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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



/K — IIOAKOXKHO

ME — MexayHapOAHbIE €IMHULIBI
MT — MUAJIJTUTPaMM

MJI — MAJUTAJIATP

KI' — KWJIOTPaMM

T — rpaMm

JIOP — Bpau-oTOpHUHOIAPHUHTOJIOT
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TepMuHBI U onIpeaeICHUS

Aneuooméx (AO) — J0Kanu308ammbli, OCMPO BOZHUKAIOWUL, MPAHZUMOPHBIU, CKIOHHbLIL K
pPeyuoUBUPOBAHUI0 OMEK KONCU UNU CAUBUCIBIX 00010ueK. OObIUHO OIUMCS OM HECKONbKUX YACO8 00

HEeCKONbKUX OHell U npoxoc)um camocmosameilbHo.
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1. Kparkast ungopmanus

1.1 Onpeaesienne 3a00/1eBaHNS WJIN COCTOAHUS (TPyNNbI 3200/ 1eBAHUMA WJIH
COCTOSIHMH)

HacnenctBennsiii anrunoorék (HAO, ycrapeBiiee Ha3BaHHWE HACICACTBEHHBIM aHTHOHEBPOTHYECKUN
OTEK) — pEIKOoe, MOTEHIMAIBHO KU3HEYTPOXKAIOLIEE TeHETUYECKH JETEPMUHUPOBAHHOE 3a00JI€BaHUE,
MPOSBIISAIONIEECS] B BUJE OTEKOB KOXKU M CIM3UCTBHIX/TIOACIU3ZUCTBIX 000JI0YEK, BO3HUKAIOLIUX O]
BozneiictBueM OpamukunnHa (BK). Xapaktepubimu ocobenHoctsmMu oTékoB mpu HAO sBastorcs
OTCYTCTBHUE 3yJla, TUTIEPEMUU KOXKH, COMyTCTBYIOIIEH KPANMBHHUIIBI, a TAKXKE OTCYTCTBHE d(pdekTa oT
JeUYeHUs KopTUkKocTepousaMu Juisi cuctemHoro mnpuMeHeHus (cI'’KC) u  aHTurucraMuHHBIMU

npenaparsl JJisi CACTEMHOTO IpUMeHeHus. [ 1—4]

HAO otHOCHTCS K IEpBUYHBIM UMMYHOAEepHUIIUTaM 0€3 HHPEKIIMOHHBIX MPOSBICHUH. [5]

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

B ocHoBe pa3BuTHus 3a00i€BaHUS JEKUT NeDUUUT W/HIN 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
a0COMIOTHOM OOJBIIMHCTBE CIIy4aeB MPOUCXOAUT IO ayTOCOMHO-IOMHUHAHTHOMY THITY, OJHAKO
UMEIOTCS €IMHUYHBIE TaHHbIE 00 ayTOCOMHO-PELIECCUBHOM THIE HacienoBaHus. [Ipumepno y 20-25%
MalMeHTOB 3a0oJieBaHKWEe OOYCIIOBJIEHO BHOBbL BO3HUKIIEH MyTanued B reHe SERPINGI, 1o ecTb

CeMelHbI aHaMHE3 OTCYTCTBYET [6,7].

C1 unruburop — cepruHoBas MpoTeasa, KOTopasi IPUHUMAET YYaCTUE B PETYISILIMU pabOThI CIETYOUINX
CUCTEM: CUCTEMbI KOMIUIEMEHTA, KaJUIMKPEUH-KUHUHOBOW CHUCTEMBbI, CHCTEMBI CBEPTHIBAHUSI KPOBU T10
BHYTPEHHEMY TyTH U (QuOpuHOIUTHYECKON cucteMbl [8]. Hambombinee 3HaueHHWE MMEET BIUSHUE
depMeHTa Ha KANTUKPEWH-KUHUHOBYIO cucteMy (pucyHok 1): B orcyrctBum CI1-MHIT (w/mnu mpu
CHIKEeHUM ero (¢yHkuuoHanbHoW aktuBHOocTH ((paCl-UHI')) mpoucxoautr HEKOHTpOIHpyeMoe
npeBpaiienue mnpekaumkpenHa B kawmnkpenH (KK), mom BozaeiicTBHEM KOTOPOTO pacHIEIIsSeTCs
BbICOKOMOJNIeKysipHbid  kuHuHOTeH (BMK) ¢ o6pasoBanmem bBK. Otor »>ddexr ycunupaer
aktuBmuzanus XII ¢axrtopa ceepreiBanus kposu (FXII) B pe3ynbrare 3amycka CBEpTbIBAaHUS KPOBU 10
BHYTPEHHEMY MeXaHu3My (Takxke 0OyCIIOBICHHOMY OTCYTCTBUEM W/WIM  HapylICHHEM

dbynkunonanbsaon aktuBHOCTH C1-MTHI') [9-11].

BK — ocnoBnHoii Memuarop orékoB npu HAO. BcenenctBue B3ammonencTBusi OpaJuKWHUHA C
OpaTuKMHUHOBBIMU penentopamu 2 Tuna (B2) mnpouwcxogut BazomumnsTanus, TOBBIIIACTCS
MIPOHUIIAEMOCTh COCYAMCTON CTEHKHM C JKCTpaBa3alldeld KUAKOCTH, OOyCIaBIWBAIOIICH pPa3BUTHE

OT€Ka pa3anH0171 goxaﬂmauun. HlPI/I BeIpakeHHOM AQO CJII/ISI/IQTOI>'1\/|06%;[O‘-IKI/I K H.IG‘-II][/I/IKa BO3HHUKACT
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KIIMHHUKa OCTpOfI KUIIICUHOU HCIIPOXOAUMOCTH, IKCTpaBa3alvsid KUJIKOCTH B 3TOM CJIyda€ MOXKET OBITH
HACTOJIBKO BCJIMKA, 9YTO IPUBOIUT K O6paBOBaHI/IIO aCliyra, BBIpa}I(CHHOﬁ THIIOBOJIEMHH, TUIIOTOHUMU.

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

Hecmotpst Ha akTMBH3aLMIO IPOLIECCOB CBEPTHIBaHMS KpOBH, y manueHToB ¢ HAO He oTrmeueHO
MOBBIIIEHHON CKIOHHOCTH K TpomM0OooOpa3zoBaHuio, Onaromapss Tomy, uto B orcytctBuu Cl-UHI
aKTMBU3UPOBAaHA TaKXe W cucTeMa (PUOpPHMHONIM3A, YTO MPUBOAUT K MOBBIIMICHHON TpaHChOpMaIuu

ra3MuHoreHa B masmus [10,13,14].

KHHJ]HI-L‘]:IEHH-KHHHHGBHH CHCTCMA

EXII [IpexannukpenH
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Pucynok 1. [Tatorene3 HAO ¢ nedurmurom Cl-uaruduropa (I u I Tuma).

[Tatorenes HAO 06e3 neduumra C1-UHIT g0 koHIa HE U3ydeH, OAHAKO CXOACTBO KIMHUYECKOU
kapTuHbl ¢ TakoBoi npu HAO I/Il TunoB, gaeT 0OCHOBaHUs MPEAINOiIaraTh, 4YTo KJIUYEBbIM MEIUATOPOM
0TEKa TaK k€ MOXET ABIATbCS OpaaukuuuH [1]. Yarne Bcero k pazsutuio 31oit hopmbl HAO npuBoaut
myTtanus B reHe XII ¢axropa ceeproiBanust kpoBu - HAO — FXII (mpumepno 25% Bcex cmyuaeB HAO
6e3 nepunura C1-MHI'). HacnenoBanue npoucxoguT MO ayTOCOMHO-JIOMUHAHTHOMY THITY ¢ HU3KOM
neHerpaHTHOCThIO (Oomee 90% wmyxunH-HOCUTENe MmyTaruu u Oonee 40% KEHIIMH-HOCUTENEH
MyTallud HE MMEIOT KIMHUYECKUX MposBieHUi 3aboneBanus) [3,15]. Takxke omucaHbl eIUHUYHbBIE
cinyyau pazsutus HAO 6e3 nepunura C1-UHI" BeneactBue myrauuu B rene anruonostuna 1 (HAO-
ANGPT1); nnasmunorena (HAO-PLG); kununorena 1 (HAO-KNGI). Opnako npu HAO 6e3
nedunura C1-UHI BBIIBUTH MPUYMHHO-3HAYUMYIO MYTAIMIO YaIlle BCEro HE yAaeTCs, B TAKOM Cllydae
IpY TUMMMYHOMN KJIMHUYECKOW KapTUHE U HAJIMYUU CEMEMHOrO aHaMHe3a BeIcTaBisieTcs Auario3: HAO
¢ Heu3sectHou myTanueit (UNK-HAO) [1,16-18].

1.3 dnuaeMuo0rust 3200J1eBaHNS WJIH COCTOAHUA (TPyNIbl 3200/1eBAHUN WU
COCTOSTHU M)
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Pacnpoctpanennocts HAO ¢ nmedumurom CI1-MHIT  1:50 000 [1.19]. B nHactosiiiee Bpemsi Ha
tepputopun PD 3apeructpupoBano 276 mnaumenroB (tabmuuma 1) [19]. Hecmorps Ha TO, 4YTO
3a00yieBaHME HACJEIyeTCsl HE CHEIUIEHO C II0JIOM, KOJMYECTBO TMAIMEHTOB 3>KEHCKOTO I0Jia
MpeBAIMPyeT HaJ  KOJMYCCTBOM  IMAallMEHTOB  MyKckoro moma  (ta6m.1) [20]. Tounas

pactpoctpanenHocts hopm HAO 6e3 aedunmra C1-UHI neusBectna [21].

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

BospacTt My>XUMHbI XKeHLwmHbl
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 KOAMPOBAHUSA 3200/IeBAHUA WIH COCTOSIHUA (TPYIIIbI
3a00/1eBAHUN WJIM COCTOSIHUI) M0 MeKAYHAPOAHON CTATUCTHYECKOMN
kiaaccuukanuii 00j1e3Hed U NMPodJIeM, CBSI3AHHBIX CO 3I0POBbEM

D 84.1 — [ledexT B cucteme KoMIUIEMEHTa (JaHHBIM KO HCIONB3yeTcs s kogupoBanus HAO c
nedururom C1-UHI (I u II TunoB) u nis HAO 6e3 nepunura C1-UHI [22].

1.5 Knaccupukamus 3a0071eBaHUs WM COCTOSIHUSA (TPYNIbI 3200J1€eBaHUI HJIH
COCTOSIHMH)

HAO c¢ ge¢puuurom C1-UHI.

e« HAO I-ro Tuna oOycnoBieH CHIKEHHEM KonndecTBa U (pyHKunoHaidbHOUM akTuBHOCTH C1-MHI B
mazme (85% Bcex cimyyaeB HAO) [1].
e HAO II-ro tuna oOycnoBieH cHmkeHueMm ¢QyHkuuoHaidbHo aktuBHoct CI1-UHI, nmpu stom

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

HAO 6e3 ne¢puunra 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 ¢ myranueii B rene anruonostuna 1 (HAO-ANGPT1);
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e HAO c neusBectHoit myramueir (UNK-HAO), ycranaBauBaercst npu HopMasibHOM ypoBHe Cl-
MHTUOUTOpa U €ro (yHKIMOHAJIbHOW aKTUBHOCTH B CIydyae TUIWYHOM KIMHMYECKOM KapTHHBI B

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

1.6 Kiimauveckasi kKapTuHa 3a00/1€eBAHUA WM COCTOSHUSA (TPYyNIbI
3a00/1eBAHU WJIA COCTOSTHHI)

XapakTepeH paHHUN AeO0r0T 3a00ieBaHUs B MEPBOW WM BTOPOW AEKaAe >KU3HH, OJHAKO BO3MOXKHO
Oojiee TIO3HEE TMIOSBICHHWE TIEPBBIX CHMITOMOB BIUIOTH JIO TIOXKIJIOTO Bo3pacTta [25,26]. VY
OOJNBIIMHCTBA MAIMEHTOB IPOCIIEKUBACTCS CEMEHHBI aHaMHe3, OfHako y 25% mMaluueHTOB OH
orcytcTByeT [25]. KimHuueckass xkaptuna 3abosneBaHusi npossisiercs AO pa3nuyHON JIOKaIU3aluu,
HEUYYBCTBUTEJIbHBIMHM K TEpaluy aHTUTHCTAMUHHBIMH IIpenaparaMu JJis CUCTEMHOIO NMPUMEHEHHUS U
c['KC [1,3,19].

K nauboJiee 4acTbIM KIMHHUYECKUM IIPOSABIICHUAM 3a00JIeBaHUS OTHOCSITCSI:

Hepudepuyeckre oréku — Hanboee YacToe KIMHUYECKOE MPOsBICHUE 3a00I€BaHNs1, BCTpeYaroIeecs

npaktuyecku 'y 100% mnanuentoB ¢ HAO. Otr€ku penuauBUpYIOLIAE, HE COMPOBOXKIAKOTCS
KpanuBHHIIeH. KoxHbIe TOKPOBBI HaJ OTEKOM HE THIEPEMHPOBAHBI U OOBIYHOM TemmepaTypbl. OTEKH
MEJJIEHHO HAapacTalioT, HX CPEOHSAs MPOJOJDKUTENBHOCTh 2-4 CyToK. Bo03MOXHO Haiuuue
NOKaJIbIBaHUS, XOKEHUs, OOJIE3HEHHOCTH B MeCTe OTEKA. BepxHHe 1 HMKHHE KOHEUHOCTHU - Haubosee

yacTas Jiokanu3zamus [25,27]. "

AOTOMHHANIbHBIE aTaKU — BTOPOM MO YaCTOTE€ CUMIITOM, BCTpedaromiuiics y manuentoB ¢ HAO (6onee
80%). KinHnueckue nposBiieHUs MOTYT BapbUpOBaTh OT AMCKOM(pOpTa A0 OCTpoi Oonu B oOnactu
’KUBOTA, COMPOBOXKIAIOIICHCS PBOTOM, quUapeell WIIM 3alopoM, B3IyTHEM, PE3KOi clabocCThio (TIpu
Pa3BUTHH acIlUTa BOSHUKAET runoBojieMusi). C MOMOIIBI0 BU3YATH3UPYIOIIUX METOIOB UCCIEIOBAHUS
(ynerpasBykoBoe wuccnenaoBanne (Y3UM) m xommbrotepHas tomorpadus (KT) opranoB OpromrHoi
MOJIOCTH) MOKHO BBISIBUTH OTEK Y4YacTKa KHUIIEYHUKA U CBOOOJHYIO KUAKOCTbh B OPIOIIHON MOJIOCTU
WM TIOJIOCTH MaJioro Ta3za. AOIOMUHAIBHBIE aTaKd YacTO SIBJISIIOTCS MPUYUHON HEO0OOCHOBAHHOTO
XUPYPTUYECKOTO BMEIIATENbCTBA, TaK KaK CHUMITOMBI HUMHUTHPYIOT KIUHUKY «OCTPOTO KHUBOTAY.
Hepenko abnoMuHaNbHBIE aTaku SIBJISIOTCSA MEPBBIM KIMHUYECKUM MPOSBICHUEM 3a00JIEBAHUSI, YTO

3aTpyAHSET MOCTAHOBKY AuarHosa [25,27].

