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CHucok coKpalneHuu

AO — aHTHOOTEK

HAO — HacnencTBEHHBIN aHTHOOTEK

BbK — O6panukunux

cI'KC —xopTUKOCTEPOUIbI AJIsl CHCTEMHOI'O IPUMEHEHUS

C1-UHI" — C1-unruburop

¢aCl1-UHI" — ¢pynknmonanpHas aktuBHOCTh C1-uHrnOurtopa
SERPING1 — Serpin Family G Member 1

KK — kannukpenn

BMK — BBICOKOMOJNIEKYJIAPHBI KHHUHOTE€H

FXII — XII ¢akrop cBepThIBaHMS KPOBH

B2 — OpaankuHUHOBBIE peleNTOPHI 2 TUTIA

HAO-FXII — HAO BcnenctBue mytanuu B rene XII gakropa cBepTbiBaHNs KpOBU
HAO-ANGPT1 - HAO BcnenctBue MyTallid B F€HE aHTHOMOATHHA |
HAO-PLG — HAO BciieacTBue myranuu B reHe IjIa3MHUHOTEHa
HAO-KNGI — HAO Bcneactsue MyTaluuu B FeHe KHUHUHOTeHa |
UNK-HAO — HAO BciieicTBHE€ HEM3BECTHOM MyTalluu

MKB -10 MexayHaponHas cTaTucThueckas kiaccudukaius Ooyie3HEH M mpoOieM, CBSI3aHHBIX CO

3nopoBbeM, 10-ro nepecmotpa, npunsras 43-eii Bcemupnoit Accambieeit 31paBooOXpaHeHUS
V3U — ynbTpa3ByKOBOE UCCIIEOBAHUE

KT — xomnbrorepHas Tomorpadust

C4 — C4 dpakimus koMIeMeHTa

I[TAO — npuoOpeTeHHbI aHTHOOTEK

Clq - Clq ¢pakiuy KOMIIOHEHTA KOMITJIEMEHTA

MLPA - Multiplex ligation-dependent probe amplification

B/B — BHyTPUBEHHO



I1/K — IIOAKOXKHO

ME — MexayHapOAHbIE €IMHULIBI
MT — MUAJIJIUTPaMM

MJI — MAJUTAJIATP

KI' — KWJIOTPaMM

T — rpaMm

JIOP — Bpau-oTOpHUHONIAPUHTOJIOT



TepMuHBI U onIpeaeICHUS

Aneuooméx (AO) — J0Kanu308ammbli, OCMPO BOZHUKAIOWUL, MPAHZUMOPHBIU, CKIOHHbLIL K
pPeyuUoOUBUPOBAHUI0 OMEK KONCU UNU CAU3UCIBIX 00010ueK. OObIUHO OIUMCS OM HECKONbKUX YACO8 00

HeCcKoNbKuX OHell u npoxoc)um camocmosiameslbHo.



1. Kparkast ungopmanus

1.1 Onpenesienne 3a00/1eBaHNS WJIN COCTOSHUSA (ITPyNNbI 3200/ 1eBAHUA WJIH
COCTOSIHMH)

HacnencrBennsnii anrunoorék (HAO, ycrapeBiiee Ha3BaHHE HACICACTBEHHBIM aHTHOHEBPOTHYCCKUN
OTEK) — pEIKOoe, MOTEHIMAIBHO KU3HEYTPOXKAIOLIEE TeHETUYECKHU JTETEPMUHUPOBAHHOE 3a00JI€BaHUE,
MPOSBIISAIONIEECS] B BUJE OTEKOB KOXKU M CIM3UCTBIX/TIOACIU3ZUCTBIX 000J0YEK, BO3HUKAIOLIUX O]
BozneicTBueM OpamukunuHa (BK). Xapaxrtepubimu ocobenHoctsmu oTékoB mpu HAO sBastorcs
OTCYTCTBHUE 3yJla, TUTIEPEMUU KOXKH, COMyTCTBYIOIIEH KPANMBHMUIIBI, a TAKXKE OTCYTCTBHE d(dekTa oT
JeYeHUs KopTUKOocTepousaMu Juisi cuctemMHoro mnpuMeHeHus (cI'’KC) u  aHTUrucraMuHHBIMU

npenaparsl JJisi CACTEMHOTO IpuMeHeHus. [ 1—4]

HAO otHOCHUTCS K IEpBUYHBIM UMMYHOAEepUIIUTaM 0€3 HHPEKITUOHHBIX MPOSBICHUH. [5]

1.2 JTHoN0THS ¥ ATOreHe3 3200/IeBAHUS UJIU COCTOSIHUSA (TPYIIIbI
3200J1eBAHUN WM COCTOSTHUI)

B ocHoBe pa3BuTHs 3a00i€BaHUS JICKUT NeDULUUT W/HUIN CHIKEHUE (PYHKIMOHATBLHOW aKTUBHOCTH
Cl-unruburopa (C1-UHI') BcinencrBue mytanuu B reHe SERPING1 (Serpin Family G Member 1). K
HACTOAIIEMY BpeMeHHU, u3BecTHO Oosiee 450 mpuunHHO-3HauMMbIX MyTanui. HacnegoBanne HAO B
aOCOMIOTHOM OONBIIMHCTBE CIIy4aeB MPOUCXOAUT MO ayTOCOMHO-IOMHUHAHTHOMY THITY, OIHAKO
UMEIOTCS €IMHUYHBIE TaHHbIE 00 ayTOCOMHO-PELIECCUBHOM THIE HacienoBaHus. [Ipumepno y 20-25%
MalMeHToB 3a0oJjieBaHKWEe OOYCIIOBJIEHO BHOBbL BO3HUKIIEH MyTanued B rene SERPINGI, 1o ecTb

CeMEelHbI aHaMHE3 OTCYTCTBYET [6,7].

C1 unruburop — cepuHoBas NpoTeasa, KOTopasi IPUHUMAET YYaCTUE B PETYISILIMU pabOThI CIETYOUINX
CUCTEM: CUCTEMbI KOMIUIEMEHTA, KaJUIMKPEUH-KUHUHOBOW CHUCTEMBbI, CUCTEMBI CBEPTHIBAHUSI KPOBH T10
BHYTPEHHEMY TyTH U (QuOpuHOIUTHYECKON cucteMbl [8]. Hambombiee 3HaueHHWE MMEET BIUSHUE
depMeHTa Ha KANTUKPEWH-KUHUHOBYIO cucteMy (pucyHok 1): B orcyrctBum CI1-UHIT (w/mnu mpu
CHIKeHUH ero (¢yHkuuoHanbHoW aktuBHOCcTH ((paCl-UHI')) mpoucxoautr HEKOHTpOIHpPYyEeMOe
npeBpaiienue npekaumkpenHa B kawmukpenH (KK), mom BosmeiicTBHEM KOTOPOTO pacHISIISETCS
BbICOKOMONIEKYsipHblid  kuHuHOTeH (BMK) ¢ o6pasoBanmem bBK. Otor »>ddexr ycumupaer
aktuBmuzanus XII ¢axrtopa ceepreiBanus kposu (FXII) B pe3ynbrare 3amycka cBEpTbIBAaHUS KPOBU IO
BHYTPEHHEMY MeXaHu3My (Takxke O0OyCIOBICHHOMY OTCYTCTBUEM W/WIM  HapylICHHEM

dbynkunonanbeHou akTuBHOCTH C1-MTHI') [9-11].

BK — ochoBnHoii Memuarop orékoB npu HAO. BcenenctBue B3ammonencTBus OpaJuKWHHUHA C
OpaTuKMHUHOBBIMU penentopamu 2 Tuna (B2) mnpoucxogut BazomumnsTanus, TOBBIIIACTCS
MIPOHHUIIAEMOCTh COCYAMCTON CTEHKHM C JKCTpaBa3alldeld KUAKOCTH, OOyClaBIUBAIOIIEH pPa3BUTHE

OT€Ka pa3anH0171 JIOKAJIM3allHuH. HpI/I BBIPAKCHHOM AO cau3ucTo 000JI0YKH KUIIIEUHHKA BO3HHKACT



KIIMHHUKAa OCTpOfI KUIICUHOU HCIIPOXOAUMOCTH, IKCTpaBa3alrsid XKUJIKOCTH B 3TOM CJIyda€ MOXKCET OBITH
HACTOJIBKO BCJIMKA, 9YTO IPUBOIUT K O6paBOBaHI/IIO acClyra, BBIpa}I(CHHOﬁ THUIIOBOJICMHUH, THUIIOTOHHH.

BpaI[I/IKI/IHI/IH 6I>ICTpO paCHIGHHﬂeTCH Ha IICIITUAbl SHAOI'CHHBIMU MeTaHHOHpOTeI/IHaBaMI/I (BKJ'IIO‘IEIH
ATI®) [4,10-12].

Hecmotpst Ha akTMBU3aLMIO IPOLIECCOB CBEPTHIBaHMS KpOBH, y manueHToB ¢ HAO He oTrmeueHO
MOBBIIIEHHON CKIOHHOCTH K TpomM0OooOpa3zoBaHuio, Onaromapss Tomy, uto B orcyrctBuu Cl-UHI
AKTUBU3UPOBAaHA TAaKXe W cucTeMa (PUOpPHMHONIM3A, YTO MPUBOIUT K MOBBIIMICHHON TpaHChOpMauu

na3MuHoreHa B miasmus [10,13,14].
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Pucynok 1. [Tatorene3 HAO ¢ nedurmurom Cl-uarunduropa (I u I Tuma).

[Tatorenes HAO 06e3 neduumra C1-UHIT g0 koHL@a HE U3y4eH, OAHAKO CXOACTBO KIMHUYECKOU
kapTuHbl ¢ TakoBoi npu HAO I/Il Tumnos, gaeT 0OCHOBaHUs MPEAINOiIaraTh, 4YTo KJIUYEBbIM METUATOPOM
0TEKa TaK XK€ MOXET ABIATbCA OpaaukuuuH [1]. Yarne Bcero k pazsutuio 31oit hopmbl HAO npuBoaut
myTtanus B rene XII ¢axropa ceeproiBanus kpoBu - HAO — FXII (mpumepno 25% Bcex cmyuaeB HAO
6e3 nepunura C1-HI'). HacnenoBanue npoucxoauT MO ayTOCOMHO-JIOMUHAHTHOMY THITY ¢ HU3KOM
neHeTpaHTHOCThIO (Oomee 90% wmyxunH-HOCUTENe MmyTaruu u Oomnee 40% KEHIIMH-HOCUTENEH
MyTallid HE MMEIOT KIMHUYECKHUX MpOsBICHUU 3a0oieBanust) [3,15]. Taxke ommcaHbl eIWHUYHBIC
cinyyau pazsutus HAO 6e3 nepunura C1-UHI" BeneactBue myrauuu B rene anruonostuna 1 (HAO-
ANGPT1); mnasmunorena (HAO-PLG); kununorena 1 (HAO-KNGI). Opnako npu HAO 6e3
nedunuta C1-UHT BBIIBUTH MPUYMHHO-3HAYUMYIO MYTAIMIO YaIlle BCEro HE yAaeTCs, B TAKOM ClTydae
IpU TUMMMYHOMN KJIMHUYECKOW KapTUHE U HAJIMYUU CEMEMHOro aHaMHe3a BeIcTaBisieTcs auario3: HAO
¢ Heu3sectHou myTanueit (UNK-HAO) [1,16-18].

1.3 dnuaeMuo10rust 3200J1eBaHNS WJIH COCTOAHUA (TPyNnbl 3200/1eBAHUN WU
COCTOSIHMH)



Pacnpoctpanennocts HAO ¢ nmedummurom CI1-MHIT  1:50 000 [1.19]. B nHactosiiiee Bpemsi Ha
tepputopun PD 3apeructpupoBano 276 mnaumenroB (tabmuma 1) [19]. Hecmorps Ha TO, 4yTO
3a00yieBaHME HACJEIyeTCsl HE CHEIUIEHO C I[I0JIOM, KOJMYECTBO TMAIMEHTOB >KEHCKOTO I0Jia
MpeBaIUPyeT HaJ  KOJMYSCTBOM  IMAllMEHTOB  MyKckoro mona  (ta6m.1) [20]. Tounas

pactpoctpaneHHocTs hopm HAO 6e3 aedunmra C1-UHI" neussectna [21].

Tabmuna 1. Jlaaasie Poccuiickoro peructpa mamueaToB ¢ HAO ¢ nedunmurom Cl-unruduropa.

BospacTt My>XUMHbI XKeHLWwmHbl
nauMeHToB

no 5 ner 3 4

ot 5 no 10 16 16

ot 10 go 18 19 19

ot 18 no 30 15 39

ot 30 o 45 25 56
cTapuwe 45 16 48

Bcero 94 182

1.4 Oco0eHHOCTH KOAMPOBAHUS 3200/IeBAHUA WIH COCTOSIHUA (TPYIIIbI
3a00/1eBAHUN WJIM COCTOSTHUI) M0 MeKAYHAPOAHON CTATUCTHYECKOM
KjIaccupuranmii 0oe3He U nMpoodjaeM, CBA3aHHbIX CO 310POBbEM

D 84.1 — JledexT B cucteme KOMIUIEMEHTa (JaHHBIM KO HCIONB3yeTcs s kogupoBanus HAO ¢
nedururom C1-UHI (I u II TunoB) u nns HAO 6e3 nepunura C1-UHI [22].

1.5 Knaccugukanus 3a0071eBaHUS WJIH COCTOSIHMSA (TPYyNIbI 3200J1eBaHUI WJIH
COCTOSIHMH)

HAO c¢ ge¢puuurom C1-UHI.

e« HAO I-ro Tuna oOycnoBieH CHIKEHHWEM KonndyecTBa U (pyHKunoHaidbHOUM akTuBHOCTH C1-MHI B
mazme (85% Bcex cimyyaeB HAO) [1].
e HAO IlI-ro tuna oOycnosieH cHmkeHueMm ¢(yHkunoHanbHo aktuBHoctu CI1-UHI, nmpu stom

ypoBenb C1-UHI" coxpansieTcst B mpenenax HopMmbl win nosbimieH (15% Beex ciaydaes HAO) [1].

HAO 6e3 ne¢punura C1-UHI (6e3 maTosiornu cucrteMbl KOMILJIEMEHTA):

HAO c myranueii B rere XII dakropa csepreiBanus kposu (HAO - FXII);

HAO ¢ mytanueii B rene miazmunorena (HAO-PLG);
HAO ¢ mytanueii B rere anruonodtuna 1 (HAO-ANGPT1);
HAO ¢ mytanueii B reae kuanHoreHa 1 (HAO — KNGI)



e HAO c neuzBectHoit myranueir (UNK-HAO), ycranaBauBaercst npu HopMasibHOM ypoBHe Cl-
MHTUOUTOpa U €ro (yHKIMOHAJIbHOW aKTUBHOCTH B CIy4yae TUIWYHOM KIMHMYECKOM KapTHHBI B

COUYETAHUHU C MOJIOKUTEIbHBIM CEMENHBIM aHaMHE30M. [ 1,23,24]

1.6 Kiimauveckasi kKapTuHa 3a00/1€eBAHUA WM COCTOSHUSA (TPYyNIbI
3a200/1eBAHUI WA COCTOSTHHI)

XapakrepeH paHHUN Ae0l0T 3a00ieBaHUs B MEPBOW MM BTOPOW AEKade >KU3HH, OJHAKO BO3MOXKHO
Oojiee TIO3HEE TMIOSBIICHHWE TIEPBBIX CHMITOMOB BIUIOTH JO TIOXKHJIOTO Bo3pacTta [25,26]. VY
OOJNBIIMHCTBA  MAIMEHTOB MPOCIIEKUBACTCS CEMEHHBI aHaMHe3, OAHako y 25% MalueHTOB OH
orcytcTByeT [25]. KimHnueckass xkapruna 3abosneBaHusi npossisiercs AO pa3nuyHON JIOKaIU3aluu,
HEYYBCTBUTEJIbHBIMHM K TEpaluy aHTUTHCTAMUHHBIMH IIpenaparaMu JJisi CUCTEMHOIO NPUMEHEHHUS U
c['KC [1,3,19].

K HamboJiee 4acThIM KIMHHUYECKUM IIPOSABIICHUAM 3a00JIeBaHUSI OTHOCSITCSI:

Hepudepuyeckne oTéku — Hanboee YacToe KIMHUYECKOE MPOsBICHUE 3a00JI€BaHNs, BCTpeYaroIieecs

npaktuyecku 'y 100% mnanuentoB ¢ HAO. Otr€ku penuauBUpYIOLIAE, HE COMPOBOXKIAKOTCS
KpanuBHUIIeH. KoXHbIe TOKPOBBI HAJ OTEKOM HE THIEPEMHPOBAHBI U OOBIYHOM TemmepaTypbl. OTEKH
MEJJIEHHO HAapacTaloT, HX CPEOHSAs MPOJOJDKUTENBHOCTh 2-4 CyToK. Bo03MOXHO Hainuue
NOKaJIbIBaHUS, HOKEHUs, OOJE3HEHHOCTU B MeCTe OTEKA. BepxHHe U HMKHUE KOHEUHOCTHU - Haubosee

yacTas Jiokanu3zamus [25,27]. °

AOTOMHHANIbHBIE aTaKW — BTOPOM MO YacTOTE€ CUMIITOM, BCTpedaromiuiics y manuentoB ¢ HAO (6onee

80%). KnnHnueckue nposBiieHUs MOTYT BapbUpoOBaTh OT AMCKOM(pOpTa A0 OCTpoi Oonu B obnactu
’KUBOTA, COIMPOBOXKJIAIOIICHCS PBOTOM, quUapeell WIIM 3alopoM, B3IyTHEM, PE3KOi claboCThio (TIpu
Pa3BUTHH acIlUTa BOSHUKAET runoBojieMust). C MOMOIIBI0 BU3YATH3UPYIOIMIUX METOIOB UCCIIEIOBAHUS
(ynerpasBykoBoe wuccnenaoBanne (Y3UM) m xommberotepHas tomorpadus (KT) opranoB OpromrHoi
MOJIOCTH) MOKHO BBISIBUTH OTEK Y4YacTKa KHUIIEYHHKA U CBOOOJHYIO KUAKOCTHh B OPIOIIHON MOJIOCTU
WM TIOJIOCTH MaJioro Ta3za. AOIOMUHAIBHBIC aTaKd YacTO SIBJISIIOTCS MPUYUHON HEO0OOCHOBAHHOTO
XUPYPTUYECKOTO BMEIIATENbCTBA, TaK KaK CHUMITOMBI HUMHUTHPYIOT KIUHUKY «OCTPOTO KHUBOTAY.
Hepenko abnoMuHaNbHBIE aTaku SIBJISIOTCSA MEPBBIM KIMHUYECKUM MPOSBIECHUEM 3a00JIEBAHUSI, YTO

3aTPyAHSET MOCTAHOBKY AuarHosa [25,27].

OT1éku,_crocoOHbIe TpUBECTU K achUKCUU (MOTEHIUANbHO (arajbHble OTEKM): OTEK TOpTaHH, OTEK

A3blKa, OTEK CBSA30YHOrO amnmapara u HeOHOM 3aHaBecku. I[lpu oTE€ke s3bIka — OTMevaeTcs
CYIIECTBEHHOE YBEIHMYCHHE €r0 B 00bEME, 9acTO SI3BIK HE MOMENIAeTCs B pOTOBOM mojoctu [25,27—
29].

