,
KOMOPbLL MOdHCem Oblmb UCNOIb308AH Y DepeMeHHbIX U Kopmsuux dnceruyun.[115]
bepemennbiM u kopmsiiuMm skeHiHaM ¢ HAO | u |l Tuna npu HeTsKenoM TeYeHUu U
XOpoIlel MepeHOCUMOCTH PEKOMEHAYETCS HCIOIb30BaHUE TPAHEKCAMOBOW KHCIOTHI*™
JUTsL TONITOCPOYHOM npodunaktuku. [1,127]

YpoBenb  yOeauresbHocTH  pexkomeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJabCTB 5)

bepemennsiM skernmmHaM ¢ HAO | u |l Tunma HacTtosTenTpHO HE PEKOMEHIYETCS

UCIIOJIb30BaHUE #1aHa301a ISl OJITOCPOYHOM U KpaTKOCpouHOH npodunakTukm.[1,127]
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YpoBenb yOeaurenabHocTH  pekoMeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB 5)

Kommenrapum: #0anazon kamezopuyecku 3anpewet 0isi UCHONb308AHUSL ) OepeMeHHbIX
U KOPMAWUX JHCEHUUH HA 8eCb Nepuood DepemMenHOCmuU U JaKkmayuu, maxk Kax #oanazon
npoHUKaem u uepes NiayeHmy, u 8 epyoHoe moaoko. K ux nobounvim s¢pghexmam
OMHOCAMCA MACKYIUHUZAYUS NI00A HCEHCKO20 NOJd, NIAYEeHMAPHASA He0OCMAamoyHOCMb
u 3a0epawcka pocma niooa. Ecau nayuenmra ¢ HAO, nonyyarowas 8 kauecmee 6a3ucHou
mepanuu #oanazon, nianupyem OepeMeHHOCmb, HeobXo0uMo 3apanee No00OPaAMb
opyaylo cmpamezuio 0020cpounotl npogunakmuxu. [1,127]

bepemennbiM mammentkam ¢ HAO | wu |l Tuma pexoMmeHayeTcs TPOBOIUTH
polopaspenieHiue B CTallMOHAape /il OOECIeUeHUs TOJHOLEHHOTO KOHTPOJS 3a
COCTOsTHHEM MaTepH u mioja.[1,127]

YpoBenb yOeaurenabHocTH  pekoMeHaaumidi C  (ypoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB 5)

KommeHnTapum:  memoo  pooopaspeuwienusi — Onpeoeisiemcs — No  aKyWepCKum
nokazanusm.[127]

bepemennbsiM ¢ HAO | u Il Tuna pekomenayercs od6ecrneunTh JOCTYITHOCTh HHTHOUTOpA
Cl-acrepa3sl B KOJUYECTBE JIJIsl KYITUPOBAHUS HE MEHEE, YeM JIBYX aTaK Ha BECh MEPHO]]
POJIOB JIJISl €10 HEMEIIEHHOTO BBEICHHS IIPU PAa3BUTUH OCTpOro npucrymna. [1,127]

YpoBenb yOeaureqabHocTH  pekoMeHaaumidi C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

[lepen HEOCNOKHEHHBIMH €CTeCTBEHHbIMH poaamu mnarueHtkam ¢ HAO | u |l tuna ne
PEKOMEHYETCSI NCIIOIb30BAHUE MPEMapaToB ISl KPATKOCPOUHOM PO HIakTHKU.[1]
YpoBenb  yOenureabHocTH — pekoMenaauumii C  (YpoBeHb  /I0OCTOBEPHOCTH
A0Ka3aTeJabCTB 5)

KomMeHTapum: xoms uzeecmuo, 4umo MexaHuueckas mpasma u Cmpecc nposoyupyom
ocmpule npucmynsi, 1uuts y HemHozux scenuur AO pazeusaemcst 60 epems po0os.[118]
[Maruentkam ¢ HAO | u |l Tuma pexomennyercs BBenenue mHruodutopa Cl-sctepass
YelloBeKa Mepesl poJaMu B TOM CiTydae, KOTJia CUMIITOMBI 9acTO BO3SHUKAIH B TPETHEM
TpUMecTpe OCpEeMEHHOCTH, W €CIId B aHaMHe3e MAaIlMeHTKH €CTh YKa3aHWs Ha OTEK
MOJIOBBIX ~ OpPraHOB  BCIEACTBHE  MEXaHWYECKOW TpaBMBL, a Takxke TMepen
pollopa3perieHneM MyTeM KecapeBa CeUeHU . [1,127]

YpoBenb  yOeaurenbHocTH  pexkoMeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJNbCTB 5)
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurepuu onieHKHM Ka4ecTBA MeIHIMHCKO MOMOIIM JIJISI aMOVJIATOPHOI0 3BEHA

Ne Kpurepuu xauectsa Ouenka
BBITIOJTHEHHSI
1 | IManuenty (mpobaH) BBIIOJHEHO ABYKpaTHOE HccienoBanue ypoBHs Cl- Ha/Het
UHTHOUTOpA U ero (PYHKIIMOHATHHOW aKTUBHOCTU B KPOBU WU TMAIUEHTY
BBIMIOJITHEHO  HcciepoBaHue  ypoBHa — Cl-unruburopa U ero
(YHKIMOHATIBHON aKTUBHOCTH B KPOBH B COYETaHWU C IPOBEACHUEM
MOJICKYJIIPHO-TeHETUYECKUM uccienoBanneM B reHe SERPINGI.
2 | ITanmenty (ponctBeHHuk manueHTa ¢ HAO) BBIOTHEHO HCCIIEAOBAHHE Ha/Het
ypoBHsi Cl-uHruburopa u ero pyHKUHOHAIBHON aKTUBHOCTU B KPOBU WJIH
MIPOBEJICHO MOJICKYJISIpPHO-TeHEeTHYeCKnM nccienoBanue B rene SERPINGL.
3 | [Mauent ¢ HAO Obu1 obecniedueH mpemapaTamu JUisl KYIMUPOBAaHUS HE Ha/Het
MEHee, 4YeM JIByX arak: ukatubant w/mmm wumaruoutop Cl-3cTepassl
YeloBeKa
4 | [TameHT C HAO, npoxomsammii Jr000€ HWHBA3WBHOE MEIUIIMHCKOE Ha/Her
BMEIIATENLCTBO, OBbUT 0OecneueH npenapaTaMu JJisi KyIIMPOBaHUS HE MEHEee
JIBYX >KM3HEYIPOKAIOIMIUX aTak: MKaTHOAHT wiu uHruOutop Cl-acrepassl
YeJIoBeKa
5 | [Marmmenty ¢ HAO | u |l THIOB npoBeieHa KpaTkocpoyHasi NpopuIakTHKA Ha/Het
nepe JF0OBIMH OTIEPAaTHBHBIMU BMEIIATEILCTBAMHE (B TOM YHMCIIE MaJIbIMHU,
TaKMMH KaK CTOMATOJIOTUYECKHE MAHUITYIISALINHY ), THBA3UBHBIMU
MEIUITUTHCKIMH HCCIICTOBAHMSIMH.
6 | [IpoBeneHa KOHCYNIbTAIUsl BPadyOM-XHPYProM HAIlMEHTY C BBIPAKEHHOU Ha/Het
a0IOMUHAJIBHON aTaKon
7 | [Naruentka ¢ HAO Ha nepuoxa 6epeMeHHOCTH Oblia oOecreueHa Ha/Het
uHruoutopom Cl-3cTepasbl yeaoBeka
8 | [Tauuentka ¢ HAO Ha nepuoa ponoB 6bu1a o0ecriedena nuaruouropom Cl- Ha/Het
HCTEpa3bl YeNOBEKa JIJIsl KYMUPOBAHHS JBYX aTaK
9 | [Mauuenty ¢ HAO, nonyuatomemy Tepanuto nHruouropamu AIl®, Ha/Het
AQHTOTOHKCTHI PEIETITOPOB aHTHOTEH3WHA ||, BBITOTHEHA OTMEeHa ATHX
penapaToB
10 | [MarmenT ¢ AO B 06nacTH TOPTAaHH MPH HAPACTAHUN OTEKA MITH Ha/Her
He3(pPEeKTUBHOCTH POBOJMMON Te€panuu roCUTATU3UPOBAH B OT/IEIEHUE
OTOPWHOJIAPUHTOJIOTUH MJITH PEAaHUMAIIOHHOE OTACIICHHE
11 | [ManMeHTy BBIMIOJHEHO OMpEEICHUE OCHOBHBIX TPYMI KPOBH IO CUCTEME Ha/Het
ABO u onpeniennenue anturena D cuctemsl Pesyc (pesyc-daktop)
Kputepun o1ieHKH KayecTBAa MeIMIMHCKOH MOMOIIY /IS CTAIIMOHAPHOIO 3BeHA
Ne Kpurepun xauectBa Onenka
BBITIOJTHEHHUSI
1 | [Tanmenty ¢ oT€kaMu, CIOCOOHBIMH TIPUBECTH K  acC(PUKCHH, Ha/Het