OT1éku,_crocoOHbIe TPUBECTU K acUKCUU (MOTEHIUANbHO (arajbHble OTEKM): OTEK TOpTaHH, OTEK

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

K Oonee PCAKUM KIMHHUYCCKHUM IIPOSABIICHUSAM 3a00JICBaHUSI OTHOCSTCS CICaAyromurec IIpOABICHUSA

3a00JIEBaHUS:
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e HTeHCUBHBIE TOJOBHBIE OOnu  (BO3HHUKAIOIIME TIPU  OTEKE  MO3TOBBIX  O0OJIOUEK),
COITPOBOXKIAIOIIMECS OIIYIIEHUEM CIABJICHUS TOJOBHI, OLYIIEHUEM JaBIICHUS B TIIa3HBIX SOJOKAX,
HEYYBCTBUTEJBHBIX K JIEWCTBUIO aHAIBI€TUKOB;

e CunpHple 0OMM TPU  MOYCHUCIYCKAHWUHU, MPEPHIBUCTOC MOYECHUCIYCKAaHUE, 3aTPYIHEHUE
MOYEHCITYCKaHUS BIUIOTH JI0 aHyPUH, BOSHUKAIOIIHNE MTPU OTEKE MOUYEBOTO IMy3BIPSl U YPETPHI;

e OTEKM MBI, XapaKTEPU3YIOLIUECS OrPAaHUYEHHBIM YIJIOTHEHUEM MBIIIIIb;

e OTE€KM CyCTaBOB;

e bonp w/mnu omrymieHue caaBiIeHUS B 00NacTH TPYAHOM KJIETKH, HE COMPOBOXKIAIOIIMECS
U3MEHEHUSIMH Ha AJIEKTPOKapAHOrpaMMe.

e boxab B 00/1acTu nouexk;

o boib B obmactu numeBoa.[27]

VY nanuMeHToB MOryT ObITh MOTYT MMETh MECTO «IPEIBECTHHKH» OTEKOB: KOojeOaHHE HACTPOEHUS,
Jenpeccusi, cliaboCTh, MapecTe3uH, OIIYIICHHE YTOJNIICHUS KOXKH, MapruHajbHas dpUTeMa U JIp.;
[25,26]

MapFI/IHaJ'ILHaSI OPUTEMa — HC BO3BBIMIAIOIMIMCCA HaA ITOBCPXHOCTBIO KOXKHW BBICBIITAHUSA PO30BO-

KpacHOTO IIBeTa, 0€3 3yla W IIETYyIICHUs, MPOXOAIrue OeCClIeTHO B TEUCHHE HECKOIBKUX YacOB —
JIBYX CYTOK. MoOryT OBITb CaMOCTOSTEIBHBIM TPOSBICHUEM 3a00JICBaHMUSI WU  SBISTHCSA

«mpeaBecTHUKaMmu». [30]

Tpurrepsr:

MexaHuueckass TpaBMa (B TOM 4YHUCJe, JJIMTEIbHOE CHABJICHHE, YKOJ, YIIMO, oOreparuBHbIC
BMEIIIATENIbCTBA, MHBA3UBHBIE METO/IBI OOCIIEIOBAHUS U JP.);

e ocTpble HHPEKINN/IeKOMIIeH AU 000 COMMyTCTBYIOIIECH MaTOIOTUU

e MEHCTpyaIus/0epeMeHHOCTh/JTaKTaIHs;

e IIPUEM ICTPOTEHOB

e mpueM UHruOuTOpOoB AIID, aHTaroHUCTOB PEIIENTOPOB aHTHOTeH3UHA 1]

e crpecc.[31]
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2. Jlmarnocruka

e Bcem mammentam ¢ monmo3pennem Ha HAO pexkomeHayercss MpoBOAUTH AU depeHInaIbHyIo

JUArHOCTUKY CO CICAYIOINNMHA 3a00JIEBAHUSIMH C HCJIBbIO YTOUHCHHA JUArHo3a:

o IIpuobperennsiit anrnooték (ITAO) ¢ nedpunurom/HapymenneM QyHKIMOHATHLHONW aKTUBHOCTH
C1-unruburopa;

o AOQO, BbI3BaHHBIMH NpUEeMOM UHTUOUTOPOB AIID 1 aHTaroHUCTOB pelenTOpoB aHruoTeH3uHa II;

o AOQ, BbI3BaHHBIMU MEIMATOPAMH TYUYHBIX KJIETOK;

o Wmuonarnueckumu AQO;[3,32]

o IlceBmoanrnoorékamu (TUMONPOTEMHEMUYECKHE OTEKHU, CHUHIpOM MenbkepccoHa-Po3enTans,

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

KomMenTapuu: npu nposedenuu oughgepenyuanrvruon ouachocmuxu AO ¢ aw0dvim  Opyeum
3abonesanuem (nces00AH2UOOMEKY) PEKOMEHOYemcs NOMHUMb O MoM, umo cumnmomvl npu AO
ONIAMCL OM 4ACO8 00 HECKOAbKUX CYMOK U NPOoX00sam 0eccleOHo, eciu OMméEK coxpansemcs Oolee
onumenvHoe 8pems, mo ouaznoz AO manoeeposamen. B bonvuiuncmee ciyuaes, ucKkiroueHue 3mux
3a6o0ne8aHull, NPUBOOAWUX K DPA3BUMUIO NCEBO0AHSUOOMEKA, BO3MOJICHO YJice HA smane coopa

anamuesa u ocmompa. [33]

Tabmuma 2. Kputepun nuarsoctuku Hacnencrsennoro anrunooréka (HAO).

HAO c gedpunumtom Cl-nHrubutopa HAO 6e3 gedunumnta C1-NHrmbutopa
AnarHoctnyeckune =1 kpuTepms: =1 kputepus:
KpuUTepun Ans nepsoro
06CneayeMoro naumeHTa e Peumaunsupytowme nepudepunyeckne AO e Peunmausupytowme nepudepunyeckme
B CEMbe
e Peumaunsupytowme abaoMmnHanbHble aTakm AO
e AO BepxHUX AblXaTeNbHbIX NyTen e Peumaumeupytowme abaomMumHanbHble
JononHutenbHbl kKpuTepui: CeMelrHbI aHaMHe3
7] aTaku
ONArHOCTUYECKM 3Haummoe cHumxeHne C1-UHI wnnum
ero yHKUMOHaNnbHOW aKTUBHOCTU (NPY HOpMasibHOM o AQO BepxHUX AblXaTeNbHbIX NyTen
WA NOBbIWeHHOM yposHe C1-UHT) N . S
M = 1 kputepus: JononHuTtenbHbin Kputepun: CeMenHbIN
aHamHes
e [MArHoCTU4eCKn 3HavymMmoe cHwmxeHne C1-UHI n
YpoeHb C1-UHI 1 ero yHKLMOHaNbLHON
unn  ero yHKLMOHANbHON akTMBHOCTM (mpu | @KTMBHOCTM B ABYX WCCNEA0BAHUAX He
CHUDKEHDbI, nnm nx CHWXXeHMne
ANArHOCTUYECKN HE3HAUYMMO.
HOPManbHOM WAW MOBbIWeEHHOM ypoBHe C1-UHI) WU = 1 kputepus:
NPU NOBTOPHOM WMCCNEA0BaHUM e HasMyMe CEMEMHOro aHaMHesa
e BbISIBNIEHWE MPUUYMHHO-3HAUMMONM  MyTauun C ° BblABnenne PUHYMHHO-3HA4MMO
[lOKa3aHHOM NaToreHHOCTbo B reHe SERPING1 MyTauunu c AoKa3aHHOM
MaToreHHOCTbld B OAHOM W3 TEHOB:
nnasMMHoreHa, XII dakTopa
CBEpPTbIBAHUSA KPOBMW, @aHrMNosTuHa-1.
OnarHoctnyeckune y naumeHTta ecTb pPOACTBEHHMUK [ Y nauyumeHTa eCcTb POACTBEHHUK C
Kputepum ans noaTBep>AeHHbIM ANarHo3om HAO " noaTrBep>XAeHHbIM aAuarHosom HAO
nauueHToB C YCTAaHOBJIEHHbIM TUMOM 6e3 pecpmumta C1-uHrubuTopa
KITMHUYECKUMU =1 kputepus: =1 kputepusa:
nposieneHnsamn HAO
KgToprX ecTb q}lex e Peuuausupyrowme AO e Peuunaumsupyrowme AO
ceMbM o . .
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AMarHo3om HAO "
YCTaHOBEHHbBIM TUMOM e Peumausumpyrowme abaoMmHanbHble aTakun e Peumaumeupytowme abaomMumHanbHble

e AO BepxHUX AblXaTeNbHbIX NyTen ataku

N = 1 kputepmsn: .

e AO BepxHUX AbIXaTeNbHbIX NyTeln
e AMArHOCTMYECKU 3Hauumoe cHuxeHue C1-UHI-
M (Tonbko ANA PpPoOACTBEHHUKOB

o NauMeHToB, Y KOTOPbIX BbisiBiIeHaA
Wnn ero MyHKUMOHANbHON aKTUBHOCTM (Npu MyTaums)

BblsiB/ieHWE NPUYNHHO-3HAYMMOM

HOpPMasibHOM U NOBbIWEHHOM ypoBHe C1-UHI) MyTauun € AOKa3aHHOM NAaTOreHHOCTbIO B
OAHOM M3 reHoB (KaK Yy pOACTBEHHMKA):

e BbISBEHWE MPUUYMHHO-3HAUMMOM MyTauum c | M1a3MUHOTEH], XI1 dakropa

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

(Kak y poACTBEHHMKA)

[vnarHoctuyeckume Y naumeHTa e€cTb POACTBEHHUK (KPOBHbIN) C ToNbKO AN pPOACTBEHHMKOB MaUWEHTOB,

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

nauneHToB 6e3 Aecpuuntom Cl-mHrMbuTOpa M YyCTaHOBJIEHHDbIM

KINHUYECKNX TUNOM Y nauueHTa ecTb PpPOACTBEHHMUK C

nposiBNeHnn HAO N = 1 kputepusn: noaTrBep>xAeHHbIM aAunarHosom HAO

(BokNMHMYeckas 6e3 pecpuumrta Cl-uHruburtopa

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

uneH cemMbu n

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

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

nnasMuHoreHa, dakTopa

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

[OKa3aHHOW NaTOreHHOCTbo B reHe SERPING1

(kaK y poACTBEHHMKA)

2.1 7’ Kay100bI 1 aHAMHE3

CMm pas3acii KIMHUYCCKAasaA KapTUuHa.

2.2 Ou3uKkaJIbHOoe 00cIe10BaHue

e [Ipu ¢usmkanbHOM OCMOTpE Yy BceX MNaIMeHTOB ¢ momo3penueM Ha HAO mns ycTaHOBIEHHS
JIAAarHO3a PEKOMEHYETCsl ONPEAEIIUTh XapaKTep OTEKA Ul BBIABICHUS IPU3HAKOB, TUIIMYHBIX JIS
anrnootékoB npu HAO (oT€k OnenHbIi U HE 3yAALIUi, TUIOTHBIN, MPU HAJABIMBAHUU HA HErO HE

ocraetcs ssMku) [1,32].
YpoBeHnb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEeJIbCTB - 5)

o [lanenTaMm c xaso0aMu Ha HapyIIEHHUE JbIXaHUS U TJIOTAHMS, OCUILJIOCTHIO Tojoca, AUCHOHUEH,
CTpaxoM CMEPTH, CTPUIOPOM PEKOMEHAYETCsl TMPOBECTH BHU3yaJbHOE OOCIEIOBAHUE BEPXHUX
JIBIXaTeJIbHBIX MyTEW, OIEHKY 3BYYHOCTH T0JIOCA, BO3MOXKHOCTH IJIOTAaHHUS C LEJIbI0 OLECHKHU

IIPOXOIMMOCTHU BEPXHUX AbIXaTeIbHBIX IyTel. [28,29,34,35]
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB - 4)
Kommentapuu: Omék napacmaem MmeoneHHo, HO 6pemMs Om NOAGINEHUs CUMNMOMO8 HAPYUIeHUs

ObIXAHUSL 00 NOTHOU acgurcuu Henpeockazyemo (8 cpeonem cocmasnsiem om 20 0o 40 munym).[28,29]
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2.3 JlabGopaTopHbie TUATHOCTHYECKHUE UCCIET0BAHMS

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

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

Tabnuua 3. JIaboparopnas 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)

e Bcem nmanuenram-npoOanjgam ¢ nopo3penueM Ha HAO pexkoMeHyeTcsl MpOBEIEHUE JBYKPATHOTO
uccienoBanusi ypoBHsi Cl-uHruéuTopa B KpoBU U (PyHKIIMOHAIBbHOM akTuBHOCTU Cl-uHrHOUTOpa B
KpOBHU WK uccieaoBanust ypoBHs Cl-uHruOutopa B KpoBU U (PyHKIIMOHANBHON akTuBHOCTH Cl-
UHTUOUTOpPa B KPOBH B COYETAHHH C MPOBEACHUEM MOJIEKYISIPHO-TEHETHUECKOTO HCCIIeTOBAHMS
myTtaiuid B reHe SERPINGI B KpOBU METOIAMU CEKBEHUPOBaHMS M KoiauuecTBeHHOM MLPA nis
nonrepkaeans nuarnoza HAO I wm 11 tuma.(tabnuma 2, Tabmuma 3, npunoxenne b-1). [1,3,37—
39]

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

KommenTapuu: usmenennvie noxkaszamenu (Cl-uneubumop, @yukyuonanvuas axkmusnocmos ClI-
uneubumopa) mpebyrom HOOMEEPHCOeHUsT C UHMEPBAloM He MeHee, yem & 1 mecay. Kenamenvho
npogedenue xoms 6bl 00HO20 U3 UCCIE008AHUSL 80 8PeMsl PA3BUMUS AH2UOOMEKA, 0CODEHHO & cyuae,

eciu OaHHble KIUHUYECKOU KaApMUHbl He COOMBEmMCcmayom 0AHHbIM NPOBEOEHHbIX UCciedosanull. [3]

IIpunumas 6o eunumanue, ymo nepuod nounygvieeoenus uneubumopa CIl-acmepazvl cocmasnsem 62
yaca yenecooopasHo NpPo8oOUMb UMepeHUs He MeHee uepe3 3 OHs NOCie OMMEHbl npenapamda

uneubumopa C1l-acmepa3zwvl uenogexa. Mkamubanm ne enusiem Ha cpoku nposedenus anaiuzos. [40]

YV 300posuix scenwun yposensv Cl-uneubumop u e2o YyHKYUOHANILHOU AKMUBHOCMU 8 Nla3Me Kposu
CHUMICAIOMCSL 80 8peMsl bepeMeHHOCU U 8038PAWAIOMCA K HOpMe nocie poodopaspeuienus. [losmomy
pe3yIbmamosl  AHAIU308 OOJNCHbL  UHMEPRPEMUpo8amvbcsi € 0CMOopodicHocmblo. Pexomendyemcs

NOBMOPUMb AHAIU3LL NOCIEe podopaspeleruss 0Jisi noomeepaicoenuss ouaznosa HAO.[1]

B cnyuae, ecnu y nayuenma eviaenena npudurnHo-3uavyumasn mymayus ¢ cene SERPINGI (omnocumcs
K NAMO2EHHbIM UNU BEPOSAMHO-NAMO2EHHbIM CO2NACHO NPUHAMBIM KPUMEPUSIM) HpogedeHue
nosmopHo2o uccieoosanus yposus Cl-uneubumopa 6 kposu u gynkyuonanvnot akmusenocmu CI-

HUneubumopa 6 kposu ne sensemcs ooszamenvivim.[39,41]

e Bcem mammentam-poncTBeHHUKaM ¢ mogo3peHrueM Ha HAQO pexoMmeHmyeTcss — IpOBEACHHUE

OIHOKPATHOTO HccienoBanus ypoBHs CIl-MHrHOMTOpa B KPOBU M (DyHKIMOHAJIBHOW aKTMBHOCTH
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C1-MaruburopaB KpOBH WM MTOWCK PaHee BBISIBICHHON y Mpo0OaH/1a MPUYMHHO-3HAYMMOM MyTaIlun
B reHe SERPINGI MOJIEKyIApHO-TEHETUYECKUMH METOJIaMH JIJIs 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 ocobenHocTH nersM) manuenta ¢ HAO [ u Il Ttunmos (maxe mpu
OTCYTCTBUHU KJIMHUYECKUX MPOSBICHUI 3a00JIeBaHNs) PEKOMEHIOBAHO TPOBEJCHNUE CKPUHUHTOBOTO
oOcrnenoBanus: uccienoBanue ypoBHs Cl-uHruOuTOpa B KpOBU M UCCleI0BaHUE (DYyHKIIMOHATIBHOU
aktuBHOCTU Cl-MHrMOMTOpPa B KPOBU W/WIM TMOWUCK paHEe BbBIABICHHON NPUYMHHO-3HAUNMOMN
myTaiuu B reie SERPINGI 'y mpobanaa MoieKkyisipHO-reHeTndeckumu Metonamu (s HAO I u

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

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

YV 6cex demeti npu nHanuyuu cemerino2o anamnesa 00 UCKIIOUEHUs OUasHo3a ciedyem npeononazams
HAO.[19,42]

Buisignennasn panee mymayus O0n#CHA ObIMb NPUYUHHO-3HAYUMOL (OMHOCUMCST K NAMO2EHHbIM UNU
8EPOSIMHO-NAMO2EHHBIM CO2NIACHO NPUHAMbBIM KPUMEPUAM), 6 NPOMUBHOM Clydae yenecoodpasHo
moavko ucciedosanusi yposus Cl-uneubumopa 6 kposu u @yuxkyuonarvhou axmusnocmu ClI-
uHeubumopa 6 Kposu. B ciyuae nonyuenus comHumenbHwvix pesyibmamos ucciedosanus yposHs Cl-
uneubumopa 6 Kpoeu u Qynkyuonanronou akmusnHocmu Cl-uneubumopa 6 Kpoeu, HeoOX00UMO

nosmopumu ucciedosanue.[36]

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

YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: ¢ nopme y demeti 0o 1 eoda ypoenu CI-UHI u eco ¢ynxyuonanroroti axmugnocmu
3HAYUMENbHO HUXCe, YeM y 83pocavlx. [loamomy ucnonv3osanue smux noxazameineti y oemeii 00 200d ¢
yenvto ouacnocmurxu HAO neunghopmamueno. Taxowce neungopmamusHvilM cuumaemcs ucciedosanue
KOHYeHmpayuyu KOMNIeMeHma 6 NYNOBUHHOU KPOBU OOHOUEHHLIX HOBOPONCOEHHBIX, MAK KAK €20
ypoeenb Hudice, uem YpoGHU Y 83pOCIblX. Ypoenu anmuzena u gyukyuonarvnas akmuenocms CI1-UHI

coomsemcmaytom 70% u 62% om nokazameneu y 83pOCavblx, COOmeemcmeeHHo. [1]

UeﬂbHClﬂ KpOBb AGJIAENICA npeénoqmumeﬂbelM 6u0Mamepuan0M 05l MONEKYIIAPHO-2ceHemuiecKoco

uccneoosanus. OOHAKO OAHHOE UCCAe008aHUEe MONCHO NPOBOOUMb HA JIIOOLIX MKAHAX Yelo8eKa npu

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



MPYOHOCMSAX npedocmasienuss Kposu (OYKanbHblll dSnumenuil CIioHbl, K1emKu 8 Moye, OUONCUUHBIL U

CGKLﬂ/lOHHbll:Z mamepuail u mn)

e Bcem mammenTtam ¢ nono3penreM Ha HAO npu pacxokJIeHHHM AaHHBIX KIMHUYECKOW KapTUHBI U
pe3yNnbTaToOB JIa0OPATOPHBIX MCCIIEAOBAHUN MM MPU COMHUTENIBHBIX PE3yNbTarax J1abopaToOpHBIX
TECTOB, PEKOMEHYETCSI IIPOBEACHUE MOJIEKYISIPHO-TEHETUYECKOTO UCCIIEOBAHNS MYTAllUil B T€HE
SERPINGI B KpOBHM METOJAaMH CEKBEHUPOBaHUs M KoimuecTBeHHOM MLPA ¢ nenpro mowucka

MPUYUHHO-3HAYMMBIX MYTALMS ISl HOATBEPAKACHUS quarno3a.[1,2]
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