K OGonee PCAKUM KIMHUYCCKHUM IIPOSABIICHUSAM 3a00JICBaHUSI OTHOCSITCS CIICAYIOIHC IIPOABIICHUSA

3a00JIEBAaHUS:



o HTeHCUBHBIE TOJOBHBIE OOnMM  (BO3HHUKAIOIIME TIPU  OTEKE  MO3TOBBIX  O0OJIOUEK),
COINPOBOXKIAIOLIUECS OLIYIIEHUEM CAABIICHUS TOJIOBBI, OLIYIIEHUEM JaBJICHUS B INIAa3HBIX sI0JI0KaX,
HEYYBCTBUTEJbHBIX K JIEWCTBUIO aHAIBI€TUKOB;

e CunpHple 0OMM TPU  MOYCHUCIYCKAHWUHM, MPEPHIBUCTOC MOYEHUCIYCKaHUE, 3aTPyIHEHUE
MOYEHCITYCKaHUS BIUIOTH JI0 aHYPUH, BOSHUKAIOIINE MTPU OTEKE MOUYEBOTO ITy3BIPSl U YPETPHL;

e OTEKM MBI, XapaKTePU3YIOLIUECS OIPAaHUYEHHBIM YIDIOTHEHUEM MBIIIIIIbI;

e OTEKM CyCTaBOB;

e bonp w/mnu omrymeHue caaBiIeHUS B 00NMacTH TPYAHOM KJIETKH, HE COMPOBOXKIAIOIIMECS
M3MEHEHUSIMH Ha AJIEKTPOKapAHOrpaMMe.

e boxab B 00/1acTH nmouex;

e boib B obmactu numeBoa.[27]

VY nmanMeHTtoB MOryT OBITh MOTYT MMETh MECTO «IPEIBECTHHKH» OTEKOB: KOjeOaHHE HACTPOEHUS,
Jenpeccusi, cliaboCTh, MapecTe3nH, OIIYIICHHE YTOJNIICHUS KOXKH, MapruHajbHas dpUTeMa U JIp.;
[25,26]

MapFI/IHaJ'IBHaSI OPUTEMaA — HC BO3BBIMIAIOIIMCCA HAA ITOBCPXHOCTBIO KOXKHW BBICBIIIAHUSA PO30BO-

KpacHOTO IIBeTa, 0€3 3y/a W IMIeTYyIICHUs, MPOXOAAIrue OeCClIeTHO B TEUCHHE HECKOJIBKUX YacOB —
JIBYX CYTOK. MOryT OBITb CaMOCTOSTEIBHBIM TIPOSBICHUEM 3a00JICBaHMUSI WU  SBISTHCS

«mpeaBecTHUKaMm». [30]

Tpurrepsr:

MexaHuueckass TpaBMa (B TOM 4YHUCJe, JIMTEIbHOE CHABJICHHE, YKOJ, YIIMO, OreparuBHbIC
BMEIIIATeNIbCTBA, MHBA3UBHBIE METOIBI OOCIEIOBAHUS U JP.);

e ocTpble HHPEKINN/IeKOMIIEH AN 000 COMMyTCTBYIOIIECH MaTOIOT N

e MEHCTpyaIus/0epeMeHHOCTh/JTaKTaIHs;

e IIPUEM ICTPOICHOB

e mpueM UHruouTOpOoB AIID, aHTarOHUCTOB PEIIENTOPOB aHTHOTEH3UHA 1]

e crTpecc.[31]



2. Jlmarnocruka

e Bcem mammentam ¢ mnomo3pennem Ha HAO pexkomeHayercss MpoBOAUTH AuddepeHInaIbHyo

JUArHOCTUKY CO CICAYIOIINMHA 3a00JIEBAHUSIMH C HCJIBIO YTOUYHCHHA JUArHo3a:

o IIpuobperennsiit anrnooték (ITAO) ¢ nedpunnrom/HapymenneM QyHKIMOHATHLHONW aKTUBHOCTH
C1l-unruburopa;

o AO, BbI3BaHHBIMH NpUEeMOM UHTUOUTOPOB AIID 1 aHTaroHUCTOB perenTopoB aHruoTeH3uHa II;

o AQ, BbI3BaHHBIMU MEIMATOPAMH TYUYHBIX KJIETOK;

o Wmuonarnueckumu AQO;[3,32]

o IlceBmoanrnoorékamu (TUMONPOTEMHEMUYECKHE OTEKHU, CUHIpOM MenbkepccoHna-Po3enTans,

CUHPOM BEpXHEH MOJIOH BEHBI U Ap). [33]
Yposenn yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

KomMmenTapuu: npu nposedenuu oughgepenyuanrvuou ouachocmuxu AO ¢  aw0dvim  Opyeum
3abonesanuem (nNce600AH2UOOMEKU) PEKOMEHOYemcs NOMHUMb O MOoM, umo cumnmomwvl npu AO
ONIAIMCSL OM YACO8 00 HECKONbKUX CYMOK U NpoX0o0sam 0OecclleOHo, eciu OméK coxpamsemcs 0Oonee
onumenvhoe pems, mo ouaznos AO manoseposimen. B bonvuwuncmee ciyuaes, uckiouenue dmux
3abonesanutl, NPUBOOAUWUX K DPA3BUMUIO NCEBO0AH2UOOMEKA, BO3MOJNCHO )Yiice Ha dmane coopa

anamuesa u ocmompa. [33]

Tabmnuma 2. Kputepun nuarsoctuku Hacnencrsennoro anrunooréka (HAO).

HAO c gedumuntom Cl-uHrnbutopa HAO 6e3 pedununta C1-NHrnbutopa
OnarHoctnyeckune =1 kpuTepms: =1 kputepus:
Kputepum Ana nepsBoro
06CneayeMoro naumeHTa e Peumaunsupytowme nepudepunyeckne AO e Peunmausupytowme nepudepunyeckme
B CEMbe
e Peumaunsupytowme abaoMmnHanbHble aTakn AO
e AO BepxHMX AblXaTeNbHbIX NyTeNn e Peumausupyrowme abaoMmHaNbHble
JononHutenbHbI kKpuTepui: CeMelrHbIi aHaMHe3
n ataku
ONArHOCTUYEeCKM 3Haummoe cHumxeHne C1-UHI wnnum
ero yHKUMOHaNbHOW aKTUBHOCTU (NPU HOpMasibHOM e AQO BepxHUX AblXaTeNbHbIX NyTen
MW NOBbIWEHHOM ypoBHe C1-UHI) . N N
M = 1 kputepus: JdononHutenbHbli Kputepuii: CeMenHbIN
aHamHes
e /[MarHoCTU4eCcKn 3Havymmoe cHumxeHne C1-UHI n
YpoeHb C1-UHI 1 ero @yHKLMOHaNbLHON
unn  ero yHKLMOHaNbHOM akTMBHOCTM (mpw | @KTMBHOCTM B ABYX WCCNEA0BAHUAX He
CHUWXEHBbI, I nx CHUXeHune
C1-VIHF ANArHOCTUYECKM HE3HAUYMMO.
HOpPMasbHOM WKW MOBbIWEHHOM ypoBHe C1- ) W = 1 kputepus:
NPU NOBTOPHOM WMCCNEA0BaHUM e HaJM4yme ceMemHOro aHaMmHesa
e BbLISIBIEHWE MPUUYMHHO-3HAUMMOW MyTauuMu C ¢ BblaBeHKNe MPpUYMHHO-3Ha4YMMOU
[lOKa3aHHOM NaToreHHOCTbio B reHe SERPING1 MyTauunu c AoKasaHHoOM
NaTOreHHOCTbI0 B OAHOM W3 FEHOB:
nnasMuUHoreHa, XII dakTopa
CBEpPTbIBAHWSA KPOBMW, @aHrMNosTuHa-1.
[varHoctunyeckume y nauyuMeHTta ecTb POACTBEHHUK c Y nauueHTa ecTb POACTBEHHUK C
Kputepum Ans noaTBep>AE€HHbIM ANarHo3om HAO " noaTrBep>AeHHbIM aAuarHosom HAO
naumMeHToB C YCTaHOBJIEHHbIM TUMOM 6e3 pecpuumrta Cl-nHruburtopa
KITMHUYECKUMU =1 kputepus: =1 kputepusa:
nposiBneHnsmn HAO, vy
KOTOPbIX ecTb unex e Peuuausupyrowme AO e Peuunaumsupyrowme AO
ceMbM fe
noaTBEP)XAEHHbIM




AMarHo3om HAO "
YCTaHOBEHHbBIM TUMOM e Peumausumpyrowme abgoMmHanbHble aTakun e Peumaumeupytowme abaomMuHanbHble

e AO BepxHUX AblXaTeNbHbIX NyTen aTtaku

N = 1 kputepmsn: o

e AO BepxHUX AbIXaTeNbHbIX NyTeln
e AMArHOCTMYECKN 3Hauumoe cHuxeHue C1-UHI-
U (Tonbko ANA PpPoOACTBEHHUKOB

o NauMeHToB, Y KOTOPbIX BbisiBJieHa
Wnn  ero MYHKUMOHANbHON aKTUBHOCTM (Npu MyTaums)

BblsiB/ieHWE NPUYNHHO-3HAYMMOM

HOPMasibHOM U NOBbIWEHHOM ypoBHe C1-UHI) MyTauuun € AlOKa3aHHOM NAaTOreHHOCTbIO B
OAHOM M3 reHoB (KakK Yy pOACTBEHHMKA):

e BbISBNEHWE MPUUYMHHO-3HAUMMOM MyTauum c | MJ1a3MUHOTEH], XI1 dakTopa

CBEPTbIBAHWUSA KPOBW, @aHIMMNoO3TMHa-1.
[OKa3aHHOW NAaTOreHHOCTbo B reHe SERPING1

(kaK y poACTBEHHMKA)

[varHoctuyeckume Y nauueHTa e€cTb POACTBEHHUK (KPOBHbIN) C ToNbKO AN POACTBEHHMKOB MaLUWEHTOB,

Kputepum ans noATBEpP>XXAEHHbIM ANarHo3om HAO C Yy KOTOPbIX BbiiBfieHa MyTauus.

naumeHToB 6e3 pednuntoM Cl-mHrMbutopa M yCcTaHOBJIEHHbIM

KINHUYECKNX TUNOM Y nauueHTa eCcTb PpPOACTBEHHMUK C

nposiBNeHnm HAO N = 1 kputepusn: noaTBep>XAeHHbIM aAuarHosom HAO

(BokNMHMYeckas 6e3 pecpuumrta Cl-uHruburtopa

CTaams), y KOTOpbiX ecTb e AMArHOCTMYEeCKM 3Hauummoe CcHwxeHne C1-UHI

uneH CcemMbu n

NOATBEPXAEHHbIM WM ero (YHKUMOHANbHON aKTUBHOCTM (Npu BbIsiIB/IEHWE MPUYNHHO-3HAYMMOIA

anarHosom HAO MyTauMKn C AOKa3aHHOM NaTOreHHOCTbO B
HOPMasibHOM WV MOBbILEHHOM ypoBHe C1-WHI) OAHOM U3 reHoB (Kak y poﬂCTBeHH”Ka)

nnasMuHoreHa, dakTopa

. CBEpPTbIBaHWSA KPOBMU, aHrmnoaTMHa 1.
e BbISIBIEHWE MPUYMHHO-3HAUMMOW MyTauuum C

[OKa3aHHOW NAaTOreHHOCTbo B reHe SERPING1

(kaK y poACTBEHHMKA)

2.1 ’Kay100bI 1 aHAMHE3

CMm pasacii KIMHUYCCKAasA KapTUHaA.

2.2 Ou3ukaJabHOoe 00cIeI0BaHue

e [Ipu ¢usmkanbHOM OCMOTpE Yy BceX MaIMeHTOB ¢ mnomo3penueM Ha HAO ans ycTaHOBIEHHS
JIAAarHO3a PEKOMEHYETCsl ONPENEIIUTh XapaKTep OTEKA Ul BBIABICHUS IIPU3HAKOB, TUIIMYHBIX IS
anrnootékoB npu HAO (oT€k OnenHbIil U HE 3yAALIUN, TUIOTHBIM, MPU HAJABIMBAHUU HA HErO HE

ocraetcs ssMku) [1,32].
YpoBeHnb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB - 5)

o [lamuenTtam c xamo0aMu Ha HApYIICHUE JbIXaHWS U TIOTAHHS, OCUIUIOCTHIO Tojioca, TUc(hOHUEH,
CTpaxoM CMEPTH, CTPUIOPOM PEKOMEHIYETCsl MPOBECTH BHU3yaJbHOE OOCIEIOBAHUE BEPXHUX
JIBIXaTeJIbHBIX TyTEW, OIEHKY 3BYYHOCTH T0JIOCA, BO3MOXXHOCTH IJIOTAaHHUS C LEJIbI0 OLEHKHU

IIPOXOIMMOCTH BEPXHUX AbIXaTeIbHbIX IyTel. [28,29,34,35]
YpoBeHnb yoenuTeabHOCTH pekoMenaannii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB - 4)

KommenTapuu: Oméx napacmaem meonenHo, HO 6pemsi Om NOAGIEHUS CUMHMOMO8 HAPYUIEeHUs

ObIXAHUSL 00 NOTHOU acgurcuu Henpeockazyemo (8 cpeonem cocmasusiem om 20 0o 40 munym).[28,29]



2.3 JlabopaTopHbie TUATHOCTHYECKHUE UCCIET0OBAHMS

HAO I muna ouaenocmupyemcs 6 cayuae, koeoa yposeuwv CI-UHI u yposenv e20 (hyHKYUOHATLHOL
akmuenocmu cocmasnaiom menee 50% om nopmor. HAO Il muna ouacnocmupyemcs npu vlasienuu
cHudiceHust hynkyuonanvrou akmuenocmu CI1-UHI 6onee uem na 50% om nopmul npu omcymcemeuu

ouazHocmu4ecky 3Hauumo2o cHudicenus yposus C1-UHI'[36]

Tabnuua 3. Jlaboparopnas auarnoctuka HAO ¢ nepunurom Cl-unruduropa (HAO 1 u II Tunos)

HAO I tTun HAO II tun
YpoBeHb C1 nHrnéutopa 1 (<50% oT HOpMbI) N/1
DyHKUMOHaNbHasa akTMBHOCTb C1 MHrnbuTopa 1 (<50% oT HOpMbI)
c4 1 (<50% oT HOpMbI)

o Bcem nanuentam-npo0aniam ¢ nogo3peHueM Ha HAO pexomeHayeTcs MpOBEIEHUE TBYKPATHOTO
uccienoBanus ypoBHsi Cl-uHruéutopa B KpoBU U (PyHKIIMOHAIBHOM akTuBHOCTU Cl-uHrHOUTOpa B
KpOBHU WK uccienaoBanus ypoBHs Cl-uHruOutopa B KpoBU U (PyHKIIMOHANBHON akTuBHOCTH Cl-
WHTHOUTOpA B KPOBU B COUETAHWU C TIPOBEIACHUEM MOJICKYJISIPHO-TEHETUYECKOTO HCCIICTOBAHUS
myTtaiui B reHe SERPINGI B KpOBU METOIAMU CEKBEHUPOBaHMS M KoiauuecTBeHHOM MLPA mis
nonrBepkaeans nuarnoza HAO I wm 11 tuma.(tabnuma 2, Tabmuma 3, npunoxenne b-1). [1,3,37—
39]

YpoBennb yoenureJbHOCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

KommenTapuu: usmwenennvie noxkaszamenu (Cl-uneubumop, @yukyuonanvuas axkmusnocmos ClI-
uneubumopa) mpebyrom HOOMEEPHCOeHUsl C UHMeEPBaloM He MeHee, yem & 1 mecay. Kenamenvho
npogedenue xoms 66l 00HO20 U3 UCCIE008AHUSL 80 8PeMsl PA3BUMUSL AH2UOOMEKA, 0CODEHHO 6 cyuae,

eciiu OaHHble KIUHUYECKOU KaApMUHbl He COOMBEmMCmayom OAHHbIM NPOBEOEHHbIX UCciedosanull. [3]

IIpunumas 6o enumanue, ymo nepuod nounygvieeoenus uneubumopa CIl-acmepasvl cocmasnsem 62
yaca yenecooopasHo NpPoeoOUMb UMepeHUus He MeHee uepe3 3 OHs NOCIe OMMEHbl npenapamda

uneubumopa CIl-acmepa3zwvl uenogexa. Mkamubaum ne enusiem Ha cpoku nposederus anaiuzos. [40]

YV 300posuix ocenwun yposensv Cl-uneubumop u e2o YyHKYUOHANILHOU AKMUBHOCMU 8 Nla3Me KpOsu
CHUMICAIOMCSL 80 8peMsl bepeMeHHOCU U 8038PAWAIOMCA K HOpMe nocie poodopaspeuienus. [losmomy
pe3yibmamsl  AHAIU308 OOJNCHbL  UHMEPRPEeMUpo8amvbcsi € 0CMOpodicHocmblo. Pexomendyemcs

NOBMOPUMb AHAIU3LL NOCLEe podopaspelerus 0Jisi noomeepaicoenuss ouaznosa HAO.[1]

B cnyuae, ecnu y nayuenma eviaenena npudurnHo-3uavyumasn mymayus ¢ cene SERPINGI (omnocumcs
K NAMO2EHHbIM UNU BEPOAMHO-NAMOSEHHbIM CO2NACHO NPUHAMbIM KPUMEPUsIM) HpogedeHue
nosmopHo2o uccieoosanus yposus Cl-uneubumopa 6 kposu u gynxyuonanvnot akmuenocmu CI-

Hneubumopa 6 kposu ne sensemcs ooszamenvhvim.[39,41]

e BcemM mammenTam-poncTBeHHUKaM ¢ momo3peHrneM Ha HAQO pexoMmeHmyeTcss — IpOBEACHHUE

OJTHOKPATHOTO HccienoBaHusi ypoBHa Cl-uHrubutopa B KpoBU M (PyHKIIMOHATHHOM AKTUBHOCTHU



C1-MaruburopaB KpOBH WM TTOWCK PaHee BBISIBICHHON y MPo0OaH/1a MPUYMHHO-3HAYMMOM MyTaIlun
B reHe SERPINGI MOJIEKyIIpHO-TEHETUYECKUMH METOJIaMU I TTOATBepkaAeHus: auarnoza HAO

I wm 11 Tumna.(Tabnuma 2, Tadnuna 3, npunoxkenne b-1). [1,3,37-39]
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 5)

e Bcem ponctBenHukam (B ocobenHHocTH nersM) manueHta ¢ HAO [ u Il Ttunmos (maxe mpu
OTCYTCTBUHU KJIMHUYECKUX MPOSBICHUI 3a00JIeBaHNs) PEKOMEHIOBAHO TPOBEJCHNUE CKPUHUHTOBOTO
oOcrnenoBanus: uccienoBanue ypoBHs Cl-uHruOuTOpa B KpOBU M UCClEI0BaHUE (DYyHKIIMOHAIBHOU
aktuBHOCTU Cl-MHrHOMTOpPa B KPOBM W/WIM TMOWUCK paHEe BBIABICHHON NPUYMHHO-3HAUUMOMN
myTaiuu B reie SERPINGI 'y mpobanaa MoneKkymsipHo-reHeTndeckumu Mertonamu (s HAO [ u

II TumoB) ¢ nenwto cBoeBpeMenHoi auarnoctuk HAO. (tTabmuna 2, npunoxkenue b-2).[1,19]
YpoBeHb yoenuTeabHOCTH pekoMenaannii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTeJILCTB - 5)

KomMmeHTapuu: pannss nocmanoska ouazHosa (6 mom yucie Ha OOKIUHUYLECKOM dmane) cHuicaem
puck ghamanvro2o ucxooa npu pazeumuu nepeozo npucmyna HAO ¢ oméxom eepxuux OvixamenbHbix
nymeu.[1,28]

YV 6cex demeti npu nHanuyuu cemerino2o anamnesa 00 UCKIIOUEHUs OUAsHo3a cledyem npeononazams
HAO.[19,42]

Buisignennasn panee mymayus 00n#CHA ObIMb NPUYUHHO-3HAYUMOL (OMHOCUMCST K NAMO2EHHbIM UIU
8EPOSIMHO-NAMO2EHHBIM CO2NIACHO NPUHAMbBIM KPUMEPUAM), 6 NPOMUBHOM Clydae yenecoodpasHo
moavbko ucciedosanusi yposus Cl-uneubumopa 6 kposu u @yuxkyuonarvhou axmusnocmu ClI-
uneubumopa 6 Kposu. B ciyuae nonyuenus cOMHUMENbHLIX pe3yibmamos ucciedosanus ypogusa Cl-
uneubumopa 6 Kpoeu u @yukyuonanronou akmusnocmu Cl-uneubumopa 6 Kpogu, HeobX00UMO

nosmopumu ucciedosatue.[36]

e Jlersm no 1 roma (y KOTOpbIX ecTh kKiauHHueckue npusHaku HAO w/unu ects cemeiiHOro anamues
HAO) pexomeHayeTcsi MPOBOAUTH MOJICKYJISIPHO-TEHETHUYECKOE HCCIEOBAaHUE MYTalluii B TEeHE
SERPINGI B KpOBM METOAAMHU CEKBEHUpOBaHUA W KoiaudyecTBeHHOM MLPA i panseit
MMOCTAHOBKHU JMarHo3a (npuioxenue b-2).[42—44]