a0IOMUHAIbHBIMU aTakamu u nepupepuIecKuMu OTEKaMH,
COMpPSKEHHBIMU C PHUCKOM Pa3BUTHSA OCJOKHEHUN ObUIM BBEICHBI
npenaparsl Ul KyOUpOBaHUs OTEKOB He mno3aHee 30 MHH 1ocie
MIOT1aJIaHUs MAlleHTa B JIeYeOHO-IPODUIAKTHIECKOE YUPEKICHHE.
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2 | [lammmenTy <C oOTeka BEpPXHUX JbIXaTENIbHBIX IyTEH  BBINOJIHEHA Ha/Het

KOHCYJIbTaIHs BpPauOM-O0TOPHUHOJIAPUHTOJIOTOM 177078171 BpauoOM-
AQHECTE3UO0JIOTOM-PEaHNMATOIOTOM.

3 |IlaumeHTy C BBIp@XECHHOH KOMIIPECCHEH IbIXaTeIbHBIX NYyTEH MNpu Ha/Het
Hed(P(HEKTUBHOCTH MIPOBOAUMOM Tepanuu ObL1a BBITNIOJIHEHA
KOHMKOTOMHSI/HAJIO)KEHUE TPAXEOCTOMBI/MHTYOAIHSI TPaxeu

4 | IlpoBeneHa KOHCYJbTAlMsl BPayOM-XUPYProM IMALUEHTY C BBIPAXKEHHOH Ha/Her
a0JIOMUHAJIBHOM aTakon

5 | Mamuenty ¢ HAO | u |l Tunos npoBeneHa KkpaTkocpoyHasi MpoduIaKTHKa Ha/Het

nepen JIFOOBIMH OIICPaTUBHBIMH BMCHIATCILCTBAMU (B TOM 4YHUCJIC MaJIbIMHU,
TaKMMH KakK CTOMATOJIOTNYCCKUC MaHI/IHy.]'IHI_II/II/I), HMHBAa3HBHBIMHU
MCIUIMHCKHUMHU UCCIICIOBAaHUAMUA

6 | [lauenty BbIMOAHEHO (eciu He ObUIO BBIMOJIHEHO Ha aMOyIaTOpPHOM Ha/Het
JTane) ONPENEIIEHHE OCHOBHBIX TIpynn KpoBu 1o cucreme ABO u
omnpenenenue anturena D cucremsl Pesyc (pesyc-daxrop)

7 | Manuenty ¢ HAO, nonyyaromeMy Teparuio 3CTpOoreHaMH, HHIMOUTOpaMu Ha/Het
AII®, aHTOrOHUCTBI PELENTOPOB AaHrHMOTeH3MHA ||, BBIOIHEHAa OTMEHa
ATUX IPEnapaToB
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Ipuioxkenune A 1 CocraB paloueii rpynnbl mo pa3padorke U nepecMoTpy

KJIMHUYECKUX PeKOMEeH AUl

YsieHsl pabodel IpyIInbL:

1. bnusnen Enena AnexcanipoBHa — CTapIIMii Hay4dHbIH cOTpyAHHK Jabopatopuu JIHK-
nuarHoctukd @I'BHY «Meauko-reHeTn4eckuii Hay4Hbld LIeHTp uMeHu akaaemuka H.IT.

boukoBay; K.M.H.
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10.

11.

12.

BuktopoBa EkarepumnHa AHnpeeBHa — 3aBedylOlIMi OpueMHbIM oTaeneHueM HMMUAIL]
JAI'OU um. Imutpust Porauéna, Bpau MMMYHOJIOT-aJUIEPTOJIOT, IEAUATP

Bumnesa Enena AnexkcaHpoBHa — J1.M.H., 3aMECTUTENIb pykoBoauTesd no Hayke HUM
nequatpu U oxpanbl 310poBbs Aetel [IKb PAH, nmoument kadenpsl ¢akyiabTEeTCKON
neauatpun neauarpudeckoro daxkynpsrera PI'bOY BO «PHUMY um. H.U. [Tuporosay
Mun3zapasa Poccun.

Jxob6aBa Dmrico MypMmaHOBHA - J.M.H., podeccop, WwieH ACCOUUAMU THHEKOJIOTOB —
sHJo0KpuHOJNIOroB  Poccum, Accomumanuu — «KBanTOoBasgs — MeaunuHa», Poccuiickoii
accolMaluy aKylIepOB-THHEKOJIOr0B, Bpad aKylep-THHEKOJIOT

WNnpuna Haranes MBaHOBHA — Bule-TIpe3uIeHT POCCUMICKON acconuanuy ajmieprojoros
U KImHIYecKuXx uMmyHosoroB (PAAKH), a.M.H., mpodeccop, 3aMecTUTENh TUPEKTOpa
OI'BY «'HL| Uncturyr ummyHonorun» O@MBA Poccun mo kinuHU4eckod pabore —
TJIaBHBIN Bpad.

Ky3pmenko Haranes bopucoBHa — 3aB. OTA. JNUACMHOJIOTMM M MOHUTOPHHIA
ummyHnoaeuuros HMUL[ ITOU um. mutpus Poraduésa, k.M.H., Bpad ajuIeprojor-
MMMYHOJIOT, IIeIUatTp

JlaTpiieBa Enena AnekcaHIpoBHa — BEAYIIMM HAy4HbId COTPYJHUK OTACJICHUSA
uMMmyHonatosoruu B3pocibix OI'BY «I'HL[ MucTuTyT mMMyHosorun» ®MBA Poccun,
I.M.H., goneHT kadeapsl Knmmandeckas mmmyHosnoruu ¢akyasrera Mb® I'OY BIIO
PHUMY uwm. ITuporosa.