Kommenrapuu:  Ilpogedenue  monekyisipHo-ceHemuueckoco  00Ccie0o8anuss  He  AGIAENICS
obs3amenvHuIM 05 eepupurayuu ouaznoza HAO I u Il muna npu Haruyuu munuyHou KIUHUYECKOU
Kapmumbl U OUACHOCMUYECKU-3HAYUMO20 CHUNCEHUs YPOBHA U/UNU (DYHKYUOHANILHOU AKMUBHOCU
uneuoumopa Cl-acmepasvl. Kpome mozco, omcymcmeue 0OHAPYHCEHUs. ONUCAHHLIX MYMayuii npu

MONEKYNIAPHO-2eHemuieckom oociedosanuu He uckatouaem ouazcnoz HAO.[1,2]

e Omnpenenenue ypoBHs C4 ¢pakiuu komruiemenTta (C4) manmentam c¢ mopo3penuem Ha HAO

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

Kommentapuu: y nayuenmose ¢ HAO I u Il munos ommeuaemcs chudcenue C4 Komnonenma
komniemenma (Tabauya 3), OTHAKO OAHHBIU NOKA3aMeNlb He Modcem Obimb UCNONb308AH OIS

NOCMAHOBKU OUALHO3A, MAK KAK OH MOdcem Oblmb CHUMNCEH Npu MHO2uX opyaux sabonesanusx. [1,3]

e [lanmenTtam ¢ nono3pennem Ha HAO He pexomennyercs onpezaenenue ypoBHs C2 u C3 ¢paxuuit

KOMILJIEMEHTA HU C 1[EJIbI0 CKPUHUHTA, HU C LIEJIbIO TOCTAaHOBKM Juarno3sa.|1,2,48]
YpoBennb yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 5)

e Bcem B3pocneim manuentam ¢ peduiutom CIl-MHIT u penuauBupyromuMu aHTHOOTEKaMu 0e3
KpanmuBHUIIBI, HO 0€3 CEeMEMHOro aHamMHe3a WM BbIABIEHHOM MyTanuu B reHe SERPINGI
pexoMeHyeTcs uccinenoBanue yposuein Clq ¢ppaxkuuum komnonenra komiuiemenTa (C1q) B kpoBu u
onpezenenue Hanuuus antutend K Clq B KpoBH I UCKIIOUYEHUS] MPUOOPETEHHOIO aHTHMOOTEKA
(npunioxxenue b-1). [1-3.49]

YpoBenb yoenuTeabHOCTH pekoMenaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB - 4)

Kommentapuu: /740 umerom cxodxcyio KauHuuweckyio xapmumy u seisiomcs genoxkonueti HAO (ne
Hacneoyemcsy). Ilamonoeus 6 cucmeme komniemenma ooyciognena gvipabomrou aumumen k CI1-MHI
UU NOBbIUEHHBIM e20 nompedaenuem. Ilpu 1a6o0pamopHblx UCCIE008AHUAX OMMEUAEMC sl CHUNCEHUE

Konuvyecmea unu Qynkyuonanvrot akmusnocmu Cl-uneubumopa, Kax npasuio, MeHee 8bipadceHHoe,
yem npu HAO. [1-3,49]
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e [Tanmentam ¢ HAO, mnonyyaBIIMM CBEXKE3aMOPOXKEHHYIO IUIa3My, C ILIEJIbI0 CBOEBPEMEHHOMN
JUArHOCTUKU  WH(MEKIHMOHHBIX  3a00JIeBaHH  PEKOMEHIYeTCs  IMPOBEIEHHE  €XKETOIAHOTO
00CIIeJOBAHHUS:

o ompenenenue antuten k BUY (Onpenenenne antuten kmaccoB M, G (IgM, IgG) k Bupycy
ummyHonedunuta yenoBeka BUY-1 (Human immunodeficiency virus HIV 1) B xpoBwu;
Omnpenenenue anturen kinaccoB M, G (IgM, IgG) k Bupycy ummyHoneduimura yenoseka BUY-2
(Human immunodeficiency virus HIV 2) B kpoBu;)

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

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

KommenTtapuu: Bce nayuenmor ¢ HAO nomenyuanono mo2ym nonyuams npenapamol Kposu 4elosexd,
CONPAJICEHHbIE C PUCKOM Nepeoayu MpancMUCCUBHBIX UHDEKYULL: CBeHCe3aMOPONACEeHHAs NAA3MA U
uneuoumop Cl-acmepasel uenosexa. Ha cecoonawmnuii oens ne 3ape2ucmpuposano Hu 00HO20 ClyYas
nepeoauu ¢ npenapamom BUY, cenamumoe B u C u napeosupyca B19 npu eeedenuu konyenmpama

uneubumopa Cl-ascmepaszwvl uenosexa [50].

e Bcem mammentam ¢ HAO pexomeHayeTcsi onpeneieHue OCHOBHBIX Tpynm mo cucteme ABO u
onpeznenenue antureHa D cucremsl Pesyc (pesyc-daxrtop) nmnsi oOecriedyeHUs BO3MOKHOCTHU

OBICTPOTO BBEJCHUSI CBEXKE3aMOPOXKEHHOM IJIa3Mbl MPU BO3ZHUKHOBEHUU TaKON HEOOXOIUMOCTH.
[51]

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o [laruentam ¢ HOpmambHBIMEU TOKazaTensmu C1-HIT u ero ¢yHKIMOHaIBHOW aKTUBHOCTU TPHU
JIBYKPAaTHOM HCCIIEJOBaHUH, HO UMEIOIUM XapakTrepHyto Ajid HAO kIMHUYECKyI0 KapTUHY W/WIN
CEMEHHBI aHaMHE3, C IEJNbI0 IMOKWCKAa MPUYWHHO-3HAYMMbBIX MYTALMU JUIsl TTOATBEPKICHUS
nuaraoza HAO 6e3 nepunmra C1-UHI™ pekomenayeTcst mpoBeaeHne MOJICKYISIPHO-TEHETHYECKOTO
UCCIIEIOBAaHUS:

[e]

9k30Ha 9 rena F12 meToiom ceKkBEeHHpPOBaHUS
o reHa ANGPT1 meToiom CEeKBEHUPOBaHUS
o reHa KNGI1 meronom cekBeHMpOBaHUs

o Ha Hamumuue myTtamuu c.988A>G (p.Lys330Glu) B rene PLG meTogamu mpHIENIbHOTO MMOMCKA

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

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

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

e Bcem poactBenHukam (B ocobennoctu aetsam) manuerta ¢ HAO 6e3 nedurnura C1-UHIT (naxe npu
OTCYTCTBUHU KIIMHUYECKUX MPOSIBICHUM 3a00€BaHus1) C LEIbI0 CBOEBpeMEeHHOM quarnoctuku HAO
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6e3 nedummra CI1-MHIT pexomenmyeTcs MOUCK paHee BBIIBICHHOW y TpoOaHAa TPHUYUHHO-
3HAYUMOM MYTallud MOJIEKYJISIPHO-TEHETHUECKIUMH METOJIaMU TPUIIETFHOTO IMOMCKa MYTallWu.
(tabmnuma 2).[10,36,54-56]

YpoBenb yoeaureabHOCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB - 4)

2.4 UHCcTpyMeHTAJIbHbIE THATHOCTHYECKHE UCCJIeTOBAHUS

e V3U u/unu KT opranoB OpromiHoi MOJOCTH PEKOMEHAYETCS MAIMEHTaM MTPH BBIPAKEHHBIX OOJISIX B
’KUBOTE C LIENBI0 MpoBeAeHUus TuddepeHInanbHOl TUArHOCTUKU C 3a00JI€BaHUAMU C KIMHUKON

ocTporo xuBota.[S7-60]

YpoBenb yoenuTeabHOCTH pekoMenaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 4)

2.5 Uuble THATHOCTHYECKHE UCCJICAOBAHUSA

» KoHcynpramus Bpaya-xupypra peKOMEH0BaHa MAIMEHTaM C BBIPAKEHHON a00MUHATIBLHON aTakou
st quddepeHnmanbHO TUAarHOCTUKU ¢ 3a00JIEBaHUSMH, TPHUBOIAIIMMHU K KIMHHUKE OCTPOTO

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

e PexoMeHayercsi KOHCyabTalusi Bpada-otopuHonapunroiora (JIOP) w/mnu Bpawa-anectesuosnora-
peaHuMaTosiora MalleHTaM ¢ MpPU3HAKaMH OTEKAa BEPXHUX JbIXAaTEIbHBIX NYTeW C LEJbIo

00BEKTHBHU3AIUH Kaj100 U OIEHKHU ITPOXOAMMOCTH JbIXaTeIbHbBIX MyTeH. [1,35]
Yposennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 5)

o [Tanmentam ¢ HAO pekoMeHyeTcs POBEACHUE KOPPEKIIMKM COMMYTCTBYIOIIEH MATOJIOTUU BpadyaMHu

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

YpoBeHb YOeAUTEIbHOCTH PeKOMeH/1aluii - B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 3)
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3. JIeuenue

Teparnust HAO cocTout U3 Tpex 0OCHOBHBIX KOMIIOHEHTOB (Tabnuna 4):

e KYNHUPOBAHHUS OTEKOB;

e KPaTKOCPOYHOU MPOQPHUIAKTUKHU (TIepe]l ONEepPaTUBHBIMUA BMEIIATEILCTBAMHU U CTOMATOJIOTUYECKUMU

MaHI/IHYH}IL[I/ISIMI/I) )

o ILOJ’IFOCpO‘IHOﬁ HpO(l)I/IJIaKTI/IKI/I IIpu TSOKCIOM TCUCHHMU WM YaCTbIX IIPUCTYIIAX 3a00JI€BaHUS

(mpodunakTUKa peIruanuBOB).

Tabnuna 4. Tepanus HacnenctBeHHOro aHrMOOTEKA

HanpasrieHne
Tepanuu

[MpenapaTbl Ans B3pOCbIX

MpenapaTbl Ans geten

KynuposaHune oTéKOB

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

o Caexe3aMopoXeHHas nnasmal2]

e lkatmnbaHT (y geTen ctapwe 2-X feT);
e UHrmbutop Cl-acrtepasbl Yenoseka (y Aeten
cTaplie 2-x ner);

. CBe)KEBaMOpO)KeH Haa njia3ma

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

e #WHrnbutop Cl-3cTepasbl Yenoseka

EBS&KMO%)}?#MHK? e UHrmnbutop Cl-acTepassbl yesioBeka (y e WNHrmbutop Cl-acTtepasbl yenoseka (y AeTten
B3POCNbIX N AeTel cTaplie 2-X JieT); cTaple 2-x ner);
e [laHason; o CBexe3aMOpOXeHHas niasma;
o CBexe3aMopOXeHHas nnasma o #[aHazon (Tonbko npu OTCYTCTBUU
nHrnéutopa Cl-actepasbl)
ﬁggg)owcnp:;_rl-li/laé e [aHason; o #WHrmbutop Cl-acTepasbl 4enoseka (y

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

CTaauu NosoOBOro CO3peBaHusi Mo TaHHepy)

3.1 KynupoBanue 0TéKoB

Bce oméku ovixamenvHblX nymeil, oméku 6 obaacmu quya u wieu, msasjiceisvie ab0oMUHaIbHble amaxi,
a 6 psaode cuyuaes u msoicenvie nepugepuyeckue oméxu (Hanpumep, OMEK NONOBbIX OP2AHO8 Y
MYHCUUH) mpebylom aKmueHOU Mepanuu 6 C6A3U C PUCKOM pPA3BUMUL CMEPMENbHO20 UCX00d
gcnedcmeue acurcuu Ui UHEANUOU3AYUU (OCTONCHEHUS ONUMENbHOU SUNOKCUU 20108HO20 MO32d,
HALOJCEeHUe YUCMOCIMOMbl NpU  OIUMENbHOU O0OCMPYKYUU MOYe8bl0OAWUX NYmel, HAL0MCeHue

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

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

a6I[0MI/IHaJ'II>HI>IMI/I arTaKaMH1 H HCpI/I(bepI/I‘IeCKI/IMI/I OTéKaMI/I, COIIPSKCHHBIMU C PUCKOM PA3BUTUS
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OCHO)KHCHHﬁ, PEKOMCHAYCTCA HA3HAUCHUC TIIpCHaparoB I KYyIIMPOBAHUA OTEKOB C IIEJIBIO

KynupoBaHus oTéka (Tabmuna 5, npunoxenne b-3). [1.28.62-71]

Juis B3pocbIX M JAeTedl OT 8 JieT: ypoBeHb YOeAUTEJbLHOCTH peKoMeHAauuid A (ypoBeHb
JAOCTOBEPHOCTH 10KA3ATEJbCTB 2)

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

KOMMeHTapI/II/I: UKAMUOAHM — B8bICOKOCENEKMUBHBIU AHMA2OHUCT 6pa()uKuHuH06‘le peuyenmopoes 2

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

e [lauentam ¢ HAO 1 wu Il TumoB c¢ oTékamu, CHOCOOHBIMM TIPUBECTH K ac(ukcum,
a0JIOMMHAILHBIMU aTaKaMHU U Tepu(epudecKuMu OTEKAMH, COTMPSKEHHBIMU C PUCKOM pPa3BUTHUS
OCJIOKHEHHM, PEKOMEHAYETCSl Ha3HAYEHUE IIPEnaparoB Ui KylHpOBaHUsA OTEKOB He mno3aHee 30
MUH TOCJI€ TMONaJaHus MaleHTa B JIEYEOHO-MPOYUIAKTUYECKOE YUPEKJIEHHUE: HMKATUOAHT WU

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

YpoBeHnnb yoenutreabHoCcTH pekoMeraanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATENbCTB 5)

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

MpenapaTt B3pocnbie Oetun

NkaTnbaHT 30 Mr n/k C 2-x neT, 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 OMUUA)

e [lammentoB ¢ HAO I u Il tumoB pexomengyercs obOecrneyuTh Mpernaparamu sl KyHpPOBAHUS
OTEKOB Ha JIOMY M 00yUUTh TEXHUKE CAMOCTOSITEILHOTO BBEJICHHUS ISl paHHET0 KYIHUPOBaHUs OTEKA
U IIpeoTBpalleHus (araapHOro ucxoaa. [75—77]

YpoBenb yoeauTeabHOCTH pekoMeHaaunii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 4)

Kommentapuu: Uxamubanm u uneudbumop Cl-ascmepasvl yenogeka mo2ym Oblmb UCHONb308AHBL
camocmoamenvbHo nayuenmamu 6 oomawnux ycaosusx. [19,70,75-77] Camocmosmenvroe 6gedenue
npenapamog umeem peuwlaroujee 3Havenue O IPOeKmusHol mepanuy OCMpPsLIX HNPUCMYNOS,
NOCKONbKY paHHee JleyeHue nNpu pazeumuu npucmyna oOonee d¢gekmusno u npedomepawaem
pazeumue ocnoxcHenuu. [1,66,68-71] [lozonee Hasnauenue npenapamos modxcem npusecmu K
Gdamanvromy ucxody npu oméke sepxnux ovixamenvuwix nymetl. [69,78]
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o [laruentam ¢ HAO 6e3 gedpunura C1-MHI' ¢ orékamu, cnmocoOHBIMU TpUBECTH K achuKcHM,
a0JOMMHAJIbHBIMU ~aTakaMU M TOKEIBIMU NEpUPEPUUECKUMU OTEKAMH, CONPSHDKEHHBIMU C
pPa3BUTHEM OCJIOKEHHUM (HampuMep, OTEK MOJIOBBIX OPraHOB C OCTPOM 3aJIEPKKOM MOYM Yy MY>KUHH)
PEKOMEHIyeTCsl BBECTH #HukatuOant wu/munu #HunruOutop Cl-screpa3bl 4YenoBeka C  IEITbIO

KyIUPOBaHMsI OTEKA (JIO3UPOBKH CMOTPH B Tabmuile 5, mpuiiokenue b-3). [79—86]

Jas B3pocabix: YpoBeHb YyOeauTeabHOCTH pexoMeHaanuii - C (ypoBeHb JI0CTOBEPHOCTH

JI0KAa3aTeJIbCTB -4)

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

Kommenrtapuu: /[na HAO 6e3 oedpuyuma CI1-HHI" 0annvix panoomMu3upo8anHulx UCCie008aHull no
oyenke appexmusnocmu uxkamubauma, Konyeumpama uneubumopa Cl-scmepasvl uenogexa,
CBEHCe3aMOPONCEHHOU Naazmvl Hem. Jlanuvie 06 3¢ghekmusHocmu npumeneHus uxamubauma u
uneubumopa Cl-scmepaszwl  uenoseka npomusopeuusvl. Illpu HesghghekmusHocmu  yKa3aHHbIX

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

e Pexomennyercs oOecneuyuTh JOCTYMHOCTb JJISi CaMOCTOSITEIBHOTO BEBEACHMS IMpernaparoB IJis
KyIUPOBAaHMSI HE MEHEE YeM JIBYX aTak JJisd JOCTHXKEHMsI pa3pelieHus: oTéka npu HeaHEeKTUBHOCTH

MIEPBOTO BBEICHUS MPENAPATOB U/WJIH 171l KyUPOBaHUS PEIUANBOB.[1]
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3ATEIbCTB S)

KommenTapuu: B 6orvuiuncmee ciyuaed 0OHOKPAmMHO20 88e0eHUs NAMOSeHeMU4ecKux npenapamos
(ukamubaum, npenapam uneudoumopa Cl-acmepasvl uenogexka) 00CMAMOUHO O KYNUPOBAHUSL
cumnmomog HAO. OOHaxo 8 HeKOmMopwixX CIy4aAsX 0OHOKPAMHO20 86e0eHUs npenapama (0cobenHo npu
no30HeM 66e0eHUU) Ovleaem HeOOCMamouyHo O KYNUPOBAHUS OMEKA, MAaKice He UCKIIOYEHO

