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Cnmcok cokpameHui

AQO — aHrHOO0TEK

HAO — HacnencTBeHHBIM aHTHOOTEK

BbK — Opagukunun

c['KC —kopTukocTepou bl AJisi CHCTEMHOT'O IPUMEHEHHUS

CI1-UHI" — C1-unruburop

¢$aCl-UHI" — dpynknmonanpHas aktuBHOCTh C1-mHrnOuTOpa

SERPING1 — Serpin Family G Member 1

KK — xammkpenn

BMK — BBICOKOMOJIEKYISAPHBIA KHHUHOTEH

FXI1 — XII pakTop cBepThIBaHUS KPOBH

B2 — OGpalMKWHUHOBBIC PELETITOPHI 2 THIIA

HAO-FXII — HAO BcreactBue myranuu B rene Xl ¢paxropa cBepThiBaHUs KPOBU
HAO-ANGPT1 - HAO BcnencTBue MyTaluu B reHe aHTHOTOATHHA 1

HAO-PLG — HAO BcriencTBie MyTaluy B reHe I1a3MUHOTE€HA

HAO-KNG1 — HAO BcneacTBue MyTallMy B TeHe KHHMHOTeHa 1

UNK-HAO — HAO BcneacTBue HEM3BECTHON MyTallUuK

MKB -10 MexnayHapoaHasi craTUCTHUecKas Kiaccuukanus Oose3Held W mpoOiieM, CBSI3aHHBIX CO
3nopoBbeM, 10-ro mepecmotpa, nmpunsTas 43-eii Bcemuproii Accambieeit 3apaBooxXpaHeHUS
V3U — ynpTpa3ByKoBO€ UCCIIEIOBaHHE

KT — xomnbrorepHas ToMmorpadus

C4 — C4 ppaxuus komIiieMeHTa

ITAO — nproOpeTeHHbI aHTHOOTEK

Clq - C1q ¢paxium KOMIOHEHTa KOMIZIEMEHTA

MLPA - MmynbpTUIUIEKCHAsT aMIUTH(UKAIHS JIMTHPOBaHHBIX 30H10B (oT anri. Multiplex Ligation-
Dependent Probe Amplification)

B/B — BHYTPUBEHHO

/K — TTOAKOXKHO

ME — MexyHapOAHbIE €IUHULIBI

MT — MAJUIUTPaMM

MJT — MUJUTHIIATP

KT — KWJIOTpaMM

I — rpaMm

JIOP — Bpau-0TOPUHOIAPUHTOJIOT



TepMUHBI U onIpeaeTeHUs

Anrnootrék (AO) — nOKaTUM30BaHHBIA, OCTPO BO3HHMKAIOIIWW, TPAH3UTOPHBIA, CKIOHHBIM K
PELUAUBUPOBAHUIO OTEK KOXKM MU CIM3UCTHIX 000Jj04YeK. OOBIYHO UIUTCA OT HECKOJIBKHX YacoB JI0

HECKOJBKHX I[HGI\/'I H IPpOXOJUT CaMOCTOATCIIBHO.

1.Kparkas undopmanus no 3a00/ieBAaHUI0 WM COCTOSIHUIO (rpymnme 3a0oJieBaHM

WJIM COCTOSTHUM)

1.1 Onpenejenue 3a00JeBaHNA WJIH COCTOAHNA (ITPYHNbI 32001€BAHNI UM COCTOSTHMI)

Hacnencteennsiit anrnoorék (HAQO) — peaxoe, TOTEHIIMAIBHO JKU3HEYTPOKAIOIICE TCHETHUYECKU
JIETePMUHUPOBAHHOE 3a0oJieBaHue, TposiBisitomeecss B Buae AO KOXH M CIH3UCTBIX/TIOJCIA3UCTHIX
000J104Y€K, BO3HUKAOIMX 1101 BosaeicTereM Opamukuanna (BK). Xapaxrepubimu ocobennoctsmu AO
npu HAO sBisAOTCS OTCYTCTBUE 3yAa, TMIEPEMHUHU KOXH, CONYTCTBYIOIIEH KpanmMBHULBI, a Takke
orcyTcTBHEe d3(deKTa OT JeYeHHs KOpTUKOcTepowaamMu [isi cuctemHoro mnpumenenus (cI'KC) u
AQHTUTHUCTAMUHHBIMHE ITPerapaTaMu s CACTEMHOTro ipuMeHenus [1-4].

HAO otHOCHUTCS K IEpBHYHBIM UMMYyHOAehUIIMTAM 0€3 HHPEKIIMOHHBIX MposiBIIeHUH [5].

1.2 DTHOJ0rMs ¥ IATOreHe3 3200J1eBAHNS WM COCTOSTHUSA (IPYNNbI 32001eBaAHNI HJIH COCTOSIHUM)

B ocnoge pasButus cumntomoB HAO ¢ nepunnurom Cl-unruduropa (HAO | u Il Tuna) nexur
HaKoIlJIeHHe OpaJiMKMHUHA BciencTBUue cHukeHus cuHreza Cl-unruburopa (C1-UHI) n/unm cHmkeHUs
ero (yHKIMOHAIBbHOW akTHUBHOCTH. Ilpumumuoit nedunmra CIl-UHIT sBasiorcs MyTtanuu B TeHe
SERPINGL1 (Serpin Family G Member 1). K nacrosmiemMy BpeMeHH, H3BECTHO Oosiee 748 KIMHHUYECKU-
3HaunMbIx MyTarui. HacinemoBanme HAO B aOCoOMOTHOM OOJBIIMHCTBE CIy4YaeB MPOUCXOIUT TIO
ayTOCOMHO-JIOMUHAaHTHOMY THUITy, OJHAaKO HUMEIOTCS €IUHHYHBIE TaHHbIE 00 ayTOCOMHO-PEIECCHBHOM
TUIIC HACJICAOBAaHU, Cnyqam C KOMNayHA-reTepo3nroTHbiIMM AOMWUHAHTHBIMW NAaTOr€HHbIMW BapuaHTaMu. HpI/IMepHO y
20-25% manuenToB 3a005eBaHie 00YCIOBICHO BHOBH Bo3HUKIIEH MyTanueil B reHe SERPINGI1, To ecth
CeMeitHbII aHaMHe3 OTcyTCTBYeT [6-8].

