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KiaroueBnie cjioBa

HacnenctBennsiii anrnoorék, HAO, aHrmoorék, abjmoMuHambHas ataka, ACPEKT CHUCTEMBI
KOMIUIEMEHTa,  CHUCTeMa  KomIuieMeHTa, OpamukuaudH, Cl-uHrHOUTOpP,  JOIATOCPOYHAS

npoUIaKTUKA, KPATKOCPOUYHAst MPO(UITAKTHKA, Ky[THPOBAaHUE OTEKA.
Cnmcok cokpameHui

AQO — aHrnooTEK

BbK - 6pagukunun

B/B — BHYTPHUBEHHO

B/M — BHYTPUMBIIIEYHO

I — rpaMm

1 ATI®- UHrHOUTOPHI AHTMOTEH3UHITPEBPAIIAIONIETO epMEHTa

WHI - uaru6urop

KKT — xeny104HO-KUILIEYHBIN TPAKT

KT - KWJIOrpamMm

I'KC — rmrokOKOpTHKOCTEPOU,T

JIOP- oTopuHOIapUHTOJIOT

MT — MAJUTUTPaMM

MJT - MAJUTUJIATP

MKB -10 MexnyHapoaHas cTaTUCTHYecKas Kiaccudukanus 0one3Hed U npolseM, CBI3aHHBIX CO
3nopoBbeM, 10-To nmepecmotpa, mpuHsTas 43-eit Bcemupnoit AccamOreeit 31paBooxpaHeHus
HAO — HacnecTBEHHBIN aHTHOOTEK

ITAO — nproOpeTeHHbI aHTHOOTEK

[N ]] — nepBUYHBIA UMMYHOAEPUITUT

I/K - IOJIKOXKHO

CI1-UHI" — unruburop Cl-3cTepassl

C1-INH95 Kd - C1l-uHrubutop HU3KOMOJIEKYISPHOW MaccChl C BECOM 95 KMIIONAIBbTOH
C1qg — ¢akTop nepBoro KOMHOHEHTa KOMIUIEMEHTA

C4 — C4 KOMIIOHEHT KOMIIEMEHTA

@ XIl — XII ¢pakrop ceeptriBanus kpoBu Xl (pakrop Xaremana)

BMK - BEICOKOMOJIEKYIISIPHBIN KUHUHOT'€H



TepMuHbI U onpeae/IeHUs

AHIrHoOTéK — JIOKAJIIM30BAHHBIN TPaH3UTOPHO OCTPO BO3HI/IKaIOHII/II71, CKJIOHHBIH K
pPeOUANBUPOBAHUTIO OTEK KOXKU WIIA CIIM3UCTBIX 000j04eK. OOBIYHO JJIUTCA OT HCCKOJIBKUX YaCOB

J0 HCCKOJIBKHNX HHef/’I " IpOXOAUT CaMOCTOATCIIBHO.
1.KpaTkas napopmanus

1.1 Onpenejienue

HacnenctBennnrit  anrnoorék (HAO)— peakoe, MOTEHIMAILHO IKU3HEYIPOXKAIOIIEe
TeHETUYECKU JIETEPMHUHHUPOBAHHOE 3a00JieBaHUE, MPOSABISIONICECS B BHAEC OTEKOB KOXHU H
CIIM3UCTBIX/TMIOACIU3UCTBIX ~ 000JOYEeK, BO3HUKAIOIMIMX TOJ  BO3JCHCTBUEM  OpaJKWHWHA
(bK). XapakrepusiMu ocobeHHOCTAMH 0TEKOB Ip HAO SIBJISIOTCS OTCYTCTBHE 3y/a, TUIIEPEMUM
KOXH, COIYTCTBYIOIIECH KPANmUBHUIBI, a TakKe OTCYTCTBHE 3P (}eKTa OT JCUCHUs CHUCTEMHBIMHU
rimokokoptukocrepounamu (I'KC) u anturucramuaabiME cpencteamu [1,2,3,4].

HAO oTHOCHTCSI K IEpBUYHBIM UMMYHOIeUITITaM 0e3 WH(PEKIIMOHHBIX TPOsIBICHU [5].

1.2 DTHOJOTHA 1 NATOrEeHe3

Myranuss B reHe SERPINGI1, npuBomut k cHmwkenuto komuuectBa CI-MHIT w/mmm  ero
¢ysakuonanbHoU akTUBHOCTU. C1-MHI" - monudyHkunoHanbHbIi (GepMEHT, KOTOPBIN y4acTBYET B
peanu3anyu  YHKIUHA CHUCTEMBl KOMIUIMMEHTA, KAJTMKPEWH-KHHUHOBOW CHCTEMBI, CHUCTEMBI
CBEpPTHIBaHUS KPOBU U cucTeMbl (pubpunonuza (puc. 1). CrneacTBuemM akTHBALUU JAHHBIX CHCTEM
SBIISIETCA KacKaJ] peakluil, MPUBOIAMIMI K pacCIIEIUIEHUI0 BBICOKOMOJEKYISIPHOTO KMHMHOTEHA

(BMK) ¢ o6pazoBanuem BK. BK — ocHoBHO#T MeanaTop orékos mpu HAO [6,7].

ITon neiictBuem BK moBbIIaeTcsi NPOHUIIAEMOCTh COCYAMCTOM CTEHKH C DKCTpaBasaluen
KUJKOCTH, OOYCIaBIMBAIONIICH pa3BUTHE OTEKAa Pa3NUYHON JoKanu3anuu. [Ipu BeIpakeHHOM
AQHTUOOTEKE CIM3UCTOW OOONIOYKHM KHINIEYHWKA BO3HHKAET KIMHUKA OCTPOM  KHUIIEYHON
HEMPOXOJUMOCTH, IKCTpaBa3alus KUIKOCTA B ITOM CIIydae MOKET ObITh Ha CTOJIBKO BEJHKA, YTO

IMPUBOJUT K o6pasoBaHm0 acnura, BBIpa}KeHHOﬁ TUIIOBOJIEMHUH, THIIOTOHUU.

BpaILI/IKI/IHI/IH 6BICTpO pacmiCiirsIeTCa Ha NEUTUABI SHAOTCHHBIMH MCTAJUIONIPOTCUHA3aAMU (BKJ'IIO‘-IaSI

UHTHOUTOP aHTHOTeH3UHMpeBpamnarnero pepmenrta (MAIID) [6,7].
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[Tatorene3 HAO 6e3 nedunura Cl-uHrubutopa A0 KOHIA HE U3Y4YEeH, OJJHAKO CXOJCTBO
KJIMHUYECKOW KapTuHbl ¢ TakoBod mpu HAO I/Il TumoB, maer ocHOBaHUS Mpearnosarath, 4To

KJIFOUEBBIM MEIMATOPOM OTEKA TaK Ke sIBIIsieTCs OpaauKkuHuH [6,8].

1.3 DnuaeMuoJ10rus

Pacnpocrpanennocts 1:50 000 [7,8,9]. Jlnst nanHOTO 3a00J¢BaHus B OOJBIIMHCTBE CIIydacB
XapakTepeH ayTOCOMHO-IOMUHAHTHBIN TUT HacienoBanus. bonee 95% cocrapnsatoT cimydan HAO ¢
nedunurom/napymenrem ¢ynkuuu C1-UHI, cBszannble ¢ myranueit B rene SERPING1 [10].
Omnucano Oonee 450 pa3nuyHbIXx MyTanuid B JaHHOM TeHe. Okono 25% mNanueHTOB HE HUMEIOT
CeMeifHOi ucTopun aHrnooTékoB (Myrauuu de novo). Tounas craructuka (opm HAO 0e3

MaTOJIOTHH CHCTEMbI KOMILIEMEHTa Heu3BecTHa [11].

1.4 Koquposanue no MKB 10

D 84.1 — nedexT B cucTeMe KOMILIEMEHTA

T 78.3 — 6e3 nedexra B cuctemMe KOMILIEMEHTA

1.5 Kuaccudukanusa

HAO c¢ nepunnrom/cHu:kenneM pyHknuonaabHoi akrusuoctu C1-UHT'.
e HAO I-ro Tuna obycnosieH cHmwkeHrueM konuuectsa C1-MHI™ B muiazme,. Ilpu sTom
ypoBeHb Cl-MHrHOMTOpa MOXKET BapbUpoOBaTh OT Heompenensemoro 1o 30% ot

HIDKHEN Ir'paHUIIbI HOPMBI..



. HAO ll-ro Tuna o0ycioBiieH CHIKEeHUEM (PyHKITHOHAIbHON
aktuBHocTH C1-UHI", mpu sTom ypoens C1-MHI coxpaHnsieTcst B mpenesiax HOpMbl
WM TTOBBILLEH.
HAO c HopMaJbHBIM YPOBHEeM U (pyHKIMOHAJILHOM akTUBHOCTHI0 C1-UHI (6e3 matonoruun
cHCTeMbl KOMILJIEMEHTA):
e HAO c myramueii B rene Xl dakropa (HAE -FXII), nacineayercst mo ayTocoMHO-
JOMUHAHTHOMY THIy C HHU3KOH MEHETPaHTHOCTHhIO. CuMNTOMBI 3a00seBaHUS
BO3HHUKAIOT TOJIBKO Y 10% My>X4MH, UMEIOIIMX MYTalUIO B reHe, Uy 60% >KeHIIMH.
BcenenctBue 3TOro  KoauM4ecTBO ManMeHTOB keHckoro mnona ¢ HAO-FXII
3HAUUTENIBHO TPEBANIMPYET HaJ KOJIMYECTBOM IMAIMEHTOB MYKCKOro moja. Y
MHOTUX OJKECHIIUH KJIMHUYECKHWE TMPOSBICHUS 3a00JeBaHUS MPOBOIUPYIOTCS
MPUEMOM  KOHTPALIETITUBOB,  TOPMOHAJIBHON  3aMECTHTENBHOM  Tepammuei,
MeHCTpyauue, OepemeHHocThl0.  [loaTBep:kneHune  aMarHo3a  BO3MOXKHO
HCKJIIOYUTENIBHO C TOMOUIbIO BbIsIBIEHUs MyTauuu B rere FXII.
e HAO c myrauueii B rene anruonodtuna-1 (HAE-ANGPTI)
e HAO c myranueii B rere masmudoresa (HAE-PLG)
e HAO c neussectroit myrarueit (UNK-HAE), yctanaBiuBaeTcsi mpi HOPMaIbHOM
ypoBHe C1-uHruburopa u ero GyHKIIMOHAIbLHOW aKTUBHOCTH B ClTy4ae TUITMYHOM
KJIIMHUYECKOW KapTHUHBI B COUYETAHUH C MOJIOXKUTEIbHBIM CEMEIHBIM aHAMHE3OM.
[10,11]
1.6 Kiimnnyeckas kapTuHa
Knuanueckast kapTuHa 3a00J1€BaHus MPOSBISETCS aHTHOOTEKAMHU Pa3IMYHON JIOKATU3aINH,
HMMEIOLIUMU crielu(pruecKre TpUrrepHele (hakTopbl 1 0COOEHHOCTH TEUEHHUS.

Ilepudepuyeckre OTEKUM — Haubojee 4acToe KIMHUYECKOE MPOSIBICHUE 3a00JeBaHus,

BcTpeuaromeecs npakrudecku y 100% nanuentoB. OTEKH pelMINBUPYIONIUE, HE COMTPOBOKIAIOTCS
kpanuBHUIleH. KoXHbIe MOKPOBBI HaJ OTEKOM HE THUNEPEMHUPOBAHBI U OOBIYHOM TEMIEPATYpPHI.
CpenHsisi IPOJOIKUTENHFHOCTE OTEKOB 2-4 cyTOK. BO3MOXXHO Hanu4ue TOKalIbIBAaHUS, ¥KCHUS,
00JI€3HEHHOCTH B MecTe OTEKa. BepxHue U HIKHUE KOHEYHOCTH - HauboJiee yacTas JIoKaau3anus
[1,12].

A6Z[0MI/IH8.J'ILHLIC aTaku — BTOpOI>'I 10 4aCTOTC CHUMIITOM, BCTpC‘-IElIOH.ICfICH Yy HNanucHTOB C

HAO (Gonee 80%). Knunuyeckue mposiBICHHUST MOTYT BapbUpOBAaTh OT JAUCKOM(OPTA 10 OCTPOH
0011 B 00JaCTH UBOTA, COIMPOBOXKIAIOIIEHCS PBOTOM, AMapeeil/3amopoM, B3AyTHEM, DPE3KOI
ciabocThio (MIpU pa3BUTUHU acliuTa BO3HUKaeT rumnoBojemusi). C MOMONIbIO BU3YaTU3HPYIOIIUX

metonoB uccrnepoBanus (Y3 u KT opraHoB OpromiHo# MoiocT) MOXHO BBISIBUTH OTEK ydacTKa



KUIICYHUKA M CBOOOJHYIO JKHIKOCTh B OpIOIIHOW TIOJIOCTH WM TOJOCTH MajJoro Tasa.
AOIOMUHANBHBICE aTaKH 4YacTo SBJSIOTCS MPUYMHOW HEOOOCHOBAHHOTO XHPYPrHYECKOTO
BMCUIATEIbCTBA, TaK KaK CHUMITOMBI HMMHUTHPYIOT KIMHUKY «OCTPOro >KHBOTa». Hepeako
a0/JIOMUHAIbHBIC aTaKW SBISIOTCS IIEPBBIM KIMHUYECKHM IPOSIBICHUEM 3a00JI€BaHUs, 4TO
3aTpyJHSET MOCTAaHOBKY Jauarnosa [12].