JlatpieBa TaTthsiHa BacunbeBHa — O.M.H., mpodeccop  Kadeapbl  KIMHUYECKOM
ameprogorun U uMmmyHosnorun  OIIJIO MI'MCY, 3aBenyromnuii oTaeneHueM
ummyHonaTosoruu B3pocisix ®I'BY «I'HL Unctutryt nmmyHnonorun» ®MBA Poccun.
Manto HWpuna AnekcaHapoBHa — Hay4HBIH COTPYJHHUK OTAEICHUS MMMYHOIATOJIOIHU
B3pocibiX PI'BY «'HI MucTuTyT MtMMyHOosorun» ®MBA Poccun.

HamazoBa-bapanosa Jleiina CelimypoBHa - akagemuk PAH, mnpodeccop, a.m.H.,
npesunienT Hcnonkoma Coroza meauatpoB Poccum; mact-npesuaeHT EPA/UNEPSA;
pykosogutens HUW nmenmatpum u oxpansl 310poBbst aeteit LIKb PAH, 3aBenyromas
Kadeapoil ¢dakynpTeTckod nenuaTpuu neauarpuueckoro ¢pakyinsrera GPI'BOY BO
«PHUMY wum. H.U. IluporoBa» MuHn3sapaBa Poccuu, riiaBHbIA BHEIUTATHBIN AETCKUN
CIIENUATIUCT 0 poduIaKTUIecKor Meauiinae Munsapasa Poccun.

HenameBa Haranps MuxaiinoBHa - 1a.M.H., mupodeccop Kadeapbl KIMHHYECKON
ajeprosiorun u ummyHosiornn PMAHIIO.

[Tamnypa Anekcanap HwukonmaeBM4 — pyKOBOAMTENb OTHAENA AJJIEPrOJOTHMU U

kimnandecko ummyHosiorun OCIT «HUKW nemmatpum wmmenn akanemuka FO.E.
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13.

14.

15.

Benmbtumesa ®I'bOY BO PHUMY wum. H.M. IluporoBa MunzgpaBa P®D, n.M.H.,
npodeccop.

[TonsikoB Anekcannp Bnangumuposuu — 3aBenyromuii taboparopueit JJHK-nuarnoctuku
OI'BHY «Menuko-reHeTHYecKui Hay4yHbId LeHTp uMeHn akajgemuka H.I1. BoukoBay,
1.0.H., ipod., wi.-kopp. PAH.

CemumzsinoBa Jlwmus PoOeproBHa - K.M.H., Beaymwii Hay4Hblii coTpynHuk HUU
neauatpuu U oxpansl 3710poBbs Aered LIKb PAH MuHucrepctBa Hayku M BBICIIETO
obpazoBanusi Poccuiickoit deneparuu, omeHT Kadeapbl neauaTpur W JACTCKOU
peBmatosioruu GI'AOY «llepebii MI'MY um. U.M. CeuenoBa» MwunznpaBa Poccuu
(CeueHoBCKUT YHUBEPCUTET)

[lepobuna Anna lOpbseBHa - 4. M. H., mpodeccop, 3aMeCTUTENb AupeKkTopa MHCTUTYTA
reMaToJIOTMM, UMMYHOJOTUU U KieToyHbIX TexHosoruid ®I'BY «HMUIL JAT'OU um.
Amutpuss PoraueBa» MunzapaBa Poccum, 3aBeayromias OTIEIEHUEM KIMHUYECKOU

ummyHosiorun ®I'BY «®HKIL AT'OU um. Amutpus Porauea» Munznpasa Poccun.

Ipuioxkenue A2 MetoaoJiorusi paspadoTKu KIMHUYECKUX PEKOMEHAalui

IleaeBasi ayIuTOPHS JAHHBIX KJIHMHNYECKHUX PEKOMEHIAIMI:

LCoNoOARWN B

NNNNNNNNRPRPRRRRRRRR R
OURWNRPOOONOURNAWNEREO

BpavY-aKylHIep-ruHeKOJIOr,

Bpay-aJuIeprojor-uMMYyHOJIOT;
Bpay-aHECTE3MOJIOr-PEaHuMaTOJIOT;
Bpay-raCTPOIHTEPOJIOT;
Bpau-TeHETUK;
Bpay-/IepMaTOBEHEPOJIOT;
Bpau-AeTCKUIl XUPYpT;
Bpay-1a00paTOPHBINA T€HETHK;
Bpayd-HEOHATOJIOT;

. Bpau oO11ei npakTuku (CeMerHbIN Bpay);
. Bpau-OpTOJOHT;

. Bpau-0TOPUHOJIAPUHT OJIOT;

. Bpau-TnieIuarp;

. Bpau-TieInaTp ropoiIckoi (paliOHHbIN);
. Bpau-TIeInaTp y4acTKOBBIN;

. Bpau-TUIaCTUYECKUI XUPYpT;

. Bpau 110 TUTUEHE AETEN U MOJPOCTKOB;
. Bpau 110 TUTHUEHE TPY/a;

. Bpad 1o o011ei ruruexe;

. Bpau IPUEMHOTO OTJEJICHUS;

. Bpau CKOpOH MEINLNHCKON ITOMOIIIH;

. Bpau-CTOMATOJIOT;

. Bpau-CTOMATOJIOT JETCKUM;

. BpPa4-CTOMATOJIOr-OpTOME;

. Bpau-CTOMATOJIOT-TEPAIIEBT;

. Bpau-CTOMaTOoJIOT-XUPYPT;
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27. Bpau-TepareBT;

28. Bpau-TepaneBT MOJAPOCTKOBHIN;

29. Bpau-TeparneBT y4acTKOBBIIA;

30. Bpau-TepaneBT y4aCTKOBBIH 1IEXOBOTO BPAue€OHOTO Y4aCTKa;

31. Bpau-TpaHCc(y3Hu0IIOT;

32. Bpa4 pyHKIIMOHATHHOU TUATHOCTHUKH;

33. Bpau-xXupypr;

34. Bpa4-yeIt0CTHO-JIMIICBOW XUPYPT;

35. Bpau-3HI0CKOIIHCT;

36. cTapmmii Bpau cTaHIUHU (OTIEICHUS) CKOPOH METUITMHCKOM ITOMOIIIH;

MeT01010THS PA3PA0OTKH KJINHHYECKUX PEKOMEeH 1A

2 uneHna padoueit rpymsl (JlareimeBa Enena AnekcannpoBHa u Manto Mpuna AnekcaHapoBHA)
HE3aBUCHMO JIpyI' OT Jpyra BBINOJHSAJIM CHCTEMaTHYECKHH IMOMCK M OTOOp mmyOiauKanuit
HezaBucuMo apyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck mpoBoauiics B IMOUCKOBOU

cucreme PubMed (http://www.ncbi.nlm.nih.gov/pubmed/), KokpanoBckoii  OubnnoTeKe

(http://www.cochranelibrary.com/), HayuHo#i snekTpoHHON Oubmmoreke €eLIBRARY.ru
(http://elibrary.ru/defaultx.asp), Oase JAHHBIX EMBASE

(https://www.elsevier.com/solutions/embase biomedical research), a Ttakxke mno perucrpam