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

e [lamuentam ¢ HAO pexoMeHIyeTcsi UCIONIB30BaTh CBEKE3aMOPOKEHHYIO IJ1a3My KpOBHU IS
KyIMUPOBaHMsI OTEKA B CIIy4yae OTCYTCTBHS OBICTPOTO JOCTyNa K KoHLeHTpary uHruburtopa Cl-
ACTEpa3bl U UKATUOAHTY (JIO3UPOBKH CMOTPH B Tabmuile 5, mpunoxkenue b-3).[19,42,89-92]

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

JAOCTOBEPHOCTH A0KA3aTeJIbCTB 4)

dnsa manuentoB ¢ HAO 06e3 nepuunura ypoBusa Cl-uHruOurTopa: ypoBeHb YOeAMTEJIbHOCTH

pexomenaamnuii - C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 5)

KOMMeHTapI/II/IZ CEENHCEZAMOPOICEHHAA NAA3MA HE MOdcent paccmampueamsvcsl KAK OIKeUBAIEeHM
namozenemu4eckoul mepanuu, makxk KdkK He cmandapmwupoeaﬂa no Kojauvecmsey uH2u6um0pa Cl-
acmepas3bl U KOMNOHERMO6, NOMEeHUUATBHO cnocobdnwvix evizeamv AO ¥y nayuenma c HAO. Bseoenue
nuiasmol CONpPANCEHO C PUCKOM nepe@aqu mpaHCMUCCu6Hblx qubem;wZ, a makoice pazeumus 001bUL020

Yucna HedxceamenbHblX peakyuil (6 mom uucie anaguiamuieckoo uwoka).[2,78]
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o [laruentam ¢ AQO BepXHUX [JbIXaTeNbHBIX MyTed B ciydae HeIDOEKTUBHOCTH Tepanmuu
AHTUTMCTaMUHHBIMU ITpenaparamMu JUis cucteMHoro npumenenns u ¢cl'’KC u Hanmnumm xapakTepHbIX
npuzHakoB HAO B KIIMHMYECKOW KapTHHE PEKOMEHIYETCS BBECTH CBEKE3aMOPOKECHHYIO IUIa3My

KpPOBH JIJIs1 KyIUpOBaHUs 0TEKa.[89,93,94]
YpoBeHb yoenuTeabHOCTH pekoMeHaanni - C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB 4)

o [larmentam ¢ HAO 1 u Il TumoB He pexoMeHIyeTcs Ha3HaueHUE #TpaHeKcamoBasl KucCIoTa** u

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

o [Tamentam ¢ HAO I wu II TunoB HacTosTenbHO He pekomeHayercss HasHaueHue cl'KC,
snuHepuHA™™*, aHTUTHCTAMUHHBIX MPENaparoB JJs CUCTEMHOTO MPUMEHEHUS JJsi KyIMHUpOBaHUS

T00BIX BUIOB OTEKOB.[94]
YpoBeHb yoenureabHOCTH pekoMeHAanui - C (ypoBeHb J0CTOBEPHOCTH 10Ka3aTEJIbCTB -5)

e [lamentam ¢ HAO AO B olnacTtu ropraHu NHpu HapacTaHUU OTEKA WM HEI(P(EKTUBHOCTH
NPOBOAMMON  TEpalmuu  HACTOATEIBHO  PEKOMEHAYETCS  TOCHUTalIM3aluusi B OTACJICHUE
OTOPUHOJIAPUHTOJIOTUU WM PEAaHUMAI[MOHHOE OT/AENEHUE C 1EJbI0 CO3/[aHMs YCIOBUU IS

MPOBEACHUS PEAHUMAIMOHHBIX Meponpusituid [1,34,35]
YpoBenb yoeaureJabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

e [lanmentam ¢ HAO ¢ AO B oGnactu ropranu npu Hed3((HEKTHUBHOCTH MPOBOJUMON Tepanuud U
IIpHU3HAKaX HapacTarouled oOCTPYKLMHU IbIXaTENbHBIX IyTEH PEKOMEHIYETCsS PAaHHEE MPOBENECHUE
KOHMKOTOMMH/HAJIOKEHUE TPAaxeoCTOMbI WM IPOBEACHHE MHTYOALMU Tpaxeu A oOecreueHUs

MPOXOAUMOCTH JbIXareabHbIX myTer. ([Ipunoxkenue b-3). [28,29,34,35]

YpoBenb yoenuTeabHOCTH pekoMeHaanni — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB - 4)

3.2 KparkocpouHas npodujiakTuka

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

CI’I’ZOMCZWIOJZOZM’i@CKOMy/auClZHOCWluHQCKOMy/OnepClWZMGHOMy emeutaneinbenie).

o [laruentam ¢ HAO I u Il TumoB pekoMeHIyeTCs MPOBOAUTH KPATKOCPOUHYIO MPOPUIAKTHKY
(tTabnuna 6, npunoxenue b-4) nepen J0ObIMU ONEPATUBHBIMU BMEIIATENbCTBAMHU (B TOM YHUCIIE
MajblMHM, TAKUMU KaK CTOMATOJIOTMYECKHUE MAHUIYJSLUN), WHBAa3UBHBIMH MEAUIIMHCKUMU
MCCJIeIOBAaHUSIMU, 0COOCHHO B O0JIACTH JBIXATENbHBIX IMyTEH, BEPXHUX OT/AENIaX MUIIEBAPUTEIHLHOTO

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

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4)
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Kommentapuu: Oméku, ceazamnvie ¢ OAHHbIMU NPOUeOypamu, 0ObIUHO BO3HUKAOM 6 meueHue 48

yacoe om manunynayuu.|[1]

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

npo(UIaKTUKY.
Mpenapat B3pocnbie Oetn
NHrnéutop Cl-acTepasbl Yenoseka 1000 ME B/B 15-30 ME/kr macchl Tena B/
B
CBexe3aMopoXXeHHasa nnasMa 400 mn B/B 10 mn/Kr Maccbl Tena
(Tonbko npwm OTCYTCTBMMU

nHrmbutopa Cl-acTepasbl YesoBeka)

[aHaszon 2,5-10 Mr/kr maccel Tena 3a 5 gHen #naHason TONbKO npu
Jilo) n 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(MakcumanoHas nosa
600 mr)

o [Tammentam ¢ HAO I wm Il TumoB mepea NpPOBEAECHUEM CPOYHBIX M IIAHOBBIX OIEPATUBHBIX
BMEIIATENbCTB (B TOM UHCIE MaiblX, M CTOMATOJOTMYECKUX MAHMITYIIAINA), WHBA3HUBHBIX
MEJIUIIMHCKNX UCCIEAOBAHUM B KQUECTBE NMPEMEINKALIMN PEKOMEHIYETCSI BHYTPUBEHHOE BBEJCHHUE:
npenapara uHruouropa Cl-screpa3bl yenoBeKa ISl CHM)KEHMSI PUCKA pPa3BUTHUSL OTEKOB IOCIE

JAHHBIX UHTEPBEHIUH (JI03UPOBKU CMOTpHU B Tabnuiie 6, npunoxenue b-4). [42,96—-100]
YpoBennb yoenureabHOcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB 4)

KommenTapuu: npenapam uneubumopa CIl-3cmepa3svl yenogexa A6isaemcs npenapamom 6bloopa 0nis

Kpamrxocpounou npoguniakmuku. Eeo npumenenue naubonee sghghekmusHo crudxicaem puck pazeumuis
OmMEK08 nocie MeOUYUHCKUti npoyedyp 6 cpasnenuu ¢ opyeumu npenapamamu [97]. Uneuoumop CI-
acmepasvl 4enoeKa OO0JHCEeH NPUMEHAMbC OISl NPOQPUIAKMUYECKOU NPeMeOuKayuu Kaxk MONCHO
OnudIce K Hauany npoyedypsvl (OnmumManbhslil nepuod 3a 1-6 uacoeé 0o manunyiayuu) (ITO3UPOBKU

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

e [larmuentam ¢ HAO I u II TumoB asig moAroTOBKM K TUTAHOBBIM ONEPATUBHBIM BMEIIATEILCTBAM (B
TOM 4YHMCJI€ MajblM, TAKMM KaK CTOMATOJOTMYECKHUE MaHUIYJSALMH), UTHBA3UBHBIM MEIUIIMHCKUM
MCCJIEIOBAaHUSIM B cilyyae oTcyTcTBUS MHruoutopa Cl-3crepasbl yenoBeKka PEKOMEHIYETCs HavyaTh
npuem J[lanazona (103UpOBKH cMOTpu B Tabmuue 6, npuioxeHue b-4) umum yBenmu4yuTh 103y
Janazona B 2 pa3a OT MCXOAHOM (€ciM MalMEHT MOoJlydaeT 0a3uCHYIO TEepamuio IMpenapaTtom
Hanazon) 3a 5-7 nHeil a0 mianupyeMod Manunyisiuuud. Yepes 3-4 nHs mociie OmneparuBHOTO
BMEIIATENIbCTBA/MIHBA3UBHOIO UCCIIEIOBAHUSI PEKOMEHIYETCS OTMEHUTh J[aHa3071 Wik BEpHYTHCS K

HCXOMHOM 103e OasucHoM Tepanuu. [42,97,99,101]
YpoBensb yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)

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

npogurakmuky moavko eciu omcymcemeyem uneuoumop Cl-acmepazvl uenogexa. [102]
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e [Tanmentam ¢ HAO I u Il TunoB st MOATOTOBKM K CPOYHBIM U IUIAHOBBIM  ONEPATHUBHBIM
BMELIATENIbCTBAM (B TOM UHCJIE MalblM, TaKMMH KakK CTOMATOJOTMYECKHE MAaHUITYJISILIIM),
WHBAa3UBHBIM MEIUIIMHCKUM HCCJIENOBAaHUAM B Cily4yae OTCYTCTBHS uHruoutopa Cl-sctepassl u
JTaHA30JIa PEKOMEH/IYEeTCSl BBOAUTH CBEXKE3aMOPOXXECHHYIO T1a3My (JO3UPOBKH CMOTPH B TabnuIle 6,
npunoxenue b-4). [1,2,42,90,103,104]

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

o Ilammentam ¢ HAO I u Il THNOB ¢ L€IbIO MOATOTOBKH K JIFOOBIM HMHBA3MBHBIM MEIUIIMHCKUM
BMeNIaTebcTBaM He pexkomeHayercss BBoauTh CI'’KC u aHTUrHCcTaMUHHBIE Npenaparhbl AJis

CHUCTEMHOTO MPUMEHEHHUS JJIsl MPO(UIAKTUKH PA3BUTHUS OTEKOB. [2,19]
YpoBenb yoenurTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o Bcex mamumenram ¢ HAO I wm Il Tumos, mpoxomsmux nr00blec WHBAa3UBHBIC MEIUIIMHCKHE
BMEIIIATENIbCTBA, PEKOMEHAYyETCs 00eCIeunTh MperaparaMu i KyIMHUpOBaHUsS HE MEHee 2-X

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

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

Kommentapuu: Jliobas npoguraxmuueckas npemeouxkayus He UCKA0UAenm pa3eumust «npopbleHbIXY
APUCHYNO8, HOIMOMY NAYUeHMbl OOJIHCHbL OCMABAMbC OO HAONI00EHUEeM, NPU DIMOM OOJIHCHO OblMb

00CMYNHO npogedeHue mepanuu, HanpasieHHol Ha Kynuposarnue npucmyna.[96,97,100]

Iokazamenvrou 6azvi 0 HeobXooumMocmu u 3QHeKmusHOCmU KPAMKOCPOUHOU NPOPUIAKMUKU Y
nayuenmos ¢ HAO 6e3 oecpuyuma CI1-UHI nem.[105]

3.3 JlosarocpovyHasi npopuIaKTHKA

OcHoBHas 3aj1a4a JOATOCPOYHOU MPOPUITAKTUKY — YMEHBIIIEHUE YaCTOThl U MHTEHCUBHOCTH aTaK
HAO u muHuMU3anMsi BIUsSHUS 3a00J€BaHUs Ha IMOBCEAHEBHYIO AKTUBHOCTH MalMEHTAa. Tepamnuto
PEKOMEHJIyeTCsl HUHJMBUIyAIU3UPOBATh B 3aBUCUMOCTH OT OCOOCHHOCTEM TEUeHHs, HaIUUUs
MPOTUBOIIOKA3aHNN, TEXHUYECKUX BO3MOKHOCTEU JUIA NOJYYEHUs] TOW WIM WHOM Tepanuu. Yersipe
TPyNIBI IPENapaToB peKOMEHI0BaHO UCTIONB30BaTh s JoiarocpodHoii npodmitaktukd HAO 1, II tumna
(Tabnuua 7): manason, #nopemnapat uHruoutopa Cl-acTepassl yenoBeka, #TpaHeKcaMoBasi KUCIIoTa™*™*,
#IpOTeCTareHsl.

Tabnmuua 7. Ilpenaparbl, Ha3Hauaemble mnauueHtam ¢ HAO [ u Il tunmoB anga poarocpodyHoi

PO HUIAKTUKY.
[MpenapaTsbl B3pocnbie Oetn
HaHazon 100 mr yepe3 1 geHb — 600 Mr/cyTkm TONbKO AeTaM, gocturwmm V ctaaum noaoBoro

co3peBaHuda nNo TaHHepy
#2,5 wMr/kr maccel Tena (MakcuMmanbHas

J 2 )
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#TpaHekcamoBas kucnota**

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 Hefenw

#lNporecTtareHsl

ToNbKO A1 XEeHLWNH AeTOPOAHOro Bo3pacTa.

He npumeHstoTcs

CornacHo  WMHCTPYKUMM K KOHKPETHOMY
npenapary

o Bcem nmammentam ¢ HAO I u Il TunoB pexomeHyeTcs OlleHHMBAaTh HEOOXOAMMOCTh Ha3HAuYEHUS

IpenapaToB JUJIsl JOITOCPOYHOM MTPO(PUIAKTUKY Ha Kaxk10M Buzute.[1,78]
YpoBenb yoenuTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB — 5)

o B3spocnbim mampentam ¢ HAO I u Il TunoB npu HE0OXOIMMOCTU IPOBEAEHUS AOITOCPOUHON
npoUIAKTUKM PEKOMEHJYeTCs Ha3HaueHue JAaHa3ona (JO3MpPOBKM CMOTPU B TabiuIle

7, mpunoxenne A4, npunoxenue AS) st npoduaakTuku pa3Buths oTékoB.[106—108]
YpoBeHb yOeaAUTEILHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KommenTtapuu: danazon nasnauarom ¢ cmapmogoti 0oze 200-600 me 6 cymku, a 3amem noCmenesHo
CHUdCAlom 003) 00 MUHUMAILHOU HE0OX00UMOU 0N OMCYMCMBUS KIUHUYECKUX NPOsGLeHUll
3abonesanus. Bozmodicna anemepuamusnas cxema: Ha4ano mepanuu ¢ HeboIbUOU 003bl Npenapama ¢
NOCMeneHHbIM yeenuduenuem. B nobom cnyuae neobxooumo 6visgeumsv U NPUMEHAMb HAUMEHLULYIO

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

o [lammenTtaM, MoOMy4arouuM JaHA307 B Kaue€CTBE OJATOCPOYHOM MPODUIAKTUKH, TEepen HadyaaioM
TEpallMi W HAa MPOTSHKEHWM BCEro IMEpHOoJa NpUEMaA Ipernapara PEeKOMEHAYETCS NPOBEIACHUE
pPEryJISIpHBIX O0OCIIEIOBAaHUNM JJIsl OIICHKM HAJIW4YWs TMPOTHUBONOKA3aHUN W KOHTPOJIS TMOOOYHBIX

ahdexroB (mpunoxenue A4, npmwioxeraue AS). [1,2,19,78,109]
YpoBeHnsb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 4)

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

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB — 5)

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

HEOOXOIMMOCTH  TPOBEJACHUS  JIOJITOCPOUYHON MPOPUIAKTUKH PEKOMEHIYeTCs Ha3HauYeHUe

#nanazona g TPOQPWIAKTHKKA OTEKOB CTPOTO MO JKU3HEHHBIM TIOKa3aHUsAM  (YacThie
pPEIMLIMIMBUPYIONIME OTEKHM, B TOM YHCIE JKU3HEYIPOXKAIOIIE JIOKAJU3alMh) C HOoAO00OpOM

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

KommenTapuu: danason mooxcno nHaznauams oemam, docmuewium V cmaouu nonoeou sperocmu no
Tanuepy, off label monvko 6 cayuae, koecoa noav3a om npuema NpPenapamos Npesviudaenm pPUck

(vacmoie, msoicenvie OMEKU, 8 MOM HUCE HCU3HeYypodcarowell Jokaruzayuu). Pekomendyemas 003a
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2,5 me/ke Oanazona c nociedyruel Koppexkyueu mepanuu 00 MUHUMATbHOU DhekmusHol 003bl
(mMakcumanvuas oonokpammuas 0osa cocmasigem 200 me/cym). Ilpumenenue oaumasona y Oemell

mpebyem muamenbHo2o Konmpoas b6ezonachocmu. [1,42]

e Bspocnbim manuentam u gersm ¢ I u Il Tunma npum HEoOXOAMMOCTH TPOBEACHHUS JOITOCPOUHOM
NpOPUIAKTUKN PEKOMEHIYEeTCsl Ha3HAYeHHE TPaHEKCaMOBOM KHUCIOTHI*™* I MpOQPUIAKTUKA

Pa3BUTHA OTEKOB (HO3UPOBKH CMOTpH B Tabmuiie 7, mpuiokerane A4, mpunoxkenne AS).[111]
YpoBensb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJNbCTB -4).