OtékH, CIIOCOOHBIC NPUBECTU K aCHUKCHU (TIOTCHIMATIBHO (aTaibHbIe OTEKH): OTEK FOPTaHH,

OTEK s3bIKa, OTEK CBSI30YHOIO amnmnapara U HEOHON 3aHaBecKU. KIMHUYECKH MPOSIBISIIOTCS
HapylIeHUEeM JbIXaHWs M TJOTaHMs, OCHMILIOCTbIO Trojoca, JAUC(HOHHUEH, CTpaxoM CMEpTH,
crpunopoM. [Ipu oTéke s3pIka — OTMEYAeTCsl CYILIECTBEHHOE YBEIUYEHHE €ro B 00bEME, YaCTO SA3bIK
HE MoMenaeTcs B potoBoii mojocru [1,8,10,11,13];

HDI/I OTEKE HApYKHBIX II0JIOBBIX OPTaHOB Y MY)KUYMH MOXET BO3HHUKHYTB OCTpas 3aACPiKKa

MOYH;

IIpu 0T€KE MO3TOBBIX 000JI0YEK Ha6J'II-OI[aIOTC$[ MHTEHCHUBHBIE TOJIOBHEIE 0011

MaerHaanaﬂ OpUTEMAa — HC BO3BBIINAKOIIHUECA HaA ITOBECPXHOCTBIO KOXXHW BBICHIITAHWA

PO30BO-KPAaCHOTO 1BETa, 0€3 3y[a M IICTyIICHHS, TPOXOISIINE OECCICTHO B TCUCHUE HECKOIBKHX
Y4acoB — JBYX CYTOK. MOryT OBITh CaMOCTOSATEIBHBIM MPOSBJICHHEM 3a00JICBaHUS WM SBISATHCS
«peasecTHHKaMm» [8-13].

Tpurrepsr [10]:
— MeXaHW4YecKass TpaBMma (B TOM 4YHCJe, JJIMTEJbHOE C/AaBJeHHe, YKOJ, YIIUG,

onepaTHBHbIE BMelIaTeJbCTBA, UHBa3UBHbIE MEeTO/ibl 06C/I€I0BaHUs U JIp);
— OCTpble HHEKIUH/IeKOMITeH calMs 000 COMmyTCTBYOIEH MaTOIOTHH
— MEHCTpyanus/6epeMeHHOCTh/TaKTallHs;
— MpPHEM 3CTPOTrECHCOAEepKAIUX MPENapaToB
— npueM uHruouTopoB AIlD, aHTaroHUCTOB peuentopa aHruoTeHsuxa ll;

— cTpecc.

2. INarHOCTHKA

Kpurepun mnocraHoBku pauarHos3a: auarHo3 HAO cTaBuTCS Ha OCHOBAaHHMHU JIAaHHBIX
aHamMHe3a, 0COOEHHOCTEN KIMHUYECKOW KapTHHBI, PE3yJbTaTOB (PU3MKAIBLHOTO U JabOpaTOpHOTO

obcnemoBanwst [8,9,14]

2.1 ’Kaao0bLl M aHAMHE3

L4 HpI/I c6ope daHaMHE€3a PCKOMCHAYCTCA 06pa1uaTL BHUMAHHUC Ha CICAYIOIIHC

XapaKTepHbIe MPU3HAKU!



HAJIMYKE OTEKOB PA3JIMYHON JTOKAJIN3ALINH;

MPUCYTCTBUE WHTEHCUBHBIX OOJIe B KMBOTE, B TOM YHCJIEC MPHUBOIAIINX K
TOCTIMTAIM3AIMN C KIMHUKOM «OCTPOrO JKUBOTa» O€3 BBIABICHHUS TPUYHH,
CIOCOOHBIX  00yCOBIMBAaTHL BO3HUKIIKME cuMNTOMBI (matosmorum JKKT,
XUPYPTUYECKOH MaTOJOTHH U T. I1.);

CBA3b OTEKOB C MEXaHWYECKUM BO3ACHCTBMEM (TpaBMOM, WHBa3UBHBIMHU
MaHUTYJISIUAMA U JIp.), (U3UYECKHMM H SMOIMOHAJIBHBIM HANPSHKEHUSMHU,
OCTPBIMH PECITHPATOPHBIMU 3a00JICBAHUSIMH;

ne0roT 3a00IeBaHUS B IETCKOM/MOJIOIOM BO3PAaCTe;

OTCYTCTBHE COIYTCTBYIONIEH KpPAmUBHUIBI, MOXET OBITh MapruHAIbHAS
3pUTEMA;

MOTYT HMETh MECTO <«IIPEABECTHUKH» OTEKOB: KojeOaHWE HACTPOCHUS,
Jenpeccusi, ciabocThb, MapeCcTe3UH, OIIYIIEHNUE YTONIIEHUS KOXKH, MaprUHaIbHAas
3pUTEMA U 1Ip.;

XapakTEepHO MEUICHHOE HapacTaHWEe U KYNMUPOBAHHUE CUMITOMOB. OTEKH
pPa3BUBAIOTCS B TEYEHUE HECKOJbKMX 4YacOB M MOTYT COXpPaHATbCA 10
HECKOJIBKUX CYTOK;

orcyrctBre dpdekra ot BBeAcHus [ KC, aHTUTHCTaMUHHBIX TIPENapaToB;

y KEHIIUH: YXYIIICHHE Te4eHHUs 3a00JeBaHUs BO BpeMsi OEpeMEHHOCTH, Ha
(dboHe nmpuema dCTPOreHCcoAepKAIIUX MPEnaparos,;

HaJIM4YMe CEeMEWHOTO aHaMHe3a, OCOOCHHO YyKa3aHMe Ha ciay4au Trubenu

POJICTBEHHUKOB OT OTE€KA TOPTaHU [1,8,9].

YpoBeHb yoeIuTeIbHOCTH peKOMeHIanuii - A (YPOBeHb I0CTOBEPHOCTH J0KA3aTeJIbCTB - 1)

2.2 duzukajabHoe 00cae10BAHNE

ITpu pu3MKaIEHOM OCMOTpPE PEKOMEHAYETCS ONPEIeTUTh XapakTep OTE€Ka: OTEK OJIeqHbIN U
HE 3y[sIuil, TUIOTHBIM (IpU HaJaBIMBAaHUM HA HEro HE OcTaeTcs sSMKH). Bo3MOXHO

HAJTMYUe MapruHAIBHOM SpuTemMsr [1,8].

YpoBeHb yoeauTeIbHOCTH PeKOMEeH Al — A (YpOBeHb J0CTOBEPHOCTH JI0KA3aTEeIbLCTB - 3)

[TarmenTam ¢ jxano0amMu Ha HapylIeHUE JAbIXaHWS M TJIOTaHHs, OCHUIUIOCTBIO ToOJjoca,
nucoHuel, cTpaxoM CMEpPTH, CTPUJIOPOM  HACTOSTENBHO PEKOMEHAYETCS MpPOBECTH
OOBEKTUBHBIM OCMOTpP BEPXHHMX JbIXaTEJIbHBIX MyTeH, OIEHKY 3BYYHOCTH TIOJIOCa,

BO3MOKHOCTH ritoTanus. [9,10]



ypOBeHb yﬁeHI/ITe.TILHOCTI/I peKOMeHZ[aIII/Iﬁ -A (ypOBeHb AOCTOBEPHOCTHU NOKA3ATEJIBCTB -
1)

Kommenrapuu: Oméx Hapacmaem MeaﬂeHHO, HO 6pemMsl Oom NOAGIEHUSL CUMNNMOMOE HAPYULEeHUs

ObIXaHUsl 00 NOAHOU achukcuu Henpeockazyemo (6 cpeonem cocmasnsem om 20 0o 40 munym).
Bcem nayuenmam c nooospenuem na HAO pexomenoyemcs nposedenue muyamenbHo20 00we2o0

ocmompa 0151 Bbls6ICHUS conymcmeylomeﬁ namoJiiocuu, cnocobnoll cmamo nputmnoﬁ paseumiis

opyeux gphopm AO. [8]
YpoBeHb YOeIUTEILHOCTH PeKOMeH1aliii - B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - 5)

2.3 JIaGopaTopHasi AMarHOCTHKA

e BceMm naunentam ¢ nogo3penueM Ha HAO pexkomennyercst onpenenenue yposus C1-UHI u
ero (pyHKIIMOHAIBHON aKTHBHOCTH. VI3MEHEHHBIC TMOKA3aTelIH TPEOYIOT MOATBEPKICHUS C
HWHTEPBAJIOM HE MEHee, YeM B | MecsI] U He MeHee uepe3 3 JHs MMOCcIe OTMEHBI KOHIIEHTpaTa

C1 unruburopa mia3mel kposu (tadiuna 1) [8,9].

YpoBeHb yOeqUTEIbHOCTH PeKOMeHAalMid — A (YPOBeHb JO0CTOBEPHOCTH I0KA3ATEJbCTB -

1)

e Omnpenenenue ypoBHs C4 koMoHeHTa nanueHTaM ¢ nogo3penrem Ha HAO pexkomenayercs
TOJIBKO B KQUECTBE CKPUHUHTA, B CBS3U C HU3KOM crienin()UUHOCTBIO qaHHoro Tecta [14,15].

YpoBeHb YOeAUTEJNbHOCTH PpeKOMeHAauuidl — A (YPOBeHb J10CTOBEPHOCTH 10KA3aTEJbCTB -

4)

KOMMEHTaDI/II/I:. Ha ocuosanuu cuuoicenuss C4 KoMmMnonenma KOMNIEMEHMA HEBO3MONCHO

YCMAaHo8UMb OUACHO3, MAK KAK dMOM NOKA3amelb MOdcem OblMmb CHUNCEH NPU MHOUX OPY2UX
3a601e6aHUSAX.

e [lanmentam ¢ HAO He pexomeHnnyerca omnpenencHue ypoBHs C2 u C3 KOMIIOHEHTOB
KOMIUIEMEHTa B CBSI3U C HEMH(OPMATUBHOCTBIO pe3yiabTaToB, Tak Kak Cl-uHrudburop
perynupyer paboTy TOJBKO KJIACCHUECKOTo MyTH aKTUBAIMU CHUCTEMbI KOMIUTUMeHTa [8].

YpoBeHb yoenuTeIbHOCTH PeKOMEeH AUl — A (YPOBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB - 4)

KoMmmMmentapuu:

Tabmuma 1. JlaGoparopHas AMarHOCTUKA HACIEACTBEHHOTO U TPUOOPETEHHOTO aHTHOOTEKA

Pe3ynbraTtel nabopaTopHbIX HCcleAOBaHUN Tpu HacienctBeHHoM aHrnooréke (HAO) u
npuodpereHHoM aHrnooTéke (ITAO)

HAO ¢ HAO 6e3 nedurura [Tpuobperennbie

nedUIUTOM/HapyIIeHUEM C1 unruburopa AQHTHOOTEKHU
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¢bynkuu Clunruburtopa
| Tumn HAO | |l Tum HAO HAE -FXII, HAE- | Tun ITAO | Il Tun ITAO
ANGPTI, HAE-PLG,
UN-HAE

KoHuenrtpanus Hopmanbnas | HopmanbHas <50% Huskas nnun
Clunruburopa . 1581071 HOpMaJbHast

< 30/3 OT | noBpImeHa

HUKHEH

TPaHUIIBI

HOPMBI
AKTHBHOCTh < 50% or HxHel | HopmanbHas Huzkas Huzkas
Clunruburopa | rpaHUIBI HOPMBI
KonuenTpauus Hopmanbhas CHuxeHue CHuxeHue
C4 Ha 30% wu|nHa 30% wu

<50% ot HOpMBI Golee Golee
KoHuenrtpanus Hopmanbshas CHmxena CHmxeHna
Clq
C1-INH95 Kd OTtcyTcTBYIOT OrcyrctByer | Umeercs

MousekyJIsipHO-TeHeTHYECKOe 00C/IeJOBaHHE

[TpoBeneHue MOJEKYIAPHO-TEHETUYECKOTO 00CIEJOBaHUS HE SBISAETCS 0053aTeNbHBIM JUIS
Bepudukanun auarfoza HAO | u Il Tuna npu Hanmuyuy TUNWYHOM KIMHUYECKON KapTUHBI U
JMarHOCTHYECKU-3HAYMMOTO0 CHUKEHUS! YPOBHS W/MIU (YHKIIMOHAIBHOW aKTHUBHOCTH MHTHOUTOpA

Cl-screpa3bsl. Kpome Toro, orcyrcTBue oOHapy>KE€HHsI ONMHCAHHBIX MYTAlMi HpU MOJEKYJISpPHO-

TeHETHYECKOM 00CIIeIOBaHNH He UcKIrodaeT auarno3 HAO [8,9,15,16].