KIMHWYECKUX ucnbiTanuid: https:/clinicaltrials.gov/ u https://www.clinicaltrialsregister.eu/ctr

search/search. beiio Haiieno 250 mybnukaruii, 1 U3 HuX ObUT0 oToOpaHo 110 myOmukanuii. B
Clly4ae BO3HUKHOBEHHUS pa3HOTJacHii mpu orOope MyOJIMKaluu MPUBICKAINCh OCTajbHbIC
wieHbl pabouell rpynnsl. Ha ocHoBaHMM OTOOpaHHBIX MyOJauKauuid 00a 3KCIepTa HEe3aBUCHUMO
JIpyr OT Apyra cpopMyIupoBaIl TE3UC-PEKOMEHJIAIMU, KOTOpPbIE ObUIM OLIEHEHBI C IOMOIIBIO
IIKaJl OIIEHKHA YPOBHE JIOCTOBEPHOCTH JI0KA3aTEIBCTB U METOAOB JUArHOCTUKH, OLIEHKH YPOBHEH
JIOCTOBEPHOCTH JoKazarenbcTB (Y IJ1) ansg MeTonoB mpoduiIakTHKH, JIEUSHHs] U peaduInuTalun
(mpodmiiakTUYECKUX, JIEUEOHBIX, pPEAOMIMTALMOHHBIX BMEIIATENIbCTB), OLIEHKH YpOBHEHN
yoenutensHOCTH pekomenaanuit (YVYP) nns metonoB mpoduiiakTHKU, AUArHOCTUKH, JICUCHUS U
peabunutanyu  (MPOPHUIAKTUYECKUX, JUATHOCTHYECKHX, JICUeOHBIX, pPeaOHINTAIMOHHBIX
BMemnarensCcTB). ([Ipunoxkenue 1, Ilpunoxenue 2, [lpunoxenune 3) B panpHeiiinem kaxnias
Te3UC-peKOMEHJalus Obljla TIIATEIbHO OOCYXKJeHa Ha o0iieM coOpaHuM padouel Irpymlibl, BO
BCEX CITy4yasiX pa3Horjacus ObUl JOCTUTHYT KOHCEHCYC.

Ipunno:xenne 1. [llkana oneHkH ypoBHEH nocTOBEpHOCTH JTokazatenbcTB (Y1) ans meronoB
JUArHOCTHKY (IMarHOCTUYECKUX BMEIIATEIbCTB)

YA | Paciuugposka

1 CucrtemaTndeckue 0030pbl MCCIEAOBAaHUN C KOHTpOJIEM pe(epeHCHBIM METOJO0M WU
CUCTEeMAaTUUYECKUH 0030p paHJAOMHU3UPOBAHHBIX KIWHUYECKUX HCCICIOBAHUMA C
MPUMEHEHUEM MeTa-aHaan3a
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http://www.ncbi.nlm.nih.gov/pubmed/
http://www.cochranelibrary.com/
http://elibrary.ru/defaultx.asp
https://clinicaltrials.gov/

OTnenbHbIE MCCIEIOBAHUS C KOHTPOJEM pedepeHCHBIM METOJO0M WM OTICNIbHBIC
pPaHIOMHU3UPOBAHHBIC KIMHUYECKUE WCCICAOBAaHUS U CHUCTEMaTHYecKue 0030pbI
UCCIIEIOBaHMIA J1I000T0 AM3aiiHa, 3a UCKIIOUYEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCJIEI0BAHNM, C IPUMEHEHUEM METa-aHaIn3a

HccnenoBanus 0e3 MOCIEAOBATEIBHOTO KOHTPOIS pPEPEPEeHCHBIM METOIOM WU
UCCIICIOBAaHUS C pEPEepeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCHMBIM  OT
UCCIIElyeMOT0 METOJa MM HEepaHAOMHU3UPOBaHHbIE CPABHUTENIbHBIE MCCIEIOBAHUS, B
TOM 4MCJI€ KOTOPTHBIE UCCIIEI0BaHUS

HCCpaBHI/ITeHBHHC HCCICA0BAHUS, OIIMCAHUE KIMHUYECKOTO Cliydas

5

Hmeercs auinbs 000CHOBaHHE MEXaHU3Ma I[GI\/JICTBI/IH HJIM MHCHUC DKCIICPTOB

Ipunoxenne 2. [llkana oneHKH ypoBHEH nocToBepHOCTH nokazarenbcTB (Y /) mus meromos

PO UIAKTUKH, JICUCHUS U peadrinuTanuu (MpoQHiIakTHIECKUX, JICUSOHBIX, peaOINTAIMOHHBIX

BMEIIIATEIHLCTB)

YA

Pacummgposka

1

Cucrematnueckuii 0630p PKU ¢ npuMenennem mera-ananusa

2 Otnenvabie PKM u cucremarnueckue 0030pbl MCCIICIOBAHWMA JTFOOOTO JM3aifHa, 3a
ncximouyennem PKU, ¢ npumenennem Mera-aHanusa

3 HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHHUTCIIbHBIC HUCCIICAOBAaHNA, B T.4. KOT'OpTHBIC
UCCIICIOBaAHHUS

4 HecpaBHuTenbHbIE HWCCIEIOBaHMS, ONHCAHUE KIMHUYECKOTO CJy4as WIH CEpUU
CITy4aeB, UCCIICAOBAHUS «CITy4aii-KOHTPOJIbY

5 Hmeetcs numb 000CHOBaHME MEXaHHW3Ma JICHCTBUS BMEIIATEIbCTBA (IOKIMHUYECKHE

I/ICCJ'ICI[OBaHI/IH) HJIM MHCHUEC SKCIICPTOB

IIpunnoxenne 3. [lkana oneHku ypoBHel yoenutensHocTu pekoMmenaanuil (YVYP) nns meronoB
OpopWIAaKTUKK,  JUATHOCTHKH,  JIedeHHs M peabunurtaumu  (IpOoQHIAKTHYECKUX,

JUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

Yyp

Pacuu¢poska

A

CunbHas pekoMmeHJalMs (Bce paccMaTpuBaemble KpuTepuu 3(hdeKTuBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMM, BCE UCCIEOBAaHUS MMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIBHOE  METOJNOJIOTMUECKOE  KauyeCcTBO, WX  BBIBOABI IO
MHTEPECYIOIIUM UCXO0JaM SIBJISIFOTCS COITIACOBAHHBIMMU )

VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepuH 3()PeKTHBHOCTU
(McXompl) SIBISIIOTCS BaXXHBIMHM, HE BCE HCCIEIOBAaHHMS HMMEIOT BBICOKOE WIIH
YIIOBJIETBOPUTEILHOE METOAO0JIOTMYEeCKOe KayecTBO W/WIM MX BBIBOJBI 10
MHTEPECYIOIIUM UCX0IaM HE SIBJISIOTCS COTJIACOBAHHBIMHU )

Cnabast pekoMeHanus (OTCYTCTBUE JT0KA3aTEIhCTB HAJJISKAIIETO KauyecTBa (BCE
paccMaTpuBaemMbie Kputepuu dPQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HUCCIIEAOBAHUSA UMEIOT HU3KOE METOMOJIOTHYECKOE KaYeCTBO U UX BBIBOALI I10
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HHTCPCCYIOIINM UCXOAaM HEC ABJIAIOTCA COFHaCOBaHHBIMI/I)

IlopsigoK 00HOBJIEHUS KJIMHHUYECKNX PEKOMEHIAIIM.