Kommenrapuu: mpanexcamosas kucioma umeem 6onee 6blcOKUll npogunb 6ezonachocmu no
CPABHEHUIO C OAHA30]I0M, OOHAKO 8 Kawecmee 00n20cpouroll npoguirakmuxu HAO s¢hghexmusnvl
MONILKO Y HeOONbULO20 YUCIA NAYUEHINOS. YUumbleéas 603MONCHOE GIUSHUE AHMUDUOPUHOTUMUYECKUX
cpeocme (#mpanexkcamosas kucioma™**) na ceepmulearowyio cucmemy KpoGu, 6cem NayueHmam,
NONYUAIOWUM  AHMUPUOPUHOTUMUYECKUE CPeOCmBad 6 Kauecmee O00120CPOYHOU NpODUIAKMUKU,
peKomMeHoyemcs npoumu 00c1e008aHue Ha HAaiuyue npomu8onOKA3aHUL K Npuemy OaHHOU 2pynnbl

npenapamos. [1,2,37,112]

e [lanmenrtam crapiie 18 5eT ¢ TsKenbIM TedeHueM 3a00JieBaHUs NpU HEOOXOAMMOCTU MPOBEACHHUS
JOJITOCPOYHOM TMPOPUIAKTUKA PEKOMEHIyeTcsl HaszHaueHue #Hunruburtopa Cl-screpazsl A

JOJITOCPOYHOM MPOPUITAKTUKU OTEKOB (Tabnuna 6).[2,19,42,113,114]
YpoBennb yoenureabHOcTH pekoMeraanuii C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB 4)

KommenTapuu: npenapam uneubumopa CIl-3cmepasvl uwenoseka obradaem HAUAYHUWUM NPoOpuIem
bezonacHocmu u3 6cex npenapamos 0Jisi 00120CPOUHOU NPOPUIAKMUKU, OH NPOOEMOHCIMPUPOBAIL C8OIO
8bICOKYIO0 bezonachocms Kak 6 obwetl nonyisiyuu nayuenmos [50], maxk u 6 omoenvbHvlx epynnax:
demu, NOOPOCMKU, OepeMeHHble HCeHWUHbL, Nodcuivle aou cmapute 65 nem. [73,115,116] /lna
docmudiceHust dcenaemozo 3pghexma 003y pPeKoOMeHOYemcs aoanmuposams K UHOUBUOYATIbHbIM

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

o [lamuentkam B Bo3pacte oT 18 10 45 ner ¢ HAO I u Il TunoB npu HE0OXOIMMOCTH MPOBEACHUS
JOJITOCPOYHON TPO(HUIAKTUKU PEKOMEHYEeTCsl Ha3HaYeHUE #HIPOTeCTareHbl IS JOJITOCPOYHOM
Npo(PHIAKTUKU OTEKOB (IO3UPOBKM CMOTpU B Tabmuue 7, nmpuioxkeHue A4, npuiiokeHnune AS,
npuinoxenue A6).[117-119]

YpoBenn yoenureabHocTH pekoMmenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB -4)

Kommenrapun: Haszuauenue #npocecmazenvi 603MONMCHO MONLKO NOCNE KOHCYIbMAyuu 6paia-
2UHEKONI02a, C KOMOPbIM 6 OdlbHeluemM NIAHUPYemcs CO8MeCmHoe 6e0eHue NayueHmKU.
#lIpocecmazenvl oKazviealom NONONCUMENLHBIN IhDexkm Ha meyeHue 3a001esanus 6ni0ms 00
NOIHO20 OMCYMCMBUST OMEKO8 Oe3 HeoOXoouMocmu npuema opyeux npenapamosg oonee, yem 6 60%
cnyuaes (a npu npueme #npoeecmazenHos ¢ GblPANCEHHbIM AHMUSOHAOOMPONHBIM dhdexmom — bonee
yem 6 80% cayuaes). [117,118] Ilpenapamamu evibopa sensomcs #npocecmazenvl 6 6uoe
MOHOnpenapamos (mak kax npuem scmpozenos nayuenmam ¢ HAO 3anpewen). [117,120—122]
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e Bcem manmentam ¢ HAO 1 u Il tuna pexomenmyercs oreHUBaTh d(HPEKTUBHOCTH MOI00paHHOM
Tepanuy Ha KaXJI0M BU3HUTE HE pexe | pa3a B 3 MecsIa s ONTHMH3AIMN TEPAITHH JIJIs1 KOPPEKIIUN

JI03bI U/WIIM UHTEpBasa BBeACHUs npemnapara.[1,123]
YpoBennb yoenureabHOcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB -5)

e Bcem mammentam ¢ HAO I u Il Tuma He pekoMeHayeTcsi MpepbhiBaTh MPUEM MpenapaToB s
JOJITOCPOYHON TPO(MUIAKTAKH Ha BpeMs MpUEMa MpemnapaToB s KyNMUPOBAaHUS OTEKOB H
KpaTKOCPOYHOM TPOPUIAKTUKU JUIsI JOCTHXKEHHMS JIYUYIIEro KOHTPOJsL HaJl aKTUBHOCTHIO
3aboneBanus.[ 124]

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

o [Tammmentam ¢ HAO 06e3 nedurura CI1-MUHIT pexomenmyercst MCIonb30BaHHE #TPaHEKCAaMOBOM

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

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

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

o [laruentkam B Bo3pacte oT 18 mo 45 ner ¢ HAO 6e3 gepunura C1-UHIT pexomenmyercs
UCIIOJIb30BAHME  HIIPOTeCTAareHOB MJisi MPO(PMIAKTUKUA Pa3BUTHUS OTEKOB (JO3MPOBKH CMOTPU B

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

o [Tammmentam ¢ HAO I u Il tuma n marmenram ¢ HAO 6e3 nedumura C1-MHI™ He pexomenayercs
UCIIOJIb30BAaHNE AHTUTUCTAMHUHHBIX TMpenapatoB st cucteMHoro npumeHeHuss u cl'’KC s

JOJITOCPOYHOM npopuinakTuku.[92,126]
YpoBennb yoenureabHOcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB -4)

[l] Ha Tepputopuun PO 3apeructpupoBan Toibko wuHrubutop Cl-screpa3bl uenoBeka s
BHYTPUBEHHOTO BBEICHHS, TMOITOMY 3/€Ch M janee OyaeT yKas3bIBaThCsl MpemapaT WUMEHHO s

BHYTPHUBCHHOI'O BBCICHUSI.

[2] CBexxe3aMOpoKeHHas TU1a3Ma A0 KHA UCITOIB30BaThCS TOJIBKO MPU OTCYTCTBUU OBICTPOTO JTOCTYyTIA
K Tepanuu ¢ 1okazaHHou sddexktuBHOCTRIO (Mkatubant, koHueHTpar uHTHOUTOpa Cl-3cTEepassl
YyeloBeKa) M HE MOXKET paccMaTpUBaThCS KaK HKBHUBAJEHT NATOT€HETHYECKOW Tepanuu (Kak B
KOHTEKCTE€ KYyMUPOBAHMSI OTEKOB, TaK M B KOHTEKCTE KPaTKOCPOYHOM MPO(PHUIAKTHKH), TaK KaK He
CTaHAAPTU3MpPOBaHA MO KoiuyecTBy uHruomropa Cl-acTepa3sl W KOMIIOHEHTOB MOTEHIIMAIBHO

criocoOHbIX BbI3BaTh AO y manuenta ¢ HAO.

[3] TosbkO AJIs1 )KEHIUH JIETOPOIHOTO BO3paCTa.
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4. PeaOuauranus

He pa3paborana
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S. IIpopunakTuka

e CempsiMm ¢ HAO I u II tuma u HAO 6e3 nmedumura CI-MHI' pexomeHayeTcss MpoOBEACHHE
KOHCYJIbTAllUM Bpaya-TeHETUKAa C LEJbI0 MONy4YeHUs WHGOpPMAlUU O IUIAHUPOBAHUU CEMBHU.
[54,127]

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

Kommentapuu: y nayuenmos ¢ HAO I u Il muna éepossmuocms podicoeHuss pebeHka ¢ noO0OHbIM
3abonesanuem cocmasisiem 50%. [127] ¢ HAO [ u Il muna u HAO 6e3 oejpuyuma CI-UHI c
gviageHHou mymayuel 6 oOnom u3 2enog (SERPINGI, nnazmunorena, XII ¢akropa cBéprbiBaHus
KpOBH, aHTUIIOATHHA-1) 603M0JCHO npogedeHue NpeHamanbHou OUACHOCMUKU C Yelbl0 peuleHuUs
gonpoca 0 NpoooNdiceHuU  bepemenHocmu.  MonekynsipHo-eeHemuueckoe —mecmuposanue  Ha
cneyu@uuecKyro Mymayuio npo8ooOUmcs ¢ Kiemkamu u3 0opasya 60pCuH Xopuowna, e3samozo nocie 10-
U HeOenu OepeMeHHOCMU Ul U3 00pasya OKONONIOOHBIX 600, nocie 15 Hedenu OepemenHOCMU.
[19,42,54,127]

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

1[EeJIbI0 MAKCUMAaJIbHOTO OrpaHuYeHUs ux Bo3aeicTus.[31,80]
YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 4)

e Bcewm nammentam ¢ HAO He pekoMeHyeTcsl MCIOIb30BaHKUE TIPETMapaToB U3 TPYIIBI HHTHOUTOPOB
AII® u aHTOTOHHUCTOB peUENnTOPOB aHruoTeH3uHa Il ¢ menbro npenoTBpalleHus MPOBOKALUU
orékoB.[1,80,123]

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB 5)

Kommenmapuu: npenapamei u3 OaHHbiX 2pynn npuoosam K HAKONIEHUO OPAOUKUHUHA, HNOIMOMY
Mo2ym  CAysHcums Qaxkmopamu, ymaA;CelaowumMu meyeHue 3a00/1e8anus U sA8UMbCL mpuceepamu

paszsumus pamanvrolx amax. [1,80,123]

e Bcem mammentam ¢ HAO 1 u Il tuna u ¢ HAO 0Ge3 pedpunura Cl1-UHI' ne pexomenmyercs
WCIIOJIb30BAHUE ACTPOTCHOB B CBS3M C PHUCKOM BO3HUKHOBEHHUS >KH3HEYTPOXKAIOIIUX OTEKOB.
[80,118,128]

YpoBenb yoeauTeabHOCTH pekoMeHaaunii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB 4)

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

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

e Bcem mammentam ¢ HAO pexkomeHayeTcsi NPOBEACHUE BaKLIMWHALMU B COOTBETCTBUU C
HauroHnanbHbIM KaleHaapeM  Opo(UIAKTUYECKUX  MPUBUBOK IS MOPO(UIAKTUKH

BaKIIMHOYTPaBIsieMbIX HHPEeKInii.[1]

YpoBeHb yoenuTegrHoCTH pekoMenaanmnia C OBECHL TOCTOBEPHOC 0KA3ATEILCTB .
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Bcem nauunentam ¢ HAO pexoMmeHnayeTcsi NpoBeIeHHE BaKIIMHAIMK OT renatuta B miis cHukeHus
pUCKa 3apaK€HUsI HTUMU 3a00JICBAaHUSIMH B pe3yJbTare TPAHCMUCCUM OTUX HWHQPEKIUN ¢

npenaparaMu KpoBH (B OCOOEHHOCTH CBEKE3aMOPOXKCHHOM T1a3Mbl).[ 1]

YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB S)

OpraHmaunﬂ OKAa3aHHuA MeHHHHHCKOﬁ IMOMOIIIH

Bce ManmyuCHTHI ¢ pCHUINBUPYIOIIUMU AHTHOOTEKAMH JOJI’KHBI OBITH IMPOKOHCYJIBTUPOBAHbLI Bpa4OM-
AJJICprojioroM-nMMYHOJIOT'OM.

ITocne mocTaHOBKHU JAUuar"ao3a IalucHT:

JlomkeH Mmoxy4YuTh NacnopT O0IBHOTO HACIENCTBEHHBIM aHTHOOTEKOM ([Ipunoxkenue B-2);

JlomxeH ObITh BHECEH B perucTp penkux (opdanapix) 3aboneBanuiit Munzapasa PO.

[Tament ¢ ycraHoBieHHbIM JuarHo3oM HAO nomkeH HaxoguTcs MOJ JIUCHAHCEPHBIM
HaOJIIO/IEHUEM Bpayda MO0 MECTY KHUTEIbCTBA U SABJATHCS [UIsl KOHTPOJs Tepanuu 1 pa3z B 3 Mecsa.
[Ipy KOHTPOJILHOM MOCEIIEHUH Bpada JOJKHBI ObITh 3apEerUCTPUPOBAHBI JIOKAJIU3allKs, YaCTOTa U
TSOKECTh CHMIITOMOB, YacTOTa MCIIOJIb30BaHUS U 3(PPEKTUBHOCTb TEpANUU A KyNHPOBAHMS
OCTpBIX IpucTynoB. HeoO6xonuMo mpoBecTH 0OOIIMH OCMOTP U COOTBETCTBYIOLIEE J1abOpaTOpHOE
o0cles0BaHue.

B coorBerctBun ¢ IlocranoBnenuem IlpaBurensctBa PO or 26.04.2012 N 403 "O mnopsake
BefieHus DenepasbHOTO perucrpa Jul, CTPAJAIIUX >KU3HEYTPOXKAIOIUMU U XPOHUYECKUMU
IPOrpecCUpyIOUIMMH  peaAKUMH (opdaHHbIMHU) 3a00JIeBaHUSIMU, MPUBOIAIIMMH K COKPAIICHUIO
MPOAODKUTENILHOCTU KU3HU TPaXKJAaH WIA UX WHBAJIMIHOCTH, M €r0 PErMOHAJIbHOIO CerMeHra
(Bmecre ¢ "lIpaBunamu BeneHuss PenepaibHOTO perucTpa JIML, CTPAJAOIINX KUZHEYPOKAIOLIIMU
U XPOHUYECKUMHU MPOrPEeCcCUPYIOLIUMH peAKUMH (op(aHHbIMU) 3a00JIeBaHUSMU, MPUBOJIAIIMMH K
COKPAILEHUIO MPOJOJIKUTEIBHOCTH KU3HU TpaKIaH UM UX WHBAJIUIHOCTH, U €r0 PErMOHAIBHOTO
cerMeHra') MalMeHT JO0JKEH ObITh oOecneueH mpernaparamu JUisl NpOoPUIAKTUKUA U IpernapaTaMu
JUISL KyTIUPOBAHHUS OCTPBIX COCTOSIHMM. Y MalMeHTa Ha pyKax BCeraa JAOJKHO ObITh Mpernaparsl 1Jis
KyIHpPOBaHMsI 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

oOecreueH. [TanreHTb! JOMKHBI OBITH 00yUEHBI TEXHUKE BBE/ICHUS MIPENapaToB.

ITaruentam ¢ YCTAHOBJICHHBIM JUArHO30M JOJIKHBI OBITH BBCACHLBI IIPCIIapaThl JIA KYIIMPOBAHUA

xuszHeyrpoxatomux orékoB (Mkarubant wnm wuuruoburop Cl-actepazbl yenoBeka), KOTOpbIE

npeaoCTaBuiI CaM IAlUMCHT B CJIydaC OTCYTCTBHUA OTUX IIPCIIapaToB B MCAUIIMHCKOM YUYPCIKIACHNUU.

IToxka3zanus K NJ1aHOBOM IrOCHUTAJIN3ALIMHA

[Ipu HeapdexTuBHOCTH NMPOBOAMMON Teparuu, mamueHTam ¢ TsokenbiM TedeHueM HAO noxazana

TOCTITANM3ALWS B STATMONAD, AU7 KOPDCIHI TAKTHKY HOICHIS \i. QUPCACHCHI WARNBIIY TP EOH,



JO3H5I.

Iloka3aHus K IKCTPEHHON TOCIUTAJIU3ANNA

o Hannuune npu3HaKoB KOMIIPECCUU JbIXATEIbHBIX MYTEH SBISETCS MOKA3aHUEM ISl TOCIIUTATU3ALMI
B CTallMOHAD;

o Tsxenas abnoMuHaNbHAs aTaka SIBISETCS MOKa3aHUEM ISl TOCTIUTAIN3AI[MH B CTallMOHAD;

e OtcyTCcTBHE WU HENOCTATOUHBIA 3PdexT amOynaropHoro JsedeHus npu tsoxkeiaoM AO uwiu AO

>1<I/I3Heyrpo>1<a}0mel71 JIOKaJIM3aluu ABJISACTCA IMOKAa3aHUCM I IOCIIUTAIN3alln B CTallMOHAP.

IToxa3aHusi K BbINKUCKE MAIMEHTA U3 CralpMoHapa

o KynupoBanue oré€ka;

 [lonGop anexBaTHOI >(hPeKTUBHOM Tepanuu
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6. JlonoaHuTeabHAsA HHGOpPMAaLMs, BJAUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

6.1 IIporunos

e OTEk ropTaHy Mpy HEOKA3aHUM CBOCBPEMEHHOM U a/ICKBAaTHOU Tepamnuu (arasieH.

e [Iporuo3 GraronpusiTHbIN MPU aJEKBATHOW MOKU3HEHHOM Teparuu.

6.2 bepeMeHHOCTH U POaBI.