MonekyaspHO-TeHeTHYECKOe 00CIeJ0OBAHNE PEKOMEHYeTCsl IPOBOAUTD

1. pna nocraHoBkM auarHo3a HAO y nereld paHHero Bo3pacTa (B CBfI3M C MaJsoi

MHOOPMATUBHOCTbIO  UCCJIeJOBAaHUS  YPOBHSA
KOMILJIEMEHTA);

2. Hao3Tane npeHaTaJIbHOW JUAarHOCTUKU;

3. NpUu CKpPUHUHTE POJICTBEHHUKOB Mpob6aHa

JAOKJIMHHWY€CKOM 3Talle.

ITpu mocranoBke auarHo3a HAO 6e3 maronorun cuctemsl kommnementa (HAE -FXII, HAE-
ANGPTI, HAE-PLG) pekomeHayeTcsi MPOBEICHHE MOJICKYIISIPHO-TCHETHYECKOTO O0CIICIOBAHUS C

nouckoM mytaruid He B reHe SERPING1, a B renax Xl ¢akropa, miasmMuHoTeHa, aHTHONIO3THHA. B
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ciyuae HAO 06e3 martosiorud B CHCTEME KOMILIEMEHTA, JAHHBIM BHJ OOCIICIOBAaHUS SIBISCTCS
€IMHCTBCHHBIM METOJIOM BepuduKaiuu quarsosa [17,18,19].

KomMmeHTapuu:  Mmonexyisapro-cenemuyeckoe  00Cie0osanue  makice  pPeKoMeHOO08aAHO
UCNONL306AMb 6  CILOJNCHBIX KAUHUYECKUX CAYYAAX NPU HATUYUU PACXOHNCOCHUS MeHCOY OAHHbIMU
anamuesa u 1a60opamopHuIMU ROKA3AMEISIMU.

YpoBeHb y0equTeIbHOCTH peKoMeHaanuii — A (YpoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB -

5)

2.4 NacTpyMeHTaAIbLHAS JUATHOCTHKA

HNHCcTpyMEeHTanbHbIE METOIbI UCCIEA0BAHUS HE SIBJISIFOTCS ONPEACISIOIIMMHU IPHU IIOCTAHOBKE
JTMarHo3a, 0JJHaKO PEKOMEHIOBaHBI JIJIsl OLICHKU CTeneHu TsokecTu ocnoxHeHus (Y3U, KT,

OHJOCKOIMMYCCKOC UCCICAOBAHNEC ITPOXOAUMOCTH BCPXHUX AbIXATCIIbHBIX HYTCﬁ n I[p)

YpoBeHb y6eauTenbHOCTHN pekomMmeHoaumm —C (ypo

BEHb 10OCTOBEPHOCTMW LlOKa3aTenNbCTB-5)

2.5 Nuass AMATHOCTHKA

I[JI?I OLCHKH TKCCTH TCUCHUS HAO, BIIMSHUS 3a00JIeBaHUs Ha IMOBCCAHCBHYIO AKTHUBHOCTDH
ManueHTa, pCHICHUA BOIIPOCAa O TAKTUKE TCPAIINU, 4 TAKIKEC OLUCHKH 3(1)(1)6KTI/IBHOCTI/I HpOBOI[PIMOﬁ
PEKOMCHAYCTCA UCIIOJIB30BATH OIPOCHHUKU OLCHKHU Ka4Y€CTBa KU3HU IMAIIUCHTOB C aHTHOTEKAMM

(AE-QoL) u mxana akruBHocTH anrnootékos (AAS) [20,21,22].

YpoBeHb yoenuresibHOCTH pekomMenaamnuii — C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB - 5)

Koncyanam/m CIIeaJIuCTOB

e [lamueHTaMm ¢ AMarHo3oM aHruoHeBpoTHueckuil 0T€K (AO) peKOMEHIyeTCs KOHCYJIbTalus
Bpaya- ajuieproJiora s npoBeAcHus AuddepeHnnaibHOl TMarHoCTUKHA pa3HbIX BUI0B AQ,
IUISL OTIpe/IeNIeHHsI TAKTUKY JieueHust [8,9].
YpoBeHb y0eauTeIbHOCTH peKOMeHIaAuuil — A (YPOBeHb J0CTOBEPHOCTH /10KA3aTEJIbCTB -
5)
e JlammmeHTaM ¢ OTEKOM BEpPXHMX JBIXaTEIbHBIX IYTE€H PEKOMEHAYETCS KOHCYJIbTallUs

oronapunronora (JIOP), npu Hapactanuu oréka uiu HeAPHEKTUBHOCTH MPOBOIUMON Teparuu

12



HACTOSITEIBHO peKoMeHAayeTcs rocnutanu3auus B JIOP wnm peanumanuoHHOE OTIEICHUE

[3,8,9].

YpoBeHb YOeAUTEJIbHOCTH PeKOMeHAaUMid — A (YPOBeHb J0CTOBEPHOCTH /I0KA3ATEJbCTB -

5)

e [lanmeHtam ¢ a0IOMUHAILHON aTaKOW PEKOMEHIYETCS KOHCYJIbTAIlUsI XUPypra, THHEKOJI0Ta
JUISL UCKJTFOUEHHS IPYTUX MPHUYUH 00JIeBOro cuHapoma [3].

YpoBeHb y0eauTeIbHOCTH peKOMeHIaAuil — A (YPOBeHb J10CTOBEPHOCTH /10KA3aTeJIbCTB -

5)

e [lanuentam ¢ HAO pexkoMeHyeTcsl MpOBEeHUE KOPPEKIMU COMYTCTBYIOIICH MAaTOJI0OTUU
BpayaMH JIPYTHX CIEIUATBLHOCTEH, TaK KaK 3TO MOXET MPUBOJUTH K YTSIKEICHUIO TCUCHUS
HAO [3].

YPOBGHI) yﬁeIlI/ITeJ'lI)HOCTH peKOMeHIlaIII/Iﬁ -C (ypOBeHB JAOCTOBCPHOCTH A0Ka3aTeJIbCTB -
5)

2.6 IndpdepeHnANbHBINH AHATHO3

e Bcem mnanuentam c¢ HAO pexkomenayeTcss nNpoBoAUTH JuddepeHIUATBbHYIO
JIMarHOCTUKY CO CJeAYIIIUMU 3a60JIeBaHUSMU:

— IlpuoOpereHHble aHTHOOTEKM C jAedUIUTOM/HapylleHHeM (yHKIHMOHAIBHOM
aktuBHOCTH C1-unrudutopa (ITAO) (Tadauua 1).

e C pgenbwo uckmouenus [TAO Bcem nanyeHTaM C pelUJUBUPYIOIIMMU aHTMOOTEKAMU
6e3 KpanMBHUIbI - pekoMeHAyeTcs uccaefoBaHue ypoBHei Clq, C1-INH95 Kd u
onpejeseHue Haanuus auturtea k C1q. ,[9,11]

Kommentapun: ITAO umerom cxoxcyio knunuueckyro kapmuny u aenaomcs ¢penokonueti HAO (ne
nHacneoyemcs). Ilamonocusn 6 cucmeme Komniemenma ooyciognena evipabomrou anmumen Kk CI-
UHUOUMOPY UMY  NOBbIUEHHbLIM e20 nompebnenuem. Ilpu 1abopamopHvlx UCCIE008AHUAX
ommeuaemcs CHudiceHue Koauvecmea unu @yukyuonanrvrou axkmuenocmu Cl-uneubumopa, xax
npasuno, mexee gvipasicentoe, yem npu HAO.

— AHruooTékH, BbI3BaHHbIE TpueMoM HWAII® W  aHTaroHMCTOB  pelenTopa

aHruoteHsuHa Il

— AHTHOOTEKH, BBI3BaHHbIE MEIMATOPAMHU TYYHBIX KJIIETOK;

— HMnuomatudeckue aHTMOOTEKH,

— TlceBnoaHrHoOTEKH,

— Tunomportennemuueckue otéku [8,9,11,23].

YpoBeHb yoeauTeIbHOCTH PeKOMEeHIalHil — A (YPOBeHb J0CTOBEPHOCTH I0KA3aTEeJIbLCTB - 5)
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Kommenrapuuau: /140 ssisemcs ¢enoxonueri HAO (ne nacnedyemcs). I[lamonocus @ cucmeme
Komniemenma obycioeiena evipabomkou aumumen Kk Cl-uneubumopy unu NOBLIUEHHbIM €20
nompebnenuem. Ilpu 1a60pamopHbiX UCCIEO08AHUAX OMMEYACMCA CHUJNCEHUe KOIUYeCmed Ulu

dynrkyuonanvruou akmusnocmu Cl-uneubumopa, xax npasuio, menee svipaxcernoe, wem npu HAQO.
[9,11]

B b6onvuuncmee cuydaes, UCKIIO4YeHUue smux 3a001e8aHULl 803MONCHO yorce Ha smane c60pa

anamuesa u ocmompa.

IIpu nposedenuu ouppepenyuanvroi ouacnocmuxu AO ¢ 110owviM Opyeum 3ab01e6aHueM
(ncesooaneuooméxu) pexomendyemcst nomnums 0 mom, ymo cumnmomwlt npu AO onsimes om
YACo8 00 HECKOJILKUX CYMOK U NPOX0OSim 6eccleOno, eci OmeEK coxparnsiemcst boee OiumenbHoe

epems, mo OUACHO3 AHSUOOMEKA MAIOBEPOANIEH.

3. Jleuenue

3.1 KoncepBaTuBHoe JieueHue (puc. 2,3)
— KymnupoBaH#e CUMIITOMOB;

- KpaTKOCpO‘lHaSI HpO(l)I/IJ'IaKTI/IKa (nepen OIICPAaTUBHBIMHU BMCIIATCILCTBAMU U

CTOMATOJIOTMYCCKUMHU MaHI/IHy.]'IHI_[I/IHMI/I);

— Honrocpounas npodunaktuka (mpouaaKTHKa PELUIUBOB).

BLI60p MCTOJAa U CXCMbI JICUCHUA HAO 3aBucur ot YaCTOThI, JIOKAJIU3allu U TAXKCCTU OTEKOB.

Hemeaukamenro3Hoe Jeuenue HAO

e [lanmentam ¢ AO B o0jacTu TOpPTaHU: PEKOMEHAYETCSI OOECHeYUTh MPOXOAUMOCTH
IBIXaTeIbHBIX yTeH, pu HEOOXO0IUMOCTH OTpaBIaHO paHee HAJIO)KEHUE
KOHHUKOTOMHU/TPAXCOCTOMUH, UHTYOanuu [24,25,26,27]..

YpoBeHb yOeIuTeIbHOCTH PeKOMeH1auii — A (YPOBeHb T0CTOBEPHOCTH I0KA3aTeJILCTB - 1)

MeaukaMeHTO3HOoe JIeUeHue:

Kynuposanue ocrporo npucryna HAQ

e Heotnoxnyto tepanuto HAO I, II TunoB pekoMeHayeTcss NpoBOANUTH O€3 OTMEHBI MIpenapaToB

0asucHo# Tepanuu [3,8].
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YpoBeHb yOeIuTeIbHOCTH PeKOMeH1aluii — A (YPOBeHb J0CTOBEPHOCTH JI0KA3aTeJILCTB - 1)

e [lanueHTaM c OTéKaMHu, CHOCOOHBIMHU IPUBECTU K acOUKCUH, abJOMUHATbHBIMI aTaKaMH U
TSDKeJbIMH NepudepuyeCcKUMU OTEKAMH, CONPSDKEHHBIMH C Pa3BUTHUEM OCJIOXKEHUM
(HampuMep, OTEK TMOJIOBBIX OPraHOB C OCTPOM 3aJlepKKOM MOYM Yy MYXKYHH)
pPEKOMEH/yeTCsl Ha3HauyeHUs HEOTJIOXKHOMW naToreHetudeco tepanuu [1,8, 9,11]. (puc. 2,

npusoxceHue 5, mabauya 2).

YpoBeHb yoeIuTeIbHOCTH peKOMeHanuii —A (YPpOBeHb IOCTOBEPHOCTH JI0KA3aTeJIbCTB - 1)

Jleuenne HAO | u |l Tunios

(D84.1)
Hoarocpoynas npouiiakruka KpaTkocpounast Jleuenue NpUCTyNoB
(4acTble NPUCTYNbI, THAKEJIbIE npopuIAKTHKA (THXKeIBIX
JKM3HEYTPOKAIoIIUe MPUCTYIbI) (npeMeauKAaIMs) ’KH3HEYTPOKAIOIINX)
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ATTeHyHpOBaHHbBIC 1. KOHILEHTpaT MHrHOMTOpa 1. UkaTn6Ganr

AHPOTEHBI .