Mexaau3mM OOHOBJICHHS KIMHUYECKUX PEKOMEHIAIMMA MPEAyCMATPUBACT UX CUCTEMATHUYECKYIO
aKTyaJIM3alHI0 — HE PEXKE YEM OJIMH Pa3 B TPU I'0JIa, @ TAKKE NPU MOSBICHUHU HOBBIX JAHHBIX C
MO3UIMHM J0Ka3aTeIbHOM MEJMIMHBI MO BOMPOCAM JUArHOCTUKH, JICYCHUS, NPODUIAKTHKU U
peaOuIuTalll KOHKPETHBIX 3a00JIeBaHMM, HaJIMUYUKU O0OOCHOBAHHBIX JOIMOJHEHUI/3aMeYaHui K

panee yrBepxkaEHHbIM KP, HO He yamie 1 pa3a B 6 mecs1ieB.

IIpuiaoxkenune A3. CnpaBouHble MaTepHajbl, BKJIKYAs COOTBETCTBHE
NMOKA3aHMH K NMPUMEHEHUI0 U NMPOTUBONOKA3AHUI, CIOCO00B NMPUMEHEHUS U
103 JIEKAPCTBEHHbIX CPEACTB HHCTPYKUUM IO NMPUMEHEHHUIO JIEKAPCTBEHHOIO

npemnapara.

IIpuniaoxenue A3.1. CBi3aHHBIE JOKYMEHTDI

1. ®enepanbHbiii 3aKk0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHWH U3MEHEHHUH B cTaThio 40
@enepanbHoro 3akoHa "OO o00s3aTeabHOM MEIUIIMHCKOM CTpaxoBaHuWU B Poccuiickoit
Oenepanun” u PenepanbHblii 3akoH "OO OCHOBaX OXpaHbl 370pPOBbs TpakJaH B
Poccuiickoit deneparun' mo BonmpocaM KIMHUYECKUX PEKOMEH 1AL,

2. Ilpuka3 Munszapasa Poccun Ne 1031 ot 28.02.2019 1. «O6 yTBepKI€HUU MOPAIKA U CPOKOB
pa3pabOTKU KIMHUYECKUX PEKOMEHJAIMM, UX MEepecMOTpa, TUIOBOM (OPMBI KIMHHUECKUX
pexomMeHnauuii U TpeOOBaHMM K HX CTPYKTYpe, COCTaBy M Hay4dHOH OOOCHOBaHHOCTHU
BKJIFOUAaEMOM B KIIMHUYECKHE PEKOMEHAAIMHU HH()OPMALIUN».

3. Ipuxa3z MunsapaBa Poccumn ot 13.10.2017 N 804n "OO yTBepKIE€HHMM HOMEHKJIATYPHI
MEIULMHCKUX yCIyT".

4. Tlpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanuu (Munsnpas Poccun) ot
20 nexabps 2012 r. N 1183u r. MockBa "O6 yrBepkaeHun HoMeHKIaTypsl JOKHOCTEH
MEAUIMHCKUX PaOOTHUKOB U (papMarieBTUUECKUX paOOTHUKOB".

5. Tlocranonenue IlpaBurensctBa PO ot 26 ampens 2012 r. N 403 "O nopsake BeaeHUs
@denepallbHOTO PETUCTPA JIAL, CTPAJAIOLMX KU3HEYIPOKAIOIIMMUA M XPOHUYECKUMU
MPOrPECCUPYIONMMU  peAKuMU  (opdaHHbIMH)  3a00JEBaHUSIMHU, MPUBOAAIIUMH K
COKpAaIICHUIO MPOJOKUTEIbHOCTH JKU3HU TpaXAaH WIM WX HWHBAIMIHOCTH, M €ro
PETHOHAIIBHOTO CETMEHTa"

6. Ilpuxa3z MunucrepcTBa Tpyna U counanbHoro pasputus P® ot 27 asrycra 2019 r. Ne

5851 "O knaccupuKaluusix U KPUTEPUSAX, UCIOIb3YEMbIX MPU OCYIIECTBIEHUU MEIUKO-
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COLIMAJILHOM SKCHEPTU3bI TpaxaaH (eaepalbHbIMU FOCYAAPCTBEHHBIMU YUPEKACHUSIMHU
MEAMKO-COLIMAIBHOM 3KCIIEPTU3HI"
7. Ilpuka3 MuHucTepcTBa 3ApaBOOXpPAHEHUs U cOLUalIbHOTO pa3Butus PO ot 16 anpens 2012
r. N 3661 "O06 yrBepxaenuu [lopsiaka okazaHus neauaTpuyeckoi momomu"
8. Ilpuka3 MunucrtepcrBa 3npaBooxpaHeHus P® "OO yrBepxknenuu Ilopsnka oxazaHus
MEIWIIMHCKOW TOMOINM OONBHBIM C BPOXJACHHBIMU W (WIM) HACJIEICTBEHHBIMU
3aboneBanusMu" ot 15 HOsOpst 2012 1. Ne 917H.

9. TocymapCTBEHHBIH peecTp JIeKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru

IIpunaoxenne A3.2. IIporuBonokaszanuss U 1no0ovHble d(PdexkThl 0T npenaparoB s

OJTOCPOYHOH NPOPHIAKTHKH.

ITpenaparsl IIpoTnBONOKa3aHus [To6ounbIe 3P PEeKTHI
Hanazon e Jletu (0o noctuxkenus V craguu e Cebopes;
110710BO 3penoctu 1o TanHepy); e aKHe;
e OepeMeHHbIE U KOpMSILIHe ® THPCYTH3M;
JKCHIINHBI; ® HaApYIICHUEC MCHCTpYyaluH,
® DPaK MOJIOYHBIX JKEJIE3; ®  BHUPHWJIM3AINS;
® KapUMHOMA IIPOCTATHI; e atpodust/ rUIOTpOdust
e HeQpOTHYECKHU CHHIPOM; MOJIOYHBIX XKeJIe3;
® TsDKeJble IeYeHOYHast U/Uin ® TenaTOTOKCUYHOCTD;
cepleduHas W/WIIM TTOYEeUHas ° pa6 JIOMHOJIN3;
HEJ0CTaTOYHOCTH; ®  TOJUIUTEMHS,
* mopdupus; e HapylIeHHEe JUIUAHOrO oOMeHa
e TpoMO03MOOIHS U TPOMOO3HI B (0’KHpeHHe, aTepPOCKIEPO3);
aHaMHE3C ® apTcpuajibHas TMICPTCH3US
#TpanexcaMoB |e TpoMOO3bI HII PUCK MX Pa3BUTHSL e (CnalocTb U MOCTypabHas
ast kuciora** e Hapyenus 3peHus u TUIIOTEH3 U,
LBETOBOCTIPUSTHUS ® Juapes;
e 0OJIM B )KUBOTE;
® JMCMEHOpes;
e TpoMOO3HI;
e MBIIIEYHBIE CYIOPOTH;
® HEKpOJIU3 MBIIII]
#Uuarndurop Jerckuii Bo3pacT 10 2-X JIeT e Tpombo3;
Cl-3crepassl ® MECTHBIE PEaKIIMU B MECTE
yeJioBeKa WHBEKIUU.
#lIporecraren |o KpoBoTeUYeHHs U3 MOJIOBBIX MyTEH e KpossHuCTBIE BBIAECTEHUS
BI HESICHOM ATHOJIOTUH; ® aKHe;
® pakK MOJIOUHBIX XeJie3 (B TOM YHCIie ® CMEHa HaCTPOEHHS;
B aHaMHE3¢e); ® TOIIHOTA;
® TspKeNble 3a00J1eBaHMs IEUEHU; e pBOTa;
® MUIPEHb C 04aroBOM e T0JIOBHAs 0OJIb;
CHMIITOMATHUKOMH; e Habop Beca;
® TpomOO03bl U TPOMOOIMOOIHUS (B TOM e  OHKOJIOTHUECKHE
YHCIIE B aHAMHE3E); 3a0071eBaHus.