C1 uHruburop — cepuHOBas MpoTeaza, KOTOpas MPUHUMAET y4yacTUe B PETYJSIUH PaOOTHI
CIIEAYIOIINUX CUCTEM: CUCTEMbI KOMIUIEMEHTA, KAJJIMKPEMH-KUHUHOBON CUCTEMBI, CUCTEMBI CBEPTHIBAHUS
KpPOBU TI0 BHYTPEHHEMY INyTH W (puOpuHONIuTHYecKoil cuctembl [9]. HaumOombiee 3Ha4YeHHE HMeeT
BIMsHUE (epPMEHTA Ha KAJUIMKPEHH-KMHUHOBYIO cucteMy (pucyHok 1): B orcyrctBun C1-UHI (w/mmm
MpU CHWXKEHHH ero (QyHknuoHanbHOW akTuBHOCTH ((PpaCl-MHI')) mpomcxomuT HEKOHTPOIUpPYEMOe
npeBpauieHre npekamkpenHa B kamukpenH (KK), mox BosgeiicTBueM KOTOpPOro pacuieIuisgercs
BBICOKOMOJIEKY IsApHBIN kuHUHOTEeH (BMK) ¢ oOpa3oBanunem BK. DToT 3pdekT ycunmuBaer akTHBHU3aAIUS
X1l daxropa cBepreiBanus kpou (FXII) B pe3yibrare 3amycka CBEpPThIBAHHS KPOBH IO BHYTPCHHEMY

MeXaHU3My (Takke OOyCIIOBIEHHOMY OTCYTCTBHEM W/WJIHM HapyLIEeHHEM (YHKIHMOHAJIHHONH aKTUBHOCTH

C1-MHT) [10-12].



BK — ocnHoBHOit Memuatop AO mnpu HAO. BcenencrBue B3auMojelcTBUS OpaJIWKWHUHA C
OpaJMKMHUHOBBIME ~ perientopamu 2 Tuna (B2) mpouCXOmuT — Ba3OqWIIATAIMSI,  ITOBBIIIACTCS
MIPOHHUIIAEMOCTh COCYAMCTON CTEHKH C JKCTpaBasalMedl >KUIKOCTH, oOyclamBimBaromiei passutue AO
pasnuuHoi nokanuzanuu. [Ipu BeipaxkeHHOM AO CIM3UCTON 00OJOUKH KHUIIEYHHKA BOSHUKAET KIMHUKA
OCTPO KHILIEYHON HEMPOXOAMMOCTH, SKCTPABA3aLUs KUIKOCTU B 3TOM CIy4ae MOXET ObITh HACTOJIBKO
BEJIMKA, YTO MPHUBOIUT K OOpa30BaHUIO ACIUTA, BHIPAKCHHOW THMIIOBOJIEMUU, TUIIOTOHHUH. BpajauKuHUH
OBICTPO pacUICIUIETCS Ha MENTHIbI SHIOTCHHBIMU MeTaJutonpoTenHasamu (Bkitouas AIID) [4,11-13].

HecmoTps Ha akTUBH3aLMIO MPOIIECCOB CBEPTHIBAHUSA KpOBH, y manueHToB ¢ HAO He oTMeueHo
MOBBIIIEHHONW CKJIOHHOCTH K TpomOooOpa3oBaHuio, Onarogaps Tomy, 4to B oTcyTcTBuu CI1-MHI

aKTUBU3UPOBAHA TaKke M cucTeMa (GUOpPHHOIM3A, YTO TPUBOMUT K MOBBIIIEHHOW TpaHC(OpMAITUH

KannukpenH-KMHHHOBAs cucTeMa

uia3MuHOreHa B masmus [11,14,15].

FXII IIpexkannukpenH
FXIla AKTHBH3UPYIOT Kanmnukpeun %
+  IlpoaykTsl
5 .
iicg;fja Oubpun dubpuHOTeH aclIEeIIEHHBII
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*  D-aumep
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v Bazomunaranus
CHcreMa KOMIIJIEMEHTA
e :
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| C4a C4b

Pucynok 1. ITarorenes HAO ¢ nedunmurom Cl-unruodurtopa (I u Il Tuma).

[Tarorenez HAO ¢ nopmansubiM ypoBHeM C1-UHI' 10 koHma He W3yd4eH, OJHAKO CXOJICTBO
KJIMHHYECKOU KapTuHbI ¢ TakoBoii npu HAO I/Il TumoB, qaetT ocHOBaHUS MpeaIonararh, 9YT0 KIOUYEBBIM
mearatopoM AO Tak jxe MOXKET SIBISThCS OpaaukuauH [1]. Yame Bcero k passuturo 3toit hopmsl HAO
npuBoauT MyTarms B reHe Xl dakrtopa cBepreiBanus kpou - HAO — FXII (mpumeprno 25% Bcex
cnysaeB HAO c¢ HopMmaneHbiM ypoBHeM C1-MHI'). HacnemoBanme mpoucxoguT 1O ayTOCOMHO-
JOMHUHAHTHOMY THUIy C HU3KOH neHeTpaHTHOCThIO (Oosiee 90% My unmH-HOCHTENEH MyTanuu u Oolee
40% >KCHIIMH-HOCHTENICH MyTallid HE WMEIOT KIMHUYECKHX MNposiBiIeHWi 3adoneBanus) [3,16]. Bce
OIMHMCaHHBIC MyTalMK JOKaIu3yroTcs B 9 sk30He reHa Xl dakropa, otHOCATCs K TUmy «gain-of-functiony
W TIPUBOJIAT K TOBBINIEHUIO CHHTe3a akTuBUpoBaHHOro Xl dakropa cBepThiBanus kpoBu. Takke

ornucanbl ciaydaun pasButusi HAO c¢ HopMmansHbIM ypoBHeM CI1-MHI' BcneactBue myTranuu B IeHax

anrmonodtnHa 1 (HAO-ANGPTL); mmasmunoresa (HAO-PLG); xkunmnorena 1 (HAO-KNG1),



muodepimuna (HAO-MYOF), remapancynsdar (HS)-rmroxozamun 3-O-cyasdorpanchepaza 6 (HAO-
HS3ST6)

Opnaxo npu HAO ¢ HopmasibHbIM ypoBHeM C1-WHI BBIIBUTH KIMHMUCEKH-3HAYMMYIO MYTAlLHIO
Yale BCEro He yAaeTcs, B TAKOM Cly4yae IpHU TUIMUYHON KIMHUYECKOW KapTUHE U HAIUYUHU CEMEHHOro

aHaMmHe3a BeIcTaBisgercs auaruno3: HAO c menssectHoit mytanuein (UNK-HAO) [1,17-19].