CEeJIEKTUBHBIN Os0KaTop B-
Cl-acTepassl ( p
2 peuenTopoB)
KOHIIEHTPAT HHTUOUTOPA

Cl-screpassl 2.CBEXE3aMOpOKEHHAS 2. KOHIIEHTPAT HHTHOUTOPA
ja3ma Cl-acrepassl
AHTHPUOPUHOTUTHKA p
3. ATTEHyupOBaHHbIE
yip 3. CBEe)KE3aMOPOKEHHAs
AHAPOTCHBI niaasMa

Pucynok 2. Anroputwm neuenust 6oiapHbIX ¢ HAO | u Il Tunos (D84.1)

e B kauecTBe mpemapaToB BeIOOpA AJIsI KYMUPOBAHUS aTaK PEKOMEHYeTCsl Ha3Ha4yaTh MKATHOAHT
u KoHueHTpat uuruouropa Cl-screpassr [1,8,9,10,11] .

YpoBeHb yOeauTEeILHOCTH peKOMeHIauil A (YPOBEeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 1)

e Tepanuio peKOMEHAYEeTCsl HAUMHATh MAKCUMAJIbHO OBICTPO OT MOMEHTA MOSBJICHUS CUMIITOMOB,
TaK KaKk paHHee BBEJCHHWE TMOBBHIIACT dS(P(HEKTUBHOCT TEPAalUM W  yYMEHBIIAET
IIPOJIOJKUTENIBHOCTD U TSDKECTh KIMHUYECKUX NposiBieHui. [lo31Hee Ha3HauYeHHe IpenapaToB
MOXET IpHUBECTH K (aTtanbHOMY MCXOLy HpHU OTEKE BEPXHUX JbIXaTEeNbHBIX IyTel

[8,9,10,11,24,25,26,27,28,29].

YpoBeHb yoeauTeJIbHOCTH peKOMeHAaluii A (YPOBeHb I0CTOBEPHOCTH 10KA3aTeJNbCTB 3)

KommenTapuu yyumuisas, umo oanHble npenapamol (UKAMUOAHmM WNPUY-PYYKA U KOHYEHMpPam
uneudbumopa Cl-3cmepa3svl)  3apecucmpuposanvl Ol CAMOCMOSAMENbHO20  UCHONb308AHUS,
pexomenoyemcs obecneuums OOCMYNHOCHb mepanuu  OJisl UCNONIb308AHUSL HA O0OMY HOCHe

nposedenust 00yuenusi mexnuke esedenus [30,31, 32, 33,34,35].

e B cBs3u Cc onMcaHHBIMH cilydasMd HEI()(PEKTUBHOCTU NEPBOTO BBEJEHUS IpENapaToB U
BO3MOKHOCTBIO PELIUINBA JKU3HEYTPOKAIOIIET0 aHTMOOTEKA, HACTOATEIBHO PEKOMEHIYETCS
o0ecneunTh NanyeHTa npenapaTaMu JUis KynupoBaHus 1Byx artak [1,8,9,11].

YpoBeHb yOeaUTEILHOCTH peKOMeH1auil A (YPOBEeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)

KomMmeHTapum: B 6onvuuncmee cuydaes, O@HOKpCll’I’lHOZO 6eoerust namoeceHemu4ecKux

npenapamos  (uxkamubanm, Kouyewmpam uneubumopa Cl-acmepazvl) oOocmamouno 014
kynupoganus cumnmomos HAO. B cnyuae neoocmamounoii s¢gppexmusenocmu unu peyuousa HAO

uxamubanm unu konyeumpam uneuoumopa CI-acmepasvi 66005m NOBMOPHO.
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e [lmazmy KpoBH, IIPEACTABISIONTYI0 cOO0K moHaTOop MHrnouTopa Cl-3ceTpasbl, peKOMEHIYETCS
UCIOJIb30BaTh B AKCTPEHHBIX CJy4asX MpPH HEJOCTYMHOCTH HMKaTHOaHTa M KOHIIEHTparTa
unruduropa Cl-3crepassi [8].

YpoBeHb y0equTEJIbHOCTH PeKOMeHAaIui - A (YPOBEHb I0CTOBEPHOCTH /I0KA3aTeJIbLCTB 4)

KomMMmeHTapum: Hpu amom  niasma  He mooiicem  pacemampueamsvCia  KAK  9K6UBAJIEHN

namozeHemu4eckol mepanuu, maxk KaK He CmaHoapmu3upo8ana no KOIU4ecmas)y 6xo0aue2o 8 Hee
uneudbumopa Cl-3cmepasvl U KOMNOHEHMO8 NOMEHYUATIbHO CHOCOOHbLIX 6bl36AMb AHSUOOMEK Y
nayuenma ¢ HAO. Beedenue niazmuvl CONpssiceHo ¢ puckom mpancmuccuenvlx urgexyutl [8].
Muruburtopsr  pubpuHONAM3a (HaMUHOKAIpPOHOBYIO  KHCIOTY, TPAaHEKCAMOBYIO  KHCIOTY)
PEKOMEHIYIOTCS ISl JOJATOCPOYHON POPUIAKTHKHI, OJJHAKO HMEIOT KIIMHUYICCKYIO () PEKTUBHOCTD
B HeOONbpIIONW rpynme manueHToB (meHee 15%) M He HUCHONB3YIOTCA Uil KYMHPOBaHHUS
MOTEHIMATILHO )KU3HEYTPOXKAIOIINX aTaK B CBSA3M C HU3KOW A dekTuBHOCTRIO. [1,3,5,8,9,12,13]

YpoBeHb yoeauTeJbHOCTH pekoMeHaanmii - C (YpoBeHb I0OCTOBEPHOCTH J0KA3aTeIbCTB -4)

Kommenrapuu: Amvunokanponosas kucioma ucnonvsyemces y b6oavnoix HAO off-lable, max xax

A671emcsi  €OUHCMBEHHbIM — UHeUOUmMopom  uopunonuza O 6HYMPUBEHHO20 — B8EOEHUS.
Hneubumopor ubpunonuza mozym oOvime HasHauweHnvl nayuenmam c¢ HAO ons xynuposanus

nepucﬁepuqecxux anmakxk U HesovlpadiCeEHHbIX abOOMUHANILHBIX AMAK.

Tpanexcamosass kucioma Onsi KYRUPOBAHUSL MANCENbIX AOOOMUHATbHLIX amMaKk, a maxdice
NOMEHYUATbHO (PAMATBHLIX aAMAK He UCNOAb3YEeMCs. 6 C6i3U ¢ MeOJIeHHbIM HACMYNIeHUeM
aghghexma mepanuu.

[Taruentam ¢ HAO 0e3 nedexra CI1-MHI, xotopsle mnomydaroT scTporensl, HAIID
HACTOSTENIbHO PEKOMEHJYeTCsl OTMEHUTh IPHEM JaHHBIX IPernaparoB, M HAa3HAYUTh TEParuio
HaNpaBJICHHYIO Ha MOJJEp>KaHHe MPOXOJUMOCTH JbIXaTeNbHBIX IMyTeH, 00beMa LUPKYIUPYIOIIEH
KpoBH (cUMITTOMaTHYeCKas Tepanus) [36]

KommenTapuu. Jlocmogepnvix Oanubix 00 3pexkmusHocmu npumeHenus KoHyeHmpama

uneudbumopa Cl-3cmepasel , ukamubanma u awmuguopunorumuxos y nayuenmos ¢ HAO 6e3
oepexma CI-UHI" epems nem. Onucanvl cepuu KIUHUYECKUX CIYYAe8 YCHeWHO020 NPUMEHEeHUs
ukamubanma u uneuoumopa C1-scepasoi.

YpoBenb yoeauTeabHOCTH pekoMeHaaiuii - C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbLCTB -5)

e [larmentam ¢ HAO /Il TummoB HAcTOATEIBHO PEKOMEHIYETCS MPOBOIUTH KPATKOCPOUHYIO

HDOd)I/IJ'IaKTI/IKV nepen JTHOOBIMH OIICPpAaTUBHLIMU BMCHIATCIILCTBAMU (B TOM 4YHUCJIC MaJIbIMH,

TaKUMHU KakK CTOMATOJIOTHYCCKHEC MaHI/IHYJISIL[I/II/I), nepen HWMHBAa3HUBHBIMHU MCTOJaMU
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UCCIIeIOBaHM, o0ocoO0eHHO B  00JMacTH  JObIXaTeNbHBIX  IMYTEH, BEPXHUX  OTIENax
nUIeBapuTenbHoro Tpakra. [1,3,5,8,9,12,13]
YpoBeHb yOeauTEIbHOCTH peKOMeHAAIMi A (YPOBEHb I0CTOBEPHOCTH 10KA3aTEIbCTB 3)
L] HDVICDO‘-IHOMOI'IeDaTMBHOMBMeLIJaTeJ'IbCTBeDe
KOMEeHJAYeTCSA BHYIpUBEHHOE BBEJCHUE: KOHIEHTpaTta wunHruouropa Cl-

actepaszbl uenoeka 1000 ME B/B mns B3pocibix manueHtoB wid 15-30 ME/kr mns
MAIUEHTOB JETCKOT0 BO3PacTa;
YpoBeHb yOeaquTEIbHOCTH peKOMeHAAIMi A (YPOBEHb I0CTOBEPHOCTH 10KA3aTEJIbCTB 2)
e [lpu orcyrcrBun KoHIeHTpaTa uHrnouTOpa Cl-3cTepasbl peKOMEHAYeTCsl BBOAUTD
CBe)ke3aMOoposkeHHYI0 Tiasmy 250.0 mit A B3pocibix nanueHToB uin 5,0-10,0 ma/kr amns
MaIMEeHTOB JIETCKOIr0 Bo3pacTa 3a 1-6 yacos 1o mporeaypsi [8,12].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 3)

e Jlpu noAroToBKe K IUIAHOBOMY OIEPATHBHOMY BMELIATENbCTBY, II€pEel WHBA3UBHBIMU
METOZaMu 00CIIeIOBaHUs, IKCTpaKiuel 3yooB pekomenayercs [1,3,5,8,9,12,13]:

— BBECTWUW BHYTPUBEHHO KOHUEHTPAT UHT
méeunmtopa Cl-sacTtepa3db 1000 ME B/B (ANnA B3
pocnblx naunmeHTtToB)MMnun15-30ME/kr (anan
aumMmeHTOB AoEeTCKOIroBoO3pacTa)l38)91213]

YpoBeHb yoeauTeJbHOCTH peKOMeHAaluil A (YPOBEHb 10CTOBEPHOCTH 10KA3aTeJbCTB 1)

HIIN

— Ha4vYyaTbnpuemdaHaszona200mMr/cyTKkun 3a
50Hen o nM230HA NoOcCNe onepaTuUBHOTO
BMewaTenbcTBa(ecnmMmnauuvmeHT Haxonow
ncAa Ha 6a3MCHOW Tepanuu ALAaHaAa300OM
TO O3y yBelAMUYMNBAKWT B2pai3aoOT UCXO
AHOW)C naNnbHeWWenNW OTMEHOMU UNKU Nepe
X0OOOM Ha NPpexXHW o3y Ba3INUCHOW Tep
anwuwu[38912].

YpoBeHb yOeAUTEILHOCTH peKOMeH1auil A (YPOBEeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 3)
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— TIpU HEBO3MOXHOCTH TpUEMa JlaHa30Jla U HEAOCTYMHOCTH MHruourtopa Cl-
acTepasbl — BBECTH 250 MIJI CBEK€3aMOpPOKEHHOM IIa3Mbl 3a 1-6 yacoB 10
nporenypsi [3,5,12].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTebCTB 4)

e Bo BpeMs npoBeieHUs ONIEPATUBHOIO JICYEHUSI PEKOMEHIyeTCsl UMEeTh Ipenaparhl s
KYIIMUPOBAHUS JKU3HEYTPOXKAIOLINX OTEKOB: MKATHOAHT WM KOHIIEHTpaT uHruoutopa Cl
acTepa3bl ISl KYIIUPOBaHUS HE MeHee 2X aTak [8]

YpoBeHb yOeauTEIbHOCTH peKOMeHAAIMi A (YPOBEHb I0CTOBEPHOCTH 10KA3aTEJIbCTB 3)

e [Ilepen mpoBeneHHEM CTOMATOJIOTHYSCKUX MAHUMYSIUUi (B JOIOJHEHHE K YKa3aHHBIM
npernapaTamMm) peKOMEHYeTCsl OJIOCKaHHe MOJIOCTU pTa 5% pacTBOPOM aMHHOKAIIPOHOBOM
KUCIOTHI [12].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 5)

Ta6auna 2. Pekomenayemblie cxembl HeOTI0xkHON (hapmakoTepanuu HAO.