EepeMeHHOCWIb Henpedcmsyemo eauslem Ha meverue 3a00/1e6anus U MONCem cmAc4anb, YmAJNCEAANb
UIU He O0KA3bleamb HUKO20 6030eUCmElsl. Kpome moco, mevyeHue npedbldyw;ed 6€p€M€HHOCm1/l He

no3eosisem npocHo3uposams meuenue cieoyiower.[1,118,127]

» bepemennbim xenmnmHam ¢ HAO 1 u Il Tuna pekoMeHayeTcsi COBMECTHOE BeJleHHEe OepEMEHHOCTH
NoJl HaOJIIOJEHUEM aJuIeproyiora-MMMYHOJIOTAa M aKyllepa-TMHEKoJlora JMJid CHHIKEHUS pHUCKa
OCJIO’)KHEHUM. [ 1]

YpoBenn yoenureabHOcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

o bepemenHbiM u kKopMmsamuM skeHIMHaM ¢ HAO I m Il Tuma pekoMeHIyeTcss HCIOIb30BaHHE

unaruouropa Cl-3cTepassl yenoBeka Aisi KynupoBanust OTEKoB [1,127]
YpoBenb yoenurTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o bepemennsnix xenmuH ¢ HAO I u Il Tuna pexomenayercst obecnieunts uHruOuTOpoM Cl-3cTepassl

JUIsL paHHETO KyIIMpOBaHUs OTEKA U MpeaoTBpauieHus ¢araibHoro ucxona. [1,127]
YpoBeHb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeIbCTB 5)

o bepemennbim xeHmHaMm ¢ HAO [ u Il Tuna pekomeHayeTcst uCIoib30BaHUE CBEKE3aMOPOKEHHON
M1a3Mbl Uil KyMUPOBAaHUSI OTEKOB M JUIsl KPAaTKOCPOUHOM MPOQPUIAKTUKUA B CIydae OTCYTCTBUSA

naruouropa Cl-3crepassbl.[1,127]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

e bepemennbiM u kxopmsamuMm >keHimuHaM ¢ HAO 1 u Il Tuma pekoMeHIyeTcsi HCIHOIb30BaHHE

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

e bepemennbim u kopmsimuM keHmuHaM ¢ HAO I u I tTuna npu HEoOXOAUMOCTH AOATOCPOUHON

NpoPUIAKTUKH  PEKOMEHIyeTCs  HCmojib3oBaHue  #uHruOutopa Cl-scTepa3sl  ueloOBeKa.
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[1,127,130,131]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 4)

Kommenrtapuu: uncubumop Cl-acmepasvl uenosexka Hauboniee Oe30nAcHblil npenapam, KOMopbil

Modcem Oblmb UCNONL30BAH Y DepeMeHHbIX U Kopmawux sceruun.[115]

o bepemennbM u kopmsamuMm xeHmmHaM ¢ HAO 1 u Il Tuna npu HETsHKEJIOM TEYEHHWH M XOPOIIEH
NEPEHOCUMOCTH PEKOMEHAYETCSl UCIIOJIIb30BAHUE TPAHEKCAMOBOM KUCIOTHI** IUIsl 1ONTOCPOUYHOMN

npodunakruxu. [1,127]
YpoBennb yoenureabHOCTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

e bepemennnim xenHam ¢ HAO [ u Il Tuna HacTosiTeNbHO HE PEKOMEHAYETCS MCMOJb30BaHUE

#nanazona aJis JOATOCPOYHON U KpaTKOCPOUHOM mpodunakTtuku.[1,127]
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

KommenTapuu: #danazon kamezopuuecku 3anpewjen 01 UCNONb308AHUSL Y OEPEMEHHBIX U KOPMAUUX
JHCEHWUH HA B8eCb Nepuod OepeMeHHOCmuU U AaKmayuu, max Kak #oawmazon nponuxaem u uepes
niayenmy, u 8 2pyoHoe monoko. K ux nobounvim sgpgpexmam omnocames mMacKyiuHuzayus niood
JHCEHCKO20 Noad, N1AyeHmMapHas HedoCMmamouyHoCmy U 3a0epicka pocma niooa. Eciu nayuenmxa c
HAO, nonyuarowas 6 kauecmee 6a3zucHou mepanuu #Hoaunazon, nianupyem 0OepemeHHOCMb,

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

o bepemennbim nanuentkam ¢ HAO I u Il Tuma pexomMeHAyeTcsi MPOBOAWTH POAOPA3PEIICHHUE B

CTaloHape Jisi 00eCTeueHUsI MOTHOIEHHOTO KOHTPOJIS 32 COCTOSIHMEM MaTepu U mioaa.[1,127]
YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB 5)
KommenTapuu: memoo podopaspeuwienus onpedensiemcs no axyutepckum nokasanusam.[127]

e bepemenusim ¢ HAO I u Il Tuma pexoMmeHnmyercs oOecnedyuTh NOCTymHOCTh uHruOutopa Cl-
3CTEpa3bl B KOJUYECTBE IS KyMPOBAaHUSI HE MEHEE, UEM JIByX aTak Ha BECh IEPUOJ] POJOB AJIsl €TO

HEMEJIJIEHHOTO BBEICHUS IIPU Pa3BUTHH OCTPOro npucryna. [1,127]
YpoBenn yoenureabHOcTH pekoMeraanuii C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB S)

o Ilepen HEOCIOKHEHHBIMH €CTECTBEHHbIMH pojxamu mnamuesTkam ¢ HAO [ u Il tunma He

PEKOMEHTyeTCsl HCTIOIB30BaHUE TIPETapaToB JJIsl KPATKOCPOUHOU MPOPUITAKTHKHA.[ 1]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

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

npucmynul, 1unub y HemHo2ux xcenujur AO pazeusaemcst 60 epems po0os.| 118]

o [laruentkam ¢ HAO I u Il tuma pexomenmyercs BBeneHue mHruOutopa Cl-scTepassl yenmoBeka

HEPEA  pOAAMUP g kB mER 0 8ARG #1318 Hitio PBHAK S MIAEAR TP Ve dviEe pB- AR #fie dUHNET DY/



6epeMeHHOCTI/I, N €CJIM B 4dHAMHC3C IMMAIMCHTKHM €CTb YKa3aHHA Ha OTEK MOJIOBBIX OpraHoOB

BCJICACTBUC MEXaHUYECKOU TpaBMbl, a4 TAKKXC IICPCA pOAOPA3PCIICHUCM ITYTCM KCCApCBa CCUCHMUA.
[1,127]

YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB S)
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Kpurepun onieHKH KayecTBa MeIUIUHCKOU MTOMOLIH

Kpurepun oueHkn kauecTBa MeAMIUHCKON MOMOIIHU JJIsI aMOyJI1aTOPHOIO

3BCHaA

Kputepun kayecTtsa

OueHka
BbIMOJIHEHUS

MauuneHTy (NpobaHA) BbIMONHEHO ABYKpaTHOE uccnenoBaHme ypoBHsa Cl-uHrnburtopa um
ero dyHKUMOHaNbHOM aKTUBHOCTU B KPOBM WAM MauUMEHTY BbINOSHEHO WUCCneaoBaHue
ypoBHS1 C1l-nHrnbutopa n ero MyHKUMOHaNbHON aKTUBHOCTU B KPOBW B COYETaHWUWU C
rnpoBeAeHNEM MONIEKYISAPHO-FreHeTUYEeCKNUM uccnenoBaHnemM B reHe SERPINGI.

Ha/Het

MauneHTy (poacTBeHHMK naumeHTa ¢ HAO) BbINOAHEHO uccnegoBaHue ypoBHA Cl-
MHrMbumuTopa U ero @dyHKUMOHaNbHOM aKTUBHOCTM B KPOBM WAW TMpoBeAeHO
MONEKYNAPHO-FreHETUYECKUM nccrenoBaHmne B reHe SERPINGI.

Ha/Het

MauneHT ¢ HAO 6b1n1 obecneyeH npenapaTamMn Ans KYNnMpoOBaHUS HE MeEHee, YeM ABYX
aTak: nkatnbaHT n/mnm nHrnbutop Cl-scrtepasbl YenoBeka

Ha/Het

MaumeHT ¢ HAO, npoxoaswmini ntoboe MHBasnMBHOE MeANUMHCKOE BMeLIaTenbCTBO, Obin
obecrneyeH npenapataMu Ans KYNMpoOBaHUS HE MeHee ABYX XXU3HeyrpoXarlmnx aTak:
nKatnbaHT nnn nHrmbutop Cl-acrepasbl yenoseka

Ha/Het

MauymeHty ¢ HAO I n II TMNOB npoBeaeHa KpaTKOCpoyHas npodunakTtuka nepen
no6bbIMM  ONepaTMBHLIMX BMelaTesibCTBaMn (B TOM 4Yucie MasnbiMu, TakuMMKU Kak
CTOMaToONOrMyeckne MaHuNynsaunum), MHBasnMBHbIMU MEANUNHCKUMU UCCNEA0BAHUAMMU.

Oa/Het

MpoBeaeHa KOHCynbTauus BPa4yoM-X1pyprom naumeHTy [¢ Bblpa>XeHHOM
abaoMnHanbHOM aTakomn

Ha/Het

MauveHTka ¢ HAO Ha nepuop 6epeMeHHOCTM 6bia obecneyeHa WHrMbutopom C1-
3CTepasbl YenoBeka

Ha/Het

MauveHTka ¢ HAO Ha nepuog popos 6bina obecneyeHa uHrnbutopom Cl-3cTepasbl
yenoseka ANa KynupoBaHWUs ABYX aTak

Ha/Het

Maumenty ¢ HAO, nony4yatowemy Tepanuio WHrMé6mTopamm AlD, aHTOrOHWUCTHI
peuenTopoB aHrMoTeH3nHa II, BbINosIHEHA OTMEHa 3TUX NpenapaToB

Ha/Het

10

MaumeHT ¢ AO B obnactu roptaHu npuv HapacTaHuMm OTéKa unn HeadpdeKTUBHOCTU
npoBOAMMONM Tepanuu rocnuTaan3mMpoBaH B OTAENEeHWe OTOPWUHOMAPWUHIONOMMN UAN
peaHvMaLMOoHHOE oTAeNeHne

Oa/Het

11

lMauneHTy BbLINONHEHO oOnpeaenieHMe OCHOBHbIX rpynn KpoBwu no cucteme ABO u
onpegeneHune aHtureHa D cuctemsbl Pesyc (pesyc-dakTop)

Ha/Het

KpuTepuu oneHKH KauyecTBAa MeIUIIUHCKON MOMOIIH JJISI CTALIMOHAPHOTO

3BCHA

Ne Kputepumn kauvectBa OueHka
BbINOSIHEHUS
1 MauneHTy Cc oTéKaMu, CNOCOBHLIMM NPUBECTN K achuKcum, abaoMuHanbHbIMKM aTakamm Oa/Het
n nepndepmnyeckuMmn oTéKamm, COMPSHKEHHbIMU C PUCKOM Pa3BUTUS OCITOXHEHUI 6binn
BBeJeHbl npenapaTbl 418 KynupoBaHWUSA OTEKOB He no3gHee 30 MWH nocne nonagaHus
naumeHTa B ie4ebHO-NpoduakTnyeckoe yuypexaeHue.
2 MauneHTy C oTeka BepXHUX AblXaTesSibHbIX MyTel BbINOSIHEHA KOHCY/bTauUs BpavyoMm- [Na/Het
OTOPWMHOIAPUHIONIOrOM U/UN BPa4YOM-aHeCTe3M0I0rOM-peaHMaTosIoroM.
3 MauneHTy C BbIpaXXeHHOW KOMMpeccuen AbiXaTesbHbIX MyTeh npu HeadpdeKTUBHOCTU [Oa/Het
npoBOAMMONM Tepanuu 6bl1a BbIMNOAHEHA KOHWKOTOMUS/HANOXEHNE TpaxeoCTOMbI/
MHTYy6aums Tpaxen
4 MpoeReidMeHOBaROE 13RI I BAKTO PERMVE cRIMTac Megharsent htisstmeduni

ver.com/



abaoMnHanbHOM aTakomn

Mauyventy ¢ HAO I n II TMNOB npoBeaeHa KpaTKOCpoyHass npodunakTtuka nepen [a/Het
No6bIMM  ONepaTMBHLIMX BMelaTesbcTBaMn (B TOM 4Yucie MasnbiMu, TakuMMKU Kak
CTOMaToNorMyeckne MaHunynsaunum), MHBasnMBHbIMU MEANLMHCKUMU UCCNeaoBaHUAMN

MauneHTy BbINOMHEHO (ecnin He 6bI1I0 BbINOJIHEHO Ha amMbynaTopHOM 3Tane) [Na/Het
onpefesieHMe OCHOBHbIX Fpynn KpoBu no cucteme ABO wn onpegeneHue aHtureHa D
cuctembl Pesyc (pesyc-gakTtop)

MauveHty ¢ HAO, nonyvawowemy Tepanuio 3CTporeHamu, wuHrubutopamm ANO, [Na/Het
@HTOrOHUCTbI PeuenTopoB aHrMoTeH3unHa II, BbINOSIHEHA OTMEHa 3TUX NpenapaToB
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Ipuaoxenue Al. CocTaB padouen rpynibl

Usiensl paboyeid rPyIIbL:

10.

I1.

12.

13.

. bnmuznenn Enena AnexkcaHapoBHa — cCTapiiuii Hay4yHbId cOTpyaHuk Jnadopartopun JIHK-

nuarHoctukn OI'BHY «Menuko-reHeTuueckuid Hay4dHbli LIEHTp HWMeHM axkajgemuka H.IL

boukoBa»; K.M.H.

. BuxropoBa Exarepuna AHnpeeBHa — 3aBeayromuil npuemHeiM otaenennemM HMUILL JIT'OU um.

Jmutpus Porau€sa, Bpay UMMYHOJIOT-aJJIEPTONIOTL, IEAUATP

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

n oxpanbl 310poBbs geredt LIKBb PAH, nonent kadeapsl ¢daxynbreTckoil mneauarpuu
neauarpudeckoro paxynsrera ®I'BOY BO «PHUMY um. H.U. [Tuporosa» Munzapasa Poccun.

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

sHJ0KpuHONIOroB Poccum, Accoumanuum «KBantoBas MenunuHa», Poccuiickol accounuanuu

aKyIIepOB-THHEKOJIOTOB, Bpau aKyIlep-TMHEKOJIOT

. Unbnna Haranes MBanoBHa — Buue-npe3suaeHT PoccuickoM acconuanuy ajuieprojoroB M

kuHu4Yecknx uMMyHosoroB (PAAKW), a.m.H., mpodeccop, 3amecturens aupekropa GI'BY «I'HIL

Nuctutyt nmmyHnonorun» ®MBA Poccuu 1o kinmHuueckoi pabote — riaBHbIN Bpau.

. Ky3pmenko Haranbst boprucoBHa — 3aB. OT/I. SMUAEMUOIOTHH M1 MOHHUTOPHUHTAa KMMYHOIS(PUITUTOB

HMMUII JIT'ON um. mutpust Porau€ésa, K.M.H., Bpad ajuieproyior-uMMyHOJIOT, IeAuaTp

. JlatrpimeBa  Enena  AnekcaHIpoBHAa  —  BEAYUIMHA  HAyYHBIM  COTPYAHUK  OTJICJICHUS

nuMmMmyHormarosioruu B3pocibix @I'BY «I'HII UuctutyT ummyHonorun»y ®MBA Poccnn, n.M.H.,
noueHT kadeapsl Knumnudeckas ummynonoruun Qakyasrera MbO T'OY BIIO PHUMY wuwm.

[Tuporoga.

. JlarpiieBa Tartbsina BacunbeBHa — A.M.H., npodeccop kadeapbl KIMHUUECKOW ajuleproJoruu U

nvmmyHosiorun @I1JJO MI'MCY, 3aBenyromuii oTAeIeHHEM UMMYyHOMNaToJIoruu B3pocibix OI'BY
«I'HII MucTtutyT nMmmyHonorun» @MBA Poccun.