YpoBenb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4)

KommenTapuu: 6 nopme y demeti 0o 1 eoda ypoeuu CI-UHI u eco ¢ynxyuonanroroti axmugnocmu
3HAYUMENbHO HUXCe, YeM y 83pocavlx. [loamomy ucnonv3osanue smux noxazameineti y oemei 00 200d ¢
yenvto ouacnocmurku HAO neunghopmamueno. Taxowce neungopmamusHuvilM cuumaemcs uccie0osanue
KOHYeHmpayuy KOMNIeMeHma 6 NYNOBUHHOU KPOB8U OOHOUEHHbIX HOBOPONCOEHHBIX, MAK KAK €20
ypoeenb Hudice, Yuem YPOGHU Yy 83pOCIblX. Ypoenu anmuzena u gyukyuonarvhas akmuenocms CI1-UHI

coomseemcmayrom 70% u 62% om nokazameneu y 83pOCivblx, cCOomeemcmeeHHo. [1]

UeﬂbHClﬂ KpOBb AGJIAENICA npeénoqmumeﬂbelM 6u0Mamepuan0M 015l MONEKYIIAPHO-2ceHemuiecKoco

uccneoosanus. OOHAKO OAHHOE UCCIe008aHUEe MONCHO NPOBOOUMb HA JIIOOLIX MKAHAX Yelo8eKa npu



MpPYOHOCMAX NPedoCmasienuss Kposu (OYKalbHblil dSNumenutl CloHbl, KIemKy 8 mMode, OUONCULIHbIL U

CeklxluOHHblﬁ mamepuail u mn)

e Bcem mammentam ¢ nono3penreM Ha HAO npu pacxokJIeHHHM AaHHBIX KIMHUYECKOW KapTUHBI U
pe3ynbTaToOB J1a0OPATOPHBIX MCCIIEAOBAHUN WM MPU COMHUTENBHBIX Pe3ylbTarax J1abopaTopHBIX
TE€CTOB, PEKOMEHYETCSI IIPOBEACHUE MOJIEKYISIPHO-TEHETUYECKOTO UCCIIEOBAHNS MYTAllUi B Te€HE
SERPINGI B KpOBHM METOJaMH CEKBEHUPOBaHUS M KoinuecTBeHHOM MLPA ¢ unenpro mowmcka

MPUYUHHO-3HAYMMBIX MYTALMS ISl HOATBEPAKACHUS quarnos3a.[1,2]
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

Kommenrtapuu:  Ilpogedenue  monekyisApHo-ceHemuueckoeo  00C1e008anuss  He  ABIAEHICS
obs3amenvHuIM 05 eepuurayuu ouaenoza HAO I u Il muna npu Haruyuu munuyHoU KIUHUYECKOU
Kapmumbl U OUACHOCMUYECKU-3HAYUMO20 CHUNCEHUs YPOBH U/UNU DYHKYUOHANILHOU AKMUBHOCU
uneuoumopa Cl-acmepasvi. Kpome mozco, omcymcmeue 0OHAPYHCEHUs. ONUCAHHBIX MYMayuti npu

MONLEKYIAPHO-2eHemUu4eckom oociedosanuu He uckaodaem ouazrnoz HAO.[1,2]

e Omnpenenenue ypoBHs C4 ¢pakiun xomruiemenTta (C4) manmentam c¢ mopo3penueM Ha HAO

PEKOMEHIyeTCsl ¢ 1eblo ckpuHuHTa (Tabmuna 3).[1,45-47].
YpoBeHb yoenuTeJIbHOCTH pekoMeHaanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 2)

Kommentapuu: y nayuenmose ¢ HAO I u Il munos ommeuaemcs chudcenue C4 Komnonenma
komniemenma (Tabauya 3), OMHAKO OAHHBIU NOKA3AMeNlb He Modcem Obimb UCNONb308AH OIS

NOCMAHOBKU OUALHO3A, MAK KAK OH MOdcem Oblmb CHUMNCEH Npu MHO2UX opyaux 3abonesanusx. [1,3]

e [lanmentam ¢ nono3penuem Ha HAO He pexkomennyercs onpezaenenue ypoBHs C2 u C3 ¢paxuuit

KOMILJIEMEHTA HU C 1[EJIbI0 CKPUHUHTA, HU C LIEJIbI0 TOCTAaHOBKY Juarno3sa.|1,2,48]
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 5)

e Bcem B3pocneim manuentam ¢ aeduiutom CIl-MHIT u penuauBupyromuMu aHTHOOTEKaMu 0e3
KpanmuBHUIIBI, HO 0€3 CEeMEMHOro aHamMHe3a WM BbIABIEHHOW MyTanuu B reHe SERPINGI
pexoMeHyeTcs uccinenoBanue yposue Clq gppaxkuuu komnonenra komiuiemenTa (C1q) B kpoBu u
onpezaenenue Hanuuusi antuted K Clq B KpoBU I MCKIIOUYEHUS] MPUOOPETEHHOIO aHTHMOOTEKA
(npunioxxenue b-1). [1-3.49]

YpoBenb yoenuTeabHOCTH pekoMenaanni — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB - 4)

KommenTapuu: /A0 umerom cxoxcyto KiuHuyeckyro KapmuHy u saensaromcs genoxonueti HAO (ne
Hacneoyemcsy). Ilamonoeust 6 cucmeme komniemenma ooyciognena evipabomrou aumumen k CI1-MHI
UU NOBbIUEHHBIM e20 nompedaenuem. Ilpu 1a60pamopHblx UCCIE008AHUAX OMMEUAENCsl CHUNCEHUE

Konuvecmea unu Qynkyuonanvrot akmusnocmu Cl-uneubumopa, Kax npasuio, MeHee 8blpadceHHoe,
yem npu HAO. [1-3,49]



e [Tanmentam ¢ HAO, mnonyyaBmIMM CBEKE3aMOPOXKEHHYIO IUIa3My, C ILIE€JIbI0 CBOEBPEMEHHOMN
JMUArHOCTUKU  WH(MEKIMOHHBIX  3a00JIeBaHUM  PEKOMEHIYeTCs  IMPOBEIEHUE  €XKETOIAHOTO
00CIIeJOBAHHUSA:

o ompeaeneaue antuten kK BUY (Onpenenenne anturten kmaccoB M, G (IgM, IgG) k Bupycy
umMmyHonedunuta yenoBeka BUY-1 (Human immunodeficiency virus HIV 1) B xpoBwu;
Omnpenenenue anturen kinaccoB M, G (IgM, IgG) k Bupycy ummyHoneduimra yenoseka BUY-2
(Human immunodeficiency virus HIV 2) B kpoBu;)

o Omnpenenenue anturena (HbsAg) Bupyca remaruta B (Hepatitis B virus) B kpoBu u

o Omnpenenenue antuten kK Bupycy renarura C (Hepatitis C virus) B kpoBu.[1].
YpoBenb yoenaurteabHocTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB - 5)

KommenTtapuu: Bce nayuenmor ¢ HAO nomenyuansno mo2ym nonyuams npenapamol Kposu 4elosexd,
CONPAJICEHHbIE C PUCKOM Nepeoayu MpancMUCCUBHBIX UHDEKYULL: CBeHCe3aMOPONACEeHHAs NAA3MA U
uneubumop Cl-scmepasvl uenosexa. Ha cecoOnsawnuil Oenv He 3ape2ucmpuposano Hu 0OHO20 CIAVHAsL
nepeoauu ¢ npenapamom BUY, cenamumoe B u C u napeosupyca B19 npu eeedenuu konyenmpama

uneubumopa Cl-scmepaszwvl uenosexa [50].

e Bcem manmentam ¢ HAO pexomenayeTcsi ompesesieHne OCHOBHBIX rpynn mo cucremMe ABO u
onpeznenenue antureHa D cucremsl Pesyc (pesyc-daxtop) s oOecriedeHUs: BO3MOKHOCTHU

OBICTPOTO BBEJCHUSI CBEXKE3aMOPOXKEHHOM IJIa3Mbl MPU BO3ZHUKHOBEHUHU TaKOM HEOOXOIUMOCTH.
[51]

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o [laruentam ¢ HOpmanbHBIMH TOKazaTensmu C1-MUHIT u ero ¢yHKuMoOHaIbHOW aKTUBHOCTU TPHU
JIBYKPaTHOM HCCIIEJOBaHUH, HO UMEIOLIUM XapakTepHyto Ajid HAO KIMHUYECKYI0 KapTUHY W/WIN
CEMEUHBI aHAaMHE3, C IEJNbI0 MOKWCKAa NPUYWHHO-3HAYMMbBIX MYTALMU JUIsl TOATBEPKICHUS
nuaraoza HAO 6e3 nepunmra C1-UHI™ pekomenayeTcst mpoBeaeHne MOJICKYISIPHO-TEHETHYECKOTO
UCCIIEIOBaHUS:

[e]

9k30Ha 9 rena F12 meToiom cekBEHUpPOBaHUS
o reHa ANGPT1 meTomom CeKBEHUpPOBaHUS
o reHa KNGI1 meTogoMm cekBeHUpOBaHUS

o Ha Hamumuue myTtamuu c¢.988A>G (p.Lys330Glu) B rene PLG meTogamu mpHIENbHOTO MOUCKA

MyTaluu
(Tabmuma 2, npuinoxkenue b-1, rabnuma 2).[16,17,21,52,53]
YpoBenb yoenuTeabHOCTH pekoMenaannii — C (ypoBeHb 10CTOBEPHOCTH J10KA3aTEJILCTB - 4)

Kommentapun: ¢ ciyuae HAO 6e3 deppuyuma CI-HHI, Oanmwiii 6uod obcnedosanus s61s1emcs

€OUHCMBEHHLIM Memooom sepuguxayuu ouacnosa. [16,17,21,52,53]

e Bcewm poactBenHukam (B ocobenHoctu aetsam) manuerta ¢ HAO 6e3 aedunura C1-UHIT (naxe npu

OTCYTCTBUHU KIIMHUYECKUX MPOSIBICHUM 3a001€BaHus1) € LEIbI0 CBOEBpeMeHHOM quarnoctuku HAO



6e3 nepummra C1-UHIT pexomenmyeTcs MOUCK paHee BBIIBICHHOW y TpoOaHAa TPHYUHHO-
3HAYMMOM MYTAllMM MOJIEKYJIIPHO-TEHETUYECKUMU METOAAMM IPUIIEIIBHOIO IOMCKAa MYTAallUH.
(Tabmuua 2).[10,36,54-56]

YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 4)

2.4 UHCcTpyMeHTAJIbHbIEC TUATHOCTHYECKHE UCCJIeTOBAHUS

e VY3U u/unu KT opranoB OpromiHoi MOJOCTH PEKOMEHAYETCS MAIMEHTaM MPH BBIPAKEHHBIX OOJISIX B
’KMBOTE C LIENBI0 MpoBeAeHUus TudepeHInanbHOl TUArHOCTUKU C 3a00JI€BAHUAMU C KIMHUKON

ocTporo xkuBota.[S7-60]

YpoBenb yoenuTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - 4)

2.5 Uuble THATHOCTHYECKHE UCCJICAOBAHUSA

» KoHcynpramus Bpaya-xupypra peKOMEH0BaHa MAIlMEHTaM C BBIPAKEHHOMN a00MUHAIBLHOM aTakou
st quddepeHnmanbHO TUAarHOCTUKU € 3a00JIEBAaHUSMH, TPHUBOIAIIMMHU K KIMHHUKE OCTPOTO

XKuBoTa .[61]
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3ATEJNbCTB - 5)

e PexoMeHayeTcsi KOHCynbTalusi Bpada-otopuHonapunroiora (JIOP) w/mnu Bpaga-anectesuosnora-
peaHuMaTosiora MalMeHTaM C MpU3HAKaMu OTEKAa BEPXHUX JIbIXATEIbHBIX NYyTeW C MLEJbIo

00BEKTHBHU3AIUH Kaj00 U OIEHKHU ITPOXOAMMOCTH JbIXaTeIbHBIX MyTeH. [1,35]
Yposennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

o [Tanmentam ¢ HAO pekoMeHyeTcs pOBEACHUE KOPPEKIIMKU COMYTCTBYIOIIEH MATOJIOTMU BpayaMHu

JIPYTUX CIEUUAIbHOCTEN, TaK KaK 3TO MOXKET MPUBOJUTH K yTskeneHuto teduenuss HAO. [1,31]

YpoBeHb YOeAUTEIbHOCTH PeKOMeHIaIuii - B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 3)



3. Jleuenne

Tepanust HAO cocTout U3 TpexX 0OCHOBHBIX KOMIIOHEHTOB (Tabmuna 4):

e KYNUPOBAHHUS OTEKOB;
e KPaTKOCPOUYHOU MpoduIakTUKu (Tiepe ornepaTuBHBIMA BMEIIATEILCTBAMU M CTOMATOJIOTHYECKUMHU
MaHUIYJSLIUSAMHA);

° ILOJ’IFOCpO‘IHOﬁ HpO(l)I/IJIaKTI/IKI/I npu TSKCIOM TCUCHHMU WM YaCTbIX IIPUCTYIIAX 3a00J1€BaHUs

(mpodunakTUKa PeIanBOB).

Tabnuna 4. Tepanus HacnencTBeHHOro aHrMooTEKA

HanpasrieHne
Tepanuu

[MpenapaTbl Ang B3pOCbIX

MpenapaTbl Ans aeten

KynuposaHune oTéKoB

e WkaTtnbaHT;
e UHrmnbutop Cl-actepasbl yenoseka[l];

o Caexe3aMopoXeHHas nnasmal2]

e lkatmnbaHT (y geTen ctapwe 2-X neT);
e UHrmbutop Cl-acTepasbl Yenoseka (y Aeten
cTaple 2-X feT);

. CBe)KEBaMOpO)KEHHaH nnasma

e #TpaHekcaMoBas Kucnota**;
e #lporecTareHsl (#ne3orectpen, ,
#nuHactpeHon);[3]

e #WHrnbutop Cl-acTepasbl YenoBeka

EBS&KMO%)}?#MHS; e UHrmnbutop Cl-acTepassbl yesoBeka (y e WNHrmbutop Cl-acTtepasbl yenoseka (y Aerten
B3POC/bIX N AeTel cTaple 2-X JieT); cTaple 2-x ner);
e [laHason; o CBexe3aMOpOXXeHHas niasma;
o CBexe3aMopOXXeHHas nnasma o #[aHazon (Tonbko npu OTCYTCTBUU
nHrnéutopa Cl-actepasbl)
ﬁggg)omcnp:;Tl-;aK;; e [aHason; o #WHrmbutop Cl-acTepasbl 4enoseka (Y

AeTeln cTapuwe 2-X NeT);
e #TpaHekcamoBas Kucnota**;
e #[aHazon (Tonbko AetsaM, pocturwmm V

CTaZuu NOSI0BOro Co3peBaHnsi No TaHHepy)

3.1 KynupoBanue 0TéKoB

Bce oméku ovixamenvHblX nymeil, oméku 6 obracmu quya u wieu, msadjiceivie ab0oMUHaIbHble amaxi,
a 6 pade cuyuaes u msoicenvle nepughepuieckue oméku (Hanpumep, OméK MNON0GbIX OP2AHO8 )
MYJICUUH) mpedyiom aKmueHOU mepanuu 6 CeA3U C PUCKOM PA36UMUs. CMEPMeENbHO20 UCX00d
gcnedcmeue acurcuu Ui UHEANUOU3AYUY (OCTONCHEHUS ONUMENbHOU SUNOKCUU 20108HO20 MO32d,
HALOXCEeHUe YUCMOCMOMbL NpU  OIUMENbHOU O0OCMPYKYUU MOUe8bl00AWUX NYmel, HAN0MCeHue

mpaxeocmomul u op.).[1,19,27,28]

e [larmentam ¢ HAO 1 wu Il TwmoB c¢ oTékamu, CHOCOOHBIMH TIPUBECTH K ac(ukcum,

a6I[0MI/IHaJ'II>HI>IMI/I arTaKaMH1 H HCpI/I(bepI/I‘—IeCKI/IMI/I OTéKaMI/I, COIPSKCHHBIMU C PUCKOM PA3BUTUS



OCHO)KHCHHﬁ, PEKOMCHAYCTCA HA3HAUCHUC TIIPCHaparoB [JIsd KYyIIMPOBAHUA OTEKOB C IIEJBIO

KynupoBaHus oTéka (Tadmuna 5, npunoxenue b-3). [1.28.62-71]

Juis B3pocbIX M JAeTedl OT 8 JieT: ypoBeHb YOeAUTEJbLHOCTH peKoMeHAauuid A (ypoBeHb
AOCTOBEPHOCTH 10KA3ATEJIbCTB 2)

Juis nereit miiaame 8 jer: ypoBeHb yoeauTeJbHOCTH pekoMeHaannil C (ypoBeHb 10CTOBEPHOCTH
A0KAa3aTeJIbCTB 4)

KommenTapuu: uxamubanm — 6biCOKOCENIEKMUBHbIL AHMALOHUCT OPAOUKUHUHOBBIX peyenmopos 2

muna. [62.64.65.72] Uneubumop Cl-scmepasvl uenoseka — KOHYeHmMpam, noayiaemolii U3 OOHOPCKOLU
kposu. [1,42,73]

e [lauentam ¢ HAO 1 wu Il TumoB c¢ oTékamu, CHOCOOHBIMM TIPUBECTH K ac(uKcHUw,
a0JIOMMHAILHBIMU aTaKaMHU W Tepu(eprudecKuMu OTEKAMH, COTMPSKEHHBIMU C PUCKOM pPa3BUTHUS
OCJIOKHEHHM, PEKOMEHAYETCSl Ha3HAYEHUE IIPEnaparoB Uil KylHpOBaHUs OTEKOB He mno3gHee 30
MUH TOCJI€ TMONaJaHus MaleHTa B JIEYEOHO-IPODUIAKTUYECKOE YUPEKJIEHUE: HMKATUOAHT WU

uHrunouTop Cl-3cTepaspl YelloBeKa C IENbI0 KynmupoBaHUs OTEKa (Tabmuma 5, mpuioxkenue b-3).
[1,28,62-71]

YpoBeHnnb yoenureabHOCTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH A0KA3ATENbCTB 5)

Tabmuma 5. [Ipemapatsl, HazHawaemble naneHTaM ¢ HAO nist KynmupoBaHUS OTEKOB.

MpenapaTt B3pocnbie Oetun

NkaTnbaHT 30 Mr n/k C 2-x neTt, B 3aBMCMMOCTM OT Macchl
Tena.