https://grls.rosminzdrav.ru/

NBC (B ToM uncie B aHaMHE3e);
CKB ¢ aaTudocdonunuaabiMu
AHTHUTEJIAMHU,
['enmaromnernronsipHas KapImHOMa;
3J10KaueCTBEHHAs TernaToMa.
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Ipuaoxenue A3.3. O0caeoBanyue nepex HAYAJIOM W BO BpeMs NpHeMa NpenapaTosB s

OJTOCPOYHOH NPOPHIAKTUKH

[Ipenapatsl O0ciienoBanue O6cnenoBanue 1 pa3 B 6 E>xxeronuoe
nepen MECSI1IEB oOcliefoBaHMe
Ha3HAYCHUEM
Hanazon e  OO0mwuit e [Ipu ocMoTpe: CTUTMBI e V3U opranos
aHAJIU3 KPOBH; BHUpWINM3ALIMM, Macca Tena, OpIOIIHOM
e VY3U opranos AJl; TOJIOCTH;
OpIOLIHOM e 00U aHANTU3 KPOBU; * 0-
MOJIOCTH; e V3U oprano OpromrHon detonpoTenn
® [ICYCHOYHbBIE MOJIOCTH,
(hepMeHTHI; ® TICYCHOYHBIC (PEPMECHTHI;
® JTUITUIHBIN ® JIMIUAHBIN MPOUIIb;
pO(HIIb; e Oo0mWMii aHAIU3 MOYU
e 00wl aHaM3
MOYH
#TpanekcamoBas | Koarynorpamma |e OHOXMMHUYECKHI aHAIU3 OcmoTtp Bpaua-
KHCJIOTa™™* KPOBU: [1I€4EHOYHBIE odranpmosora
(dbepMeHTHI, MoKa3aTean
pabotsl mouek, KOK;
e 0o0mMii aHAINM3 MOYH
#uarudurtop C1- | Cepomorudeckoe Ceponoruyeckoe
3CTepasbl UCCleIOBaHNE Ha UCCIIEIOBaHKE Ha
YyesoBeKa BHY, Bupyc BUY, Bupyc
renaruta B, Bupyc renaruta B, Bupyc
remaruta C, renatura C,
napBoBupyc B19 napBoBupyc B19
#IlporectareHpl | KOHCYJIbTAIlUs He npoBoautcs KOHCYJIbTAIIHSI
aKyluepa- aKyluepa-
THHEKOJIOoTa THHEKOJIOTa

Hpuiaoxenue A3.4. #IlporecrareHbl B Ka4eCTBE A0JAroCPOYHON NPoGnIakKTHKH

Ipenapat[117,127]

Jo3upoBka

#JlezorecTpen

0,075 Mr/cyTkn

#JInadCcTpeHOoN (B BEICOKUX 03aX)

5-10 mr/cyTkn
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Ipuioxkenue b. AiropuT™Mbl 1eCTBUH Bpaya

Ipuaoxenue b1. Aaroputm nuarnoctuku HAO | u || THIOB V pOACTBEHHUKOB NAIMEHTA.

Ilpu nonyuenuu COMHUMENbHBIX pPe3VIbMAMO8 00CNe008aHUA NPU HATUYUU PACXOHCOCHUS.
MedHcOy OAHHBIMU KIUHUYECKOU KAPMUHbL U OAHHLIMU 00C1e008aHUsi HeoOX00UMO NposedeHue

obcredosanuu no anzopummy KakK y nepeo2co 6blA6/1€HHO20 nayuenma 6 cembe.

VY o0cneayeMoro ectb pOACTBEHHHK C ITOITBEPIKICHHBIM
nunarnozom HAO ¢ neduriurom C1-urruduropa ¢

VOTAOTNRTAHOLINM TUATIONM

HeT aa
[TanmenT crapme
W v
Y O6cnenoBanue 1 u3 MeTon0B:
[Touck myranun e Ilouck myranuu poACTBEHHHKA B
POJICTBEHHHKA B rege SERPING1
rene SERPING1 * MUccnenoanue ypoBus C1-MHIT

u ypoBHs GpaCl-MHI"

Jlnarno3 noaTBepxaeH 1 U3 METONOB:
* Bprianena MYTalAu
poactBenHuka B rene SERPING1
* BesiBneHo cHuxenue ypoBHs Cl-
WHI" w/unu paCl-UHT

A 4

HanreHTa ecTh HET
Knunanueckue

nposinenuss HAO?

Ja

HAO | ynu Il tuma HAO | wu |l Tuma

JOKJIIMHUYECKaA CTaaust
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Hpuiaoxenue 52. KynupoBaHue aTaky v NAIMEHTA ¢ YCTAHOBJEHHBLIM auaraosom HAO

V nmamnuenTa oTéK,
CHOCOOHBIN PUBECTH K
ac(hUKCUU WM BBIpAKCHHAS
aboMHHAJIbHAS aTaKa UiIu
TSDKEJIBINA TTepudepruIeCKUii

unrubutop Cl1-
ACTEpa3bl YeI0BEKa
Ha pyKax y
alreHTal

T'octiuranuzanu

[TarueHT 0Oy4UeH

TEXHHUKE
CaMOCTOSTEILHOTO
BBEIEHUA?

HET

CaMoOCTOSITEILHOC
BBeZieHHE | 1035l
MKaTHOaHTa WU
unrubutopa Cl1-

JCTEPa3hl YEI0BEKA

B CTAl[MOHAp

Hkarubant unn
unruéurop C1-
ACTEpa3bl UeI0OBEKa
B HaJIM4Ynuu?

[TepBoe nim
MTOBTOPHOE
BBEJICHHE
MKaTuOaHTa UIN
unrudutopa Cl1-
ACTEPa3bl YEIOBEKA

Oték na

Beenenne C3I1

Oréx
Ky[IUpOBaH?

Y

KyIIUpOBaH?

HET

Koncynperanus
JIOP-Bpaua nys
OLICHKH CTETIEHU

KOMIIPECCUU

JIBIXaTeIbHBIX

yTei

[TanmeHT HyXAaeTcs
B obecreveHnu
MIPOXOANMOCTH
JIbIXaTEIbHBIX MyTEH
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JlnHamugeckoe
HaOJIIOnEeHNE




Ipuno:xkenne b3. KparkocpouHas npoUIAKTHKA V NANMEHTOB € YCTAHOBJEHHbIM

auarao3zom HAO | uiau |l Tunos

[TanmeHTy TUIaHUPYETCS IPOBECHUE
OIIEePAaTUBHOT0/CTOMATOIOT NYECKOTO/ TUarHOCTUYECKOTO METUITTHCKOTO BMEIIATEIhCTBA

O0ecIeynTh:
* BO3MOXXHOCTb IIPOBEJIEHUS pEaHUMAIMOHHbIX MEPONPUATUH;
* JIOCTYI K IpenapaTam JJjs1 KymupoBaHUsI OTEKOB

Hcnons30BaTh UHTUOUTOP
Cl1-acTepassl uenoBeka JJis
KPaTKOCPOUYHOM
npoUIaKTUKN

B namunu nmu
naruouTop Cl1-
acTepasbl
yeJIoBeKa?