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

OI'BY «I'HII MacTuTyT nMmyHosmorum» @MBA Poccun.
HamasoBa-bapanoBa Jleiina CeiimypoBHa - akagemuk PAH, mpodeccop, a.M.H., Tpe3uaeHT
Ncnonkoma Coroza meamarpoB Poccum; mact-npesuaeHT EPA/UNEPSA; pykoBomutens HUU
neauarpun U oxpanbl 310poBbs geteil LIKb PAH, 3aBenyromias kadenpoil ¢akynbTeTckoit
neauarpun neguarpudeckoro (pakymnsreta OI'bOY BO «PHUMY wum. H.U. Iluporosan
Mun3apaBa Poccuu, TIaBHBIM BHEIITATHBIM ACTCKHH CHENHUAINCT MO MPO(HUIAKTHICCKOM
Menuimae Munsapasa Poccun.
Henamesa Haranbs MuxaiinoBHa - 1.M.H., npodeccop kadeapbl KIMHUYECKON ajuieprojioruu u
nmmyHoiorun PMAHIIO.
[Tamnypa Anexcannp HukomaeBMY — pyKOBOAMTENb OTAENA AJUIEPTOJIOTMM W KIMHUYECKOU
nmmyHonorun OCIT «HUKW nemmarpun umenn axagemuka HO.E. Benprumesa ®I'BOY BO
PHUMY um. H.U. ITuporosa Munzapasa P®, a.m.1H., mpodeccop.
[TonsaxoB Anexcanap Bragumuposuu — 3aBenyromuii saboparopueit JJHK-muarnoctuku ®I'BHY
«Menuko-reHeTHYeCKUI Hay4dHbIN 1eHTp uMmeHu akanemuka H.I1. boukoBay; 1.0.H., pod., diI.-
xopp. PAH.
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14. CenumzsinoBa Jlunus PoOeproBHa - K.M.H., Beaymuii Hay4yHblid corpynHuk HUW nenmarpuu u
oxpansl 3710poBbs Aetell [IKb PAH MuHnuctepcTBa Hayku U BbICIIero oopasoBanus Poccuiickoit
®enepanuu, T01eHT Kadenpsl neauarpun u aerckoil pesmaronorun OI'AOY «llepswiii MIMY
uM. 1.M. CeuenoBa» Munszapasa Poccun (CeueHOBCKHI YHUBEPCUTET)

15. lllepébuna Anna HOpweBHa - na. M. H., npodeccop, 3amecTHTeNb aupekropa MuHcturyra
re€MaToJIOTUH, UMMYHOJIOTMUA U KJIeTOouHbIX TexHosnoruit ®I'bY «HMUIL[ AT'OU um. Imutpus
PoraueBa» Munsapasa Poccun, 3aBeayromas OTAEICHUEM KIMHUYECKOW mMmMmyHonornn OI'bY
«OHKI AT'OU um. Imutpus PoraueBa» Munszapasa Poccuu.
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IIpunoxxenne A2. MeronoJiorusi paspadoTku
KJINHUYECKHUX PeKOMEHIAIMHT

LleneBasi ayTuTOPUS JAHHbIX KJINHUYECKUX PEKOMEH/TAIlHii:

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

e Bpay-aHECTE3HOJIOr-PEaHUMATONIOT;

e Bpauy-TacCTPOIHTEPOJIOT;

e Bpay-T€HETUK;

e Bpay-JepMaTOBEHEPOJIOT;

e BpaY-IAETCKUU XUPYPT;

e Bpauy-JIa00paTOPHBIN TEHETHK;

e Bpay-HEOHATOJIOT;

e Bpay oOuIeil MpaKTUKHU (CEMENHBIN Bpay);
e Bpay-OPTOAOHT;

e Bpay-OTOPUHOJIAPUHIOJIOT;

e Bpay-mieauarp;

e Bpay-TieIUaTp ropoJICKOM (pallOHHBIN);
e Bpay-TieIUATP YYaCTKOBBIN;

e Bpay-IUIACTUYECKUI XUPYPT;

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

e Bpay 10 00IIEel TUTHEHE;

e Bpay IPUEMHOIO OTJEICHHUS;

e Bpad CKOPOM MEAULMHCKON ITOMOIIIH;

e Bpay-CTOMATOJIOT;

e Bpay-CTOMATOJIOL JIE€TCKUM;

e Bpay-CTOMATOJIOT-OPTONEN;

e Bpau-CTOMATOJIOT-TEPAIECBT;

e Bpay-CTOMATOJIOr-XUPYPT;

e Bpay-TeparenT;

e Bpay-TepareBT MOJIPOCTKOBLIN;

e BpAY-TEPAIICBT YUYACTKOBBIN;

e Bpay-TEpaIEBT yYaCTKOBBIN 1IEXOBOI0 Bpaye€OHOI0 y4acTKa;
e Bpay-TpaHCc(Py3HOIOT;

e Bpay QYHKIIMOHAILHON AUArHOCTUKH,
e Bpay-XUpypr;

e Bpay-yeJIIOCTHO-JIULIEBON XUPYPT;

e Bpay->HJI0CKOIHNCT;

e CTapIIMii Bpad CTAHIUMU (OTACICHHUS) CKOPOH MEIUITMHCKON TOMOIIIH;
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MeTomosiorusi pa3spadoTKi KJIMHAYECKUX PEKOMEHTaui

2 uneHa paboueit rpymnmbl (JlateimeBa Enena AnekcannpoBHa m Manto Mpuna AnekcanapoBHA)
HE3aBUCUMO JIPYT OT ApPYyTa BBINOJHSUIA CUCTEMAaTUYECKUM MOUCK U OTOOp MyOJMKalMi HE3aBHCHUMO
apyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck mpoBoawiics B mouckoBoil cucteme PubMed
(http://www.ncbi.nlm.nih.gov/pubmed/), KokpaHoBckoi oubInoTeKe

(http://www.cochranelibrary.com/), Hay4YyHOU AIEKTPOHHOM OoubInoTeKe eLIBRARY.1ru

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

biomedical research), a Taxke Mo perucTpaMm KIMHMYECKUX UCTbITaHUM: https://clinicaltrials.gov/ u

https://www.clinicaltrialsregister.eu/ctr search/search. bsino Haiimeno 250 mybnukanuii, ¥ U3 HUX OBLIO
orobpano 110 mnyOnukanuil. B cinydyae BO3HHMKHOBEHMsI pa3HOIIacHM Hpu OTOOpe mMyOnMKanuu
MPUBJICKATNCH OCTaJbHbIC YJeHBl pabouei rpymnmbl. Ha ocHoBaHuMM OTOOpaHHBIX MyOnukaiuii o6a
JKCIIEpTa HE3aBHUCHUMO JIpYT OT Jpyra cHOpPMYIUPOBAIH TE3UC-PEKOMEHAAINH, KOTOphIE ObLIH
OLICHEHBI C TOMOUIBIO IIKAJI OLIEHKU YPOBHE JOCTOBEPHOCTH J0KA3aTENIbCTB U METO/IOB IMATHOCTUKH,
OIICHKH YPOBHEW IOCTOBEpHOCTU HokazarenbcTB (YIJI) st MeTonoB npoduIaKTHKU, JCUYCHHUS U
peabunmutanmuy  (MPOPUIAKTHICCKUX, JIEICOHBIX, pPEeaOMIUTAIIMOHHBIX BMEMIATEIBCTB), OICHKU
ypoBHel yoeauTenbHoCcTH pekoMenaaiui (YYP) mias MmeTonoB npopuimakTUKU, JUArHOCTUKH, JICUCHUS
U peabunuranuu  (MpOPUIAKTUUECKUX, JUArHOCTUYECKHUX, JIEYEOHbIX, pPeadMINTalUOHHBIX
BMemarensetB). ([Ipunoxkenue 1, [punoxenue 2, Ilpunoxenue 3) B panpHeiieM Kaxjaas Te3HC-
pexoMeHialMs ObuTa TIIaTeIbHO 00CyKIeHa Ha o01eM coOpanuu pabodel TPYMIb], BO BCEX CIIydasix

pasHOITIaCHA OBLT JOCTUTHYT KOHCCHCYC.

IIpunoxkenune 1. Illkana ouenku ypoBHeW pocToBepHOCTH nokazarenbcTB (Y/]) ans meromos

AUAarHOoCTUKHU (JII/IaFHOCTI/I‘-IeCKI/IX BMCHIaTeJ'II)CTB)

yaa PacwuundpoBka

1 CucremaTuyeckue O630pb| nccneaoBaHum  c KOHTpONEM pecbepeHCHblM MEeToAOM WM  CUCTEMATUYECKUN 063op
pPaHAOMU3NPOBAHHBLIX KIMHUYECKUX nccnegoBaHnm C NnpyuMeHeEHMEM MeTa-aHan3a

2 OTaenbHble UCCNeA0BaHUs C KOHTPoneM pedepeHCHbIM METOAOM WM OTAEeNbHble PaHAOMWU3MPOBAHHbIE KMHUYECKME
NCCnenoBaHus U cuctemMaTudeckme 0630pbl MCCreAoBaHWiA 060ro AmsaliHa, 3a UCKTYEHMEM PaHAOMU3NPOBAHHbIX
KIMHWYECKUX UCCNEefoBaHUI, C MPUMEHEHMEM MeTa-aHanmsa

3 NccnepoBaHusa 6e3 MocnefoBaTesibHOrO KOHTPOJSS pedepeHCHbIM MeTOAOM WM WUCCNeAoBaHuss C pedepeHCHbIM
METOAOM, HE SABMSAWMUMCA HE3aBUCUMbIM OT WCCNeAyeMoro MeToda WAW HepaHAOMU3UPOBAHHbIE CPaBHUTENbHbIE
nccnenoBaHus, B TOM YMUC/e KOropTHbIE UCCeA0BaHNs

4 HecpaBHUTeNbHbIE NCCNEAOBaHWSA, ONMCaHUE KIMHUYECKOro criy4vas

5 MmeeTcs nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA UM MHEHME 3KCMepToB

Ipunoxkenune 2. Illkana omeHku ypoBHEH DOCTOBEpHOCTH mokazarenbcTB (YIIJI) 11 MeromoB

npodUIaKTUKY, JieueHuss W peabunuranuu (MpodUIAKTHUECKHUX, JIe4eOHBbIX, PeaOMIMTAlMOHHBIX

BMEIIIATENbCTB)
vaa PacwuudcdpoBka
1 CucrtemaTtnyeckmit 063op PKWM ¢ npyumMeHeHnem meTa-aHanmsa
2 OTpenbHble PKW un  cuctemaTnyeckme o0630pbl MccrienoBaHuii noboro ausanHa, 3a uckaodeHmem PKU, ¢
npuMeHeHWeM MeTa-aHanmsa
3 HepanAoMYAHAORRY A B 52A5E R BRI I B RAIE SgamiP CRITAE NFSERPRRASED - https://meduniver.com/
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HecpaBHWUTENbHbIE UCCNEN0BaHUSA, OMMCAaHME KIIMHMYECKOrO C/lydas UM CepUM CyYaeB, WUCCNeAOoBaHUS <«Ciydai-
KOHTPO/b>»

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

IIpunoxkenune 3. Illkana oueHkW ypoBHeW yOemutenbHOCTH pekoMeHmanuit (YVYP) mins meromoB

HpO(I)I/IJIaKTI/IKI/I, JUAardsoCTHUKHU, JICHCHHA H pea6I/IHHTaHI/II/I (HpO(i)I/IJ'IaKTI/I‘—IeCKI/IX, JUArHoCTHYCCKHUX,

ne4eOHBIX, peaOUIUTAMOHHBIX BMEIIATEIbCTB)

YYP PacwumdcdpoBka

A CunbHasa pekoMmeHzaums (Bce paccMaTpuBaeMble KpUtepumn apheKTUBHOCTU (MCXOAbI) SBNAKTCS Ba)HbIMU, BCe
nccnenoBaHMs MMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAO0SI0rMYeckoe KayecTBO, WX BbIBOAbI MO
MHTEPECYLWNUM NCX0OAaM ABNAKTCA COFJ’]aCOBaHHbIMVI)

B YcnoBHaa pekomeHzaumnsa (He Bce paccMaTpmBaeMble Kputepum 3ddeKTUBHOCTM (MCXOAbl) SABASIOTCSA BaXHbIMK,
He BCe WCCNefoBaHWUS MMEKT BbICOKOE WU YyAOBNETBOPUTENbHOE MEeTOAOSIOrMYecKoe KaudecTBO W/UiuM ux
BbIBOAbI MO UHTEPECYOLWNM NCXOAaM HE ABNIAKTCA COF)'IaCOBaHHbIMVI)

C Cnabas pekomeHzaauus (OTCYTCTBME A0Ka3aTeNbCTB Haznexallero kadectsa (Bce paccMaTpvBaeMble KpUtepun

3CbeeKTVIBHOCTVI (MCXO,CI,bI) ABNAKTCA HEBaAXHbIMKU, BCE UCCNeAOoBaHNA WMEKT HU3KOE MeToaosiIornmdyeckoe
Ka4yecCcTBO U UX BblBOAbl MO MHTEPECYOLWMM NCXOA4aM HE ABNAKOTCA COFﬂaCOBaHHbIMM)

ITopsiok 00HOBJIEHMSI KIMHUYECKUX PEKOMEH AU,

MexaHu3M OOHOBJICHUS KIMHUYECKHX peKOMeHI[aHI/Iﬁ npeayCcMarpuBactT HUX CHUCTEMATHUYCCKYHO

AKTyaJIn3alur — HC PCXKE 4YCM OAWH pa3 B TPHU I'OJd, a4 TAKIKC IIPU ITOSBIICHHMHU HOBBIX JaHHBIX C

O33N I[OKaBaTCJIBHOﬁ MCIWIIMHBI IIO0 BOIpOCaM AIHWAIrHOCTHKH, JICUCHMA, HpO(l)I/IJ'IaKTI/IKI/I u

peaduIuTaly KOHKPETHBIX 3a00JIeBaHUI, HAJTUIMH 00OCHOBAHHBIX JIONOTHEHUI/3aMEeUaHU K paHee

yTBepxk1€HHBIM KP, HO He yame 1 pa3a B 6 mecsues.
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Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

IIpuioxkenue A3.1. CBsi3aHHbIE JOKYMEHTbI

Oenepanbubiii 3akoH 0T 25.12.2018 Ne 489 489-d3 «O BHeceHun usmeHeHud B crarbio 40
®denepanpHOro 3akoHa "OO 00s3aTeTLbHOM MEAMIIMHCKOM cTpaxoBaHuu B Poccuiickoit @eneparun’
u Genepanbupiii 3akoH "OO 0CHOBaX OXpaHbI 310pOBbs IpaxkaaH B Poccuiickoit @enepanuu" mo
BOITPOCaM KJIMHUYECKUX PEKOMEHIALINID.

[Ipukaz MunznpaBa Poccum Ne 103m ot 28.02.2019 1. «O0 yTBep)kKJAeHUH TOpSJIKAa M CPOKOB
pa3paboOTKM KIMHUYECKUX PEKOMEHIAINi, WX TMepecMOoTpa, THUIMOBOW (OpPMBI KIMHUYECKHUX
peKOMeHIalui 1 TpeOOBaHUN K MX CTPYKTYpe, COCTaBy M HaydYHOH OOOCHOBAaHHOCTU BKIIOUYAEMOA
B KJINHUYECKHE PEKOMEHIallui UH()OPMALIHI.

[Ipukaz MunznpaBa Poccum ot 13.10.2017 N 804n "OO yTBepKIEHUH HOMEHKIATYPHI
MEIUIHUHCKUX yCIyr".

[Ipuka3 MunucrepctBa 3apaBooxpanHeHusi Poccuiickoit ®enepaunu (MunsnpaB Poccuu) ot 20
nexadps 2012 . N 11831 . Mocksa "O0 yTBep:kaeHnn HoMeHKIaTypsl TOJDKHOCTEH MEAUITMHCKUX
pabOTHUKOB U (papMalieBTUYECKUX PaOOTHUKOB".

[ToctanoBnenue IlpaBurensctBa P® or 26 ampens 2012 . N 403 "O nopsake BeaeHus
@enepalibHOTO  perucTpa JIML, CTPAJArolUX O KU3HEYTPOXKAWIMUMH W XPOHUYECKUMH
MPOrPECCUPYIOMUMU  peAKuMU (opdaHHBIMU) 3a00JIEBaHUSMHU, TPUBOISIIMMH K COKPAIICHUIO
MPOAOKUTENBHOCTH KU3HU I'paXkJaH I UX UHBAJIMIHOCTH, U €r0 PErMOHAJIbHOIO cerMeHTa"
[Ipuka3z MuHuncrepcrBa Tpyaa u counanbHoro paszsutus PO or 27 asrycra 2019 . Ne 585H "O
KJaccu(UKAIUIX ¢ KPUTEPUAX, HCIHOJIb3YEMBbIX IPU OCYIIECTBICHUU MEIUKO-COIMAIbHON
AKCMIEPTHU3BI TpaxaaH (eAepalbHBIMU TOCYAAPCTBEHHBIMH YUPEXKICHUSIMH MEIUKO-COIMATbHON
AKCIIEPTU3HI"

[Ipukaz MunucTepcTBa 34paBOOXpPaHEHUs U COLMaNIbHOrO pa3Butusa PO or 16 anpens 2012 n N
366H "OO6 yTBepxkaennu [lopska okazaHus neguaTpUIeCcKor moMornu"

[Tpuka3 Munncrepcta 3npaBooxpanenus P "O6 yreepxkaenuu [lopsaka okazaHus MEAUITMTHCKON
MOMOIIY OOJBHBIM C BPOXKJIEHHBIMU M (WJIM) HACJIEICTBEHHbIMU 3a0osieBaHUsIMHU" OT 15 HOAOps
2012 . Ne 917n.

I'ocymapcTBeHHBIN peecTp JIeKapCTBEHHBIX CpeIcTB: https://grls.rosminzdrav.ru

Ipunoxenue A3.2. [IporuBonokasanusi U mMo0oYHbIE 3PP eKTHI OT Npenaparos
JJISL AOJITOCPOYHON NPOPUIAKTHKH.

MpenapaThbl MpoTrBONOKasaHus Mo6ouHble apdekTbI
Hanason e et (B0 pocTuxkeHms V cTaauu MosoBoOM o Cebopes;
3penoctu no TaHHepy); e aKHe;
o 6epeMeHHble U KOPMSLLME XEHLLUMHBbI; e TUPCYTU3M;
PekomeHaoBaHO K M3y4yeHuto peagaktopamu ganta MeaYHumeep - https://meduniver.comj


https://grls.rosminzdrav.ru/

paK MOJIOYHbIX Xenes;
KapuMHOMa npocTaThl;

HedpOTUYECKNI CUHAPOM;

Tshkenble nevyeHo4yHass W/unu cepaedHas u/uvnu
noyeyHas HeAOCTaTOUYHOCTH;

nopdwupus;

TpoMb0aMbonna n Tpomb03bl B aHaMHe3e

HapyLleHne MeHCTpyauuu;
BUPpUNM3aLUS;

aTpodusi/ rMnoTpodurs MONOYHbIX Xenes;
renaToTOKCUYHOCTD;

pabaomMnonus;

nonvumMTeMus;

HapyleHne nunuaHoro obMmeHa (OXWpeHue,
aTepocknepos);

apTepuanbHas rmnepTeH3uns

#TpaHekcamoBas
Kucnota**

TpoM603bl UK PUCK UX PA3BUTUS;

HapyLueHns 3peHust 1 LBETOBOCMPUSATUS

CnabocTb 1 NocTypasibHasa rmMnoTeH3us;
Anapest;

6onu B XXNBOTE;

ANCMeHopes;

TpoM603bl;

MblILLEYHbIE CYyAOpPOrN;

HEKPOJIN3 MbILLL,

#WUHrnbutop C1-
3CTepasbl YenoBeka

[eTcknii Bo3pacT Ao 2-x ner

Tpom603;

MECTHbIE pEeaKunn B MECTE UHBEKLNN.