12 kr - 25 kr 10 mr

26 kr — 40 kr 15 mr

41 kr - 50 kr 20 mr

51 kr - 65 kr 25 mr

> 65 kr 30 mMr[74]

NHrnbutop Cl-acTepasbl yenoseka 20 ME/kr B/B 20 ME/kr B/B

CeexesaMopoXeHHas nnasma (Tonbko 400 mn B/B 10 mn/Kr Mmaccbl Tena B/B
npwv OTCYTCTBUW APYIUX OMLUMUNA)

e [lamuentoB ¢ HAO I u Il TumoB pexomengyercs obOecrneyuTh Mpernaparamu s KyHpPOBAHUS
OTEKOB Ha JIOMY U 00yUUTh TEXHUKE CAMOCTOSITEILHOTO BBEJICHHS JIJIs1 paHHETO KYIHUPOBaHUs OTEKA
U IIpeoTBpalleHus (araabHoro ucxoaa. [75—77]

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4)

Kommentapuu: Uxamubanm u uneudbumop Cl-acmepasvi uyenogeka mo2ym Oblmb UCHONb308AHBL
camocmoamenvHo nayuenmamu 6 oomawHux ycrosusx. [19,70,75-77] Camocmosmenvroe 6gedenue
npenapamog umeem peuwiaroujee 3Havenue O IPOeKmusHol mepanuu OCMpPsLIX NPUCMYNOS,
NOCKONbKY paHHee JleyeHue nNpu pazeumuu npucmyna oOonee d¢gekmusno u npedomepawaem
pazeumue ocnoxcHenuu. [1,66,68-71] [lozonee Hasnauenue npenapamos Mmodxcem npusecmu K
Gdamanvromy ucxody npu oméke sepxnux ovixamenvhwix nymetl. [69,78]



o [laruentam ¢ HAO 6e3 gedpunura C1-UHIT ¢ orékamm, cmocoOHBIMU TIpUBECTH K achukcuw,
a0JOMMHAJIbHBIMU ~aTakaMU M TOKEIBIMU NEpUPEPUUECKUMU OTEKAMH, CONPSHKEHHBIMU C
pPa3BUTHEM OCJIOKEHHM (HampuMep, OTEK MOJIOBBIX OPraHOB C OCTPOM 3aJIEPKKONH MOYM Yy MY>KUHH)
PEKOMEHIyeTCsl BBECTH #HukatuOant w/munu #HunruOutop Cl-screpa3bl 4YenoBeka C  IEIbIO

KyIUPOBaHMsI OTEKA (JIO3UPOBKH CMOTPH B Tabmuie S, mpuiiokenue b-3). [79—86]

Jas B3pocabix: YpoBeHb YyOeaurTedbHOCTH pexoMeHaanuii - C (ypoBeHb JI0CTOBEPHOCTH

JI0KAa3aTeJIbCTB -4)

dns  nereii: YpoBeHb YyOeauTeabHOCTH pexkoMeHaauuii - C (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJabCTB -5)

KommenTapuu: /[na HAO 6e3 oedpuyuma CI1-HHI" dannvix panoomMu3upo8anHulx UCcie008aHull no
oyenke appexmuenocmu uxamubanma, KoHyewmpama uneubumopa Cl-acmepaszwl uenosexa,
CBEICE3AMOPOINCEHHOU NaasMbl Hem. Jlannvle 00 3@gexmusnocmu npumeHnenus: ukamuoawma u
uneuoumopa Cl-scmepaszvt  uenoseka npomusopeuussvl. Illpu HesdhpekmusHocmu  YKA3aHHLIX

npenapamos ciedyem nposooums cumnmomamudecxyro mepanuto. [79—-82,87]

e Pexomennyercs oOecneuyuTh JOCTYHMHOCTb JJISi CaMOCTOSITEIBHOTO BEBEACHMS MpernaparoB IJis
KyIUPOBAaHMS HE MEHEE YEM JIBYX aTak JJisd JOCTHKEHMsSI pa3pelieHus: oTéka npu Hea(h(HEeKTUBHOCTH

MIEPBOTO BBEACHUS MPENAPATOB U/WJIH 171l KyTUPOBAaHUS PEUANBOB.[1]
YpoBenn yoenureabHOcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3ATENbCTB S)

KommenTapuu: B 6orvuuncmee ciyuaed 00OHOKpAmHo20 88e0eHUs Namo2ceHemu4eckux npenapamos
(ukamubanum, npenapam uneudbumopa Cl-3cmepasvl uenogexa) O00CMAMOUHO O KYNUPOBAHUSL
cumnmomos HAO. OOHaxo 8 HeKOmMopwixX CIy4aAsX 0OHOKPAMHO20 86e0eHUs npenapama (0cobenHo npu
no30HeM 66e0eHUU) Ovleaem HeOOCMAamouyHo O KYNUPOBAHUS OMEKA, MAaKdice He UCKIIOYEHO

pazeumiue no8MOPHLIX, 8 MOM HUCIIe HCU3Hey2podcarowux, npucmynos .[64—67,88]

e [lamuentam ¢ HAO pexoMeHIyeTcsi UCHONIB30BaTh CBEKE3aMOPOKEHHYIO IJ1a3My KpOBHU IS
KyIMUPOBaHMs OTEKA B CIIy4yae OTCYTCTBHS OBICTPOTO JOCTyNa K KoHIeHTpary uHruburtopa Cl-
ACTEepas3bl U UKATUOAHTY (JIO3UPOBKH CMOTPH B Tabmuile 5, mpunoxkenue b-3).[19,42,89-92]

Jas mamuentoB ¢ HAO I u II TunoB: ypoBeHb y0eaureabHOCTH pexoMenaanuii - C (ypoBeHb

JAOCTOBEPHOCTH J0KA3aTeJIbCTB 4)

Jnsa manuentoB ¢ HAO 06e3 nepuunura ypoBHsa Cl-uHruOurTopa: ypoBeHb YOeIMTEJIbHOCTH

pexomenaamnuii - C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 5)

KOMMeHTapI/II/I: CEENHCEZAMOPOICEHHAA NAA3MA HE MOdcent paccmampueamsvcsl KAK OIKeUBAIEeHm
namozenemu4eckoul mepanuu, makxk KdkK He cmandapmwupoeaﬂa no Kojiauvecmsey uH2u6um0pa Cl-
acmepas3bl U KOMNOHERMO6, NOMEHUUATBHO cnocobdnvix evizeamv AQO ¥y nayuenma c HAO. Bseoenue
nuiasmol CONpPANCEHO C pUCKOM nepe@aqu mpaHCMUCCuBHbvlx qubem;uﬁ, a makoice pazeumus 0o1bUL020

YuCna HedxcelamenbHblX peakyuil (6 mom uucie anaguiamuiecko2o woxa).[2,78]



o [laruentam ¢ AQO BepXHUX [JbIXaTeNbHBIX MMyTeHd B ciydae HeIDOEKTUBHOCTH Tepanmuu
AHTUTMCTAMUHHBIMU ITpenaparamMu Ui cucteMHoro npumenenns u cI'’KC u Hanmnumm xapakTepHbIX
npuzHakoB HAO B KIIMHMYECKOW KapTHHE PEKOMEHIYETCS BBECTH CBEXKE3aMOPOKECHHYIO IUIa3My

KpOBH JIJIs1 KyIUpOBaHUs 0TEKaA.[89,93,94]
YpoBeHb yoenuTeabHOCTH pekoMeHaanni - C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB 4)

o [larmentam ¢ HAO 1 u Il TumoB He pexoMeHIyeTcs Ha3HaueHUE #TpaHeKcamoBas KuciIoTa** u

JTaHAa30J1 JUIsl KyUPOBaHUsl OCTPhIX OTEKOB. [1,78,95]
YpoBeHb yoeauTeIbHOCTH pekoMeHAanuil - C (YpoOBeHb 10CTOBEPHOCTH 10Ka3aTe/lbCTB -5)

o [Tamentam ¢ HAO I wu II TunoB HacTosTenbHO He pekomeHayercss HasHaueHue Ccl'KC,
snuHepuHA™ ™, aHTUTHCTAMUHHBIX MPENapaTroB JAJs CUCTEMHOTO MPUMEHEHUS JJsi KyNMHUpOBaHUS

T00BIX BUIOB OTEKOB.[94]
YpoBeHb yoenuTeJabHOCTH pekoMeHAanui - C (YypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB -5)

e [lamentam ¢ HAO AO B olnacTu ropTaHu NHpu HapacTaHUU OTEKAa WM HEI(P(HEKTUBHOCTH
IPOBOAMMON  TEpalmuu  HACTOATEIBHO  PEKOMEHAYETCS  TOCHUTalIM3auuss B OTACJICHUE
OTOPUHOJIAPUHTOJIOTUU WM PEAaHUMAI[MOHHOE OT/AENEHUE C 1EJbI0 CO3/[aHMs YCIOBUU IS

MPOBEACHUS PEAHUMAIIMOHHBIX Meponpusituid [1,34,35]
YpoBenb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - )

e [lanmentam ¢ HAO ¢ AO B oGnactu ropranu npu Hed((EKTUBHOCTH MPOBOJUMON Tepanuud U
IpU3HAKaX HapacTarouled oOCTPYKLMHU IbIXaTENbHBIX IyTEHl PEKOMEHIYETCsS PaHHEE MPOBENECHUE
KOHUKOTOMMH/HAJIOKEHUE TPAaxeOCTOMbI WM IPOBEIACHHE WHTYOALMU Tpaxeu A oOecredeHus

MPOXOAUMOCTH JibixaTenbHbIX yTel. ([Ipunoxenue b-3). [28,29,34,35]

YpoBenb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB - 4)

3.2 KparkocpouyHas npodpujiakTuka

3abonesanue Hacneocmeennvlii aH2UOOMEK He MOd€CEM pacemampueamsCi KAK npontueonoKad3aHue K

CI’I’ZOMCZWIOJZOBM’i@CKOMy/auClZHOCWluHQCKOMy/OnepCln’ZMGHOMy emeutanienbenie).

o [laruentam ¢ HAO 1| u Il TUmoB pekoMeHIyeTCs MPOBOAUTH KPATKOCPOUHYIO MPOPUIAKTHKY
(tTabnuua 6, npunoxenue b-4) nepen J0ObIMU ONEPATUBHBIMU BMEILIATENbCTBAMHU (B TOM YHUCIIE
MajJbIMHM, TAKUMH KaK CTOMATOJIOTMYECKHUE MAHUITYJSLUN), WHBA3UBHBIMH MEAUIIMHCKUMU
MCCJIeIOBAaHUSAMU, 0COOCHHO B O0JIACTH JBIXATENbHBIX MMyTEH, BEPXHUX OTAENIaX MHUIIEeBAPUTEIHLHOTO

TpakTa, Jis NPEAOTBPAILICHUS pa3BUTHUS OTEKa [96—99].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB 4)



Kommentapuu: Oméku, ceazamnvie ¢ OAHHbIMU NPOUeOYypaMU, 0ObIUHO BO3HUKAOM 6 meyeHue 48

uacoe om manunynsayuu.[1]

Tabmuma 6. Ilpemaparsl, HasHadaembie mnarueHTamMm ¢ HAO 1 u Il TumoB nans KpaTkoCpOYHOU

npoPUIaKTUKH.
Mpenapat B3pocnblie Oetun
NHrnéutop Cl-actepasbl Yenoseka 1000 ME B/B 15-30 ME/kr macchl Tena B/
B
CBexe3aMopoXXeHHasa naasMa 400 mn B/B 10 mMn/Kr Maccbl Tena
(Tonbko npwm OTCYTCTBMM

nHrnbutopa Cl-3cTepasbl YesoBeka)

[aHaszon 2,5-10 Mr/kr maccel Tena 3a 5 gHen #naHason TONbKO npu
Jilo) " 2-3 OHS nocne OTCYTCTBUMU ApYTrnx
(MakcuManbHas gosa 600 mr) npenapatoB: 2,5-10 wMr/kr
Macchbl Tena 3a 5 aHen fo wm
2-3 OHA
nocne(MakcumanbHas nosa
600 mr)

e [Tammentam ¢ HAO I w Il TumoB mepea NpOBEAEHUEM CPOYHBIX M IJIAHOBBIX OIEPATUBHBIX
BMEIIATENIbCTB (B TOM UHCIE MajiblX, M CTOMATOJOTMYECKUX MAHMITYIIAINA), WHBA3HUBHBIX
MEIULUHCKUX UCCIIEOBAHUN B KaU€CTBE IPEMEIUKALMNA PEKOMEHIYETCSl BHYTPUBEHHOE BBEJICHHUE:
npenapara uHruouropa Cl-acrepa3bl yenoBeKa ISl CHM)KEHMSI PUCKA pPa3BUTHUSL OTEKOB IOCIE

JTAHHBIX UHTEPBEHIUH (JI03UPOBKU CMOTpHU B Tabnuiie 6, npunoxenue b-4). [42,96-100]
YpoBennb yoenureabHOCTH pekoMeraanuii C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB 4)

KommenTapuu: npenapam uneubumopa CIl-acmepa3svl yenogexa s6isemcs npenapamom 6bloopa 0

Kpamkocpounou npogunakmuxu. Eeo npumenenue naubonee sghghekmusHo crudicaem puck pazeumuis
OmMEK08 nocie MeOUYUHCKUti npoyedyp 6 cpasnenuu ¢ opyeumu npenapamamu [97]. Uneuoumop CI-
acmepasvl 4enogeKa OO0JHCEeH NPUMEHAMbC Ol NPOQPUIAKMUYECKOU NPeMeOuUKayuu Kaxk MONCHO
OnudIce K Hauany npoyedypsvl (OnmumManbhslil nepuod 3a 1-6 uacoeé 0o manunyiayuu) (ITO3UPOBKU

cMOTpH B Tabnuiie 6, npunoxenue b-4).[1]

e [lammmentam ¢ HAO I u II TumoB a5s moAroToBKM K TUIAHOBBIM ONEPATUBHBIM BMEIIATEIHCTBAM (B
TOM YHMCJI€ MajblM, TAKMM KaK CTOMATOJOTMYECKHUE MaHUIYJSALMH), UTHBA3UBHBIM MEIUIIMHCKUM
HCCJIEIOBAaHUSIM B cilyyae oTcyTcTBUS MHruoutopa Cl-3crepasbl yenoBeKka PeKOMEHIYETCs HavyaThb
npuem J[lanazoma (103upOBKH cMOTpU B Tabmuue 6, npuioxeHue b-4) umum yBenmudyuTh 103y
Janazona B 2 pa3a OT MCXOAHOM (€ciM MalMEHT MOoJlydyaeT O0a3uCHYIO TEepamnuio IMpenapaTrom
Hanazon) 3a 5-7 nHeil a0 mianupyeMod Manunyiasiuuud. Yepes 3-4 nHsA mociie OneparuBHOTO
BMEIIATEJIbCTBA/MHBA3UBHOTO UCCIIEIOBAHUSI PEKOMEHAYETCS OTMEHUTH J{aHa301 Wi BEPHYTHCS K

MCXOMHOM /103¢ OasucHoM Tepanuu. [42,97,99,101]
YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)

KommenTapuu: y demeu #oanazon mosicem 66imsb UCNONL308AH 8 Kauecmee Memood KpAmKoCpoOUHOU

npogurakmuxu moavko eciu omcymcemeyem uneubumop Cl-acmepaszvl uenogexa. [102]



e [Tanmentam ¢ HAO I u Il TunoB st MOATOTOBKM K CPOYHBIM U IUJIAHOBBIM  ONEPATHUBHBIM
BMEIIATENbCTBAM (B TOM UHCJIE MalblM, TaKMMH KaK CTOMATOJOTMYECKHE MAaHUITYIISIIINN),
WHBA3UBHBIM MEIUIIMHCKUM HCCJIENOBAaHUAM B Cilydae OTCYTCTBHS uHruoutopa Cl-sctepassl u
JTaHA30J1a PEKOMEH/IYEeTCSl BBOAUTH CBEXKE3aMOPOXXECHHYIO I1a3My (JO3UPOBKH CMOTPH B TabnuIe 6,
npunoxenue b-4). [1,2,42,90,103,104]

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

o Ilammentam ¢ HAO I u II THNOB ¢ LEIbI0 MTOATOTOBKH K JIFOOBIM HMHBA3UMBHBIM MEIUIIMHCKUM
BMemIaTeabcTBaM He pexkomeHayercss BBoaUTh CI'KC u aHTHUrHcTaMUHHBIE Npenaparhbl IJis

CHUCTEMHOTO MPUMEHEHHUS JJIsl MPO(UIAKTUKH PAa3BUTHUS OTEKOB. [2,19]
YpoBenb yoenurteabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB 5)

o Bcex manmumenram ¢ HAO I wu Il Tumos, mpoxomsmux nr00blec WHBAa3WBHBIC MEIUIIMHCKHE
BMEIIIATENIbCTBA, PEKOMEHAYyETCs 00eCIeunTh MpernaparaMu i KyIMUpOBaHUsS HE MEHee 2-X

KU3ZHEYTPOXKAIOIIMX arak: MKatubGaHT wiu uHrubutop Cl-scTepas3bl yenoBeka (MPUTIOKEHUE
b-4).[1,2,78]

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

Kommentapuu: Jliobas npoguraxmuueckas npemeouxkayus He UCKI0Uaenm pa3eumust «npopbleHbIXY
APUCMYNO08, NOIMOMY NAYUEeHMbl O0JIHCHbL OCMABAMbC OO HAONI00EHUEeM, NPU IIMOM OOJHCHO OblMb

00CMYNnHO NPoBedeHue mepanuu, HanpasieHHou Ha Kynuposanue npucmyna.[96,97,100]

Iokazamenvrou 6azvi 0 HeobXooumocmu u 3QHexmusHoCmuU KPAmKOCPOUHOU NPOPUIAKMUKU Y
nayuenmos ¢ HAO 6e3 oecpuyuma CI1-UHI nem.[105]

3.3 losarocpovyHasi npopuIaKTHKA

OcHoBHas 3a71a4a JOATOCPOYHOU MPOPUITAKTUKY — YMEHBIIIEHUE YaCTOThl U MHTEHCUBHOCTH aTak
HAO u muHuMUH3anMs BIUSHUS 3a00J€BaHUS Ha IMOBCEAHEBHYIO AKTUBHOCTH MalMEHTAa. Tepamnuto
PEKOMEHIyeTCsl WUHIMBUyAIU3UPOBATh B 3aBUCUMOCTH OT OCOOCHHOCTEM TEUeHHMs, HaIUUUs
MPOTUBOIIOKA3aHNN, TEXHUYECKUX BO3MOKHOCTEU JUIA MOJYYEHUs] TOW WIM MHOM Tepanuu. Yersipe
TPyNIBI IPENapaToB peKOMEHI0BAHO UCTIONB30BaTh s JoiarocpodHoii npodmtaktukd HAO 1, II tumna
(Tabnuna 7): manazon, #nopemnapat uHruoutopa Cl-acTepassl yenoBeka, #TpaHeKcaMoBasi KUCIIOoTa™*™*,
#IpOTeCTareHBl.

Tabnmuua 7. Ilpenaparbl, Ha3Hauaemble mnauueHtam ¢ HAO I u Il tunmoB anga goarocpodHoi

PO HUIAKTUKY.
[MpenapaTsbl B3pocnbie Oetn
[Oaxaszon 100 mr yepe3 1 geHb — 600 Mr/cyTkm TONbKO AeTAM, AOCTUrwnM V cTagmu nosioBoro

co3peBaHunsa no TaHHepy
#2,5 wMr/kr maccel Tena (MakcuMmanbHas
oAHOKpaTHas Ao3a 200Mr)




#TpaHekcaMmoBas kucnorta**

30-50 Mr/kr mMaccbl Tena, pasfeneHHblX Ha 4
npvemMa (8o 6 r)

Crapwe 3-x net: 20-40 Mr/kr maccbl Tena,
pasneneHHbIX Ha 4 npueMa

#WHrnbutop Cl-acTepasbl

500-3000 ME B/B 2 pa3sa B Hepenwo

20 ME/kr macchl Tena 2 pasa B Heaenw

#lporecrareHsl

ToNbKO A1 XEHLWWH AeTOPOAHOro Bo3pacTa.