1.3 DnmaeMHo10rus 32001€BAHUS WJIH COCTOSTHUS (rpynmnbl 3a00J1€eBaHUI MM COCTOSIHHI)

Pacnpoctpanennocts HAO ¢ pedunurom CI1-MHIT 1:50 000 [1,20]. B HacTosmiee BpeMs Ha
tepputopun P® 3aperucrpuposano 472 namuenta (tadiauna 1) [20]. Hecmotps Ha To, uTO 3a00J€BaHue
HaClleyeTcss HE CLEIUIGHO C TI0JOM, KOJHMYECTBO IAllMEHTOB EHCKOTO II0JIa NPEBAIHPYET HaJ
KOJIMYECTBOM MAIMEHTOB MYCKoro mona (tabm.1) [21]. Tounas pacnpoctpanenHocts dopm HAO ¢
nopmainbHbeiM ypoBHeM C1-MHI nenssectna [22].

Tabmuna 1. J{anubelie Poccuiickoro perucrpa mnamnueHtoB ¢ HAO (Bxmrouas nauumentoB ¢ HAO c¢

nepuuroM C1-MHI" u ¢ HopmaneHbiM ypoBHeM C1-MHI)

Bospact Myxuunbl | JKeHIIMHBI
MAIMEHTOB
10 5 et 2 1
ot 5 1o 10 16 12
ot 10 1o 18 23 25
ot 18 1o 30 33 54
ot 30 1o 45 47 106
crapiue 45 45 108
Bcero 166 306
Bcero 472

1.4 OcobeHHOCTH KOIMPOBAHUA 3200J€BAHNA WJIH COCTOSAHHUA (rpynnbl 3200J€BAHUHA WM

cocTossHuN) 1o MeXKIVHAPOAHON CTATHCTHYECKOW KJjaaccubukanmmii 00Jie3HedH M 1npoodJeM,

CBA3AHHBLIX CO 31I0POBbEM

D84.1 — JlebekT B cucTtemMe KOMIDIEMEHTa (JIaHHBIM KOJ HCIONB3yeTcs Ui koaupoanmss HAO ¢
nedumurom C1-UHI (I u 11 Tunor) u ans HAO ¢ HopmanbhabiM ypoBHem C1-MHI [23].
1.5 Knaccudukanus 3a60jeBaHus WU COCTOSHUSA (TPYNNbI 3200/1eBAHMI HIH COCTOSHMIA)

HAO c ge¢puuunrom C1-UHI'.

. HAO I-ro Tumna o0yciiOBIIEH CHIDKEHHEM KOJIMYeCcTBa M ()yHKIIMOHAILHOM akTuBHOCTH C1-
WHI B mmasme (85% Bcex ciyuaes HAO) [1].

. HAO ll-ro Tuna o0ycnosneH cHmkenueM pyHkimonansHoi aktuBHoctd C1-UHT, mpu
stom ypoBerb C1-UHI coxpansiercst B mpeaenax HOpMbI wian moBsitieH (15% Beex ciyuaes HAO) [1].

HAO ¢ nHopmaasubsim ypoBaem C1-UHI:

. HAO c myranmeii B rene X1 daxropa ceepreiBanus kposu (HAO - FXII);

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



e HAO c myranueii B rene anruonostuaa 1 (HAO-ANGPT1);
e HAO c myranueii B rene kuauaorena 1 (HAO — KNG1);
e HAO c myranueii B rene muodepianna (HAO-MY OF);
e HAO c myranueii B rere heparan sulfate (HS)-glucosamine 3-O-sulfotransferase 6 (HAO-
HS3ST6);

e HAO c nemssecrnoit myranueii (UNK-HAO), yctaHaBiuBaeTcs pu HOPMaIbHOM YPOBHE
C1-unruburopa u ero GyHKIIMOHAILHOW aKTUBHOCTH B CJIy4ae TUITUYHON KIIMHHUYECKOU

KapTHHBI B COYCTAHUH C MTOJOKUTEILHBIM CEMEHHBIM anaMHe30M [1,8,24,25]

1.6 Kiinunnueckast KAPTHHA 3200J1€BAHUA WM COCTOSIHUS (IPYINbI 3200JeBAHNIT MJIN COCTOSTHMI)

XapakTepeH paHHHI 1e00T 3a00JIeBaHUs B IEPBOM WIIM BTOPOH JIeKae )KU3HHU, OJTHAKO BOZMOKHO
OoJiee TO3/1HEE MOSBICHUE NIEPBBIX CUMITOMOB BILIOTH JIO TIOXKMJIOro Bo3pacra [26,27]. Y GonbuinHCTBA
MAIMEHTOB TPOCIICKUBACTCS CEMEHHBI aHamHe3, onHako y 25% mnanumeHTOB OH OTCyTCTBYeT [26].
Knununueckast kaptuHa 3a0oneBanus nposiBisiercs AO pa3nyHOM JIOKaTU3alyy, HeYyBCTBUTEIBHBIMU K
Tepanuy aHTUTUCTAMUHHBIME TpenapaTamu Aisi cucteMHoro npumenenust u cI'’KC [1,3,20].

K Hanbosee yacThIM KIIMHUYECKUM TPOSBICHHUSIM 3a00JI€BaHUST OTHOCSTCS:

PemmmuBupyromme nepudepuyeckue AQO — Hambosiee dYacToe KIWHUYECKOE IMPOSIBICHUE

3abosieBanus1, BcTpevaromieecs npakrudecku y 100% mnarmuentoB ¢ HAO. AO npu HAO kak npaBuiio He
COTPOBOXKAAIOTCS KpanuBHUIEH. AO MeIIeHHO HApacTalT, UX CPEIHAS MPOJAOKUTEIBHOCT 2-4 CYTOK.
Bo3MoxHO Hanmuuue TMOKanmbIBaHUSA, XOKeHHUs, Oone3sHeHHOcTH B Mecte AQO. BepxHue W HuUXHHE

KOHEUHOCTH - HanboJiee yacras tokanu3aius [26,28].

AOnOMUHAIBHBIE aTaKW — BTOPOM MO YaCTOTE€ CHUMIITOM, BCTpeuaromuiics y namueHntoB ¢ HAO

(6onee 80%). KnmHuueckre MposBICHHS MOTYT BapbHpOBaTh OT JAUCKOM(pOpTa 10 OCTpoi Oonu B
00JIaCTH KMBOTA, COMPOBOXKIAIOUICHCS PBOTOM, JMapeed MM 3amopoM, B3AyTHEM, PE3KOoH claboCTbhio
(mpu  pa3BUTHM aclIMTa BO3HUKaeT TurmoBoieMus). C TIOMOIIBIO BH3YaIH3HPYIOIUX METOJOB
uccinenoBanus (ynbrpasBykoBoe ucciefoanue (Y3M) m kommbrotepHas Tomorpadus (KT) opranos
OpIOIIHOI IMOJIOCTH) MOYKHO BBISIBUTH OTEK Y4acTKa KHUIIEYHHKA M CBOOOJHYIO JKHJIKOCTh B OPIOIIHOM
MOJIOCTH WJIM TIOJIOCTH Majoro Tasza. AOJOMMHANbHbIE AaTaku 4YacTo SBISIOTCS IPUYMHOM
HEO0OOCHOBAHHOTO XUPYPTrHUECKOTO BMEIIATENHCTBA, TaK KAK CHMITOMBI HMUTHPYIOT KIMHHUKY «OCTPOTO
knBOTa». Hepenko abnoMuHambHbIe aTaky SIBISIOTCS NEPBBIM KIMHUYECKUM MIPOSIBICHHEM 3a00J1eBaHus,
YTO 3aTPyIHSIET OCTaHOBKY nuarHosa [26,28].