#lMporecrareHsl

KpoBoTeueHMUss M3 MOMIOBbIX MNyTel HEesCHOM
3TMonoruum;

paKk MOJIOYHbIX ene3 (B TOM u4ucne B
aHaMHese);

TshKenble 3aboneBaHnsl neyeHu;

MUTPEeHb C 04aroBOW CMMMTOMATUKOWN;

TpoMb03bl 1 Tpombosmbonus (B TOM uucne B
aHaMHese);

NBC (B TOM Yyncne B aHaMHese);

CKB c aHTndochonmnmaHbiMm aHTUTENAMN;

FenaTtouennonapHas KapumHOMa;

370KayecTBeHHas renatoma.

KpoBsiHUCTbIE BblAeNeHUs
aKHe;

CMeHa HaCTpOeHus;
TOLIHOTA;

pBoTa;

ronoBHas 6onb;

Habop Beca;

OHKONorm4yeckme 3abonesaHus.

IHpuioxkenune A3.3. O0ciieqoBanme nepex HA4aJI0M U BO BpeMsi IpuemMa

npenaparos JI A0JTOCPOYHON NPOPUIAKTUKHA

MpenapaTtsbl O6cnepoBaHue nepea O6cnenosaHue 1 pa3 B 6 mecsiues ExxerogHoe
Ha3Ha4yeHnem obcnenoBaHune
JaHazon o
o O6WnI aHanuns e [lpn ocmoTpe: BUpUNM3aLuu, o Y3U OopraHos

PeKoMeHAGBAHO K U3yyeH|

1o pEHSRTISEaM caitta MeaYHusep |- htt SR IHEHUHRE  com
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o Y3U opraHos
6proLWwHOM NonocTy;

e MeyeHouHble
depMeHTbI;

e UNUAHBLIA Npodunb;

e 06U aHaNM3 Moun

e 06WMNIN aHanNn3 KpoBK;

e Y3/ opraHoB 6ptOLIHON MOMOCTH;
e MeyeHOouYHble epMeHThI;

e AUNUAHBIN Npodunb;

e 0OLINIA aHaNU3 MOUM

e a-deTonpoTenH

3CTEpPAa3bl YHENOBEKA

nccnenosaHme Ha BUY,
BMpYyC renaTtuta B, Bupyc
renatuta C, napsoBupycC
B19

#TpaHekcamoBas Koarynorpamma . OcmoTp Bpaya-
KUCnoTa** e OGMOXMMUYECKNin aHanms KpOBMU: odTanbMonora
rneyeHoyHble ¢depMeHTbl, nokKasaTenu
paboTbl novek, KOK;
e 06WNI aHaNU3 Moumn
#WHrnbutop C1- Ceponorunyeckoe Ceponorunyeckoe

nccnegosaHne Ha BUM,
BMpyC renatmuta B, Bupyc
renatuta C, napBOBUPYC
B19

#lMporecrareHs.l

KOHCY/NbTauusa akyluepa-
rmHekonora

He npoBoanTcs

KOHCyNbTaumns akyluepa-
rmHekonora

Ipunoxenue A3.4. #llporecrareHnl B KauecTBe J0JTOCPOYHON NPOPUIAKTUKHA

Mpenapat[117,127]

[o3unpoBka

#[e3orectpen

0,075 Mr/cyTku

#JnHacTpeHon (B BbICOKMX A03ax)

5-10 Mr/cyTkn
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Ipuiaoxkenue b. AJropurMbl BeieHUA MAIMEHTA

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

IIpu nonyyeHuu COMHUMENbHBIX pPE3VIbMAMO8 00CIe008AHUSL NPU HAMUYUU DACXOHCOEHUS MENHCOY
OAHHBIMU KIUHUYECKOU KAPMUHbL U OAHHLIMU 00CN1e008aHUsl He0OX00UMO nposedeHue 00Ca1e008anuU

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

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

ANTTALTATDTALIIITILTAS TTITH AT

HET Ia
AHEHT CTapIIe
4
¥ Obcoegoranne 1 H2 MeTOZOE:
Ilonck MyTamm * ITomck MyTallHH POACTECHHHEA 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

HamHeHTa eCTh
Kmuungeckne
npogerenng HAO?

Ja

r

[ HAO I uwmu II THna HAO I wmu II THOA

JOKIHHHYIECKAT CTATHA

Ipunoxenue b2. KynupoBanune ataku y naudeHTa ¢ YCTAHOBJIEHHbIM
auarnosom HAO
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[larHeHTV IIaHHPVETCA IPOBEACHHE
DIIEPATHEHOTO/CTOMATOIOT HISCKOTO/ JHAT HOCTHYIS CKOTO MeTHITHECKOTO EMEIIATETECTED

ObecnedHTE:
*  EBOSMOMHOCTE NPOBEAeHHA peaHHMAaLMOHHLBIX MEepONpHATHI;
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Hpuiaoxenue B. Unpopmanusa 1/ NalMEeHTOB

Ipusnoxkenue Bl. Uudopmanus 1 mnanueHTa

Hacnencteennsiii anrnooorék (HAO) — penkoe 3aboneBaHue, CBSI3aHHOE CO CHIDKCHHEM WU
HEIOCTAaTOYHON (HyHKIIMOHAIBPHOW aKTUBHOCTHI0O Cl MHTHOWTOpa CHCTEMBI KOMIUIEMEHTa YEIOBEKa,
YTO TMPHUBOAUT K PA3BUTHIO YAaCTHIX OTEKOB PA3JMYHBIX YacTed Tema: pyK, HOT, JIUIA, OPIOIIHOW

ITOJIOCTHU, TOPTAHH.

OTéku opraHoB OPIOIIHOW TOJIOCTH BBIPAKAIOTCS CHIIBHBIMH OOJISIMH B JKHBOTE, TOITHOTOH, PBOTOM,
KUJKUM CTYJIOM U HEPEAKO OMMOOYHO TPAKTYIOTCS KaK OTPABJIECHUE WJIM KaK OCTpasi XUpypruyeckas
MaTOJIOTHS, YTO MPUBOAUT K HEOOOCHOBAHHBIM XUPYPIHUYECKHM BMeriarenbcTBaM. OTEKM TOpTaHU
MOTYT MPHUBECTH K YAYIIBIO, TOATOMY OHHU IOTCHIHUAIBHO OIACHBI ISl KU3HU, NPU HX Pa3BUTHHU

o0s13aTeIbHas rocimMTajan3alnusa B MHOI’OHpO(l)I/IJ'II)HHﬁ cTamroHap.

HAO — sto nacnenctBeHHoe 3aboneBanue. [lpu oOHapyxeHUU 3a00JI€BaHUS y OJHOTO W3 YJICHOB
CEMBbU BCE OCTAJIbHBIE JOJDKHBI OBITH 00CIICIOBaHBL. Y YETBEPTH MAIMEHTOB HET MPEIIISCTBYIOIIETO

cemeitHoro anamuesa Oone3nu. Puck Hacnenosanust HAO peGenkom cocrapisieT okoio 50%.

[TanmeHThI TOMKHBI OBITH OOECIIEUeHBI ITpenapaTaMu ISt KyIUPOBaHUS OTEKOB U O0YUYEHBI TEXHUKE MX

BBCACHMUA. HpenapaTLI I KYIIUPOBAaHUA OTEKOB NOJDKHBI BCErIa HAXOOUThCS IIpU MaruCHTE.

[TanmenTam 3ampemeHo nmpuMenenne, nHruoutopoB AIId/6nokaropoB AT-penenTopoB, I3CTPOTEHOB
(KOHTPAIIENTUBOB, 3aMECTHUTECIHFHON TOPMOHAJIBPHOW TEpanuu), TaK KaK JaHHBIC Iperaparbl MOTYT

ITPHUBCCTHU K IOABJICHUIO OTEKOB (B TOM YHUCJIIC >K1/I3Heyrp0>Ka}0meﬁ J'IOKaJ'II/ISaHI/II/I).

Pexomennyetcst n3berarb MEXaHUYECKOTO BO3/ACUCTBUS (aBlieHUE, YIIUO U T.J.) HA MSTKUE TKaHU U
cnu3ucThie  obOomouku. Kareropuyecku 3ampemieHsl 3aHATHSA, CBSA3aHHBIE C  (PU3WYECKHM,
MEXaHUYECKUM, IICUXO3MOLMOHAJIBHBIM HaNpsDKEHUEM, —IepeoxiaxiaeHueM. [IporuBoriokasaHa
paboTra, compspDKeHHasi C BBICOKOW (DUM3MUECKOM HAarpy3Kod, OMAcHOCTBIO TpaBmaru3anuu. Bce
yKa3zaHHbIe (DaKTOPBI MOTYT IPUBOJUTH K 000CTPEHHUIO 3a00JI€BaHUs, TIOSBICHUIO OTEKOB (B TOM YHCIIC

AKU3ZHEYTPOXKAIOLIEH JIOKAJIU3ALIHH).

CBoeBpeMEHHasi W aJeKBaTHAs KOPPEKIUS JI00OM COMyTCTBYIOIIEH NAaTOJIOTHH, B TOM YHCIIE
SHJOKPHUHHBIX, HEBPOJOTUYECKUX HapyIIeHU!. PeryspHas caHalds 04aroB XpOHUYECKOW MH(EKITNH.
Tak kak oOocTpeHHe 000N COMYTCTBYIOIIEH MATOJIOIMU MOXKET MPUBECTH K YTKEICHUIO TEUEHUS

OCHOBHOTO 3a00JIcBaHUA.

Ipunoxenue B2. ITacmopt 60s1H0r0 HacjieicTBEeHHBIM AHTHOOTEKOM.

MACIHOPT BOJILHOI'O HACJEACTBEHHBIM AHTMOOTEKOM
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JJIsI ManuenToB crapiie 18 jer
(dedexT B cucteme komiiiemenrta - D84.1)

Brnazgenen naHHOrO JOKyMEHTa CTpaJaeT PEOKUM >KU3HEYrpokamomuM 3aboneBanueM: [ledekr B
cucteme komrieMenta (D84.1) — HacneactBennsiit anrnoorék (HAO). Knunnueckum nposiBjaieHUEM
ABIIACTCS Pa3BUTHE OTEKOB PA3IUYHOM JIOKAIM3alMM, B TOM UHUCJIE >KU3HEYTPOXKAIOMIMX

(a6mOMHUHANTBHBIX, OTEKOB TOPTAHH).
014(0)

JATA POXJIEHUA

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

OO POACTBEHHUKA

TEJIE®GOH POJACTBEHHUKA

OUNO JIEHAIIEI'O BPAYA

KOHTAKTHBIII HOMEP JIEYAIIIETO BPAYA JUISI DSKCTPEHHOM MEJIMIIMHCKOM
KOHCVJIBTAIU

[Tacnopt Beaan B ®I'BY «I'HIl «MuCcTHTYT nMMyHONorun» ®MBA Poccun ...... (4mcio)
[Topmuce Bpada, BbIIABIIETO YIOCTOBEPEHHE

[Teuars

PEKOMEHJIALIMU ITO OKA3AHUIO HEOTJIOXKHOM MEJIMIIMHCKOM ITOMOIIA:

1. ITpu BoznukHoBeHun XKM3HEYTPOXAIOIINX 0Ték0oB B 006JaCTH TOJNOBBI, IIIEH U BBIPAKEHHOTO
abnomuHaIbHOTO cuHApoMa BBecTr MkarubanT 30 Mr n/k (MakcuMaJibHasi cyTouHas 1o3a 90 mr)
wid Muarudurop Cl-acrepassl yesoBeka 20 ME/kr B/B MemnenHo. [Ipu orcyTcTBUM yKa3aHHBIX
IpenaparoB HEOOXOAMMO BBECTU CBeXe3aMOpoxeHHyIo ImiazMy 10 mi/kr maccel Tena. Ilpenapars

BBOJIHUTDH KaK MOKHO paHbIIC OT HAa4YaJia OTCKaA.

2. MHcnouab3oBaHuWe AHTHUTHCTAMHMHHBIX IpenaparoB /s CHCTEMHOI0O IPHMEHEHUs,
Koptuxocreponnos nisi cucremuoro npumenenus (I'KC), snmnedpuna 17151 KynupoBaHusi 0TéKa

HeleJ1ecoo0pa3Ho BBUAY OTCYTCTBUSA 3PPEKTHUBHOCTH.

3. Ilpm orcyrcrBun/HenoctarouHoM d(ddexTe OoT Tepanuu MNalueHT JOHKEH OBITh CpPOYHO

rocrnutanu3upoBat. [Ipu oT€ke roprann 0600CHOBaHA PaHHSIS TPAXEOCTOMUS/KOHUKOTOMHUS.
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4. Tlo >XW3HEHHBIM TIOKa3aHUSAM 3aMpelIeHO HCIONb30BaHUE HHTHOUTOPOB AIlD/aHTOrOHHCTOB

pPEUCITOPOB AHI'MOTCH3UHA H, 9CTPOT'CHOB.

5. [Ipemeaukaus 10 onepaTuBHOTO BMemIaTenbCcTBa 3a 1-6 yacos: Muruburop Cl-3cTepas3sl uenoBeka
1000 ME B/B, ipu OTCyTCTBUM - CBexe3zamopoxeHHas miaazma 400 mi. Heobxomumo obecrnieunThb
HaJIM4YME TpPEernapaToB g KyOUPOBAHUS IKUZHEYTPOKAIOIIMX OTEKOB BO BpeMs IPOBEICHUS

OTICPAaTUBHOTO BMEIIATEILCTBA (CM. T1.1).

MMACIIOPT BOJIbHOT'O HACJEJICTBEHHBIM AHTHOOTEKOM
JIJIS MAIMeHToB MJuaaie 18 jer

(dedekT B cucteme komiiiemenrta - D84.1)

Brnagenen gaHHOTO JOKyMEHTa CTpajgaeT PEAKUM >KHU3HEyrpokarommm 3aboneBanueMm: [ledexrt B
cucreme komruiemenTa (D84.1) — Hacnenctennsiit anrnoorék (HAO). KnuHuueckum mposiBIIEHHEM
SBISICTCS ~ pPa3BUTHE OTEKOB PA3IWYHOM JIOKIM3allMM, B TOM YHCJIE IKU3HEYTPOXKAIOIIUX

(a0mOMHUHANTBHBIX, OTEKOB TOPTAHH).
OUO

JATA POXJIEHU A

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

@O POACTBEHHUKA

TEJIE®@OH POJACTBEHHUKA

@O JIEYAIIETO BPAUA

KOHTAKTHBII HOMEP JIEYAIIETO BPAYA JJI1 SKCTPEHHOW MEJIUIIMHCKOU
KOHCVJIBTALIMU

[Tacnopt Beaan B ®PI'BY «I'HIl «MuCTUTYT HMMyHONorHn» ®MBA Poccun ...... (ducno)
ITonnuck Bpaya, BEIAABIIETO YIOCTOBEPEHUE

[Teuars

PEKOMEHJIALIMH ITO OKA3AHUIO HEOTJIOXXHOM MEJIMITMHCKOM ITOMOIIA:

1. Ilpu Bo3uukHOBeHNU KMU3HEYI'POXAIOIINX 0TéKk0B B 00JaCTH TOJIOBHI, IIIEH W BHIPAKCHHOTO

abIOMHHAIBHOTO cHHApoMa BBecTH MkaTubanT mn/k u3 pacuéra Ha maccy tena: 12 - 25 kr 10 mr, 26

—40 kr 15 M1, 41PeROMEHARREND | NFYDEHD PEEaRTOD AWivA Bavit e Hyimy EBpr uifmyo pricthasivep 2owh/



yejgoBeka 20 ME/kr B/B. Ilpu oTcyTcTBHM yKa3aHHBIX IpenapaToB HEOOXOJMMO BBECTHU
CBEe)Ke3aMOpOXKeHHYI0 mia3sMmy 10 mur/kr maccsl tena. [Ipemaparsl BBOIUTH Kak MOKHO paHbILE OT

Ha4dajia OTCKa.

2. MHcnouab3oBaHWe AHTHUTMCTAMHMHHBIX [NpenaparoB JJsl CHCTEMHOI0 TPHUMEHEHUs,
KOPTHKOCTEPOMIOB /IS CHCTEMHOI0 IpPHUMeHEeHHusi, 3nuHe(pHHA A8 KYNMPOBAHUS OTEKa

HeleJ1ecoo0pa3Ho BBUAY OTCYTCTBUA 3PPEKTUBHOCTH.

3. Ilpu orcyrcTBUM/HENOCTaTOYHOM 3(pdexTe OoT Tepanuu MalueHT JOMKEH OBITh CPOYHO

rocrnutanu3upoBat. [Ipu oTé€ke ropranu 000CHOBaHA paHHSS TPAXEOCTOMUS/KOHUKOTOMMUSI.

4. Tlo >KM3HEHHBIM I[IOKa3aHUSAM 3alpPElICHO HUCHOJb30BaHHEe HHTHOUTOpoB Alld/aHTaronucros

PEUCIITOPOB AHT'MOTCH3WHA H, 9CTPOCTHOB.

5. [Ipemenukarus 3a 1-6 yacoB 10 oneparuBHoro BMemarenbcTBa: Murudurop Cl-scTepassl uenoBeka
15-30 ME/kr macchl Tena B/B, IpH OTCYTCTBHH - CBEXe3aMOpOKeHHas miasma 10 MiI/Kr Macchl Tena.
Heobxonumo oOecnieunTh HaJIMYME MPENapaToB ISl KYyNMHUPOBAHUS KUZHEYTPOXKAIOIIUX OTEKOB BO

BpeMs MTPOBEICHUS ONEPATUBHOIO BMEIIATeNbCTRa (CM. 11.1).
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Hpuiaoxenue I.

[Mxamnsr OOCHKH, BOIIPOCHUKM W OPYTrUC€ OLCHOYHBIC HMHCTPYMCHTBI COCTOAHUA IIAIIMUCHTA,

MPUBEJEHHBIE B KIIMHUYECKNX pekomeHaanusax st HAO He pazpaboTaHsbl.
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