IToxa3zanune

IIpenapar

Pexxum IIPUMCHCHUA

Otéxu m1000M JTIOKAIN3AIUH,
KpOMe TOJIOBBI, ILIEH U
OprolHOM nosioctu (6e3
OTMEHBI IpenapaToB
0a3uCHON Tepanuu Win
YBEJIMYEHHUE J103bI
npenaparoB 0a3uCHOU
Tepanun)

AMMHOKanpOHOBAs
KHCIIOTa

Crapmre 12 net: B/B 150200 M
5% p-pa

Hetu: 100Mr/KT B mepBbIif yac,
3aTeM 33Mr/kr/gac.
MakcumanbHasi CyToyHas 03a
18r/m°

NkatubanT (orpaHuYeHo
IIPUMEHEHHE Yy JIeTel 10
18 et u 6epeMeHHbIX )

IT/x 30 mr, npu
Hed((PEKTUBHOCTH TTOBTOPUTH
WHBEKIINIO Yepe3 6 4

Otéku B 00J1aCTH TOJIOBBI 1
ey, abJOMHUHAIBLHBIN
CHUH/IPOM

HkatubanT (orpaHu4eHo
IIPUMEHEHHE Yy JIeTel 10
18 et u GepeMeHHBIX )

[T/x 30 mr, ipu
Hed(P(HEKTUBHOCTH MTOBTOPUTH
MHBEKIHIO yepe3 6 u

KOHIIEHTPAaT HHTUOUTOpA
C1 —crepasbl

20 ME/kr Beca 605bHOTO, IPU
HeocTaTouHOM 3 dekTe uepes
| yac noOBTOPUTH

CBCIKC3aMOPOKCHHAA
Ij1a3mMa

Crapre 12 net: B/B 250 M (10
500 mur)

Jern: 5,0-10,0 ma/kr Beca

IToaroroBka K SKCTPEHHOMY

KOHIIEHTPAT HHTUOWTOpA

1000 ME (mnst i, crapuie 18
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OIIEPaTUBHOMY C1 —acrepassl JIET)

BMEIIATEILCTBY (B I€HB .
y( 15-30 ME/kr (y nereit)
MIPOBEJICHUS ONIEPATHBHOTO

BMeIIaTeNbCTBa 32 1-6 1 10 CBE)KE3aMOPOKEHHAs Craprue 12 net: B/B 250-300 M
pOLEAYPEI, I10- Ij1asMa (HpI/I OTCYTCTBHUHU - OAHOKpPATHO
KOHIIGHTpaTa HWHTHOUTOpa

BO3MOYKHOCTH, MAaKCUMAIIbHO
C1 —crepasbl)

Hern: 5,0-10,0 mi/kr Beca -
0JIN3KO K MAHMITYJISIIAHN )

OJIHOKPATHO
[ToaroroBka K miIaHOBOMY ATTEHyUpOBaHHBIC 3a 5-7 cyT 10 onepanuu
OTIEpPaTHBHOMY aHJPOTEHBI (JJaHA30.]1) HA3HAYUTH MPOPHIAKTHUECKYIO

J103Y WJIH, €CJI OOJIbHbIE
IIOJIy4aroT IJIAHOBO IPENaparsl,
J103y YBEJIMYUTH B 2 pas3a, HO HE
IIPEBBIIIAS MAKCUMAJILHO
JIOIIyCTUMYIO

BMCIIATCIILCTBY

koHeHTpar uHruouropa | Crapue 12 net: 1000 ME s

C1 —acrepasbl B3pOCJIOTO,
Herun: 15-30 ME/kr nepen
ornepanuein
CBEXKE3aMOPOKEHHAS Crapue 12 net: B/B 250 mn
IU1asMa Heru: 5,0-10,0 mi/kr Beca

nepes onepanuen

JloJarocpo4yuas npopuIakTuKa

OcHoOBHas 3a/1a4a JOJATOCPOYHON MPOPHIAKTUKY — YMEHBIIEHWE YaCTOThl U MHTEHCHUBHOCTH
atak HAO u MuHuUMHM3anusi BIMsSHUS 3a00JI€BaHMsI HA IOBCEJIHEBHYIO AKTHUBHOCTH IAllMEHTA.
Tepanusg noaOupaercs HWHIUBUAYAIbHO B 3aBUCHUMOCTHM OT OCOOEHHOCTEH TEYEHHS, HaIU4us
IIPOTUBOIOKA3aHUM, TEXHUYECKMX BO3MOXHOCTEH I INOJIY4eHHs TOM WIM MHOM Tepanuu. Tpu
IPYIIIBI TIPEenapaToB peKoMeH10BaHbl Uit O0azucHoi Tepanuu HAO |, Il Tuna: aTTrenynpoBaHHbIe
aH/JporeHsl, KoOHLEHTpar uHruoutopa Cl —crTepa3sl yenoBeka, HHIHOUTOpPHI (UOpPUHOIN3A

(tabmuna 3). [1,3,5,8,9]

e B cnyuae BrisiBinenus HAO-XI| y sxeHIIMH 1€TOPOIHOTO BO3pacTa peKOMEHAYETCs
Ha3HAYEHUE KOHTPAIEIITUBOB MPorecTepoHoBoro psa [37,38, 39].

YpoBensb yoenuteabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 4)

. [Ipn npoBeaeHuu JOATOCPOYHOM MpOdUIAKTUKUA 3(DPEKTUBHOCTH TEpanuu y
NAIEeHTOB PEKOMEHJYeTCsl OLCHUBAETCS Ha KaxJaoM Bu3ure. g 3Tol 1emu

PEKOMEHYETCS MCIOJIb30BaTh MIKANTY aKTHBHOCTH aHTHOOTEKOB (AAS) U ONMPOCHUK st
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OLICHKM Ka4yeCTBa XHM3HHU ManueHTOB ¢ aHrunoTékamu (AE-QOL) (. DTO mO3BOJUT OICHHUTH
3¢ GEKTUBHOCTH MPOBOAUMOI Tepanuu U ontTumusuposath ee [20,21,22].

YpoBenb yoeautTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB -5)

Taoa. 3. Pekomenayempblie cxembl papmakorepanuu HAQO L, I Tunos B kauecTBe

JA0JITOCPOYHON MPOPUIAKTHKH.

[Ipenapatsl Ho3za Kontposb nokazareneit ( mepea HauaaoMm
Tepanuu u 1 pa3 B 6 Mecs1eB)

ATTEeHyHPOBAHHbBIE aHIPOTCHBI

Hanazon Havansnas nosa e [Ipu ocMoOTpe: CTUTMBI BUPUIIM3ALIAH,
200-600 mr/cyTku KOHTpOJIb Beca
C CHIJKCHHMEM 10 | e  OOmuii aHAIHM3 KPOBU
MHHHUMaJIbHO e OOmmii aHaIM3 MOYHU
HE00X0UMOi e Koarynorpamma
e buoxumuyeckuil aHanus KpOBU:

Merunrectoctepon | Hawanbnas no3a N
JIMTATHBIN CTIEKTP, IEYEHOYHBIE TECTHI
0,01r/cyTkw,

CHUXEHUE JI0 o-(eTonpoTerH
0,005-0,0075r/cyT. e VY3U opranoB OpIONIHOMN MOJOCTH
’ e KoHcynbraiys ypoaora/THHEKoJI0Ta

AHTUPUOPUHOIUTHYECKHUE MTPETapaTh

TpanexkcamoBas BHYTpb 110 1 — 1,5
KHCII0Ta r 4 paszaBcyT

OO0umii aHanu3 KpoBH

OO0 aHAIU3 MOYHU

Koarynorpamma

buoxumuyeckuil aHanus KpoBHU:
MEYEHOYHBIE TECTHI, TOKa3aTeIH PabOThI
mouek, KOK.

e KoHcynbranus opranpMonora

Konuenrar 20 ME/kr macchbl * Ceposornyeckoi uccienopanue Ha BUY,
unruouropa Cl1- Tena 2 pasza B BUpYc remaruta B, Bupyc remarura C

9CTCpa3bl UCIIOBCKA HCACIIO

KommenTapuu: /lanazon wnasnauarom 6 cmapmosou 0oze 200-600 me cymku 00 HOAHO2O

UCHE3HOBEHUA CUMNNIOMOS8, d 3amem NOCneNneHHo CHUxMcarom 003)/ 00 MUHUMANbHOU HeobX00UMOol
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0JIs1 OMCYMCMBUs. KIUHUYEeCKUX NposasieHuti 3aboneeanus. Bosmoocna anemepnamuenas cxema:
Ha4ano mepanuu ¢ HeboabUWIOU 003bl NPENnapama ¢ NOCMEeNneHHbIM Y8elTUdeHUEM.

B psoe cayuaes, 603moocHo yosoenue noooepicusaroujeli 003bl HA KOPOMKUL Nepuood 8 ciyuae
UHGEKYUOHHBIX 3a0071e6aHUll (HAYUHASL C NPOOPOMAILHO20 OMANQ), CMPecco8vlX CUmyayuil

(9K3aMmeHbl, nepee3o, TUYHbLE NEPEHCUBANHULL), PUBUYECKUX HASPY30K U Op.

e Hasnauenme arTeHyHpOBaHHBIX aHJIPOTEHOB B KauecTBE OA3UCHON Tepanuu y NalleHTOB
JETCKOTO BO3pacTa PEKOMEHAYETCsS CTPOro IO >KU3HEHHBIM MOKa3aHHAM C TOAO0pOM
MHUHHMaJIbHO HEOOXOJUMOM 103bI [0 PELICHHIO BpaucOHoi komuccuu [40].

YpoBeHb yOeIUTEIbHOCTH peKoMeH1aiuii — B (YypoBeHb J0CTOBEPHOCTH I0KA3aTEIbCTB -5)
Kommenmapuu: coenacno uncmpykyuu K — npenapamy, —ammeHYUpOBAHHblE — AHOPO2EeHbl
npomusonokasawvl y oemeti 00 18 nem. Oonaxo moeym dvims Hazuauewnsl off label no sxcusnennvim
NOKA3AHUAM.

e  AHTU(PUOPUHONUTUKH peKOMEHyeTcs HazHavyaTh naureHtam ¢ HAO L Il tuna B ciyuae

POTHUBOITOKA3aHUH K UCIIOJIHb30BAHUIO aTTEHYHPOBAHHBIX aHaporeHos [13,37] .

YpoBeHb yoennTEeIbHOCTH peKoMeHaannii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB -4)

KommenTapuu: Anmugubpunonumuxu menee d¢hghekmusnsvl no CpasHenuro ¢ AammeHyupo8aHHblMu

AHOpPO2eHAMU, OOHAKO 6 psde cayuaes no3eonsiom koumpoaupogams cumnmomvr HAO I, II, no
uUMerom MeHbWUL CHeKmp noOOYHbIX 3PPeKmos, 0COOEeHHO NpU NPUMEHEHUU ) IHCeHUJUH
0emopoono20 eozpacma u demeti. Tpanexcamogyio Kuciomy HazHauaiom 6 cmapmogou o0oze 4
2/CymKu ¢ NOCIe0yIoOWUM CHUNCEHUEM 00 MUHUMANbHOU He00X00UMOU CYMOUHOU 003bl.
e basucnas Tepanus KoHIeHTpaToM MHruOuTopa Cl-screpa3bl pekoMeHayeTcs: OepeMeHHbIM
nanueHTkaM ¢ HAO u manueHnTaM JeTcKoro Bo3pacTa ¢ 2X JIET IpH TskenoM teuenun HAO

I, Il Tuma, HeaddekTUBHOCTU APYroil Tepamuu, MPU YaCThIX XKUZHEYTPOKAIOIIMX aTakax

[11,41,42].

YpoBeHb yOenuTeIbHOCTH PeKOMeHIaluiil A (YPOBEHb J0CTOBEPHOCTH 0KA3aTeJILCTB 1)

KommenTapuu: xonyenmpam uneuumopa CIl-scmepa3svl uenogexa nasnauarom 8 0oze 20 ME/ke

geca OonvHO2O 2 pasa 6 neoemo. Ilocne cma6uﬂu3auuu cocmosnus 003a u KpantHocmb
6bz6upaemc;z C yuemom 61UsAHUA 3abonesanus Ha 1’106C€0H€6Hyi0 aKmueHocmbs nayueHma

YpoBensb yoeauteabHocTH pekoMenaanuili C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB
5)
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U3 ecex npenapamos, ucnonvzyemvlx O O00J20CPOYHOU  NPOGUIAKMUKY, KOHYEHmpam
uneudbumopa Cl-scmepa3zvl obradaem Haubonvulell HHeKkmusHOCmvbI0 U HAULYHWUM NpOdUIeM

bezonacnocmu [8,9,11,39, 43].

YpoBeHb ybeaounutTenbHOCTU peKoMeHAauuwm A(ypos

€Hb AOCTOBEepPHOCTM AOKa3aTenbCcTBI)

3.Peaduuranusa

He pa3paborana

5. IllpodpunakTuka U AUCNIAHCEPHOE HAOIIOIEHUE

IlepBuyHas npohUJIaAKTHKA

I'eneTnyeckoe KOHCYJIbTUPOBAHUC W IpPCHATAJIbHAA JUArHOCTHKA IIPpU IIJIAHUPOBAHHUU

0epeMEeHHOCTH MalMEHTaM C MOATBEPKACHHBIM Auaraozom HAO

Bropuunasg npodbuniakruka

o 3amnpenieHo ucnoiab3oBanue HHruOuTopoB AllD (kanTompui, SHANAPHII, PAMUIIPUIT
U JIp.) ¥ aHTArOHHUCTOB PeLEnTOpoB aHrnoTeH3uHa |l (ampocapran, TenMucapTaH, BajicapTaH U ap.).

o 3anpeleHo UCIoJIb30BaHUE IPENapaToB, COAEPKAIINX ICTPOr€HHbIE TOPMOHBI.