AOQ, criocobnble npuBectH kK achukcuu (xkusneyrpoxaronme AO): AO ropranu, AO si3eika, AO

CBSI30YHOTO ammapara U HeOHoH 3aHaBecku. [Ipm AO s3bIKa — OTMEUAETCSl CYIIECTBEHHOE YBEIUYCHUE

€ro B 00bEMe, 4acTo A3bIK HE MOMEIIaeTcsl B pOTOBOM mojocTH [26,28-30].



K Gonee penkuM KIMHUYECKHM IPOSBICHUAM 3a00JIEBAHUS OTHOCATCS CIEAYIOIINE TPOSBICHUSL
3a00JIeBaHHUS:

J WuTencuBHble TONOBHBIE Oomu  (Bo3HuKaromue 1pu AO MO3roBbIX 000JI0YEK),

COIPOBOKIAIONIMECS OILIYUICHUEM CIaBJICHUS TOJOBBI, OIIYIIEHHEM JaBJICHHS B TJIA3HBIX

A0JI0KaX, HEUyBCTBUTENIBHBIX K JICHCTBUIO aHATBICTUKOB;

J CwipHble OONMM TPH MOYCHCITYCKaHUH, MPEPHIBHCTOE MOYEHCITyCKaHUE, 3aTpyAHEHHE

MOYEHCITyCKaHUs BIUIOTH JI0 aHYPHH, BO3HUKaromme mpu AO MOYEBOro My3bIpsi U YPETPHI;

o AQO MBbIIII, XapaKTePU3YIOIUECS OTPAHUYCHHBIM YINTIOTHEHUEM MBIIIIIBL;
. AOQO cycTaBoB;
. AO numeBoaa (MposiBIsieTcss OOMBIO W/MIIM ONIYIICHHEM CHABIICHUS B OOJIACTH TPYIHON

KJIETKH, HE COITPOBOK/IAIOIINECS U3MEHEHUSIMH Ha 3JIEKTPOKAPAUOTpaMMe.

. AQ opraHoB MOYEBBIICTUTEILHON CUCTEMBI [28].

VYV manueHToB MOTYT OBITh «ImpeaBecTHUKN» AQ: koynedaHue HACTPOEHUs, Jempeccusi, c1abocThb,
MapecTe3u , OLLYIICHUE YTOJIICHUS KOKH, MapruHaabHast spurema u ap. [26,27];

MaprusajipHas SpUTeMa — HE BO3BBIIIAIOIINECS HaJ MOBCPXHOCTBIO KOXKU BBICBHIIIAHUA PO30BO-

KpacHOTo IBeTa, 0e3 3y/a M IIeNyIIeHUs, TPOXOoAiie OecciIeJHO B TeYeHNE HECKOJIIBKUX YacoB — JBYX
CYTOK. MOryT OBITh CaMOCTOSITENILHBIM TMPOSBICHUEM 3a00JICBAHUS WM SIBIISATHCS «IIPEIBECTHHUKAMUY
pazutus AO [31].

Tpurrepsr AO:
— MeXxaHH4ecKas TpaBMma (B TOM YHUCIIE, JJIUTENbHOE CIaBJIEHUE, YKOJ, YN0, ONepaTHBHbIE

BMCIIATCIICTBA, CTOMATOJOTHMYCCKHE BMCHIATCIIHCTBA, HMHBA3WBHBIC MCETOIBI O6CJ'ICI[OB&HI/I$I n

ap.);

— ocTpble HHEKIINH/ IEeKOMIIEHCAIIHSI TF000H COMYTCTBYIOIIEH MaTOMOTHH;

— MEHCTpyaIus/0epeMeHHOCTh/TaK TaIlHs;

— MIPHEM IMPENapaToB, COACPKAIINUX ICTPOTCHBI,

— nprieM HHrHouTOpoB AIID, aHTarOHUCTOB PEIENTOPOB aHTHOTeH3UHA | ;
crpecc[32].

2. JluarHoctuka 3a0ojieBaHMsl WJIM CcOCTOsiHUSI (rpynmnbl 3a00JieBaHUM WM
COCTOSIHUI1), MEIUMUMHCKHE TMOKA3AHUA U TMPOTHBONOKA3AHUA K NPUMEHECHUIO
METO/I0B IMATHOCTUKH

Hacropaxusaromue npusHaku HAO:

1. Permmusupytomue AO, KOTOpbIe HE KYMUPYIOTCS (MJIM COMHHUTENbHBIN 3¢ (dekT) Ha QoHe
TEPANNUU TITFOKOKOPTUKOCTEPOMIaMHU, aHTUTMCTaMUHHBIMU TipenapataMu  (AO He Kynupyercs B
TEUEHUH CyTOK U OoJiee);

2. Hannuue y manpenTa B anamHe3e:



L4 IIOBTOPHBIX O6paH_[CHI/II71 3a MCI[HHHHCKOﬁ IIOMOLIBIO IIO ITOBOAY «OCTPOI'0 XHUBOTA» 0e3

BBISIBJIEHUS OOBEKTHBHOMN IIPUYKUHBI BOSBHUKHOBCHU A 0011eBOr0 CUHAPOMA,

° PEIUIMBUPYIONTUX aCIIUTOB BO BpeMsi 00JICBOTO CHHApOMA IO JaHHBIM Y 3.
3 Coueranue y nmanuerra AO ¢ npucTynaMu OCTpOi OOJIK B )KUBOTE 10 JAHHBIM aHaAMHE3a.
4, OTSArONIEHHBII CEMEWNHBIA aHAMHES:

. VY mauuenta ecthb (ObUIH) poAcTBEHHUKH ¢ AO ¢ MOBTOPSIOUIMMHUCS MPUCTYIIAMH OCTPOM
0011 B )KMBOTE B aHAMHE3E.

. CmepTh poICTBEHHUKA OT aC(UKCHUH.

o. Tpurrepst AQO: cTpecc, MexaHuyeckas TpaBma (ykoid, ymwub, yaap, CHaBJICHHE),
CTOMATOJIOTUYECKHE MAaHUITYJIALUHN, XUPYyPrHYECKHE BMEIIATEIbCTBA, MEHCTPYaLlUH | JP.