He npumeHstoTcs

CornacHo  WMHCTPYKUMM K KOHKPETHOMY
npenapary

o Bcem nmammentam ¢ HAO I u I TunoB pexomeHyeTcs OlleHHMBAaTh HEOOXOAMMOCTh HazHAuYEHUS

IpenapaToB JUJIsl JOITOCPOYHOM MTPO(PUIAKTUKY Ha Kak10M Buzute.[1,78]
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

o B3spocneim mammentam ¢ HAO I u Il TunoB npu HE0OXOIMMOCTH IPOBEAEHUS JOITOCPOUHON
npoUIAKTUKM PEKOMEHJYeTCsl Ha3HaueHue JAaHa3ona (JO3MpPOBKM CMOTPU B  TabiuIle

7, mpunoxenne A4, mpunoxxenue AS) st npodunakTuku pa3Buths oTékoB.[106—108]
YpoBeHb yOeAUTEILHOCTH PeKOMeHAannil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KommenTtapuu: danazon nasnauarom ¢ cmapmosoti 0oze 200-600 me 6 cymku, a 3amem noCmenesHo
CHUXMCAom 003y 00 MUHUMANbHOU HeoOX00UMOU Ol OMCYMCMEUs KIUHUYECKUX NpOsA6ieHUll
3abonesanus. Bozmodicna anemepuamusnas cxema: Ha4ano mepanuu ¢ HeboIbUOU 003bl Npenapama ¢
NOCMeneHHvIM yeenuduenuem. B nobom cnyuae neobxooumo 6visaeums U NPUMEHAMb HAUMEHLULYIO

aghghexmuenyio 003y, umo no3eoJsiem CHU3UMb PUCK pazeumus nooounsix 3¢pgexmos. [1,2,19,78]

o [larmenTtaMm, MoMy4arouuM JaHa3071 B KaueCTBE IOJATOCPOYHOM MPO(UIAKTUKH, TEepen HadyaaioM
TEpallMi W HAa MPOTSHKEHWM BCEro IMEpHoJa NpUEMa Ipernapara PEeKOMEHAYETCS NPOBEIACHUE
pPEryJSIpHBIX O0OCIIEIOBAaHUM ISl OLICHKU HAJIW4YWs TMPOTHUBOMOKA3aHUW U KOHTPOJIS TMOOOYHBIX

s dexroB (mpunoxenue A4, npuioxeraue AS). [1,2,19,78,109]
YpoBeHnb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 4)

e Jletsm ¢ HAO 1 u Il TunoB mpu HEOOXOAMMOCTH MPOBEACHHUS JOJITOCPOYHOU MPOPUIAKTUKA
pekomMeHayetrcss HasHadeHue #HuHruoutop Cl-scTepaszbl uyenoBeka ISl MPOPUIAKTUKH OTEKOB.
[2,19,42]

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

e Jlersm, mocturmuM V craguud nonoBoi 3penoctu mno Tamnepy, ¢ HAO I/ 11 Ttunos mnpu

HEOOXOIMMOCTH  TPOBEJCHUS  JIOJTOCPOUYHON MPOPUIAKTUKH PEKOMEHIYeTCs Ha3HauYeHUeE

#nanazona a8 NOpOPWIAKTUKM OTEKOB CTPOTO MO KU3HEHHBIM TIOKAa3aHHUSM  (YacTble
pPEIMLIMIMBUPYIONIME OTEKHM, B TOM YHCIE JKU3HEYIPOXKAIOIIE JIOKAJU3alMh) C HOoAO00pOM

MHUHHMAaJIbHO HEOOXOIMMOM /1035l TT0 PEIICHHIO BpaueOHOM Komuccud. [1,42]
YpoBennb yoenureabHOCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenrTapuu: oanazon mooicno naznauame demsam, oocmuewium V cmaouu nonoeoti 3perocmu no
Taunepy, off label monvko 6 ciayuae, Koeoa nonvbsa om npuema NPenapamos NPevlulaenm pPUcK

(qacmzale, msoitceiible OI’I’léKu, 6 Mmom 4ducie wcu%eyepoama;omeﬁ JZOKCZJZMS’CZL;MM). PeKOMeH()yeMa}l 003a



2,5 me/ke oanazona c nociedyrouel Koppexkyuelu mepanuu 00 MUHUMATbHOU PhekmusHol 003bl
(Makcumanvuas oonokpammuas 0osa cocmaeisem 200 me/cym). Ilpumenenue oOamasona y Oemell

mpebyem muamenbHo2o Konmpoas 6ezonacHocmu. [1,42]

e Bspocnbim manuentam u gerssm ¢ | u Il Tuna npum HEoOXOAMMOCTH TPOBEACHHUS JOITOCPOUHOM
NpOoPHUIAKTUKN PEKOMEHYeTCsl Ha3HAYeHHE TPaHEKCaMOBOM KUCIOTHI*™* I MPOQPUIAKTUKA

Pa3BUTHA OTEKOB (HO3UPOBKH CMOTPH B Tabuiie 7, mpunokerne A4, mpunoxkerne AS).[111]
YpoBensb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJNbCTB -4).

KommenrTapuu: mpanexcamosas kucioma umeem 0onee 6blcOKUll Npogunb 6ezonachocmu no
CPABHEHUIO C OAHA30]I0M, OOHAKO 8 Kawecmee 00120cpourol npoguirakmuxu HAO s¢hghexmusnbl
MONILKO Y HeDONbULO20 YUCIA NAYUEHINOS. YUumbleéas 603MONCHOE GIUSHUE AHMUDUOPUHOTUMUYECKUX
cpeocme (#mpanexkcamosas kucioma™**) na ceepmuléarowyio cucmemy KpoGu, 6cemM NayueHmam,
NONYUAIOWUM  AHMUDUOPUHOTUMUYECKUEe CPeOCmBa 6 Kadecmee O00120CPOYHOU NpODUIAKMUKU,
peKomMeHOyemcs npoumu 00c1e008aHue Ha Haiuyue npomu8onOKA3aHULL K npuemy OaHHOU 2pynnbl

npenapamos. [1,2,37,112]

e [lanmenrtam crapuie 18 5eT ¢ TsKeNbIM TedeHreM 3a00JieBaHUs MPU HEOOXOAMMOCTU MPOBEACHUS
JOJITOCPOYHOM TMPOPUIAKTUKA PEKOMEHIyeTcsl HaszHaueHue #Hunruburtopa Cl-screpazsl — ans
JOJITOCPOYHOM MPOPUITAKTUKU OTEKOB (Tabnuna 6).[2,19,42,113,114]

YpoBeHnsb yoeaureabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 4)

KommenTapuu: npenapam uneubumopa CIl-3cmepasvl uwenoseka obradaem HAUAYHWUM NPopuiem
bezonacHocmu u3 6cex npenapamos Ojisi 00120CPOUHOU NPOPUIAKMUKU, OH NPOOEMOHCIPUPOBAIL C8OIO
8bICOKYI0 Oezonachocms Kak 6 obwetl nonyasiyuu nayuenmos [50], max u 6 omoenvbHblx epynnax:
demu, NOOPOCMKU, OepeMeHHble IHCeHWUHbl, Nodcuivle aoou cmapute 65 nem. [73,115,116] /Jlna
docmudiceHust dcenaemozo dgpgexma 003y pPeKoOMeHOYemcs aoanmuposams K UHOUBUOYATIbHbIM

nompebrnocmam nayuenma. [2,19,42,113,114]

e [lamuentkam B Bo3pacte oT 18 g0 45 ner ¢ HAO I u Il TunoB npu HE0OXOIMMOCTH MPOBEACHUS
JOJITOCPOYHON TPO(PHUIAKTUKY PEKOMEHYeTCsl Ha3HadyeHUE #HIPOTeCTareHbl IS JOJITOCPOYHOM
Npo(pUIaKTUKU OTEKOB (IO3UPOBKM CMOTpU B Tabmuue 7, nmpuioxkeHue A4, npuiiokeHue AS,
npuinoxenue A6).[117-119]

YpoBennb yoenureabHOcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB -4)

KommenTapuu: Hasnauenue #Hnpocecmacenvl 603MONMCHO MONLKO NOCIE KOHCYIbMAYUU 8payd-
2UHEKON02d, C KOMOpbIM 8 OdlbHeliuleM NIAHUPYemCcs COBMECmMHOe 6edeHue NayueHmku.
#lIpocecmazenvl oKa3LIBAIOM  NOJOAHCUMENbHBIL IPPeKkm Ha meyeHue 3a001e8anus 6nioms 00
NOIHO20 OMCYMCMBUSL OMEKO8 Oe3 HeoOXo0uMocmu npuema opyeux npenapamos odonee, yem 8 60%
cyyaes (a npu npueme #npoececmazeHos ¢ 8bipaANCeHHbIM AHMULOHAOOMPONHBIM dhhekmom — bonee
yem 6 80% cayuaes). [117,118] Ilpenapamamu evibopa sensomcs #npocecmazenvl 6 6uoe

MOHOnpenapamos (mak kax npuem scmpozenos nayuenmam ¢ HAO 3anpewen). [117,120—122]



e Bcem manmentam ¢ HAO 1 u Il tuna pexomenmyercs oreHUBaTh d(HPEKTUBHOCTH MOI00paHHOM
Tepanuy Ha KaXJ0M BU3HUTE He pexe 1 paza B 3 mecsiia AJisi ONTUMU3AIMHU TEPAUU sl KOPPEKITUU

JI03bl /WM UHTEpBasa BBeACHUs npemnapara.[1,123]
YpoBennb yoenureabHOcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB -5)

e Bcem mammentam ¢ HAO I u Il Tuma He pekoMeHAyeTCsi MpephiBaTh MPUEM MpenaparoB s
JOJITOCPOYHON TPOGUIAKTUKH Ha BpeMs MpUEMa MpemnapaTtoB s KyNMUPOBAaHUS OTEKOB H
KpaTKOCPOYHON TPOQPUIAKTUKU JUISI JOCTHXKEHHUS JIYUYIIEro KOHTPOJS HaJl aKTUBHOCTHIO
3aboneBanus.[ 124]

YpoBennb yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB -5)

e [laruentam ¢ HAO 06e3 pedpunura C1-UHIT pexomenayercs ucmoib30BaHuE #TpaHEKCAaMOBOM

KUCIOTBI™* 115t mpoMIaKTUKN pa3BUTHs OTEKOB. [21,83,92,125]
YpoBenb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB -4)

KommenTapuu: V nayuenmos ¢ HAO 6e3 oedpuyuma CI1-UHI #mpanexcamosas xucioma** 6onee

agppexmusna, yem y nayuenmos ¢ HAO I u Il muna. Pexomendyemas oozupoexka om 1,5 0o 4 e/cymku.
[21,92,125]

o [laruentkam B Bo3pacte oT 18 mo 45 ner ¢ HAO 6e3 aedpunura C1-UHIT pexomeHmyercs
HCIIOJIb30BAHUE  HIIPOTeCTAareHOB MJisi MPOPUIAKTUKUA Pa3BUTHUS OTEKOB (JO3MPOBKH CMOTPU B

Tabnuie 7, npunoxkenne A4, npuioxenue AS, mpunoxenue A6). [92,117,125]
YpoBenb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB -4)

o [Tammmentam ¢ HAO I u Il tuma m marmentam ¢ HAO 6e3 nedumura C1-MHI™ He pexomenayercs
UCIIOJIb30BAaHME AHTUTUCTAMHUHHBIX TMpenapaToB st cucteMHoro npumeHeHuss u cl'’KC s

JOJTOCPOYHOM npopuinakTuku.[92,126]
YpoBennb yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB -4)

[l] Ha Ttepputopuu PO 3apeructpupoBan Toibko wuHrubutop Cl-sctepa3bl uenoBeka s
BHYTPUBEHHOTO BBEICHHS, TMOITOMY 3/€Ch M janee OyaeT yKas3bIBaThCs MpemapaT WUMEHHO s

BHYTPHUBCHHOI'O BBCICHUSI.

[2] CBexxe3aMopoKeHHas T1a3Ma JOKHA UCITOIB30BaThCS TOJIBKO MPU OTCYTCTBUU OBICTPOTO TOCTYyTIA
K Tepanuu ¢ JokazaHHou sddexktuBHOCThIO (Mkatmbant, koHeHTpar uHTHOUTOpa Cl-3cTEepass
YyeloBeKa) M HE MOXKET paccMaTpUBaThCS KaK HKBHUBAJEHT MATOTEHETHYECKOW Tepanuu (Kak B
KOHTEKCTE€ KYMUPOBAHMSI OTEKOB, TaK M B KOHTEKCTE KPAaTKOCPOYHOM MPO(HUIAKTHKH), TaK KaK He
CTaHAAPTU3MpPOBaHA MO KoiuyecTBy uHruomropa Cl-acTepa3sl W KOMIIOHEHTOB MOTEHIIMAIBHO

criocoOHbIX BbI3BaTh AO y manuenta ¢ HAO.

[3] TosibkO AJIsI )KEHIUH JIETOPOIHOTO BO3pacCTa.



4. PeaOuauranus

He pa3spaborana



S. IIpopunakTuka

e CempsiMm ¢ HAO I u II tuma u HAO 6e3 nmedumura CI1-MHI' pexomeHayeTcss MpOBEACHHE
KOHCYJIbTAllUM Bpaya-T€HETHKA C LEJIbI0 MONy4YeHUs WHGOpMAlUU O IUIAHUPOBAHUU CEMBHU.
[54,127]

Yposennb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB -5)

KommenTapuu: y nayuenmoe ¢ HAO I u Il muna éeposmnocms podxcoenuss pebenka ¢ noodoOHbIM
3abonesanuem cocmaensiem 50%. [127] ¢ HAO I u Il muna u HAO 6e3 oepuyuma CI-UHI c
gviagIeHHou mymayuel 6 oOHom u3 2enog (SERPINGI, nnazmunorena, XII ¢akropa cBéprbiBaHus
KpOBH, aHTUIIOATHHA-1) 603M0JCHO npogedeHue NpeHamanbHou OUACHOCMUKU C Yelbl0 pPeuleHuUs
gonpoca 0 NpooodiceHUU  bepemenHocmu.  MonekynsipHo-eeHemuueckoe —mecmuposanue  Ha
cneyu@uuecKyro Mymayuio npo8ooOUmcs ¢ Kiemkamu u3 oopasya 60pCuH Xopuona, e3amozo nocie 10-
U Hedenu OepeMeHHOCMU UlU U3 00pasya OKOIONIOOHBIX 600, nocie 15 Hedenu OepemenHOCMU.
[19,42,54,127]

o Pexomennyetcst uadopmupoBars naueHToB ¢ HAO 0 BceX BO3MOXHBIX TPUTTEpax 3a00JIeBaHUS C

1[EJIbI0 MAKCUMAaJIbHOTO OrpaHuuYeHUs uX Bo3aeicTus.[31,80]
YpoBensb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)

e Bcewm nammentam ¢ HAO He pekoMeHyeTcsl MCIOIb30BaHKUE TIPEMapaToB U3 TPYIIBI HHTHOUTOPOB
AIl® ¥ aHTOrOHHMCTOB PELENTOPOB aHruoTeH3uHa Il ¢ 1enbro NpegoTBpalIeHUs MPOBOKALUU
oré€koB.[1,80,123]

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

Kommenmapuu: npenapamei u3 OaHHbIX 2pynn Npuoosam K HAKONIEHUI0 OPAOUKUHUHA, HOIMOMY
MO2ym  CAysHcUmsb Paxkmopamu, yma;celaowumMu meyeHue 3a00/1e6anus U s8UMbCl mpuceepamu

paszsumus pamanvruix amax. [1,80,123]

e Bcem mammentam ¢ HAO 1 u Il tuna u ¢ HAO 06e3 pedpunura C1-UHI' ne pexomenmyercs
WCIIOJIb30BAHUE ACTPOTCHOB B CBS3M C PHUCKOM BO3HUKHOBEHHUS >KH3HEYTPOXKAIOIIUX OTEKOB.
[80,118,128]

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB 4)

KommenTapuu: V 80 % nayuenmok ¢ HAO nabaoodaemcs yxyouwenue meyenus 3a601e6anus Ha home
npuema dCmpoeeHos (exkaouas xombunuposanHuvle npenapamot) [118]. Heobxooumo 3amenumo

acmpoeen, Ha npocecmazen.[80,118,127,129]

e Bcem mammentam ¢ HAO pexkomeHayeTcsi NPOBEACHUE BaKLIWHALMU B COOTBETCTBUU C
Hammonansabeim KaJIEHJapeM MpOHUIAKTUYECKUX IIPUBUBOK JUISL npo(UIaKTUKH

BaKIIMHOYMPaBIsieMbIX HHPEeKInid.[1]

YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 5)



Bcem nanunentam ¢ HAO pexoMmeHnayeTcsi NpoBeIeHHE BaKIIMHAIMK OT renatuta B miis cHukeHus
pUCKa 3apaK€HUsI HTUMU 3a00JICBAaHUSMH B pe3yjbTare TPAHCMUCCUM OTUX HUHQPEKIUN ¢

npenaparaMu KpoBH (B OCOOEHHOCTH CBEKE3aMOPOKCHHOM T1a3Mbl).[ 1]

YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB 5)

Opraausanusa oKa3aHud MeAUIMUHCKON MOMOIIH

Bce ManmyuCHTHI ¢ pCHUINBUPYIOIIUMN AHTHOOTEKAMH JOJI’KHBI OBITH IMPOKOHCYJIBTUPOBAHbI Bpa4OM-
AJJICProJIoroM-uMMYHOJIOT'OM.

ITocne mocTaHOBKHU Juar"ao3a IalucHT:

JlomKeH MoTy4YuTh NactnopT O0IBHOTO HACIENCTBEHHBIM aHTHOOTEKOM ([Ipunokenue B-2);

JlomxeH ObITh BHECEH B pErucTp penkux (opdanupix) 3aboneBanuiit Munzapasa PO.

[Tament ¢ ycraHoBieHHbIM JuarHo3oM HAO nomkeH HaxoguTcs MOJ JIUCHAHCEPHBIM
HaAOJIIOIEHUEM Bpayda MO0 MECTY KHUTEIbCTBA U SABJATHCS JUIsl KOHTPOJs Tepanuu 1 pa3z B 3 Mecsla.
[Ipy KOHTPOJILHOM TOCEIIEHUH Bpaya JOJKHBI ObITh 3apEerUCTPUPOBAHBI JIOKAJIU3allKs, YaCcTOTa U
TSOKECTh CHMIITOMOB, YacTOTa MCIIOJIBb30BaHUS U 3(PPEKTUBHOCTH TEpaNuU A KyHNHPOBAHMS
OCTpBIX HpucTynoB. HeoOxonuMo mpoBecTH OOIIMH OCMOTP U COOTBETCTBYIOLIEE J1abOpaTopHOE
o0cenoBanue.

B coorBerctBun ¢ IlocranoBnenuem IlpaBurensctBa PO or 26.04.2012 N 403 "O mnopsake
BefieHus DenepasbHOTO perucrpa Jul, CTPAJAOIIUX >KU3HEYTPOXKAIOIMMU M XPOHUYECKUMU
IPOrpecCUpyIOUIMME  peaAKUMH (opdaHHBIMHU) 3a00JIeBaHUSIMHU, MPUBOIALIIMMH K COKPAIICHUIO
MPOAODKUTENIHOCTU KU3HU TPaXKJaH WIM UX WHBAJIMIHOCTH, M €r0 PErMOHAJIbHOIO CerMeHra
(Bmecre ¢ "lIpaBunamu Benenus PenepaibHOTO perucTpa JIML, CTPAJAOIIMX KUZHEYIPOKAIOLIUMU
U XPOHUYECKUMHU MPOrPECCUPYIOUIUMH peAKUMH (op(paHHbIMH) 3a00JIeBaHUSMU, MPUBOJAIIUMH K
COKPAILIEHUIO MPOJOIKUTEIBHOCTH KU3HU TPa)KIaH UM UX WHBAJIUIHOCTH, U €T0 PErMOHAJIBHOTO
cerMeHra') MalMeHT JO0JKEeH ObITh oOecrneueH mpenaparamu JUisl NpOoPUIAKTUKU U IpernapaTtaMu
JUIsL KyTIUPOBAHHUS OCTPBIX COCTOSIHMM. Y MalMeHTa Ha pyKax BCeraa JAOKHO ObITh Mpernaparsl 1Jis
Ky[HpOBaHUsI HE MEHEE YeM JIByX aTak: MKaTuOaHT wiu uHruouropa Cl-screpasbl uenoBeka W3
pacuera 20 ME/kr maccel Tena. [Ipu ncnonb30BaHuM NpenapaToB MALMEHT JA0JKEH ObITh UM BHOBb

oOecrieyeH. [TanreHTh! JOMKHBI OBITH 00yUEHBI TEXHUKE BBEJICHUS MIPENapaToB.

ITaruentam ¢ YCTAHOBJICHHBIM JUArHO30M JOJIKHBI OBITH BBCACHLI IIPCIIaApaThl I KYIIMPOBAHUA

xu3zHeyrpoxkaromux orékoB (Mkarubant wnm wuuruoburop Cl-scrtepa3bl yenoBeka), KOTOpBIE

opeaoCTaBuiI CaM IAalUMCHT B CJIydaC OTCYTCTBHUA OTUX IIPCIIapaToB B MCAUIIMHCKOM YUYPCIKIACHNU.

IToka3zanus K NJ1aHOBOM rOCHUTAJIN3ALIMHA

[Ipu HeapdexTuBHOCTH NMPOBOAMMOMN Teparuu, manueHTam ¢ TsokenbiM TedeHueM HAO mnoxazana

rocnuTajan3anvsa B CTaOUOHAp I KOPPCKUOHUKW TAKTHUKH JICUCHHA W OIPCACICHMUA I/IHI[PIBI/II[yaJIBHOﬁ



JO3H5I.