. [IpoBenenne  mpemenukauud  Heped  [UIAHUPYIOIIUMUCS  ONEPATUBHBIMHU
BMEIIATENLCTBAMU U CTOMATOJIOTHYECKUMH MAHUITYIISAIIUSIMH.

YpoBeHb yoeauTeIbHOCTH PeKOMeHIaluiil A (YPOBEHb J10CTOBEPHOCTH 10KA3aTEJbCTB 1)

o C OCTOpPOXKHOCTBIO  Ha3HayaThb aKTUBATOPbl IUJIA3MUHOT€Ha (CTPENTOKHMHA3a,

aJITCIlIa3a, aKTUJIIN3C U I[p)

J HeobOxoauMo m30erath HEOOOCHOBAaHHBIX OIEPATUBHBIX BMEMIATEIBCTB M JPYTHX
TpaBM, MPOCTYIHBIX 3a00JE€BaHH, CTPECCOBBIX CHUTYAIlMi, BO3JCHCTBHS XOJOJOBOTO (akropa,
WHTEHCHBHOMW (u3nueckoit Harpysku [3,8,12].

YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 3)

6. JlomostHUTEILHAS uH(popmanus, BJINAIOIIAA Ha HCXO0N

3a00/1eBaHUs1/CHHAPOMA
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6.1 Ilporuo3

e OtéEk ropranu NMpu HEOKa3aHUHM CBOCBPEMEHHOW M aJIeKBaTHOM Tepanuu (arasieH.
e [Iporno3 GiaronpusTHBINA MPU aJICKBATHON MOKU3HEHHOMN TEPAITHH.
e Bricokas (10 50%) BeposiTHOCTB poxaeHus pedbernka ¢ HAO.

6.2 CKpMHHHT

(ponuteneii, OpaTbeB, cecrep, aereit mamuenta ¢ HAO)

e lccnenosanue ypoBHs Cl-uHruéuropa u ero GyHKIIMOHAILHON aKTUBHOCTH B
MyIMOBUHHOW KPOBU HEMH(POPMATHUBHO, TaK KaK 3THU MoKa3aTelu cHkeHbl y 30-50%
3JI0POBBIX HOBOPOKICHHBIX

e lccnenoBanus ypoBHS U pyHKIMOHAIBHON akTuBHOCTU C1- MHTHONTOpA
MIPOBOJIUTH HE paHee | roja ®u3HM (Jy4mie 5 jer).

e Ha noxinHHYeCKOM 3Tane reHeTudeckoe oocieoBaHue - Haubosee
MPEIOYTUTEIBHBIN METOI 00CITICTIOBAHUS JJIs TTOITBEPIKICHUS JTUArHO3A.
Bo3MoskeH mouck MyTanuu B 00pasiie MyrnoBHHHON KPOBH.

[Ipy BBIABIEHUU OINpEAETICHHOW MYyTallMd Yy TMalMeHTa, oTBevaromei 3a passutue HAO,
TCHETUYECKUH TIOUCK Y POJCTBEHHHUKOB MOYKHO OPHEHTHPOBATH MPEKJE BCETO HA BBISIBICHUS TOU

K€ MyTaluu.

6.3 bepeMeHHOCTH M POALI.

[Ipu OepeMeHHOCTM W B TEPUOJ JAKTalMM KaK Ui Ky[MUPOBAaHWS aTaK, TaK W B Cllydae
HEOO0XOAUMOCTH  JIOJTOCPOYHON NPOPHUIAKTUKH PEKOMEHAYETCs HCIOJIb30BaTh KOHIEHTpAT
unruburopa Cl-screpaszpl. Y mnamuentok ¢ HAO | u Il Ttunma moryr OBITH HCHONB30BaHbI
aHTU(PUOPUHOIUTHKY (IIOJT KOHTPOJEM KOAaryJlorpaMMbl U IJIAIlEHTAPHOTO KPOBOTOKA, OJIHAKO

3¢ (HEeKTUBHOCTD UX CYLIECTBEHHO HUXeE (MpuiiokeHue b).

PexomeH0BaHO COBMECTHOE BelIeHHE OEPEMEHHOCTH aKyIIEpOM-THHEKOJIOTOM U aJIeprojorom-
UMMYHOJIOTOM. MeToJ1 poiopa3penieHus] peKOMEHAYeTCsl BBIOUPATh MO aKyIIEPCKUM MOKAa3aHHSIM.
Pexomenayercst obecieunTs 10CTYmHOCTh HHTHONTOpa Cl-3cTepaspl Ha EpUO BEJCHHUS POJIOB, B
9TOM ciydae TpeMeIuKaIus He sBisgeTcs ooOs3arenbHoi. Ecam B 3-M TpuMecTpe OTMEYalluCh
YacThle aTaKu WIM B CIIydasX, KOT/Ia JKEHIIMHA OIMKCHIBACT aTaKh B O0JIACTU TEHUTAJIUN TIPH
MEXaHUYECKOM  BO3JCHCTBUM, HACTOATEIBHO PEKOMEHAYETCS IPOBEACHUE NPEMEIUKALUU

KOHIIeHTpaToM MHrHOUTOpa C1-3cTepassl, Mpu ero HeAOCTYITHOCTH — I1a3Moil kposu. [1,2,11,44]

YpoBens yoeaunreabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJIbCTB 5)
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7. Opranusanus MeJULMHCKON MOMOILIH

7.1 Iloka3zanus K NJIAHOBO¥W roCIUTAJIN3AINA

HeaddextuBHOCTh MPOBOAMMOM Tepanuu, KOPPEKIUs 103kl MpHU TspKeaoM TeueHnn HAO

7.2 lToka3aHus K DKCTPEHHOH IrOCHUTAJIN3AINY

e Cepbe3Hble yrpoXKarolue kxu3Hu ocnoxHeHust AQO:
e achurcus — OTEK SA3bIKA, OTEK BEPXHUX JIBIXATEIBHBIX MTyTCH;
e  «OCTPBIN KHUBOT» — OTEK OPTaHOB OPIOLIHOM MOJIOCTHU U MAJIOTO Ta3a;

e OrtcyTrcTBHE MM HEIOCTATOUHBIN 3 dexT amOynaropHoro jneuenus [3,12]

7.3 Iloka3aHus K BbIMHCKE MAIMEHTA U3 CTAIIHOHAPA

Kynuposanue oréka

Kpurepuu onneHkn kauyecTsa MeJUIIMHCKON MOMOIIA

Ne Kpurepun kauectsa YpoBeHb YposeHb
JIOCTOBEPHOCTH | YOEIUTEIbHOCTH

JIOKA3aTeNbCTB | PEKOMEHIAINI

1 | Bce otréku, mpuBopsmme K HeaeecnocoOHoctH | 1 A
Wi aucHyHKIMU, OTEKU TOJIOBBI, JIMIA, IIEH, a
TAKXE€ TSXKCIIbIC 36}10MI/IHaJ'II>HI)Ie aTaKu OOJIKHBI
OBITH KYMHPOBAHBI

2 | Bce arakm [OMKHBI OBITH KYNHPOBAaHBI Kak | 3 1
MOKHO paHblIe
3 Jnst KynmupoBaHUS TSDKEIOW aTaku JOJKEH ObITh | 1 A

UCTIONIb30BaH  WKAaTHOAHT W/WIM  HUHTHOUTOP
sctepasbl C1-uHrubUTOpa JOHOPCKHUIA.

4 | Ina KynupoBaHUS TsDKENOW aTaku B cliydae | 3 A
OTCYTCTBHsI MKaTHOAHTa W MHTHOUTOpPA ICTEPA3BI
Cl-moHopckuit  OMKHA OBITH  MCIIOJB30BaHA
CBEKE3aMOpOKEHHAs! T1a3Ma

5 Bce manmeHTsl JOIDKHBEI  OBITH  OOecIeYeHBI | 3 A
npenapaTaMu sl KyTUPOBaHUS JBYX aTak
6 [TaMeHT ¢ OTEKOM BEPXHUX JIbIXATENbHBIX MyTeH | 5 A

JIOJDKEH OBITh TOCTIUTATU3UPOBAH B MEAUITUHCKOE
YUpEeXKIEHUE, TJIe €CTh OTACICHUE peaHUMALMU U
WHTEHCUBHOM Tepanuu, a Takxke JIOP-oTaenenue
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[TanpeHTy C OTEKOM BEpPXHHMX [bIXAaTEIbHBIX B
Clly4yae OTCYTCTBHUSI MPEMAPATOB JJI KYMIUPOBAHUS
OT€Ka WM OTCYTCTBHUS 3(deKxTa OT MpOoBOIUMON
Tepanuu JOJKHA OBITh BBITIOJIHEHA
TPaxeoCTOMUSL.

[MamueHT ¢ a0IOMUHAIBLHOU aTAKON NOJDKEH ObITh
KOHCYJIbTUPOBAH XUPYPIroM

KoHcynbranus —amieprojaora-uMMyHoJora  Juis
oIpeieNIeHus IOKa3aHui K 0a3uCHOMN Tepanuu

10

Heornoxnas tepanus HAO mnpoBoautcs 6e3
OTMEHBI IIpenapaToB OA3MCHOM TepanuH.

11

KpaTtkocpounas mnpoduiIakTHKa JOJDKHA OBITh
Ha3HaueHa  TlepeJ]  BCEMHU  HMHBa3HBHBIMHU
MaHUTYJISIUSIMA ¥ METOJaMU HUCCIICOBAHHSIMH,
OIepPaTUBHBIMU BMEIIIATEIILCTBAMH u
CTOMATOJIOTHYECKUMHU MaHUITYJISITUSIMU

> > P

12

Bo BpeMsi IPOBEJICHUS WHBA3HUBHBIX
MaHMITYJSIMUA ¥ METONOB  HMCCIIEIOBAHHMA,
OIIEPaTHBHBIX BMEIIATEIILCTB u
CTOMATOJIOTUYECKHX MAaHHITYISIIUH HE0O0X0IUMO
UMETh npenaparsl TSt KyITUPOBaHHUS
KHU3HEYTPOXKAIOMINX OTEKOB: HMKATHOAHT W/WIH
uHru6uTop screpassl C1-uHrnbUTOpa TOHOPCKUH.
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1. JlarermeBa Tatessna BacumbeBHa — A.M.H., ipodeccop Kadeapsl  KIMHUYECKON
amieprogorun ¥ uMmmyHosorun  OIJJO MI'MCY, 3aBenyromuii oTaeneHueM
ummyHonatoaoruu B3pocislx ®I'BY «'HL Uuctutyr nmmynonorun»y ®MBA Poccuu.
Tenedon: 8 (499) 617-80-85.

2. JlarpimeBa Enena AjekcaHIpoBHAa — CTapIIMi Hay4YHBIA COTPYAHHK OTIEICHUS
ummyHonatosoruu B3pocislx ®I'BY «'HI Uuctutyr nmmynonorun» ®MBA Poccun,
K.M.H., JoueHT kadenpsl Kimanueckas mmmyHonoruu ¢axynsrera Mb® I'OY BIIO
PHUMY wuwm. ITuporosa. Tenedon: 8 (499) 612-77-73.

Pabouas rpynmna:

1. BummneBa Enena AnexcaHApoBHA — 3aMeCTUTENb JAUPEKTOpa Mo HaydyHou padore HUN
NeAUaTpuM, 3aBEIYIOIIMNA OTIEJIOM CTaHAAPTU3alUMU U KIMHUYECKOH (apMakonoruu
OI'AY «Hayunbiii ieHTp 370poBbs nereity Munzapasa P®, k.m.H. Tenedon: 8 (499)
783-27-93.

2. JlanunbrueBa HMuna BrnagumupoBHAa — Benymuid Hay4YHBIH COTPYAHHK OTACIICHUS
aieprosiorun 1 ummyHorepanuun ®PI'BY «I'HI[ Mucrutyr ummyHonorum» ®MBA
Poccumn, k.m.H. Tenedon: 8 (499) 618-28-75.

3. Jemxo UWpuna BnaauMupoBHa — TJIaBHBIM BHEIUTATHBIM —alieproior-uMMyHOJIOT
Kpacnosipckoro kpasi, Cubupckoro u JlaapHeBoctounoro deepaibHbIX OKPYroB, A.M.H.,
npodeccop, 3aBeAywoomas  kKapeapod  BHYTpeHHUX  Oomesneit  KpacHosipckoro
MeUIHCKOTo yHUBepcuTeta. Tenedon: 8 (913) 507-84-08.

4. Tlamnypa Aunekcannap HwukonaeBuu — pyKoBOAMTENb OTAENa aJUIEPrOJIOTHH U
kinHuueckod  ummyHosorun  OCII  «HUKW nenumarpum umeHM — akajeMHKa
10.E.Benbrumesa ®I'60Y BO PHUMY um. H.M. ITuporosa Munzapasa P®, n.M.H.,
npodeccop. Tenedon: 8 (926) 227-68-10.