6. JleOrot/yuamenue/ytsokenenne  AO  Ha (GoHe mpueMa MpenaparoB: COAEpKAIIUX

scTporensl, uHrHOUTOpH! AIID, 610KaTOPHI perenTopoB aHTHOTeH3KHA | .

. Bcem  mammentam ¢ momo3penueM Ha  HAO  pekoMmeHmyeTrcs — TPOBOJHTH
i QepeHHaTbHYI0 JTHATHOCTUKY CO CIEAYIOUMMH 3a00JIEBaHUSMUA C IENBI0 YTOYHECHUS
JMarHo3a:

- [Ipuo6perennsiii anruoorék (ITAO) c¢ nedunurom/HapymieHrneM (QyHKIIMOHATHHON
akTuBHOCTH Cl-MHrHOUTOPA;

- AO, BbI3BaHHBIMH IpHUeMOM HHrHOUTOpoB AIl® © aHTaroHMCTOB PELENTOPOB
anruorensuna ll;

— AOQ, BbI3BaHHBIMH MEJMATOPAMH TYYHBIX KIJIETOK;

— Nauonarnyeckumu AO [3,33];

— [IceBnoanrnooTékamu  (TUMONPOTEMHEMHUUYECKHE OTEKH, CHHApPOM MebKepccoHa-
Po3enTains, cHHIpOM BepxHe# ool BeHsl u 11p) [34].

YpoBenb yoeauTebHOCTH pekomMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB - 5)
KommenTapuu: npu nposedenuu oughghepenyuanvrou ouacnocmuxku AQO ¢ awodvim Opyeum
3aboneeanuem (nces00AH2UOOMEKY) PEKOMEHOYEm s NOMHUMb O MOM, Ymo cumnmomst npu AO
ONAAMCS OM 4ACO8 00 HECKONbKUX CYMOK U NPOX00sim OeccleOHo, eciu OméEK coxpausemcs bonee
onumenvroe epems, mo ouaznos AO manogeposimen. B bonvuuncmee ciyuaes, UCKIIOUeHUe dMux
3ab01e6aHull, NPUBOOAWUX K PA3BUMUIO NCEBOOAHSUOOMEKA, BO3MONCHO Yice Ha smane coopa
anammuesa u ocmompa [34].

Tabmuma 2. Kputepun nuarnoctuku Hacneactsennoro anruooréka (HAO).

Kpurepun HAO ¢ gepunurom Cl-unruéuropa HAO c HOpManbHBIM YpOBHEM
JNarHOCTHKHU C1-Uuruburopa




JlmarHocTuueckue
KpUTEPUH IS
NIEPBOTO
obcreayemMoro
NaIMEHTa B CEMbE

>1 kpuTepus:

. Peunnusupyromue
nepudepuyeckue AO
o PeunauBupytomue
a0IOMUHAIILHBIC aTaKH
. AQ BepxXHUX JIbIXaTEeIbHBIX
yTen
JononHuTenbHbINA KpuTepuii: CeMenHbIi
aHaMHe3

n

JIMAarHOCTUYECKU 3HaunMoe cHikenue Cl-
WHI w/nmm ero GpyHKIIMOHAIBHON
aKTHBHOCTH

N > 1 kputepus:

° JUArHOCTUYECKH 3HAYMMOE
camxenne C1-UHI w/umu ero
(yHKIIMOHATEHOM aKTUBHOCTHU TIPU
IIOBTOPHOM HCCJIEIOBAaHUU

° BEISIBJICHHE TTATOT€HHOM
MyTanuu B reHe SERPING1

>1 kpurTepus:

° Permnusupyronme

nepudepuyeckue AO

o Peunnusupyromiue

a0IOMUHAIILHBIC aTaKU

o AO BepxHHUX

JBIXaTeIbHBIX MyTeH
JIONOJIHUTEIbHBINA KPUTEPHIA:

CeMeHNHBIN aHaMHE3

n

Yposens C1-UHI u ero
(YHKITMOHATTLHOW aKTUBHOCTH B
JIBYX UCCIIEZIOBAHUSX HE
CHUXEHBI, UJTU UX CHI)KCHHE
JMArHOCTUYECKU HE3HAYHMO.

N > 1 xputepus:

° HaJu4yne
CEMEMHOr0 aHaMHE3a
3a0o0neBaHus (CHMITOMBI
0oJee, 4eM y 2X 4JIECHOB
CEMBbH)

. BBISIBIICHHE
[TaTOT€HHOW MyTaluy B
OJIHOM U3 F'€HOB:
mrasmuHorena, XII
bakTopa CBEPTHIBAHUS
KpOBHU, aHTUTIO3THHA-1,
KAHUHOTeHa 1,
muodepauHa, heparan
sulfate (HS)-glucosamine
3-O-sulfotransferase 6.




JlnarHocTuueckue Y namnueHTa ecTh POJICTBEHHHK C Y namueHTa ecTh POJACTBEHHUK

KPUTEPUH IUIs | MOATBePKAeHHBIM Anaruo3zom HAO n C MOATBEPKIEHHBIM THATHO30M
MalEHTOB C | YCTAHOBJIEHHBIM THIIOM HAO ¢ HOpMAJILHBIM YPOBHEM
KJIIMHAYECKUMU C1-unruduropa
IPOSBIICHUAMHU 21 xpurepus:
HAO, y xotopsix 21 xpurepus:
) Peunnusupytromue AO
€CTh 4IEH CEMbH C p . Pl mBHYOMHE
o eLUIUBHUPYIOIIHE
HOJTBEPKICHHBIM UHHBHPYIOTL py
abJJOMUHAJIbHBIC ATaKH AO
nuargosom HAO wu AO p
o o eIUIUBHUPYIOIINE
YCTAHOBJICHHBIM } BEPXHUX JBIXATCIIbHBIX . 1194011 pyromn
abJIOMMHAJIbHBIE aTaKU
TUTIOM nyTen a
W/NJIM > 1 kputepus: . AO BepxHUX
JBIXaTEeNbHBIX MyTel
o JIMATHOCTHYECKN  3HAYMMOC | F/UJIM (TOJIbKO AJIst
camwkenue CI1-MUHIT w/mmm  ero POICTBEHHUKOB NALMEHTOB, Y
(pyHKIMOHATBHON aKTHBHOCTH KOTOPBIX BbISIBJIEHA MYTaIUs1)
. BBISIBJICHHE MATOTEHHOM
myrauuu B reie SERPINGI1 (kak y o BBISBJICHUE
POJICTBEHHUKA) MaTOreHHOW MyTaIluH B
OJTHOM U3 T€HOB (KaK y
POJICTBEHHUKA):

miasmuHorena, XII
(dakTopa CBEPTHIBAaHUS
KpPOBH, aHTUMOATHHA-1,
KUHHHOI'¢HA 1,
muodepauHa, heparan
sulfate (HS)-glucosamine
3-O-sulfotransferase 6.