UcnonszoBars C3I1 mis
KPaTKOCPOUYHOM
npoUIaKTUKN

CAUIINHCKOC
BMEIIIATEILCTBO
cpoyHoe?

HET
B mamuunu nu

nmagason ?

Hcnonb3o0Barh qaHas3oln Ajs
KPaTKOCPOYHOU
npodUIaKTUKN
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Hpuiaoxenue B. Undopmauus A4 namueHra

IIpunao:xenue Bl. UndopManus st nalueHTa

HacnenctBennsniit anrnoooték (HAO) — penkoe 3a0osieBaHue, CBSI3aHHOE CO CHIDKCHHEM
WIM HEJOCTATOYHOM (PyHKIMOHAIBHON akTHBHOCTHIO Cl MHrHOMTOpa CHUCTEMBI KOMILIEMEHTa
YeJIOBEKa, YTO MPUBOJIUT K PAa3BUTHIO YACTHIX OTEKOB Pa3IMYHBIX YacTeW Teia: pykK, HOT, JIULA,
OpIOILIHOI MOJIOCTH, TOPTaHH.

OTéku opraHoB OpIOIIHOM TOJOCTU BBIPAKAIOTCA CUIBHBIMH OOJSIMH B KHBOTE,
TOIIHOTOM, PBOTOM, MHUAKUM CTYJIOM M HEPEIKO OMIMOOYHO TPAKTYIOTCS KaK OTpaBJICHHE HIIU
KaK OCTpas XUPyprudeckasi MaToJOrHs, YTO MPUBOJUT K HEOOOCHOBAHHBIM XHPYPTHUECKUM
BMemareabcTBaM. OTEKM TOpTaHH MOTYT MPUBECTH K YAYIIbIO, TO3TOMY OHHM MOTEHIIMAIBHO
OTACHBI JJI JKU3HM, MPU UX Pa3BUTHH O00s3aTeNbHas TOCHUTAIU3ALNS B MHOTOMPOQUIbHBII
CTaIfoHap.

HAO — s1o HacneactBennoe 3aboseBanue. [Ilpu oOHapykeHnn 3a00JIeBaHUs y OJTHOTO U3
YICHOB CEMbH BCE OCTAJIBHBIC JIOJDKHBI OBITH OOCICIOBaHBL. Y YETBEPTH IMAIIUCHTOB HET
MPEIIeCTBYIOIET0 ceMeiiHoro aHamHe3a Oomne3Hu. Puck HacnemoBanuss HAO peGenkom
cocrapisieT okoso 50%.

[TanenTsl MOMKHBI OBITH OOECIEUEHBI MpenapaTaMu sl KYINUpPOBaHUS OTEKOB U
00y4YeHBl TEXHUKE HUX BBeleHUA. [Ipemaparbl myig KynmupoBaHUsS OTEKOB JOJDKHBI BCETIIa
HAXOJHUTHCS MPH MALUEHTE.

[TarmenTam 3amnperneHo npuMeHenue, THruoutopo Alld/6nokaropoB AT-perentopos,
ACTPOTEHOB (KOHTPAILIEITUBOB, 3aMECTUTEIHLHON TOPMOHAJIBHON Tepanuu), TaK KaK JaHHbBIC
npenaparbl MOTYT TIPUBECTH K TOSBJICHHIO OTEKOB (B TOM YHCIE KU3HEYIPOXKAIOIIEH
JIOKAIN3alUH).

Pexomenayercss m3berarb MEXaHHYECKOTO BO3JEHCTBUS (AaBlieHWE, ymud W T.1.) Ha
MATKHE TKaHU W CIM3UCThIE 000JI0uKkW. KaTeropmdecku 3ampeiieHbl 3aHsITHS, CBS3aHHBIE C
GU3HMYECKUM, MEXaHUYECKUM, TICHXOIMOIMOHAIBHBIM HAMPSIKEHUEM, TEePEOXJIKICHUEM.
[IpoTtuBomnoka3ana paboTa, COMpPSHKEHHAs C BBICOKOW (DM3MUECKON HArpy3Koi, OMacHOCTHIO
TpaBMaTu3aluu. Bce ykasaHHble (QakTOphl MOTYT MPUBOAUTH K OOOCTPEHHMIO 3a00NIeBaHUS,
MOSIBJIEHUIO OTEKOB (B TOM YHCIIC KU3HEYTPOKAIOMIECH JTOKATU3AIINHN ).

CBoeBpeMeHHasi W aJieKBaTHAsT KOPPEKIMsI JIFOOOW COMYTCTBYIOIICH MATOJIOTHH, B TOM
YUCJI€ OHJIOKPUHHBIX, HEBPOJOTUYECKMX HapylmieHud. PerymspHas caHanus 04Yaros
xponnueckord uHpexuu. Tak kak 00oCTpeHue 000K COMYTCTBYIOMICH MATOJIOTHH MOKET

MMPUBCCTHU K YTAKCIICHUIO TCUCHUS OCHOBHOT'O 3a00JIeBaHU.
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ITpuniao:xenue B2. IlacnopTt 00a6H0r0o HacjaencTBeHHBLIM AHTHOOTEKOM.

MNACHOPT BOJIBHOI'O HACJEJCTBEHHBIM AHTHOOTEKOM

JJIS MAUMEeHTOoB crapuue 18 et

(dedexT B cucTeMe KoMIieMenTa - D84.1)

Brnaznenen naHHOTO TOKyMEHTA CTPaJaeT PEIKUM KU3HEYrpokarouM 3adoseBanueM: JlegexT B
cucreme komruieMenTa (D84.1) — HacnencrBennsiii anrnooték (HAO). Knmnanveckum
MPOSIBIICHUEM SIBIISIETCS Pa3BUTHE OTEKOB PA3IUYHON JOKAIU3allid, B TOM YHCIIE
KU3HEYTpoXkKaouux (a0JOMUHAIBHBIX, OTEKOB TOPTaHN).

10150

JATA POXJIEHUA

HOMEP CTPAXOBOTI'O ITIOJINCA

['PYIIITA KPOBU U PE3YC ®AKTOP

JOMAIIIHUI AJIPEC

®NO POJACTBEHHUKA

TEJIE®@OH POACTBEHHUKA

OUO JIEHAILIETO BPAYA

KOHTAKTHbBI HOMEP JIEYAIIIET'O BPAYA JJI9 SKCTPEHHOU MEIUIIMHCKOM
KOHCVYJIbTALIUN

[Tacniopt Beigan B ®I'bY «'HL «MHCcTHTYT MtMMyHOnorun» ®MBA Poccun ...... (4ucno)
[Toanuck Bpaua, BbIIABLIETO yIOCTOBEPEHHE
Ileyats

PEKOMEHJIALTMM 10 OKA3AHUIO HEOTJIOXXHOM MEULIMHCKOM ITOMOILMU:

1. Ilpu BosuukHoBeHuun KU3SHEYI'POXAIOIIMX orékoB B o00nacTu ToJIOBBL, LIEH U
BBIpaXEHHOTO abgoMuHaiIbHOrO cuHApoMa BBecTH Ukatubant 30 Mr m/k (MakcuMmajbHas
cyrouyHas ao03a 90 mr) miau Marndurop Cl-3crepassl yesnoBeka 20 ME/kr B/B measeHHo.
[Tpu oTCyTCTBUM yKa3aHHBIX IPENapaToB HEOOXOIMMO BBECTH CBEXE3aMOPOKEHHYIO Iazmy 10
MJI/KT Macchl Tena. [IpenapaTel BBOJUTH KaKk MO’KHO paHbLIE OT Hayauaa OTeKa.