Iloka3aHusi K IKCTPEHHON TOCIUTAJIU3ANNU

e Hannuune npu3HaKoB KOMIIPECCUU JbIXATEIbHBIX MYTEH SBISETCS MOKA3aHUEM ISl TOCIIUTATU3ALNT
B CTallMOHAp;

o Tsxenas abqoMHUHANIbHAS aTaKa BISETCS MOKa3aHUEM JJIsl TOCIIUTAIM3ALMY B CTallIOHAP;

e OTCcyTCTBHE WM HENOCTAaTOUHBIA 3PdekT amOynaropHoro JsedeHus npu tsoxeiaoM AO uwimn AO

)KH3HeyrpO)KaIOH_[eI>’I JJOKaJIM3aluu ABJISACTCA IMOKAa3aHUCM I OCIIUTAIN3alln B CTaAllMOHAP.

Iloxa3aHusi K BbINKUCKE MAIMEHTA U3 CralpMoHapa

o KynupoBanue oré€ka;

 [lonGop anexBaTHOI >(hPeKTUBHON Tepanuu



6. JlonoaHuTeabHAsA HHGOPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

6.1 IIpornos

e OTEk ropTaHy NMpy HEOKA3aHUM CBOCBPEMEHHOM U a/ICKBATHOU Tepamnuu (arasieH.

o [Iporuo3 GraronpusTHBIN MPHU aJEKBATHOU MOXU3HEHHOM Teparuu.

6.2 bepeMeHHOCTH U POaBI.

EepeMeHHOCWIb Henpedcms’yemo eauslem Ha meverue 3a00/1e6anus U MONCem cmAc4ants, YmAJNCENANb
UIU He O0KA3bl8amb HUKO20 6030eUCMmEUs. Kpome moco, mevyeHue npedbldyw;eﬁ 6€p€M€HHOCm1/l He

no3eosisiem npocHo3uposams meuenue cieoyiower.[1,118,127]

o bepemennbim xenmnmHam ¢ HAO 1 u Il Tuna pekoMeHayeTcsi COBMECTHOE BelleHHE OepEeMEHHOCTH
NoJl HaOJIIOJICHUEM aJuIeproyiora-MMMYHOJIOTa M aKyllepa-TMHEKoJora J/Jil CHH)KEHUs pHUCKa
OCJIO)KHEHUM. [ 1]

YpoBennb yoenureabHOcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

o bepemenHbiM U kopMmsamuM skeHIMHaM ¢ HAO I m Il Tuma pekoMeHIyeTcss HMCIOIb30BaHHE

unaruouropa Cl-3cTepas3sl yenoBeka Ajsi KynupoBanus OTEKOB [1,127]
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

e bepemennsbix xenmun ¢ HAO I u II Tuna pekomenayercs obecneunts nHruoutopom Cl-3ctepasbl

JUIsL paHHETO KyIIMpOBaHUs OTE€KA U MpeaoTBpauieHus ¢araibHoro ucxona. [1,127]
YpoBeHb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB 5)

o bepemennbim keHmmaaMm ¢ HAO [ u Il Tuna pekomeHayeTcst UCIoiIb30BaHUE CBEKE3aMOPOKEHHON
M1a3Mbl ISl KyMUPOBAaHUSI OTEKOB M JUIsl KPAaTKOCPOUHOM MPOPUIAKTUKUA B CIydae OTCYTCTBUSA

uaruouropa Cl-screpassbl.[1,127]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o bepemennbiMm u kopmsamuMm >keHimiuHamM ¢ HAO 1 u Il Tuma pekoMeHIyeTcsi HCIOIb30BaHME

uHruouropa Cl-3cTepassl yenoBeka Ajsi KpaTKOCPOUHOM NpopuiIakTUKu OTEKOB. [127]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTBS)

e bepemennbim u kopmsimuM keHmuHaM ¢ HAO I u I tTuna npu HEoOXOOAUMOCTH AOATOCPOUHOM

NpoPHUIAKTUKK  PEKOMEHIyeTCs  HCmojib3oBaHue  #uHruOutopa Cl-scTepa3sl  ueJIoBeEKa.



[1,127,130,131]
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (YpoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

Kommenrapuu: uneubumop Cl-acmepasvl uenosexka Haubonee Oe30nAcHblil npenapam, KOMopbili

Modrcem Oblmb UCNONL30BAH Y bepeMeHHbIX U Kopmawux dceruun.[115]

o bepemenubiM u kopmsamuM xeHmHaM ¢ HAO 1 u Il Tuna npu HETSHKEJIOM TEYEHUH M XOPOILEeH
NEPEHOCUMOCTH PEKOMEHAYETCSl UCIIOJIIb30BAHUE TPAHEKCAMOBOM KHUCIOTHI** JUIsl TONTOCPOUYHOMN

npodunakruxu. [1,127]
YpoBenn yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

e bepemennnim xenaam ¢ HAO I u Il Tuna HacTosTeNbHO HE PEKOMEHAYETCS MCMOJb30BAaHUE

#nanazona aJis JOATOCPOYHON U KpaTKOCPOUHOH mpodunaktuku.[1,127]
YpoBenb yoenurteabHOCTH pekoMeHaannii C (YpoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

KommenTapuu: #0anazon kamezopuuecku 3anpewjen 015 UCNONb308AHUSL Y OEPEMEHHBIX U KOPMAUUX
JHCEHWUH HA B8eCb Nepuod OepeMeHHOCmU U AaKmayuu, max Kak #Ooawmazon nponuxaem u uepes
niayenmy, u 8 2pyoHoe monoko. K ux nobounvim sgpgpexmam omuocames mMacKyiuHuzayus niood
JHCEHCKO20 Noad, N1AyeHmMapHas HedoCMamouyHoCmy U 3a0epicka pocma niooa. Eciu nayuenmra c
HAO, nonyuarowas 6 kauecmee 6a3zucHou mepanuu #Hoaunazon, nianupyem OepemeHHOCMb,

HeobXo0uMo 3apanee nodoopams Opyeyro cmpameuio 00120cpounou npogurakmuxu. [1,127]

o bepemennbiM nanueHtkam ¢ HAO I u II tunma pexomenayercs mpOBOAMTH POJOPA3PELICHUE B

CTalMoHape JIsi 00eCTeueHUsI MOTHOIEHHOTO KOHTPOJIS 32 COCTOSIHUEM MaTepu U mioaa.[1,127]
YpoBenb yoeauTeabHOCTH pekoMeHaaunii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB 5)
KommenTapuu: memoo podopaspeuwienus onpedensiemcs no axyutepckum nokasanusam.[127]

e bepemennsim ¢ HAO I u II Tuma pexomeHmyercss oOecnedyuTh NOCTymHOCTh uHruOutopa Cl-
3CTEpa3bl B KOJUYECTBE IS KyNIMPOBAaHUSI HE MEHEE, YEM JIBYX aTak Ha BECh IEPUOJ] POJOB AJIsl €TO

HEMEJIJIEHHOTO BBEICHUS IIPU PA3BUTHH OCTPOro npucryna. [1,127]
YpoBenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB S)

o Ilepen HEOCIOKHEHHBIMH €CTECTBEHHbIMH pojnamu mnamuestkam ¢ HAO [ wu Il tunma He

PEKOMEHTyeTCs HCTIOIB30BaHUE TIPETIapaToOB JJIsl KPATKOCPOUHOU MPOPUITAKTHKHA.[ 1]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB 5)

KOMMeHTapI/lI/I: XOniAl U36ECMHO, Yno MeEXaHudecKkas mpaema U cmpecc nposoyupyront ocmpble

npucmynul, 1unub y HemHo2ux xcenujur AO pazeusaemcst 6o epems po0os.| 118]

o [lamuentkam ¢ HAO I u Il tuma pexomenmyercs BBeneHue mHruOutopa Cl-scTepassl yenoBeka

nepea poaamMu B TOM CcCly4dac, Korga CHMIITOMbI YaCTO BO3HHUKAJIM B TPCTbEM TPUMCCTPE



6epeM€HHOCTI/I, N C€CJIM B dHAMHC3C IMAlMCHTKH €CTb YKa3aHHA Ha OTEK MOJIOBBIX OpraHoB

BCJICACTBUC MEXaHUYECKOU TpaBMBbl, a4 TAKXC IICPCO pOAOPA3PCIICHUCM ITYTCM KCCApCBa CCUCHMUA.
[1,127]

YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB 5)



Kpurepun oieHKH Ka4yecTBa MEIUIUHCKOU MOMOILIH

Kpurepun oueHkn kauecTBa MeAMIUHCKON MOMOILIHU JIsI aMOYJI1aTOPHOIO

3BCHA
N© Kputepun kauyecTtsa OueHka
BbIMOSTHEHUS
1 MaumneHTty (NpobaHA) BbIMOMHEHO ABYKpATHOE UccrefoBaHue ypoBHs Cl-uHrnburopa u [Oa/Het

ero dyHKUMOHaNbHOM aKTUBHOCTU B KPOBM WAM MaUMEHTY BbINOJHEHO WCCneaoBaHue
ypoBHA Cl-mHrmbutopa n ero dyHKUMOHANIbHOMW aKTUBHOCTM B KPOBM B COYETaHUU C
npoBeAeHNEM MONEKYNSAPHO-FreHeTUYEeCKNUM uccnenoBaHnem B reHe SERPINGI.

2 MauneHTy (poacTBeHHMK naumeHTa ¢ HAO) BbINOAHEHO uccnegoBaHue ypoBHa Cl- Oa/Het
MHrMbutTopa u ero @yHKUMOHANbHOW aKTUBHOCTM B KPOBM WX  MNpOBEAEHO
MONEeKYNApPHO-reHEeTUYECKUM nccrenoBaHme B reHe SERPINGI.

3 MauneHT ¢ HAO 6b1n1 obecneyeH npenapaTamMun Ans KyrnMpoBaHUS HE MeEHee, YeM ABYX Oa/Het
aTak: nkatnbaHT n/mnm nHrnbutop Cl-scrtepasbl YenoBeka

4 MauneHT ¢ HAO, npoxoaswmin ntoboe MHBasnMBHOE MeANUMHCKOE BMeLLaTeNnbCTBO, Obin Ha/Het
obecrneyeH npenapataMn Ans KyNUMpOBaHUS HE MEHee ABYX XXMU3HeyrpoXalrLmnx aTak:
MKaTnbaHT nnn nHrmbutop Cl-acrepasbl yenoseka

5 Mauynenty ¢ HAO I m II TMNOB npoBegeHa KpaTKOCpoyHas npodunakTtuka nepen [a/Het
no6bIMM  ONepaTMBHLIMX BMelaTesibcTBaMn (B TOM 4Yucie MasnbiMK, TakuMMKU Kak
CTOMaToNorM4yeckne MaHuNynsauum), MHBasnMBHbIMU MEANLUNHCKUMU UCCNEA0BAHUAMMU.

6 MpoBeaeHa KOHCynbTauus BPa4yoM-Xnpyprom naumeHTy [¢ Bblpa>XeHHOM Oa/HeTt
abaoMnHanbHOM aTakomn

7 MauveHTka ¢ HAO Ha nepuop 6epeMeHHOCTM 6biia obecneyeHa WHrMbutopom Cl1- [a/Het
3CTepasbl YenoBeka

8 MauveHTka ¢ HAO Ha nepwuog popos 6bina obecneyeHa uHrnbutopom Cl-3cTepasbl [a/Het
yenoBeka ANa KynupoBaHWUs ABYX aTak

9 Maumenty ¢ HAO, nony4yatowemy Tepanuio WHrMé6mMTopamm AlD, aHTOrOHWUCTHI Oa/Het
peLenTopoB aHrMoTeH3nHa II, BbiNoSIHEHA OTMEHa 3TUX NpenapaToB

10 MauveHT ¢ AO B obnactu roptaHu npu HapacTaHuMm OTéka unn HeapdeKTUBHOCTU [a/Het
npoBOAMMONM Tepanuu rocnuTaan3mMpoBaH B OTAENEeHWe OTOPUHOMAPWUHIONOMMN UAN
peaHvMaLMOoHHOE oTAeNeHne

11 [MauneHTy BbINONHEHO oOnpeAeneHne OCHOBHbIX rpynn KpoBwu no cucteme ABO u [Oa/Het
onpegeneHune aHtureHa D cuctemsbl Pesyc (pesyc-dakTop)

KpuTepuu oneHKH KauyecTBAa MeIUIIUHCKON MOMOIIH JJISI CTALMOHAPHOIO

3BC€HaA
Ne Kputepumn kauyectBa OueHka
BbIMNOSIHEHUS
1 MauneHTy Cc 0oTéKaMu, CNOCOBHLIMU NpUBECTN K achuKcum, abaoMrUHanbHbIMKM aTakamum Oa/Het

n nepudepnyecKknMmn 0TEKaMm, COMNPS>KEHHLIMMU C PUCKOM Pa3BUTUA OCNIOXHEHWUIN 6blin
BBeJeHbl npenapaTbl 418 KynupoBaHWUS OTEKOB He no3gHee 30 MWH nocfe nonagaHus
naumeHTa B ie4ebHO-NpodunakTnyeckoe yuypexzaeHue.

2 MauneHTy C oTeka BepXHUX AblXaTesibHbIX MyTel BbINOSIHEHA KOHCY/bTauWs BpavoMm- [Na/Het
OTOPMHOJIAPUHIONOrOM U/UNN Bpa4YOM-aHECTE3MO/I0FOM-PEAHNMATOSIONOM.

3 MauneHTy C BbIpaXeHHOW KOMMpeccuen AbiXaTesNbHbiX MyTel npu HeadpdeKTUBHOCTU [Oa/Het
npoBOAMMONM Tepanuu 6blna BbIMOAHEHA KOHWMKOTOMUS/HANOXEHWe TpaxeoCTOMbl/
MHTYy6aums Tpaxen

4 [MpoBeneHa KOHCYy/nbTaumsa BPa4yoM-XUpyprom naumeHTy c Bblpa>X€HHOM [Oa/Het



abaoMnHanbHOM aTakomn

MauymeHty ¢ HAO I m II TMNOB npoBeaeHa KpaTKOCpoyHas npodunakTtuka nepen
No6bIMM - ONepaTMBHLIMX BMelaTesibcTBaMn (B TOM 4ucie ManbiMK, TakuMMKU Kak
CTOMaToNIoOrMyeckne MaHUnNynsaunum), MHBasnMBHbIMU MEANLUMHCKUMU UCCNeaoBaHUAMN

Ha/Het

MauneHTy BbINOAHEHO (ecnn He 6bl1I0 BbINOAHEHO Ha ambynaTopHOM 3Tane)
onpefesieHMe OCHOBHbIX Fpynn KpoBu no cucteme ABO m onpepeneHve aHtureHa D
cuctembl Pesyc (pesyc-gakTtop)

Ha/Het

MauyveHty ¢ HAO, nonydawowemy Tepanuio 3CTporeHamu, uHrubutopamm ANO,
@HTOrOHUCTbI PeuenTopoB aHrMoTeH3unHa II, BbINOSIHEHA OTMEHa 3TUX NpenapaToB

Ha/Het
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Ipuaoxenue Al. CocTaB padouen rpynibl

Unensl paboyeid rPyIbL:

10.

I1.

12.

13.

. bmuznenn Enena AnexkcanapoBHa — cCTapimidid Hay4yHbId cOTpyaHuK Jnabopartopun J(HK-

nuarHoctukn OI'BHY «Menuko-reneTuueckuid Hay4dHbli LIEHTp HUMeHM akajgemuka H.IL

boukoBa»; K.M.H.

. BuxropoBa Exarepuna AHzapeeBHa — 3aBeayromuil npuemHeiM otaenenneM HMUILL JIT'OU um.

Jmutpus Porau€sa, Bpay ”MMYHOJIOT-aJUIEPTONIOTL, IEAUATP

. BumineBa Enena AnekcanapoBHa — J1.M.H., 3aMeCTUTENb pykoBoauTes 1o Hayke HUW nenuarpun

u oxpanbl 31p0poBbs geredt ILIKB PAH, nouent kadeapsl ¢daxynbreTckoil mneauarpuu
neauarpudeckoro paxynsrera ®I'BOY BO «PHUMY um. H.U. [Tuporosa» Munzapasa Poccun.

. Jlbxkob6aBa Ommco MypmaHOBHA - J.M.H., mpodeccop, uiaeH Accoluanud THHEKOJIOTOB —

sHIoKpuHONIOroB Poccum, Accoumanum «KBantoBass MenunuHa», Poccuiickol accounuanuu

aKyIIepOB-THHEKOJIOTOB, Bpau aKyIIep-THHEKOIOT

. Unbnna Haraness MBanoBHa — Buue-npe3sueHT PoccuiCKoM acconuanuy ajuieprojioroB

KInHn4ecknux uMmyHosoroB (PAAKN), a.m.1., npodeccop, 3amectutens aupektopa @PI'bBY «'HI]

WNuctutyt nmmynonorum» ®MBA Poccuu 1o kinmHuueckoi pabote — riaBHbIN Bpau.

. Ky3pmenko Haranbst bBoprucoBHa — 3aB. OT/I. SMUAEMHOJIOTHH M1 MOHUTOPHUHTAa KMMYHOIS(PUITUTOB

HMMUILL AI'OU um. [Imutpust Porau€sa, K.M.H., Bpad aJijIeproior-uMMYHOJIOT, IeIUaTp

. JlatrpimeBa  Enena  AnekcaHIpoBHAa —  BEAYUIMHW  HAyYHBIM  COTPYAHUK  OTJIEJICHUS

nMmyHormarosioruu B3pocibix PI'BY «I'HII UuctutyT mmmyHonorun»y ®@MBA Poccun, n.M.H.,
noueHt kadeapsl Knumnudeckas ummyHnonoruun ¢akyasrera MbO T'OY BIIO PHUMY wuwm.

[Tuporoga.

. JlarpiieBa Tatbsina BacunbeBHa — A.M.H., npodeccop kadeapbl KIMHUYECKOW ajuIeproJioruu U

uvmmyHosiorun @I1JJO MI'MCY, 3aBenyromuil OTAEIEHUEM UMMYyHOMNAToJIoruu B3pocibix OI'BY
«I'HII MacTtutyT nMmyHonorun» @MBA Poccun.

. Manro I/IpI/IHa AHGKC&HI{pOBHa — Hay‘IHBIﬁ COTPYAHHUK OTACIICHUS MMMYHOIIATOJIOTHUHU B3POCIIbIX

OI'BY «I'HI UacTuTyT mnMmyHomorum» @MBA Poccun.

HamazoBa-bapanoBa Jleiina CeiimypoBHa - akagemuk PAH, mpodeccop, a.M.H., Tpe3uaeHT
Hcnonkoma Coroza meamarpoB Poccum; mact-npesuaeHT EPA/UNEPSA; pykoBomutens HUU
neauarpun U oxpanbl 310poBbs geteil LIKb PAH, 3aBenyromas kadenpoil ¢akynbTeTckoit
neauarpun neguarpudeckoro (pakynsreta OI'bOY BO «PHUMY wum. H.U. [luporosa»
Mun3apaBa Poccuu, TIaBHBIM BHEIITATHBIM ACTCKHH CHENUAIUCT MO MPO(HUIAKTHICCKON
Menuimae Munsapasa Poccun.

Henamesa Haranbs MuxaiinoBHa - 1.M.H., npodeccop kadeapbl KIMHUYECKON ajuieprojioruu u
nmmyHoiorun PMAHIIO.

[Tamnypa Anexcannp HukomaeBMY — pyKOBOAMTENb OTAENA AUIEPTOJIOTMM W KIMHUYECKOU
nmmyHonorun OCIT «HUKW nemmarpun umenn axagemuka HO.E. Bemprumesa ®I'BOY BO
PHUMY um. H.U. ITuporosa Munzapasa P®, n1.m.1H., mpodeccop.

[TonsaxoB Anexcanap Bramumuposuu — 3aBeayromuii taboparopueit JJHK-muaraoctuku ®I'BHY
«Menuko-reHeTHYeCKUi Hay4YHbIM 1eHTp uMenu akaaemuka H.II. bBoukoBay; 1.6.H., mpod., 4i.-
xopp. PAH.