le/l OTCYTCTBUHU y NNAMUECHTA CUMIITOMOB YCTAHAB/IUBACTCH
JAOKJIMHHUYECKAA CTaaudA

2.1 Kaao0bl 1 aHAMHE3

CMm pa3zen KIuHUYecKasi KapTHUHA.
2.2 du3ukaJbLHOe 00CJIe10BAHNE

. [Ipn ¢usukanbHOM oOCMOTpe y BceX NalUeHToB ¢ mnonxo3peHueM Ha HAO s
YCTaHOBJIEHMsI JMarHo3a pPEKOMEHAYETCSl ONPEIENIUTh XapaKTep OTEKa /Js BBIABICHMS IPU3HAKOB,
TUMMAYHBIX Ui aHTHOoOTEéKOB mpu HAO (aHTHMOOTEeK HECUMMETPUYHBIA, COXpaHseTCs A0 S IHEH,
MOJTHOCTRIO TpoxoauT 6e3 ciena) [1,33].

YpoBeHb yoenuteqbHoCTH pexoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB - 5)

o [TarmenTam ¢ xanobamu Ha OUIYIIEHHE OTE€Ka B TOpJIe, HAPYIICHUE JbIXaHUS U TIOTaHUs,

OCHUIUIOCTh T'0JI0Ca, TUCPOHUIO, CTPax CMEPTH, CTPUAOP PEKOMEHAYETCS MPOBECTH BHU3YalbHOE



o0cIieZIoBaHUE BEPXHUX JIBIXATEIbHBIX MTyTEH, OIEHKY 3BYYHOCTH T'0JI0Ca, BO3MOYKHOCTH TIIOTAHHS
C LIEJIBIO OLICHKH MTPOXOJJMMOCTH BEPXHHX JIbIXaTeNbHbIX TyTei [29,30,35,36].

YpoBeHb yO6eAuTEeNbHOCTH peKoMeHJanuii - C (ypoBeHb JAOCTOBEPHOCTH
Jl0Ka3aTeJIbCTB - 4)

KommenTapuu: Hammume AQO n0mKHO OBITH TOATBEPXKICHO NpU ocMoTpe BpadoM. A0
Hapacmaem MeONeHHO, HO 8peMsi OM NOAGNEHUL CUMNIMOMOS8 HApYuleHus OblXaHus 00 NOJHOU
acchuxcuu nenpeockazyemo (8 cpeonem cocmasiasiem om 20 0o 40 murnym) [29,30].

2.3 JlaGopaTopHble TUATHOCTHYECKHE HCCIIeI0BAHUS

HAO |

ko20a yposenv CI-UHI' u yposenv e2o
HAO 1l

muna ouazHocmupyemcs 6 ciayuae,

@yukyuonanvnou axkmuenocmu cocmasnsiom menee 5S0% om  Hopmbl. muna
ouazHoCmupyemcs npu 6viseieHun cHudxcenus gyukyuonanvrou akmusnocmu CI1-UHI 6onee uem
Ha 50% om Hopmwl npu omcymcemeuu OuazHoCmu4ecky 3Hayumo2o cuudicenus ypoeus CIl1-UHI

[37].

Tabmuna 3. JJabopaTropHast TuarHoCcTUKa OpaIuKHHUHOBBIX aHTHOOTEKOB [38].

JlaboparopHblit HAO [IpnoGpereHbie aHTMOOTEKH
Mapkep
HAOItuna |HAO Il tuma | HAO c | [TAO AOQO,
HOPMaJTbHBIM BBI3BaHHBIC
ypBonem ClI- uAIll®
WHTUOUTOpa
C1-unrubutop 1(>50% ot |N/t N /N N
N)
OyHKIMOHATBHAS 150% or||(>50% ot |N 1(>50% ot |N
aKTUBHOCTh N) N) N)

C1-unruburopa

C4 1>50% or||(>50% ot |N l N
N) N)
Clq N N N l N
AHTHTena K - - - + -
C1-unruburopy
I'eHeTnyeckas SERPING1 SERPINGI FXII, PLG, |- -
MYyTaLus ANGPTI,
KNG,
MYOE

HS3S8T6




e Bcem nanuenram-npobanaam c¢ nopo3penueM Ha HAO pexomeHIyeTcs MpOBEIEHUE TBYKPATHOTO
ucciaenoBanus  ypoBHs umHrubutopa Cl-screpassr (CI-INH) B  kpoBm ®  ompeacicHue
dbyukuoHanpbHo  akTuBHOCTHM  Cl-3cTepasHoro  MHTUOMUTOpa B KPOBH  METOJOM
UMMYHO(EPMEHTHOTO aHaJIM3a B KPOBHM WJIM MCCIIENOBaHUS ypoBHA mHruomropa Cl-screpassr (Cl-
INH) B kpoBu 1 (pyHKIMOHANBEHON akTHBHOCTH C1-3CTEpa3sHOr0 MHrMOUTOPa B KPOBH B COYCTAHHU C
MIPOBEICHUEM MOJIEKYJIIPHO-TEHETHYECKOTO HuccienoBanuss myrtanuii B reHe SERPING1 B xpoBu
METOIaMH CEKBEHUpOBaHUs U KonudecTBeHHOM MLPA nns moareepxkaenus quaraoza HAO | wm 11

tuna (tabnuna 2, rabnuna 3) [1,3,39-41].