2. Hcnonb3oBaHWe aHTHTMCTAMHMHHBIX INPEeNapaTroB [JIsi CHCTEMHOI0 INPHMEHEHUs,
Koprukocreponnos niasi cucremuoro npumenenusi (I'KC), snunedgpuna 11 KynupoBaHus
0TéKA Hewleaeco00pa3Ho BBUAY OTCYTCTBHSA 3P PeKTUBHOCTH.

3. Ilpu orcyrcTBUM/HenocTaTOUHOM 3G (EeKTe OT Tepanuu MAIUEHT JOKEH OBITh CPOYHO
rocnutanu3upoBad. [Ipu oréke roprann 060CHOBaHA PaHHASA TPAXEOCTOMHUS/KOHUKOTOMHUSI.

4. Tlo »KU3HEHHBIM MOKa3aHUSAM 3alpelleHo UCIoIb30BaHne HHruouTopoB Alld/anToronncTos
penienTopoB anruoTeHsuHa ll, sacrporeHos.

5. Ilpemenukanust 10 ONepaTUBHOrO BMemlarenbcTBa 3a 1-6 yacos: Muruburop Cl-sctepasbl

yenoBeka 1000 ME B/B, mpu oTcyTcTBHHU - cBexe3amMopoxeHHas miazma 400 mu. Heobxoaumo
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o0ecreunTh HATUYME TMPEnapaToB A KYNUPOBAaHUS >KU3HEYTPOXKAIOUIUX OTEKOB BO BpeMs

IIPOBEJEHUS ONEpaTUBHOIO BMEUIATENbCTBA (CM. I 1).

IHACITIOPT BOJIBHOI'O HACJIEACTBEHHBIM AHTHOOTEKOM
IS ManueHToB mJuaamie 18 jger

(dedexT B cucTeMe KommaeMeHTa - D84.1)

Brnanenen gaHHOTO JOKYMEHTa CTpaiaeT PEIKUM KU3HEYTpoxKaromuM 3aboneanuemM: Jledekr B
cucreme komiuiemenTa (D84.1) — Hacneacrsennsrii anrnooték (HAO). Kimnanuyeckum
MIPOSIBIICHUEM SIBIISICTCS Pa3BUTHE OTEKOB PA3IMYHON JTOKATU3AIUN, B TOM YHCIIE
KHU3HEYTPOXKAIOMINX (20 JOMUHAIBHBIX, OTEKOB TOPTaHH).

0)4(0]

JATA POXJEHN A

HOMEP CTPAXOBOTI'O ITOJIMCA

['PVIIIIA KPOBU U PE3YC ®AKTOP

JIOMAILIHUI AJIPEC

OU1O POACTBEHHUKA

TEJIE®OH POJICTBEHHUKA

OUO JIEHALIEI'O BPAYA

KOHTAKTHBIM HOMEP JIEYAILIETO BPAYA JUUISI DKCTPEHHOM MEIUIMHCKOI
KOHCVYJIbTALIUN

[Tactiopt Beigan B ®PI'BY «'HI «MHcTUTYT M*MMyHONorMn» ®MBA Poccuw ...... (ancmo)
[Toanuce Bpaya, BEIAABIIETO YIOCTOBEPEHUE
Ileuats

PEKOMEH/IALIMU 10 OKA3AHUIO HEOTJIOXXHOM MEULIMHCKON TTOMOLLU:

1. Ilpu BosnukHoBeHHu JKMU3HEVYI'POXAIOIINUX oTékoB B 00NacTd TOJIOBBI, ILEU U
BBIPAXEHHOI'0 a0JJOMMHAILHOTO CUHApoMa BBecTH UkaTMOAHT m/K U3 pacuéra Ha Maccy Teja:
12 -25 xr 10 mr, 26 — 40 xr 15 mr, 41 - 50 xr 20 Mr, 51 - 65 xr 25 Mr, > 65 kr 30 MT /K WK
HNuarnéurop Cl-3crepasnl yesaoBeka 20 ME/kr B/B. IIpu oTcyTCTBUM yKa3aHHBIX IIpENapaToB
HE00XO0/IMMO BBECTH CBEXKE3aMOpPOKeHHYI0 uazMy 10 mu/kr maccel Tena. [Ipenaparsl BBOAUTH
KaK MOXHO paHbllie OT Hayajla OTeKa.

2. Hcnonb3oBaHWe AHTUTMCTAMMHHBIX MNpeNaparoB [Jisi CHCTEMHOI0 IpPUMEHEHHs,
KOPTHKOCTEPOUJIO0B JIsi CHCTEMHOI'0 NPUMEHEHMs, JNMUHePPUHA Il KyIIHPOBAHUSA OTEKA
Hele1eco00pa3Ho BBHAY OTCYTCTBUSA 3(P(PEeKTHBHOCTH.

3. Ilpu orcyrcTBUM/HenocTaTOYHOM A (eKTe OT Tepanmuu MalKMEHT JOJIKEH OBITh CPOYHO
rocrnutanusupoBat. [Ipu oTéke roptaHu 000CHOBaHA paHHSS TPAXEOCTOMMUS/KOHUKOTOMHUSL.

4. Tlo >KM3HEHHBIM TOKa3aHUSAM 3aIPELICeHO HCIOJIb30BaHHe MHIHONTOpOoB AIID/aHTaroHUCTOB
perLenTopoB aHTHoTeH3uHa |1, 3cTpoerHos.
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5. Ilpemenukarus 3a 1-6 yacoB m0 omepatuBHOro BMematenbcTBa: MHrHOuTop Cl-3cTepassbl
yenoBeka 15-30 ME/kr macchl Tena B/B, MpU OTCYTCTBHH - CBEXe3aMOpOKEHHas Iuiazma 10
MI/KI Macchl Tena. HeoOxoammo obecrieunTh HaluuuMe TNpenapaToB i KyIHPOBAHUS

YKU3ZHEYTPOKAIOUINX OTEKOB BO BpeMsl POBEICHUS ONIEPATUBHOTO BMeEIIaTeNbCTBA (CM. 1. 1).
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IIpunoxenue I'l - I'N. IIIkajabl OleHKH, BONPOCHUKHM M ApPyrue OLeHOYHbIE
HHCTPYMEHTbI COCTOSIHMS NAIMeHTAa, MpPHUBEACHHbIE B KJIHHUYECKHUX

PEKOMEHIAIUAX

[IIxansl OLIEHKH, BOIIPOCHUKHU U APYTHE OLIEHOYHBIC HHCTPYMEHTBI COCTOSIHUS IAl[UEHTAa,
NPUBEJICHHBIE B KIMHUYECKNX pekoMeHnamusx aius HAO He pa3zpaboTaHsbl.
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