14.

15.

CenumssinoBa Jlunust PoGepToBHa - K.M.H., Beayumui HayuHblii cotpyauuk HUW neamarpun u
oxpanbl 310poBba feredl [IKb PAH MunucrepcrBa Hayku U BbIciero oopasoBanusi Poccuiickoi
denepanuu, IO1EHT Kadeapsl neauarpun U AeTckoil peBmaronoruun GIAOY «llepsoii MI'MY
uM. 1.M. CeuenoBa» Munszapasa Poccun (CeueHOBCKHI YHUBEPCUTET)

[Ilepobuna Anna IOpweBHa - 1. M. H., npodeccop, 3aMmecTutenb aupekropa WHCTUTyTa
reMaToJIOTUH, UMMYHOJIOTUA U KJIeTOYHbIX TexHosnoruit ®I'bY «HMUIL[ AT'OU um. [Imutpus
PoraueBa» MunsznpaBa Poccun, 3aBenyromas OTACICHUEM KIMHAYECKOW uUMMyHosnoruun OI'bY
«OHKI AT'OU um. Imutpus PoraueBa» Munszapasa Poccuu.



IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEeHIAIMHT

LleseBasi ayTuTOPUS JAHHBIX KJINHUYECKUX PEKOMEH/TAIlHii:

Bpau-aKyIep-ruHeKOIOT;
e Bpay-aJJIEProJIor-MuMMYHOJIOT;

e Bpay-aHECTE3HOJIOr-PEaHUMATOIOT;

e BpauY-TaCTPOIHTEPOJIOT;

e Bpay-T€HETUK;

e Bpay-J€pMaTOBEHEPOJIOT;

e BpaY-IAETCKAU XUPYPT;

e Bpauy-JIa00pPaTOPHBIN IEHETHK;

e Bpay-HEOHATOJIOT;

e Bpay oOuIel NpaKTUKHU (CEMEIHBIN Bpay);
e Bpay-OPTOOHT;

e Bpay-OTOPUHOJIAPUHTOJIOT;

e Bpay-miefuarp;

e Bpay-TieIUaTP rOPOJICKOM (pallOHHBIN);
e Bpay-TieIUATP YYaCTKOBBIN;

e Bpay-IUIACTUYECKUIN XUPYPT;

e Bpay M0 TUTHEHE JIeTeH U MOAPOCTKOB;
e Bpay 10 TUTHEHE TPYAQ;

e Bpay 1o 00IIel TUTHEHE;

e Bpay IPUEMHOIO OTJEICHHUS;

e Bpad CKOPOM MEAULIMHCKON ITOMOIIIH;

e BpauY-CTOMATOJIOT;

e Bpay-CTOMATOJIOT JIE€TCKUM;

e Bpay-CTOMATOJIOT-OPTONE;

e BpauY-CTOMATOJIOT-TEPAIEBT;

e Bpay-CTOMATOJIOIr-XUPYPT;

e Bpay-TeparesT;

e Bpay-TepareBT MOIPOCTKOBLIN;

e BpAY-TEPAIICBT YUYACTKOBBIN;

e Bpay-TEPAIEBT yUYaCTKOBBIN 1IEXOBOIO BPauy€OHOI0 y4acTKa;
e Bpay-TpaHC(Py3HOIOT;

e Bpay QYHKIIMOHAILHON JUATHOCTUKH,
e Bpay-XUpypr;

e Bpay-yeJIIOCTHO-JIULIEBON XUPYPT;

e Bpay->HJIOCKOIHNCT;

e CTapIIUii Bpad CTAHIUU (OTACICHHUS) CKOPOH MEIUITMHCKON TOMOIIIH;



MeTtomosiorusi pa3spadoTKi KJIMHAYECKHX PEKOMEHalui

2 uneHa paboueit rpymnmbl (JlateimeBa Enena AnekcannpoBHa m Manto Mpuna AnekcaHIpoBHA)
HE3aBUCUMO JIPYT OT ApPYyTra BBINOJHSIIA CUCTEMAaTUYECKUM MOUCK U OTOOp MyOJMKalMi HE3aBHUCHUMO
apyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck mpoBoawiics B mouckoBoil cucteme PubMed
(http://www.ncbi.nlm.nih.gov/pubmed/), KokpaHoBckoi onbInoTeKe

(http://www.cochranelibrary.com/), HAy4YHOU AIEKTPOHHOM oubanoTeke eLIBRARY.1ru

(http://elibrary.ru/defaultx.asp), 6a3ze manusix EMBASE (https://www.elsevier.com/solutions/embase

biomedical research), a Taxxke Mo perucTpaMm KIMHMYECKUX HCIbITaHUM: https://clinicaltrials.gov/ u

https://www.clinicaltrialsregister.eu/ctr search/search. bsino Haiimeno 250 mybnukanuii, ¥ U3 HUX OBLIO
orobpano 110 mnyOnukanuil. B ciydyae BO3HHMKHOBEHMsI pa3HOIIacHil mpu oTOOpe mNyOnuKanuu
MIPUBJICKAINCH OCTaJbHbIE UJeHBl paboueil rpymnmbl. Ha ocHoBaHMM 0TOOpaHHBIX MyOnukaiuii o6a
JKCIIEpTa HE3aBHUCHUMO JIpYr OT Jpyra chOPMYIUPOBAIH TE3UC-PEKOMEHAAINH, KOTOpPhIE ObUIH
OLIEHEHBI C TTOMOIIBIO IIKAJl OLEHKH YPOBHE IOCTOBEPHOCTHU TOKA3aTEIbCTB U METOIOB JUATHOCTHUKH,
OIICHKH YPOBHEW IOCTOBEpHOCTU mokazarenbcTB (YIJI) st mMeTonoB npoduiIaKTHKA, JCUYCHHUS U
peabunmuTanmuy  (MPOPUIAKTHICCKUX, JICICOHBIX, pEeaOMIUTAIIMOHHBIX BMEMIATEIBCTB), OICHKH
ypoBHel yoeauTenbHoCcTH pekoMeHaarui (YYP) mis MmeTonoB npoduiiakTUKU, JUArHOCTUKH, JICUCHUS
u peabwmranuu  (IPOPUIAKTUYECKUX, JIMATHOCTHUYECKUX, JIEUEOHBIX, pPeaOUIUTAMOHHBIX
BMemarensetB). ([Ipunoxenue 1, Ipunoxenue 2, Ilpunoxenue 3) B panpHeiimeM Kaxjaas Te3HC-
pexoMeHals ObuTa THIaTeIbHO 00CyKIeHa Ha o01ieM coOpanun paboue TPYMIbI, BO BCEX CIIydasix

pasHOITIaCHuA OBLI JOCTUTHYT KOHCCHCYC.

IIpunoxkenue 1. Illxkana ouenku ypoBHeW nocToBepHOCTH nokazarenbcTB (Y/]) ansa meromos

AUAarHOoCTUKHU (JII/IaFHOCTI/I‘-IeCKI/IX BMCIH&TGJ'H)CTB)

yan PacwundpoBka

1 CucremaTtuyeckue O630pb| nccneaoBaHuim c KOHTpOMEM pecbepeHCHblM MeToAOM WM  CUCTEMATUYECKUI 063op
pPaHAOMU3NPOBAHHbLIX KIMHUYECKUX nccnegoBaHnm C NpuMeHeEHMEM MeTa-aHalansa

2 OTaenbHble UCCNeA0BaHUs C KOHTPoONeM pedepeHCHbIM METOAOM WM OTAEeNbHble PaHAOMWU3MPOBAHHbIE KIMHUYECKME
NcCcnenoBaHust U cuctemMaTudeckme 0630pbl MCCreAoBaHWiA l060ro AmMsaliHa, 3a UCKIHYEHMEM PaHAOMU3NPOBAHHbIX
KIMHUYECKUX UCCNEefoBaHUI, C MPUMEHEHMEM MeTa-aHanusa

3 WccnenoBaHns 6e3 nocnefoBaTeNlbHOro KOHTPOAs pedepeHCHbIM MEeTOAOM WM WUCCNefoBaHus € pedepeHCHbIM
METOAOM, He SABAOWMMCS HEe3aBUMCUMbIM OT MWCCIeAyeMoro MeToAa WM HepaHAOMWU3MPOBaHHbIE CpaBHUTENbHblE
NCcCneaoBaHusl, B TOM YMCe KOrOpTHbIE UCCNef0oBaHMA

4 HecpaBHVITEJ'IbeIe nccneaoBaHus, onncaHne KJIIMHNM4YeCKoro cnyyasa

5 MmeeTcs nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS UM MHEHME 3KCMepToB

Hpunoxenne 2. I[llkana OuUEHKHM YpOBHEW AOCTOBEpPHOCTH HokazarenbcTB (Y//) mns metomoB

npodUIaKTUKH, JieueHuss W peabunuranuu (MpoUIAKTHUECKHX, JIe4eOHBbIX, PeaOMIMTAlMOHHBIX

BMEIIIATENbCTB)
vaa PacwuudcdpoBka
1 CucrtemaTtnyeckmit 063op PKWM ¢ npyumMeHeHneM meTa-aHanmsa
2 OTtpenbHble PKW u  cuctematnyeckme o0630pbl mccnenoBaHuii nwboro amsarHa, 3a wucknwdeHnem PKU, ¢
npMMeHeHneM MeTa-aHanmsa
3 HepaHAOMM3NpPOBaHHbIE CPABHUTENbHbIE UCCNEA0BAHUSA, B T.4. KOFOPTHbIE UCCIeA0BaHNS


http://www.ncbi.nlm.nih.gov/pubmed/
http://www.cochranelibrary.com/
http://elibrary.ru/defaultx.asp
https://clinicaltrials.gov/

HecpaBHWUTENbHbIE UCCNEN0BaHUSA, ONMCAaHWE KIIMHMYECKOrO C/lydas UM CEpUM CyYaeB, WUCCNeAOoBaHUS <«Ciydai-
KOHTPO/b>»

MmMeeTcs nuwb 060CHOBaHWE MexaHW3Ma AelCTBUS BMellaTenbCTBa (AOKIMHUYECKUE WUCCNEeAoBaHMA) UM MHEHWe
3KCnepToB

IIpunoxkenue 3. Illkana oneHku ypoBHeW yOenutenbHOCTH pekoMeHmanuii (YVYP) mns meromoB

HpO(l)I/IJIaKTI/IKI/I, JUArgsoCTHUKHU, JICHCHHA H pea6I/IHHTaHI/II/I (HpO(bI/IJ'IaKTI/I‘—IeCKI/IX, JUAarHoCTHYCCKHUX,

Je4eOHBIX, peaOUIUTAMOHHBIX BMEIIATEIHCTB)

YYP PacwumdcdpoBka

A CunbHasa pekoMmeHzaums (Bce paccMaTpmBaeMble KpUtepumn apheKTUBHOCTU (MCXOAbl) SBNSKOTCS Ba)HbIMU, BCe
nccnenoBaHMs MMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAO0SIorMYeckoe KayecTBO, WX BbIBOAbI MO
WMHTEpPECYIOLLMM UCXOLaM SIBASIOTCS COrnlacoBaHHbIMM)

B YcnoBHaa pekoMeHzaumnsa (He Bce paccMaTpmBaeMble Kputepum 3hdeKTUBHOCTM (MCXOAbl) SABASIKOTCSA BaXHbIMU,
He BCe WCCnefoBaHWUS MMEKT BbICOKOE WU YyAOBNETBOPUTENbHOE MEeTOAOSIOrMYeckoe KauyecTBO W/UiuM Ux
BbIBOAbI MO MHTEPECYLWNM NCXO0AaM HE ABNIAKTCA COF)'IaCOBaHHbIMVI)

C Cnabas pekomeHaauus (OTCYTCTBME A0Ka3aTeNbCTB Haznexallero kayectsa (Bce paccMaTpvBaeMble KpuTepum

3CbeeKTVIBHOCTVI (MCXO,CI,bI) ABNAKTCA HEBaAXHbIMKU, BCE UCCNeAOoBaHNA WMEKT HU3KOE MeToaosiIorndyeckoe
Ka4yecCcTBO U UX BbIBOAbl MO MHTEPECYOLWNMM NCXOAaM HE ABNAKOTCA COF}'IaCOBaHHbIMM)

ITopsiok 00HOBJIeHMSI KIMHUYECKUX PEKOMEHIAUM.

MexaHu3M OOHOBJICHHUS KIMHUYECKHX pCKOMeHI[aHI/Iﬁ npeayCcMarpuBactT HUX CHUCTEMATHYCCKYIO

AKTyaJIn3alu — HC PCXKE 4YCM OAWH pa3 B TPHU I'OJd, a4 TAKIKC IIPU ITOSBIICHHMHW HOBBIX IJaHHBIX C

O33N I[OKaBaTeJ'IBHOI\/’I MCIWIIMHBI IIO0 BOIIpOCaM JIWMAIrHOCTHKH, JICUCHMA, HpO(i)I/IJ'IaKTI/IKI/I n

peaduIuTaly KOHKPETHBIX 3a00JIeBaHU, HAJTUIMH 00OCHOBAHHBIX JIOMIOTHEHUI/3aMeUaHU K paHee

yTBepxk1€HHBIM KP, HO He wame 1 pa3a B 6 mecsues.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

IIpuioxkenue A3.1. CBsi3aHHbIE TOKYMEHTbI

o ODenepanbHbiii 3ak0oH OT 25.12.2018 No 489 489-03 «O BHeceHMM HU3MEHEHUU B cTaThio 40
®denepanpHOro 3akoHa "OO 00s3aTeTIbHOM MEAMIIMHCKOM cTpaxoBanuu B Poccuiickoit @eneparun"
u Genepanbupiii 3akoH "OO 0CHOBaX OXpaHBI 3I0POBbs TpaxkaaH B Poccuiickoit @enepanuu" mo
BOITPOCaM KJIMHUYECKUX PEKOMEHIALIUID.

o Ilpukaz MunznpaBa Poccum Ne 103w ot 28.02.2019 r. «O0 yTBepkXJAeHUU TOpSJIKAa M CPOKOB
pa3paboOTKM KIMHUYECKUX PEKOMEHIAINi, WX TMepecMOoTpa, THUIMOBOW (OpPMBI KIMHUYECKHUX
pEKOMEHJaluii U TPEOOBAHUM K UX CTPYKTYpE, COCTaBy U HaydYHOW 0OOCHOBAHHOCTH BKJIIOYAEMOM
B KJIINHUYECKHUE PEKOMEHIallui UH()OPMALIHI.

o [lpukaz MunzapaBa Poccum ot 13.10.2017 N 804n "OO yTBEepKIECHUU HOMEHKIIATYPHI
MEIUIUHCKUX yCIyT".

o [Ipuxa3 MunucrepctBa 3apaBooxpaHeHusi Poccuiickoii ®@enepaunu (Munzapas Poccun) ot 20
nekabps 2012 . N 11831 . Mocksa "O0 yTBepxkaeHnrn HoMeHKIaTyphl TOIDKHOCTEH MEIUITMHCKUX
pabOTHUKOB U (papMalleBTUYECKUX PaOOTHUKOB".

o Ilocranosinenue IlpaBurensctBa P® or 26 ampens 2012 . N 403 "O nopsake BeneHus
@enepalibHOTO  perucTpa JML, CTPAAAOIIUX O KU3HEYTPOXKAIIUMH W XPOHUYECKUMH
MPOTPECCUPYIOMUMU  peAKuMU (opdaHHBIMU) 3a00JIEBaHUSMHU, TPUBOISIIMMH K COKPAIICHUIO
IPOAOKUTENBHOCTH KU3HU I'paXKJaH I UX UHBAJIMIHOCTH, U €r0 PErMOHAJIBbHOIO cerMeHTa"

o IIpuka3z MuHucrepcTBa Tpyaa u counainbHoro pazputusi PO or 27 asrycra 2019 . Ne 585H "O
KIaccu(UKAIUAX ¢ KPUTEPUAX, HCIHOJIb3YEMBbIX IMPU OCYIIECTBICHUU MEIUKO-COIMAIbHON
AKCMIEPTU3BI TpaxaaH (eAepalbHBIMU TOCYJAPCTBEHHBIMH YUPEKICHUSIMH MEINKO-COIMATBHON
AKCHEPTU3BI"

o IIpukaz MunucrepcTBa 34paBOOXpaHEHUs U COLMANIBHOrO pa3Butusa PO or 16 anpens 2012 n. N
366H "OO6 yTBepxkaennu [lopsnka okazaHus neguaTpUIeCcKor moMornu'

o [Ipuka3z MunucrtepctBa 3apaBooxpanenus PO "O06 yreepxaennn [lopsiaka okazanuss METUIIMHCKON
MOMOIIY OOJBHBIM C BPOXKJIEHHBIMU M (WJIM) HACJEICTBEHHbIMU 3a0oyieBaHUsIMHU" OT 15 HOAOps
2012 . Ne 917n.

o [ocynmapcTBeHHBIN peecTp JEKapCTBEHHBIX CpencTB: https://grls.rosminzdrav.ru

Ipunoxenue A3.2. [IporuBonokasanusi M mMo0oYHbIE 3PP eKTHI OT Mpenaparos
JJISL AOJITOCPOYHON NPOPUIAKTHKH.

MpenapaThbl MpoTrBONOKasaHus MobouHble apdekTbI
HdaHa3zon .
e [etn (Ao poctmxeHus V cTagum nonoBou o Cebopes;
3penoctu no TaHHepy); e aKHe;

. GepeMeHHble N KOpMALWMNE XEHLNHDI; e TNPCYTU3M,



https://grls.rosminzdrav.ru/

pakK MOJIOUHbIX Xenes;
KapuMHOMa npocTaThl;

HedpOTUYECKNI CUHAPOM;

Tshkenble nevyeHo4yHass W/Unu cepaedHas u/uvnu
noyeyHas HeAOCTAaTOYHOCTH;

nopowupus;

TpoMb60aMbonna n Tpomb603bl B aHaMHe3e

HapyLlleHne MeHCTpyauuu;
BUpUNU3aLns;

aTtpodums/ rmnoTpodmsa MOMOUHbBIX Xenes;
renaTtoTOKCUYHOCTb;

pabaomMnonus;

nonnunTEMUS;

HapyleHne NUNUAHOro obmeHa (OXWpeHwue,
aTepocknepos);

apTtepuasnibHaa rmnepTeH3ns

#TpaHekcamoBas
Kucnota**

TpoM603bl UK PUCK UX PA3BUTUS;

HapyLueHns 3peHusi 1 LBETOBOCMPUSATUS

CnabocTb 1 NocTypasibHasa rmMnoTeH3us;
Anapest;

6onun B XXNBOTE;

ANCMeHopes;

TpoM603bl;

MbILLEYHbIE CYyAOpPOrN;

HEKPOJIN3 MbILLUL,

#WUHrnbutop C1-
3CTepasbl YenoBeka

[eTcknii Bo3pacT Ao 2-x ner

Tpom603;

MECTHblE peakKunn B MECTE UHBEKLNNA.

#lporecrareHsl

KpoBoTeueHUst M3 MOMOBbIX MyTel HesCHON
aTMonorum;

paKk MOJIOYHbIX ene3 (B TOM u4ucne B
aHaMHese);

TshKenble 3aboneBaHnsl neyeHu;

MUTPEeHb C 04aroBOW CMMMTOMATUKOWN;

TpoM603bl M Tpombosmbonusa (B TOM uucne B
aHaMHese);

MBC (B TOM Yyncne B aHaMHese);

CKB c aHTMdochonmnmaHbiMm aHTUTENAMN;
FenaTouenntnspHas KapunmHoma;

3/10Ka4yeCcTBEeHHas renaTtoma.

KpoBsIHUCTbIE BblAeNeHUs
aKHe;

CMeHa HaCTpOeHus;
TOLWHOTA;

pBOTa;

ronoBHas 60nb;

Habop Beca;

OHKONorm4yeckme 3abonesaHus.