YpoBeHb yoeaUTEe/IbHOCTU peKoMeHJanuil - C (ypoBeHb JOCTOBEPHOCTHU J0Ka3aTe/bCTB -
5)
KommenTtapum: usmenennvie nokazamenu (uneubumop CIl-3cmepasvl, (pyHKYUOHANbHASL AKMUBHOCMb
Cl-scmepasnoco uneubumopa) mpeodyrom noomeepiucOeHuss ¢ UHMepeaiom He meHee, yem 1 mecsy.
JKenamenvno nposedenue xomsi 661 00H020 U3 ucciedosanus 6o epems pazsumusi AO, ocobenHo 6
cnyuae, eciu OAHHble KIUHUYECKOU KAPMUHbL He COOMEEeMCMmEYIOm pe3yibmamam npo8e0eHHbIX
uccnedosanuii [3].
Ipunumas 6o eHuMmaHue, ymo nepuod nouayevigedenus uneuoumopa CIl-acmepasvl cocmasniem 62
yaca, yenecoobpasHo nposooums UMepeHUs He panee, yem uepe3 3 OHsl NOCie OMMeHbL NPenapama
uneubumopa Cl-scmepa3el uenosexa. Hkamubanm He énusiem Ha CpoKu npoeedeHust anaiuzos [42].
V 300posvix scenwun yposenv Cl-uneubumop u e2o QYHKYUOHANLHOU AKMUBHOCMU 6 NAA3Me KPOBU
CHUDICAIOMCSL 80 8peMsi OepeMeHHOCMU U 8036PaAUAOMcs K Hopme nocie pooopaspeuterus. Ilosmomy
pe3yibmamsl  AHAAU308 OO0JICHbL  UHMEPRPEMUpOo8AmMbCss ¢ O0CMOpPOodCHOCcmbl0.  Pexomendyemcs
nosmopums  UCCIe008aHUsL Nocie pooopaspeuterus Ok noomeepicoenus ouazhoza HAO [1].
Omcymcmeue 8vls61eHHOU Mymayuu He uckitouaem ouazno3 HAO. /[na yeenuuenus s¢hghexmusrnocmu
2eHEeMUYecKoll  OUACHOCTUKU — BO3MONCHO NpOBeOeHUue NOUcCKa mymayuii 6 OAHHOM 2eHe C
ucnonvzosanuem memooog NGS, unu MPS (maccoeoe napannenvroe cexgenuposanue), 6ce2o 2ema,
BKIIOYAsL 6Ce 9K30HbL U UHMponvl (mapecemuas MPS-nanensv), nubo ecenoma (nonnozeHomHoe
cekgenuposanue) ¢ obszamenvhvim npumenenuem aneopummos ananuza CNV. B cnyuae, eciu y
nayuenma evisignena namoeennas mymayusi 8 cene SERPINGL nposedenue noemopnozo uccnedosanus
yposus Cl-uneubumopa 6 kposu u @yuxkyuonarvuou axkmusnocmu Cl-Hneubumopa 6 kposu He
saensemces ooszamenvhoim [41,43].

° BceM marnmentam-poacTBeHHUKaM ¢ nogo3peHueM Ha HAO pexkoMeHayeTcsi TpoBeICHHE

OJTHOKPATHOTo uccienoBanus ypoBHs mHruouropa Cl-screpassr (C1-INH) B kpoBu B KpoBH U

¢byuknuoHansHOM akTuBHOCTH Cl-3cTepa3sHOr0 WHTHOMTOpa B KPOBHM WIIM TIOMCK paHee

BBISIBIICHHOW y mpoOaHaa maroreHHod wmytamuu B TeHe SERPING1 MOJIEKYJISIPHO-



TEHETHYECKUMHU MeToaaMu s monarBepxkacHust auarHoza HAO | winm |l Tuna.(tabmuma 2,
tabmuna 3, npuioxkenune b1) [1,3,39-41].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeJIbCTB - 5)
. Bcem poncrBennukam (B ocobennoctu aetsam) namuenta ¢ HAO | u Il tunos (maxe mpu
OTCYTCTBUHM  KJIMHUYECKUX  TPOSBICHHHA  3a00JeBaHMs)  PEKOMEHJOBAaHO  IPOBEACHUE
CKPMHUHTOBOTO OO0CIIEIOBaHMS: HCcienoBaHue ypoBHs uHruomropa Cl-sctepasbl B KpOBH U
UcclieloBaHie PYHKIIMOHAIBHON akTUBHOCTH C1-3cTepa3HOro MHrMOMTOpa B KPOBH HM/HMIIH TIOUCK
paHee BbIsBIIeHHOW maroreHHod wmytanmuu B reHe SERPING1 y mpobGanma momnekyisipHO-
renernyeckumu Meronamu (i1 HAO | u |l Tunos) ¢ uensio cBoeBpemeHHol quarnoctuku HAO.
(tabmuna 2, npunoxenne b2) [1,20].
YpoBeHb yoenuTeibHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB - 5)
KommenTapuu: pawunsas nocmaumoeéka ouazro3a (6 mom yucie Ha OOKIUHUYECKOM 3mane)
CHUdICAem puck ¢pamanvho2o ucxooa npu pazeumuu nepgoz2o npucmyna HAO ¢ AO eepxhux
ovixamenvHoix nymet [1,29].
V 6cex Oemeil npu mamuuuu cemelno20 amamHe3a 00 UCKIIOUEHUs. OUACHO3A cledyem
npeononazame HAO [20,44].
Buvisignennasn panee mymayus O0NXHCHA ObIMb NAMOLEHHOU, 8 NPOMUBHOM ClyYae YerecooOpasHbl
MONbKO  ucciedosanusi yposus uneubumopa Cl-scmepasvt 6 Kposu u  QYHKYUOHAIbHOU
axmusnocmu Cl-3cmepasnoeo uneubumopa 6 Kposu. B ciyuae noayyeHuss COMHUMENIbHBIX
pe3yibmamos ucciedosanusi yposHs uneubumopa Cl-acmepaszvl 6 Kposu U (DYHKYUOHANbHOU
axmusrnocmu Cl-3cmepasnoco uneubumopa 6 Kposu, Heobxooumo nosmopums uccieoosanue[37].
. Hetsim no 1 rona (y KOTOpBIX ecTh KauHHUYeckue npuzHaku HAO u/umu ectb ceMeHOro
anamHe3 HAQO) pexomeHyeTcsl MPOBOIUTH MOJIEKYIISIPHO-TEHETUYECKOE HCCIICIOBAHUE MYTaIlUi
B reHe SERPING1 B kpoBu MeTojamMu cekBeHHpoBaHUs U KonndyecTBeHHOH MLPA nns panneit
MOCTAaHOBKM JuarHo3a (npunoxkenue b1) [44-46].
YpoBeHb yoenuTeibHOCTH pexoMeHaanuii — C (YpoBeHb IOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KommenTapuu: 6 nopme y oemeii 0o 1 cooa ypoenu CI-UHI u ezco @yuxkyuonanvrot
AKMUBHOCMU 3HAYUMENbHO HUdCe, YeM Y 83pocabix. [loamomy ucnonv3osanue smux noxazamenetl
y Oemeti 00 200a c yenvio ouazrocmuxu HAO neungopmamueno. Taxoice HeurHghopmamuHovim
cuumaemcs UCCie008aHue KOHYEHMpayuu KOMNIEMeHma 6 NYNOGUHHOU KpPOBU OOHOULEHHbIX
HOBOPOJICOEHHBIX, MAK KAK €20 YPOBeHb HUdice, YeM VPOBHU ) 63POCAbIX. YPOSHU anmueeHa u
@yuxyuonanvnas axmuenocmo CI-UHI coomeemcmeyiom 70% u 62% om noxazameneil y
83pocvlx, coomsemcmeenno[1].
Llenvnas  Kpoeb  sgisemcss  NPeOnOYMUMENbHbIM — OUOMAMEPUANoM  Olsi  MOJeKVIAPHO-

2eHemuueckozo ucciedosanusi. OOHAKo OaHHOe UCCAe008AHUEe MONCHO NPOBOOUMb HA JTH0ObIX



MKAHAX Yeloseka npu mpyoOHOCMAX NpedOCmAsNeHus Kposu (OVKalbHuIL dnumenuil CItOHbL,
KIemKU 8 MOYe, OUONCUIHBILL U CEKYUOHHbBIL MAMEPUA U m.n.)