5. CermukoBa Haunsg XapucoBHa — BeaylmMid HaydHBI COTPYAHHUK  OTAENECHUS
ummyHonatonoruu kKMHUKM PI'BY «I'HL| Muctutyr ummynonorun» ®MBA Poccun,
Bpay  aJuIeprojior-MMMYHOJIOI  BBICIIEH  Kareropuu, JA.M.H., JOLEHT Kadeapsl
KIuHU4eckor aieproyoruud U uMMmyHosoruu IO MI'MCY. Tenedon: 8 (499) 612-
88-29.

6. Cuzsixuna Jlronmuna IleTpoBHa — TJaBHBIA BHEIUTATHBIM — AJJIEProJIOr-UMMYHOJIOT
PoctoBckoii obmactn u FOxHOro ®exepanbHOro OKpyra, 3aBeayroluil kadempoit
aJuIeprojJoruu-uMMyHosnorun  PoctoBckoro  ['ocymapcTBEHHOro  MEIHMIIMHCKOIO

YHUBEPCUTETA, I.M.H., ipodeccop. Tenedon: 8 (861) 268-49-56.
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7. daccaxoB Pycrem CaiaxoBW4 — TJaBHBI BHEIITATHBIA aJJIEPrOJIOr-MMMYHOJIOT
Pecniy6mmku Tatapcran u [IpuBomkckoro denepalibHOTO OKpyra, JI.M.H., mpodeccop,
3aBeyomMii  Kadenapord  aieprojJoruu-uMMyHoNIorur  Ka3zaHCKOW — MEIMIIMHCKOM

akanemun. Tenedon: 8 (843) 521-48-26.

JUis OKOHYATeNbHOW pENaKUMKU U KOHTPOJS KadecTBa PEKOMEHAALNU OBbLIM IOBTOPHO
[POAHAJIM3UPOBaHbl WICHAMU paOoueil Tpymmbl, KOTOpblE NPUILUIM K 3aKJIIOYEHHIO, YTO BCE
3aMey4aHusl ¥ KOMMEHTapUH SKCIEPTOB IPUHATHI BO BHUMAHUE, PUCK CUCTEMAaTHUECKON OIINOKU

npu pa3paboTKe peKOMEHAANNHN CBEICH K MUHUMYMY.

IIpuioxkenue A2 MeTom0J10rusi pa3padoTKH KINHAYECKUX PEKOMEHIANNH

MeTOJIbI, HCIOJIB30BaHHbIC 1JIH cﬁopa/ce.ﬂelcuuu A0OKa3aTeJIbCTB:
ITouck B OJICKTPOHHBIX 0a3ax JaHHBIX.

Onncanue MeTOI0B, MCIIOJIb30BAHHBIX JJIA COOPA/CeIEeKIUM 10KA3ATEJIbCTB:

I[OKaSaTeHLHOﬁ Oasoi I peKOMeH,Z[aLII/Iﬁ ABJIAOTCA I'Iy6J'II/II(aI_[I/II/I, BoIIeamue B 0asbl JAaHHBIX
EMBASE u PubMed/MEDLINE, nanHble 0T€UeCTBEHHBIX U MEXIYHAPOIHBIX COTTIACHTEIbHBIX
JOKyMeHTOB 1o KpamuBHuile/anrnootéky (BSACI guideline, definition,classification and
diagnosis of urticaria and angio-oedema, 2007; EAACI/GA2LEN/EDF/WAOQO guidelines on
urticaria 2006,2009); Bowen at al Canadian 2003 international consensus algorithm for the
diagnosis, therapy, and management of hereditary angiooedema, J Aller Clin Immunol 2010;
Poccuiickuii HallMOHANBHBIN COTJIACUTENBHBIN JOKyMeHT «KpanuBHuia u anruoorex», 2007.
2010 International consensus algorithm for the diagnosis, therapy and management ofhereditary
angioedema.Tom Bowen, Marco Cicardi et al. Allergy, Asthma & Clinical Immunology 2010,
6:24;  Review of Recent Guidelines and Consensus Statements on Hereditary Angioedema
Therapy with Focus on Self-Administration. M. Cicardi a T.J. Craig b I. Martinez-Saguer et al.
Int Arch Allergy Immunol 2013;161(suppl 1):3-9; Evidence-based recommendations for the
therapeutic management of angioedema owing to hereditary C1 inhibitor deficiency: consensus
report of an International Working Group. M. Cicardi, K. Bork, T. Caballero et al. (Hereditary
Angioedema International Working Group) Allergy 67 (2012) 147-157.The international
WAO/EAACI guideline for the management of hereditary angioedema-The 2017 revision and
update. Maurer M, Magerl M, Ansotegui I, Aygoren-Piirsiin E, Betschel S, Bork K, Bowen T,
Balle Boysen H, Farkas H, Grumach AS, Hide M, Katelaris C, Lockey R, Longhurst H, Lumry
WR, Martinez-Saguer I, Moldovan D, Nast A, Pawankar R, Potter P, Riedl M, Ritchie B,
Rosenwasser L, Sanchez-Borges M, Zhi Y, Zuraw B, Craig T. Allergy. 2018 Aug;73(8):1575-
1596. doi: 10.1111/all.13384. Epub 2018 Mar 12.
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Metoabl, HCII0/Ib30BAHHBIE 1JI51 OLEHKU KAYeCcTBAa U CHJIbI I0KA3aTeIbCTB:
- KoHceHcyc akciepToB;

- OLleHKa 3HAUMMOCTH B COOTBETCTBUM C peiTuHroBoi cxemon (Tabmnuua 1).

MeTOIIbI, HCIOJIB30BaAHHbIC JJIf1 OH€HKH Ka4YeCTBAa U CHJIbI J0Ka3aTe/JIbCTB

HaCTOHH_II/Ie KP, OCHOBAHBI Ha A0Ka3aTCJIbCTBaxX, paHXUPOBAHEI 110 YPOBHIO JOCTOBEPHOCTHU

(tabmn.1). Beynensimu 4 ypoBHs toctoBepHOCTH JaHHBIX — A, B, C u D.

Ta6muma 1 - PeiiTuHroBast cxema OIEHKH JTOCTOBEPHOCTH JAHHBIX

A Bricokas OcHOoBaHa Ha 3aKJIIOYCHUSX CHCTEMAaTHUYECKHX 0030pOB
JIOCTOBEPHOCTH PaHAOMU3UPOBAHHBIX  KOHTPOJIMPYEMBIX  HCIBITAaHHI.
Cucrematndeckuii 0030p TOIYYAOT IMyTEM CUCTEMHOTO
IIOMCKa JaHHBbIX U3 BCEX OHy6JII/IKOBaHHI)IX KIIMHUYCCKUX
HUCOBITAHUM, KPUTHYECKOW OLIEHKM WX KayecTBa U

00001IeHHsT pe3yTBTATOB METOJOM MEeTaaHaIn3a

B YmMmepeHHas OcHoBaHa Ha pe3yibTaTax, @O MEHbBIIEH Mepe,
OOCTOBEPHOCTH HCCKOJBbKHX HE3aBUCUMBIX PaAaHAOMU3NUPOBAHHBIX
KOHTPOJIHMPYEMBIX KIMHUYECKUX UCTIBITAHUH
C OrpannuenHast OcHoBaHa Ha pe3yJbTaTax, IO MEHbUIEH MeEpe, OJHOIO
OOCTOBEPHOCTH KIIMHUYCCKOI'O HCIIbITAaHUA, HEC YAOBJICTBOPAIOLICTO
KpUTEpHSIM KauecTBa, Harpumep, 0e3 paHaoMH3aLuH
D Heonpenenénnass  YTBepKIeHHE OCHOBAaHO Ha MHEHHMM  DKCIEPTOB;
JOCTOBEPHOCTh KJIMHUYECKHE HCCIEIOBAHHUS OTCYTCTBYIOT

Tadoauubl 10Ka3aTEJNLCTB:

Tabmuip! JOKa3aTENbCTB 3AMOIHUIMCH YiIeHAMH pabodei rpymibl.
JKOHOMHUYECKUH aHATU3:

AHanmn3 CTOMMOCTH HE MMpoOBOAUJICA, U HY6J'II/IK8.I_II/II/I Io (bapMaKOSKOHOMI/IKC HC
AHAJIU3UPOBAINCH.

MeToa BaJIMAAUMH PEKOMEHIAMIA:

e BHemHss dKCNEpTHAs OLIEHKA

e BHyTpeHH:A DKCIIEpTHAs OLEHKA
Onucanue MeTOAa BAJIMAN3ALUN PEKOMEHIALMUIM:

Hacrosmue pekoMeHaauy B peABapUTEIHHON BEPCUU OBLITH PEIIEH3UPOBAHBI
HE3aBUCUMBIMU HKCIIEPTaMH, KOTOPBIX MOMPOCHIIA TPOKOMMEHTUPOBATD, IPEXKE BCETO, TO,
HACKOJIbKO MHTEPIPETAIHS T0KA3aTEIbCTB, JISKAIUX B OCHOBE PEKOMEH AWM, JOCTYITHA JJIs

IIOHHMMAaHHA.
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[TonydyeHbl KOMMEHTapHH CO CTOPOHBI Bpauell MEPBUYHOTO 3B€HA U TEPAIeBTOB B
OTHOILIEHUHU JJOXOAYUBOCTU U3JIOKEHUSI PEKOMEHAIIUI U UX OLEHKH BaXXHOCTU PEKOMEHIAINHI,

KaK pabo4yero HHCTPYMEHTa NTOBCETHEBHOM MPAKTUKH.

[IpenBaputenbHas Bepcus OblLIa TaKKe HANpaBjiIeHa PEIICH3EHTY, HE UMEIOIIEMY
MEAMIIMHCKOTO 00pa30BaHus, IJIs MOTYYSHHUs] KOMMEHTApPUEB C TOUKH 3PEHUS IEPCIIEKTHUB

alruCHTOB.

KommenTapuu, noinydeHHbIE OT SKCIEPTOB, TIIATEILHO CUCTEMAaTU3UPOBAIUCH U
oOcyxaanuch rpejaceaareneM 1 wieHaMmu padoudei rpynmbl. Kaxapiil myHKT oOcyxaancs, u
BHOCHMBIE B PEKOMEH AN U3MEHEHHS PETUCTPUPOBAINCEH. Eciu jke n3MeHeHUsl He BHOCUJIHC,

TO PETUCTPUPOBAINCH IPUYMHBI OTKA3a OT BHECECHUS U3MECHEHUM.
KoHcyabTanus 1 3KCHepTHAs OLEHKA:

[TocnenHue U3MeHEHHs B HACTOSIIUX PEKOMEHAALUAX ObLIM MIPEICTABICHBI JUIS
JMCKYCCHHM B IIpeBapuTesibHOM Bepcun Ha KoHrpecce 20 ropa. IIpenBapurenbHas
Bepcusl Obli1a BbICTaBIIEHA JJIsl IIUPOKOTro oocyxaenus Ha caiite PAAKU s Toro, uroOs! nuna,
He ydacTByronie B Konrpecce, nMenn BO3MOXXHOCTh IPHUHSTH y4acTHE B OOCYKICHUH U

COBCPHICHCTBOBAHUHU pCKOMeHHaHHﬁ.

HpOGKT peKOMCHI[aI_II/Iﬁ ObLI PEUCH3UPOBAH TAKIKEC HC3aBUCUMbBIMU 3KCIIEPTAMHU, KOTOPBIX
MOMIpoOCHIIN MMPOKOMMCHTHUPOBATH JOXOJYHUBOCTE U TOYHOCTH MHTCPIIPCTALIUA HOK%aTeHBHOﬁ

0a3bl, JexKalleil B OCHOBE PEKOMEHIallui.
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Ipuaoxenue b. Anropurmsl aeiicTBUsI Bpaua

OTék B 00J1aCTH I'0JIOBBI U 1IIEH,
B TOM YHCJIe OTEK A3bIKA

l l

BricTpo MensieHHO
HapacTawINas HapacTawInas
KU3HEYTPoKaKoIast 00CcTPYKIHS BEPXHUX

00CTPYKIIUSI BEPXHHUX

AbIXaTECJbHBIX II Teil
MRIYATATRHLIY MVTANR

| l

Mepudepuueckne oréxu (D
84.1) (kpome roJ10BbI U 1IEH)

A\ 4

BeipakeHHbIH OTEK:

® AHTU(UOPUHOIUTHKY B/B

® ITHruOouTOpsl OpaIMKMHUHA
(ukaTrnbaHT)

e KoHiientpat uHruoburopa
C1 —screpazbl

v

AOIOMUHAJILHBIN CHHAPOM

AO nerkou
CTeNeH! THKeCTH:
He TpeOyIoT
OKCTPEHHOTO
JICUCHHUSI

Oran 1

(BBIOOD MOCOOUS B 3aBUCIMOCTH OT ‘
KJIMHUYECKOW CUTYyallln)

e Konukoromus
e Tpaxeocromus

(TOMBKO B/B)

e Uuruburop OpaIuKUHKUHA
WNuruburop C1 noHopckuit
- CBexxe3aMOoporKeHHas Iuia3ma

- Uuruburops! pudbpuHOIN3a

e UnTyOanus
rtan 2

A 4

e UHuruburop 6paguKkuHUHA

e Konuentpar uaruduropa Cl1-
3cTEpassl

® CBEXKE3aMOPOXKEHHAs IJIa3Ma

IIpu HedpPpekTUBHOCTH Tepanuu:

IToBTOPHUTH BBEACHHUE NPENAPATOB, NPU HEIPPEKTUBHOCTH -
NuTy6anus/Konukoromus/Tpaxeoctomus

rtan 1

Koncynbranus xupypra st
HCKJIIOUYECHUST OCTPOM
XUPYPTHUYECKON MTaTOJIOTUU

dran 2

° HNuruburop
OpaaIuKMHUHA

° Konuenrpar
unruoduropa C1 — sctepasbl

o CBEKE3aMOpOKEHHasI.
miazma

. AHTU(DUOPUHONUTHKH
(TONBKO B/B)

Puc. 3. AropuT™ oKa3aHus IKCTPEHHON MOMOIIM MPU Pa3BUTHH AHTHOOTEKA B 3aBUCUMOCTH OT Jokaau3anuu npu HAO.




bepeMenHbIe KEHIMHBI C PEAKUMHU OTEKAMH
/M a0TOMUHAJIBHBIMU aTaKkaMU

bepemeHHbBIE )KEHITUHBI C YaCTBIMU HE YTPOKAIOIIHMHE
JKU3HU OTEKAMU/a0IOMUHAIBHBIMU aTaKaMU

bepeMeHHbIE KEHIIMHBI TPYIIIIHI
PHUCKa B TOKIIMHUYECKOU CTAIMHU
(cemeliHbIl aHaMHE3,

TE€HETUYECKUE TIOITBEPIKICHUE)

IoKa3arejie

CBOEBPEMEHHOT0

PaccmoTpers HEOOXO0AMMOCTD A0JTOCPOYHON MPOPUIAKTHKHI

- Konnenrpar uaruduropa Cl-3ctepasbl B JO3UPOBKE, COTIIACHO HHCTPYKIIMU K TIpenapaTy
- Tpanekcam (4 r/cyT) ¢ yd4eToM MPHHIMIIA MUHUMAIBHO 3(P(PEKTUBHOIN 103bI. KOHTPOJIb
KoaryjorpamMmbl (He pexe lpaza B Mecsill WIM IO IOKa3aHUSAM) IS
BBISIBIICHHSI OCJIIO)KHEHHH TIpueMa Tepanuu (IpU HEAOCTYIMHOCTH
koHneHtpara MHI" Cl-3crepassl) (He siBnsieTcs ananorom, 3ddextuse B 10-15% cnyudaes).

V'l

v

/

IIpy BO3HMKHOBEHUH 0TEKAa HEOTJI0KHAS Tepanus (l'[Del'[aDaT])I CKOpOi HOMOIIIH)

. Konnentrpar UHI" C1 — acTepasbl, cOriacHO MHCTPYKIIMU K MpernapaTy
. CBexezaMOpoKeHHAas WM HaTUBHaA a3ma (250-300 mo)
. [To >xu3HEHHBIM MOKa3aHUAM 1pu oTcyTcTBHH C1 MHTHOMTOpA U IJIa3MbI — UKaTHOAHT.

1) Pogopa3spenienue no aynepcKuM MOKA3aHUM, NPeANoUYTeHHe MPOBOANMKOBbIM MET0IaAM AHECTE3NH

2) HMeTh B 10CTYIIE NIPENapaThl s KYIHPOBAHMS OCTPbLIX CHMIITOMOB Ha 2 aTaku (KOHILIEHTPAT MHT Cl1-

CTEPA3LI/MKATHOAHT/CBEKEe3aMOPOKEeHHAS NJ1a3Ma)

2) IIpu YaCTBIX/5KU3HEVIPOKAIOIIMX OTEKAX B 3M TPUMECTPE, 0TEKAX TeHUTAJMI B AHAMHE3e PeKOMEHVeTcs nMpeMeInKanusd nepea poaamMu:

e Konuenrpar unr C1 —3crepasbl COrIACHO HHCTPYKIMM, IPH OTCYTCTBHM - CBEKe3aMopoxkeHHas miaazMma (250-300 mu).

= TpanexcamoBas kuciora (4 r/cyT)

- C LEJIbH0 CHUXCHUSA PUCKA BOSHUKHOBCHUA XU3HCHHO YI'POXKAKOMIETO oT€Ka ropTaHv npeaArnodYTUTECIbHBIM METOJ0M 00e300I1BaHMs Jid Kecape€Ba CCUCHUA

ABIACTCA SIIMAypaJibHas aHCCTC3UA
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Ipunoxenue B. Uudopmanus 11 naumeHra

HacnenctBennsniit anrnoooték (HAO) — penkoe 3a0osieBaHue, CBSI3aHHOE CO CHIDKCHHEM
WIM HEJOCTATOYHOM (PyHKIMOHAIBbHON akTUBHOCTHIO Cl MHrHOMTOpa CHUCTEMBI KOMILIEMEHTa
4eJI0BEKa, YTO MPHUBOAMT K PA3BUTHUIO YACTBIX OTEKOB PA3JIMYHBIX YacTe Tesa: pyK, HOT, JIHIIA,
OpIOILIHOI MOJIOCTH, TOPTaHH.

OTéku opraHoB OpPIOIIHOM TOJOCTU BBIPAXKAIOTCA CUIBHBIMH OOJSIMH B KHBOTE,
TOIIHOTOM, PBOTOM, MHUJAKUM CTYJIOM M HEPEIKO OMIMOOYHO TPAKTYIOTCA KaK OTpaBJICHHUE WU
KaK OCTpas XUpypruyeckas NaToJIOTHs, YTO MPHUBOAUT HEOOOCHOBAHHBIM XHPYPTUYECKUM
BMemaTenscTBaM. OTEKM TOpTaHM MOTYT MPHBECTH K YAYHIbIO, MO3TOMY OHHU TOTEHIMAIHHO
OTACHBI JJI JKU3HM, MPU UX Pa3BUTHHU 00s3aTeNbHAsl TOCHUTAIU3ALMS B MHOTONPOQHIbHBIHN
CTalroHap.

HAO — 310 HaciencTBeHHOE 3a0oeBanue. [Ipu oOHapyxeHUH 3a00JICBaHUS Y OJTHOTO U3
YJICHOB CEMbH BCE OCTAJIbHBIC JOJDKHBI OBITH OOCIEAOBaHBL. Y YETBEPTH NAIMEHTOB HET
MPEIIeCTBYIOIEr0 ceMeiiHoro aHamHe3a Oomne3Hu. Puck HacnemoBanuss HAO peGenkom
cocrasisieT okoso 50%.

[TanieHTBI MOMKHBI OBITH OOECTIEYEHBI MperaparaMu s KyNUpOBaHHUS OTEKOB H
o0y4YeHbl TEXHHWKE WX BBeIeHHs. llpemapaTsl Ui KynmUpOBaHUS OTEKOB JOJDKHBI BCET/IA
HAXOJUTHCS TIPH MAIIHEHTE.

[TanmenTam 3anpenieHo npuMeHeHue, MHrHOuTopoB Alld/6mokaropoB AT-penentopos,
ACTPOreH-COJIePXKALMX IMpenapaToB  (KOHTPALENTHBOB, 3aMECTUTENbHON TOpPMOHAIBHON
TEpanuM), TaKk KaK JaHHBIC IperapaTtbl MOTY MPHUBECTH K TOSBICHUIO OTEKOB (B TOM YHCIE
YKU3ZHEYTPOXKAIOUIEH JIOKAIU3aIiH).

Pexomenayercst u3berarb MEXaHMYECKOTO BO3JEHCTBHs (AaBieHHe, ymHuO W T.JI.) Ha
MSTKHE TKaHU M CIM3UCTble 00osiouku. Kareropmuecku 3ampeleHbl 3aHSATHS, CBS3aHHbBIE C
Gu3nIeCKUM, MEXaHHYEeCKAM, MCUXOIMOIMOHAIBHBIM HAMPSDKEHHEM, IEePEOXIIKICHUEM.
[IpoTuBomnoka3ana paboTa, CONpsIKEHHAs C BBICOKOW (DHU3MUECKOM HArpy3KoW, OMacHOCTBHIO
TpaBMaTu3aluu. Bce ykasaHHble (akTOpbl MOTYT MPHUBOAMTH K OOOCTPEHHUIO 3a00jeBaHMS,
HOSIBICHUIO OTEKOB (B TOM YHCIIE )KU3HEYTPOXKAIOIIECH JIOKAIHU3ALINN ).

CBoeBpeMeHHAs W aJIeKBaTHAs KOPPEKIHUs JTFOOOW COIYTCTBYIOIIEH MAaTOJNIOTHH, B TOM
Yycle OHJOKPWHHBIX, HEBPOJIOTHYECKUX HApylIeHWH. PerymspHas caHamus oOdYaroB
xpoHnyeckor uH@ekuu. Tak kak oOocTpeHue 000i COMYTCTBYIOUIEH MAaTONOTHM MOXKET

IMPUBCCTH K YTAKCIICHUIO TCUCHUSA OCHOBHOT'O 3a00JIeBaHU.
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Hpuioxenne I' IACIIOPT BOJIBHOI'O HACJIEJCTBEHHBIM
AHT'MOHEBPOTUYECKHUM OTEKOM

(dedexT B cucTeMe KoMIieMenTa - D84.1)

Brnagenen 7aHHOTO JOKYMEHTA CTPalaeT PEIKUM KHU3HEYTpOoKarommM 3aboneBanrnemM: [ledekr B
cucreme komiuieMenTa (D84.1) — HacnencrBennsriii anrnooték (HAO). Knuanyeckum
HpOSIBJ]eHI/IeM ABJIACTCA paSBI/ITI/Ie OTéKOB pa3J11/1qH0171 JJOKajIu3aluu, B TOM 4UCJIIC
YKU3HEYTPOXKaAIMUX (a0JOMUHATBHBIX, OTEKOB TOPTAHU ).

(6]

JIATA POXIEHU S

HOMEP CTPAXOBOI'O ITIOJIUCA

I'PYIIIIA KPOBU U PE3YC ®AKTOP

JIOMAILIHUM AJIPEC

®H1O POJICTBEHHHMKA

TEJE®OH POJICTBEHHUKA

®UO JIEYAILIETO BPAYA

KOHTAKTHBI HOMEP JIEYAIIIETO BPAYA JIJISI DKCTPEHHOM MEIUIIMHCKOI
KOHCYJIbTALIMU

[Tactiopt Beigan B ®PI'BY «'HI UuctutyT ummyHnonorun» ®MBA Poccun ...... (ducmo)
[Toanuce Bpaya, BbIAABLIETO YIOCTOBEPEHHUE
Ileuats

PEKOMEH/JIALIMU TTO OKA3AHUIO HEOTJI0KHOI MEJULIMHCKOU TTOMOILU:

1.Ilpn Bo3nukHoBeHuu JKUZHEYI'POXAIOIIMNUX orékoB B o0nacTv TroOJIOBBL, IIEH U
BBIpaXXEHHOr0 abJJoMHHaNBHOTO cuHApoma BBecTd Ukarndant 30 mr n/k uiau Uurunurop C1-
ycrepassl 4yesqoBeka 20ME/kr B/B MemiieHHo. IIpu oTCyTcTBHM yKa3aHHBIX INIpenaparoB
HE00X0/IMMO BBECTH CBexe3aMopokeHHyro miazmy 250,0 (500,0) ma. DddekTuBHOCTH Tepanuu
MOJKET CHHMKaThCsl IIPU MO3JHEM HayaJle JIeUeHUS

2.Acnonb30BaHue AHTHTHCTAMUHHBIX npenapartos, cucreMHbiX I'KC, snunedpuna nias
KYNMPOBaHHS 0TéKa HeleJeco00pa3Ho BBUAY OTCYTCTBHS 3P (PeKTHBHOCTH.

3.Ilpu otcyrcTBUM/HeAOCTaTOYHOM 3(ddekre OT Tepanuu NaAIMEHT JOKEH OBITh CPOYHO
TOCMUTAIM3UPOBaH, MPU OTEKE rOPTaHU 0OOCHOBAHA PAHHSS TPAXEOCTOMHUS/KOHUKOTOMUS

4. Tlo >XU3HEHHBIM TOKa3aHUSAM 3aMPENICHO HCIOIb30BaHue MHTHOUTOpPOB AIID/GrokxaTopoB
pernenTopoB aHruoTeH3uHa |1, scTporen-conepkaiux mpenaparos.

5.Ilpemenukanus Mpu CPOYHOM OIEpaTUBHOM BMelnaTenscTse: crapme 12 ner: Muruburop C1-
actepaszsl yenoBeka 1000 ME B/B, mpu oTcyTcTBUM - CBEXe3aMOpokeHHas 1iazma 250,0 mo.,
netu: 15-30 ME/kr Beca 3a 1-6 wacoB mo mporeaypsl. Heobxoammo obecreunTs Haaudue
IpEernapaToB s KYNUPOBAHMS O KU3HEYIPOXKAIOIIHMX OTEKOB BO BpeMs  IPOBENEHUS

ONEPATUBHOTO BMEMIATENbCTBA (M 11 1).
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