Ipunoxenue A3.3. O0ciieq0BaHuE Nepel HAYAJIOM U BO BpeMs npueMa

npenaparos JI A0JTOCPOYHON NPOPUIAKTUKHA

[MpenapaTtsbl O6cnepoBaHue nepea O6cnenoBaHune 1 pa3 B 6 mecsiues ExxerogHoe
Ha3Ha4YeHnem obcnenoBaHune
JaHazon o
o O6Wwuni aHanus e [pn ocmoTpe: BUpUIM3aLnmM, o Y3U opraHos

KpOBWU; Macca Tena, AL;

6ploLWHOM NONOCTH;




e Y3U opraHos
6ploLwHOM nNonocTyu;

e MeyeHOouHble
dhepMeHTbI;

e NUNUAHBIA Npodunb;

e 06U aHaNM3 Moun

e 06WMNI aHanNn3 KpoBu;

e Y3/ opraHoB 6ptOLLIHOMN MOMOCTH;
e MeyeHOoYHble hepMeHThbI;

e NIMNUAHbINA NMpodunb;

e 0OOLINIA aHaNU3 MOUMn

e a-eTonpoTenH

3CTEpPAa3bl YENOBEKA

nccnegosaHme Ha BUY,
BMpYC renaTtuta B, Bupyc
renatuta C, napsoBupycC
B19

#TpaHekcamoBas KoarynorpammMa . OcmoTp Bpaya-
KUCnoTa** e OMOXMMUMYECKNI aHanus KpOBMU: odTanbMonora
rneyeHoyHble depMeHTbl, noKasaTenu
paboTbl novek, KOK;
e 06WNI aHaNU3 Moumn
#WHrnbutop C1- Ceponorunyeckoe Ceponorunyeckoe

nccnegosaHne Ha BUM,
BMpYyC renatuta B, Bupyc
renatuta C, napBOBUPYC
B19

#lMporecrareHs.l

KOHCY/NbTauusa akyluepa-
rmHekonora

He nposoanTcs

KOHCyNnbTaumMs akyluepa-
rmHekonora

Hpunoxenue A3.4. #llporecrareHnl B KayecTBe J0JTOCPOYHON NPOPUIAKTUKHA

Mpenapat[117,127]

[o3npoBka

#[e3orectpen

0,075 Mr/cyTku

#JnHacTpeHon (B BbICOKMX A03ax)

5-10 Mr/cyTkun




Ipuiaoxkenue b. AJropurMbl BeieHUA MAIMEHTA

Hpunoxenue b1. Auropurm nuarnoctuku HAO I u II tunos y
POACTBEHHHUKOB MAIMEHTA.

IIpu nonyyeHuu COMHUMENbHBIX PE3VIbMAMO8 00CIe008aHUSL NPU HAMUYUU DACXOHCOEHUS MENHCOY
OAHHBIMU KIUHUYECKOU KAPMUHbL U OAHHbIMU 00CN1e008aHUSL HEOOX0OUMO NposedeHUue 00C1ed08aHUU

no aleopummy Kak )y nepeoco 6bliA6/1EHHOCO0 NAYUEHma 6 cembse.

Y obcregyeMoro ecTs pOACTECHHHE C MOITECDAICHHEIM
muaruozoM HAO ¢ gedunwurom Cl-uprudnTopa

ANTTALTATDTALIIITILTAS TTITH AT

HET Ia
AHEHT CTapIIe
4
¥ Obcoegoranne 1 H2 MeTOZOE:
Ilonck MyTammm * ITomck MyTalHH POACTEEHHHEA B
POACTECHHHEA B rene SERPING]
rene SERPING] * Hccnegopanse vpoena C1-HHI

u vpoeud daC1-FTHT

Juaruos nogreep:xgeH 1 H3 MeTOZ0E:
* Briaenena MY TAIHH
* pOACTEEHHHEA B rene SERPING]
* Brseneno cHmxense vpoeua Cl-
HHI wum daC1-ITHID

NAalHeHTa &CTh
Kmuungeckne
npogerenng HAO?

Ja

r

[ HAO I uwmu II THna HAO I wmu II THOA

JOKIHHEHYIECKAT CTATHA

Ipunoxenue b2. KynupoBanune ataku y naudeHTa ¢ YCTAHOBJIEHHbIM
auarnozom HAO



Y manmeHTa OTEE,
oo OHEF NIPHESCTHE
ACHEHCHE HIH EEIP A eHHAT
A0TOMHHATEHAT STAKA HITH
TEHEEH neprbepHIecEHE

CamocToRTeIBHOS
EBeJeHHE | J03EL
HEATHOAHTA HTH
merEGHTopaCl-

ACTEPASH JeT0BSKA

E CTATHOHAD

IMeproe
NOETOpPHOE
EBSeHHe
HE M0 AHTA MU
meTHORTOpa Cl-
3CTEpasEl UeI0BSEA

Oréx ma

Beegernme C3I1 -

!

Foscymerams
JOP-epaga a1 IMammpenT HYVEIaeTC
OLIEHEH CTENEHH E O0eCIIETe I JHHANMATeCEOe
EOMITP &0 CEHE TP OXOTEMIOCTE HaOTHI eHHE
ABIXATEEHELX JOEIXATEIEHELX Ty TeH
myTel

F

O0eCIeTHTE TP OXOIHMOC
IEIXATETEHELX TV TEH

Hpunoxenue b3. KparkocpouHasi npopuiakTuka y NauMeHToB ¢
ycraHoBJeHHbIM quario3oM HAO I wiau 11 Tunos



[larHeHTV IIaHHPVETCA IPOBEACHHE
DIIEPATHEHOTO/CTOMATOIOT HISCKOTO/ JHAT HOCTHYIS CKOTO MeTHITHECKOTO EMEIIATETECTED

ObecnedHTE:
*  EBOSMOMHOCTE NPOBEAeHHA peaHHMAaLMOHHLBIX MEepONpHATHI;
*  OCTVI K OpenapaTaM [AifA KYIHPOBAHHUA OTEKOE

Henomssoeate nurubmTop
C1-acTepasel 9enoeeka 11 unruburop Cl-
KPaTKOCPOIHOH 3cTepassi
npodHIaKTHEH getopera’

Henonezorate C3I1 gaa

- ETHLIHHCED
KPaTKOCDOIHOH

EMEINaTEIECTED
npodHIaKTHEH a

cpoaHOE
3
HET

Hcnonsz0raTh 3aHaz00 a1
EpaTHOCpOdIHOH
npodQHIAKTHEH J"

HACJEJCTBEHHBII AHTHOOTEK (HAO)



MaumeHT ¢

nofo3peHem
Ha HAO

Mpopomxkexne
[MarHoCTUYEeCKOro
nouncka B pamiax YpoBeHb C4 CHMKeH?
JIPYTVX BO3MOXHbIX
3abonesanuit

INevenne

Monospenue Ha MAO

®yHKUMA
C1-WHI B Hopme?,

Mpopomxkexve
[AMarHoCTNYECKOTO
noucka B pamKkax
[IPYFNX BO3MOXHBIX
3aboneBaHuit

MpocbrnakTrnka

Tepanus achdekTuBHa?




IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

Ipuioxenue Bl. Undopmanus 1 mnanueHTa

HacnenctBennsiii anrnooorék (HAO) — penkoe 3aboneBaHue, CBSI3aHHOE€ CO CHIDKCHHEM WIIH
HEIOCTAaTOYHON (DyHKIIMOHAIBHOW aKTUBHOCTHI0O Cl MHTHOWTOpa CHCTEMBI KOMIUIEMEHTa YEIOBEKa,
YTO TMPHUBOAUT K PA3BUTHIO YAaCTHIX OTEKOB PA3JMYHBIX YacTed Tena: pyK, HOT, JIUIA, OPIOIIHOW

ITOJIOCTH, TOPTaHU.

OTéku opraHoB OPIOIIHOM TOJIOCTH BBIPAKAIOTCS CHIIBHBIMH OOJIIMH B JKHBOTE, TOITHOTOMH, PBOTOM,
KUJKUM CTYJIOM U HEPEAKO OIMMOOYHO TPAKTYIOTCS KaK OTPaBJIECHUE WJIM KaK OCTpas XUpypruyeckas
MaTOJIOTHS, YTO MPUBOAUT K HEOOOCHOBAHHBIM XUPYPIHUYECKHM BMeriarenbcTBaM. OTEKM TOpTaHU
MOTYT MPUBECTH K YAYIIBIO, MOATOMY OHHW IOTCHUHUAIBHO OIACHBI JJISl >KU3HU, NPU HUX PAa3BUTHU

o0s13arenbHas rocimTajan3alnusa B MHOFOHpO(bHHBHBIﬁ cTamuoHap.

HAO - »t10 macneactBeHHoe 3a0osieBanue. [Ipu oOHapyxeHUU 3a00JI€BaHUS Y OJHOTO W3 YJICHOB
CEMBU BCE OCTAJIbHBIC JOKHBI OBITH 0OCIICOBaHBL. Y YETBEPTH IMAIMEHTOB HET IPEIIICCTBYOIIETO

ceMeliHoro aHamHe3a Oone3nn. Puck HacienoBanus HAO peberkoM cocTasiseT okosio 50%.

[TanireHThI HOMKHBI OBITH OOECIIEUeHBI TTpenapaTaMu IS KyIUPOBaHUS OTEKOB U O0YUYEHBI TEXHUKE MX

BBCACHUA. HpenapaTLI AJIT KYITUPOBAHUA OTEKOB NOJDKHBI BCErIa HAXOOUThCS IIpU MaIUCHTE.

[TanmenTam 3anpemieno nmpuMeHnenune, nHruoutopoB AIID/Gnokaropor AT-penenTopoB, I3CTPOTEHOB
(KOHTPANENITUBOB, 3aMECTHUTCIHPHON TOPMOHAIBHOW TEpanuu), TaK KaK JaHHBIC Iperaparbl MOTYT

IIPHUBCCTHU K MOABJICHUIO OTEKOB (B TOM YHUCIIC >K1/I3Heyrp0>1<a}0meﬁ J'IOKaJ'II/ISaIlI/II/I).

Pexomennyetcst n3berarb MEXaHUYECKOTO BO3ACUCTBHS (JaBlieHUe, yIIUO U T.J.) HA MSTKUE TKAaHU U
cnu3ucThie  obomouku. Kareropudecku 3ampemieHbl 3aHATHSA, CBSA3aHHBIE C  (PU3WYECKHM,
MEXaHUYECKUM, ICHUXO3MOLMOHAIBHBIM HaMpsDKEHHEM, IepeoxinaxkaeHueM. IIporuBonokasana
pabora, compspDKeHHasi C BBICOKOW (DM3MUECKOM HAarpy3KoM, OMAcHOCTBIO TpaBmaru3anuu. Bce
yKa3zaHHbIe (haKTOPBI MOTYT MIPUBOJIUTH K 000CTPEHHUIO 3a00JI€BaHUs, TTOSIBICHUIO OTEKOB (B TOM YHCIIC

KU3ZHEYTPOXKAIOLIEH JIOKAN3ALHH).

CBoeBpeMeHHass M aJieKBaTHas KOPPEKLHMs JItoOOM COMyTCTBYIOIIEW MAaTOJIOIMM, B TOM YHCIE
SHIOKPUHHBIX, HEBPOJIOTUUECKUX HapylleHul. PeryspHas caHauus o4aroB XpoHU4eCKoi MHpEKINH.
Tak xak o0ocTpeHue Jar000H COMYTCTBYIOIIEH MAaTOJIOIMH MOXKET NPUBECTU K YTSKEICHUIO TEUECHHUS

OCHOBHOTO 3a00JIcBaHUA.

IHpunoxenue B2. Ilacnmopt 60s1bH0r0 HacjieicTBEeHHbIM AHTHOOTEKOM.

MACHOPT BOJIBHOI'O HACJEACTBEHHBIM AHTMOOTEKOM



JJIsI ManueHToB crapiie 18 jer
(dedexT B cucteme kommiiemenrta - D84.1)

Brnagenen, naHHOro JOKyMEHTa CTpaJaeT PEOKHUM >KU3HEYrpokamomuM 3aboneBanuem: [ledekr B
cucteme komrieMenTta (D84.1) — HacneactBennsiit anrnoorék (HAO). Knunnyeckum nposiBieHUEM
ABIIACTCS Pa3BUTHE OTEKOB PA3MYHOM JIOKAIM3AlMM, B TOM UHUCJIE >KU3HEYTPOXKAIOIMIMX

(a6mOMHUHANTBHBIX, OTEKOB TOPTAHH).
014(0)

JATA POXJEHUA

HOMEP CTPAXOBOI'O ITOJINCA
I'PYIIIIA KPOBU U PE3YC ®AKTOP
JTIOMAIIIHUM AJIPEC

OO POACTBEHHUKA

TEJIE®GOH POACTBEHHUKA

OUO JIEHAIIEI'O BPAYA

KOHTAKTHBII HOMEP JIEYAIIIETO BPAYA JUISI DSKCTPEHHOM MEJIUIIMHCKOM
KOHCVJIBTAIU

[Tacnopt Beaan B ®I'BY «I'HIl «MuCcTHTYT HMMyHONorun» ®MBA Poccun ...... (uancio)
[Topmuce Bpaua, BBIIABIIETO YIOCTOBEPEHHE

[Teuars

PEKOMEHJIALIMH ITO OKA3AHUIO HEOTJIOXXHOM MEJIMITMHCKOM ITOMOIIA:

1. ITpu Bo3uukHOBeHMH KM3HEYT'POXAIOUIUX 0TéKOB B 00JaCTH TOJIOBBI, IIIEU M BBIPAKEHHOTO
abnomMuHaIbHOTO cuHApoMa BBecTH MkarubanT 30 Mr n/k (MakcuMaJibHasi cyTouHas 1o3a 90 mr)
wid Uuarudurop Cl-acrepassl yesoBeka 20 ME/kr B/B MemnenHo. [Ipu orcyTcTBUM yKa3aHHBIX
[pernaparoB HEOOXOAMMO BBECTU CBeXe3aMOpoXeHHYIo ImiazMy 10 mi/kr maccel Tena. Ilpenapars

BBOJIHWTDH KaK MOKHO paHbIIC OT Ha4YaJia OTCKaA.

2. MHcnouab3oBaHHMe AHTHUIHCTAMMHHBIX IpenaparoB /JJjsl CHCTEMHOI0O IPHMEHEHUs,
Koptuxkocreponnos nisi cucremuoro npumenenus (I'KC), snmnedpuna /151 KynupoBaHusi 0TéKa

HeleJ1ecoo0pa3sHo BBUAY OTCYTCTBUA IPPEKTUBHOCTH.

3. Ilpm orcyrctBun/HeaocTarouHoM d(ddexTe OoT Tepanuu MalueHT JOHKEH OBITh CpPOYHO

TOCIIUTAJIN3UPOBAH. HpI/I OTEKE ropranu 000CHOBaHA paHHAA TaneOCTOMI/I}I/ KOHHUKOTOMMUSL.



4. Tlo >XW3HEHHBIM TIOKa3aHUSAM 3aMpelieHO HCMONb30BaHUE HHTHOUTOPOB AllD/aHTOrOHHCTOB

pPEUCITOPOB AHT'MOTCH3UHA H, 9CTPOTCHOB.

5. [Ipemeaukarus 10 onepaTuBHOTO BMemIaTeNnbcTBa 3a 1-6 yacos: Muruburop Cl-3cTepassl uenoBeka
1000 ME B/B, ipu OTCYTCTBUM - CBexe3zamopoxeHHas miaazma 400 mi. Heobxomumo obecrnieunThb
HaJIM4YME TPEnapaToB JUid KyNUPOBAHUS IKUZHEYTPOKAIOIIMX OTEKOB BO BpeMs MPOBEICHUS

OTICPAaTHUBHOTO BMEIIATEIhCTBA (CM. T1.1).

MACIIOPT BOJIBHOT'O HACJEJICTBEHHBIM AHTHOOTEKOM
JIJIS MAIMeHToB MJuaaie 18 Jjer

(dedekT B cucreme kommiiemenrta - D84.1)

Brnanenen gaHHOrO JOKyMEHTa CTpajgaeT PEAKUM >KHU3HEyrpokarommm 3aboneBanueMm: [ledexTt B
cucreme komruiemeHTa (D84.1) — HacnenctBennsiit anrnoorék (HAO). KnuHuueckuM mposiBIIEHHEM
SBISIETCS ~ Pa3BUTHE OTEKOB PA3UYHOM JIOKAIM3allMM, B TOM YHCJIE IHKU3HEYTPOXKAIOIINX

(a6mOMHUHANTBHBIX, OTEKOB TOPTAHH).
OUO

JATA POXJIEHU A

HOMEP CTPAXOBOI'O ITIOJINCA
I'PYIIITIA KPOBU 1 PE3YC ®AKTOP
JIOMAILIHUM AJIPEC

@10 POACTBEHHHUKA

TEJIE®@OH POJACTBEHHUKA

OHUO JIEHALIEI'O BPAYA

KOHTAKTHBII HOMEP JIEYAIIEIO BPAYA JJI1 SKCTPEHHOW MEJIUIIMHCKOU
KOHCVJIBTALIMU

[Tacnopt Began B ®PI'BY «I'HIl «MaCcTHTYT HMMyHONorun» ®MBA Poccun ...... (ducno)
[Tonnuck Bpayda, BEIAABIIETO YIOCTOBEPEHUE

[Teuars

PEKOMEHJIALIMU ITO OKA3AHUIO HEOTJIOXKHOM MEJIMIIMHCKOM ITOMOIIU:

1. IIpu Bo3uukHOBeHNH KMU3HEYI'POXAIOIINX 0Ték0B B 00JaCTH TOJIOBHI, IIIEH W BBIPAKSHHOTO
abIOMHHAIBHOTO cHHApoMa BBecTH MkaTubanT m/k u3 pacuéra Ha maccy tena: 12 - 25 kr 10 mr, 26
—40 kr 15 mr, 41 - 50 xr 20 mr, 51 - 65 xr 25 Mmr, > 65 kr 30 Mr n/k win Uarndourop Cl-3cTrepasbl



yejoBeka 20 ME/kr B/B. Ilpu oTcyTcTBUM yKa3aHHBIX IpenapaTtoB HeOoOXOJMMO BBECTHU
CBEKe3aMOpOXKeHHYI0 I1asMy 10 mu/kr maccel Tena. [IpemapaTsl BBOAWTH Kak MOXHO paHbIe OT

Ha4dajia OTCKa.

2. MHcnoub3oBaHWMe AHTHUIMCTAMMHHBIX IpenaparoB sl CHCTEMHOI0 TPHMEHEHUs,
KOPTHKOCTEPOMIOB /ISl CHCTEMHOI0 NpPHMeHEeHHusi, 3nuHepHHA A8 KYNMPOBAaHUS OTEKa

HeleJ1eco00pa3Ho BBUAY OTCYTCTBUSA dPPeKTHBHOCTH.

3. Ilpum orcyTcTBUM/HENOCTATOUHOM >(QeKkrTe OT Tepanuu MALMEHT JOJKEH OBbITh CpPOYHO

rocrnutanu3upoBat. [Ipu oT€ke ropranu 000CHOBaHA PaHHSIS TPAXEOCTOMUS/KOHUKOTOMMUSL.

4. Tlo >XW3HEHHBIM ITOKA3aHHSIM 3allpCII€HO HCIIOJIb30BaAHUC I/IHFI/I6I/ITOpOB AIl®d/aHTaroHNCTOB

peuenTopoB aHruoreHsuHa I, actpoerHos.

5. [Ipemenukarus 3a 1-6 yacoB 10 oneparuBHoro BMemarenbeTBa: Muarudurop Cl-3cTepassl uenoBeka
15-30 ME/kr macchl Tena B/B, IpH OTCYTCTBHH - CBEXe3aMOpOKeHHas miasma 10 MiI/Kr Macchl Tena.
HeobOxonumo oOecrieunTh HaJMYME MPENapaToB ISl KYyNMHPOBAHUS KUZHEYTPOXKAIOIIUX OTEKOB BO

BpeMs MTPOBEICHUS ONEPATUBHOTO BMEIATeNbCTRa (CM. 11.1).



Hpuiaoxenue I.

[MIxansr OOCHKH, BOIIPOCHUKM W OPYTUC OLCHOYHBIC HMHCTPYMCHTBI COCTOAHUA IIAIIMUCHTA,

MIpUBEACHHbBIC B KIIMHUYECKUX pekoMeHaanusax s HAO He pa3paborassbl.