Bceem nanuenram ¢ nonozpenremM Ha HAO nipu pacXoxI€HUN JaHHBIX KIMHUYECKOW KapTUHBI U
PE3yJIBTaTOB TaOOPATOPHBIX UCCIICIOBAHUNA WM MPU COMHUTEIIBHBIX Pe3yibTaTax J1ab0opaToOpHBIX
TECTOB, PEKOMEHIYETCSl MPOBEACHUE MOJCKYJISIPHO-TCHETUYECKOTO HCCIICIOBAHMS MYTalWid B
reie SERPING1 B kpoBu MeToaMu ceKBEHUpOBaHUs U KoaudecTBeHHOM MLPA ¢ nienbio moucka
KJIMHAYECKU-3HAYUMBIX MYTAIMi JIJIsl TOJATBEPIKACHHs Auarnosa [1,2].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB - D)
Kommenrapum: [Ipogedenue MONEKYIAPHO-2eHEMUYECKO20 — 00C1e0068aHUsL He  AGIAEemCsl
obsazamenvhbim  0ns  gepugurayuu ouacnoza HAO | u |l muna npu Hanuuuu munuynou
KAUHUYECKOU KapmuHbl U OUACHOCMUYECKU-3HAYUMO20 CHUNCEHUS. YPOBHS U/Ulu PYHKYUOHATILHOU
akmusnocmu  Cl-acmepasznoeo uneubumopa. Kpome mozo, omcymcmeue obHapyscenus

ONUCAHHbIX Mymab;uﬁ npu MOJeKyIAPHO-ceHemu4eCKom 00cnedosanuy He UcKaouyaem OuUacHO3

HAO[1,2].

Omnpenenenue ypoBHs C4 ¢paxiun xomruiemMeHTa B kKpoBu (C4) mamueHTaM C MOJAO3PEHHEM Ha
HAO pexomenyercs ¢ 1ieabio ckpuauHra (tabnuma 3) [1,47-49].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii — B (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJIbCTB - 2)
Kommenrtapuu: y nayuenmos ¢ HAO | u |l munose ommeuaemcs cnuscenue C4 xomnonenma
komniemenma (Tabnuya 3), OMHAKO OAHHBIL NOKA3AMENb He MOJCem Oblmb UCHONb306aH OIS
NOCMAHOBKU OUASHO3A, MAK KAK OH MOXcem Oblmb CHUNCEH NpU MHO2UX Opyeux 3a00j1e8aHusx
[1,3].

[TarmenTam ¢ nono3penrem Ha HAO He pexomenayertcs onpeaenenue ypoBHs C2 u C3 dpakuuit
koMmiuieMeHnTa (MccnenoBanue ypoBHsSI KOMILJIEMEHTa U €ro (pakuuil B KpOBHU, HCCIEIOBaHUE
ypoBHs C3 ¢pakiuu KOMIUIEMEHTa B KPOBH) HU C LIEJIbIO CKPUHUHTA, HU C IENIbI0 TTOCTAaHOBKHU
nuarnosa [1,2,50].

YpoBenb yoenuTebHOCTH pekomMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTeIbCTB - 5)
Bcem B3pocabsiM nmanuentam ¢ nepunurom C1-MHI u penuausupyronmmu AO 6e3 KpanmuBHUIBL,
HO 0e3 cemelHOro aHamHe3a WM BbIsiBIeHHOW Mmyrtamuu B reHe SERPING1 pexomenmyercs
uccinenoBanue ypoueit C1q dpaxiuu kommonenta komiuiemenTa (C1Q) B kpoBu (McciaemoBanme
YPOBHSI KOMIIEMEHTA U €ro (ppakiuii B KpOBH) U ompeaesreHue Hanuuusa antuten k C1q B KpoBu
st uckmoueHust [T1AO (tabnuna 3, npunoxenue b-1) [1-3,51].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB - 4)
KommenTapuu: 7140 umerom cxodcyro KiuHu4eckyto Kkapmuuy u aensiomcs genoxonueti HAO
(ne nacnedyemcs). Illamonocus 6 cucmeme Komniemenma 00yclognena eblpabomKol aHmumen K

CI-UHI unu nosviuwenuvim eco nompeonenuem. Ipu I[1AO CI-HHI" modxcem 6vimv 6 HOpMme unu



cHudiceH, pynxkyuonanvras axmusnocmo CIl-MHI 0onocna ovimos cnuscena na 50% om nuorcueti
epanuybl Hopmuvl Y HEKOMOopbIX nayueHmos 603moxcho chudxcenue C1q u/unu nanuuue anmumen x
C1-MHIT1-3,38,51].
[Marmentam ¢ HAO, monyd4aBmIMM CBEXE3aMOPOKEHHYIO IUIa3My, C II€TbI0 CBOEBPEMEHHOMN
JMAarHOCTHUKH ~ WH(MEKIUOHHBIX  3a00JIeBaHW  PEKOMEHIYETCs  TPOBEICHHE  €XKErOHOTO
o0cIie10BaHus:
o ompenenenue antuten kK BUY (Onpenenenue antuten kiacco M, G (IgM, 1gG) k Bupycy
ummyHoaedunurta deaoseka BMY-1 (Human immunodeficiency virus HIV 1) B kpoBsu;
Omnpenenenne antuten kiaccoe M, G (IgM, 1gG) k Bupycy uMMyHOIehHIIUTA YSTOBEKA

BHY-2 (Human immunodeficiency virus HIV 2) B kpoBu;)
o Ompexnenenue anturena (HbsAQ) sBupyca rematura B (Hepatitis B virus) B kpou u
o Ompexaenenune antuten K Bupycy renaruta C (Hepatitis C virus) B kposu [1].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH I0KA3aTeJIbCTB - 5)
Kommenrtapuu: Bce nayuenmvr ¢ HAO nomenyuanvno mo2ym noayuyams npenapamsl Kposu
yenosexa, conpsiiceHHble c  puckom nepeoauu MPAHCMUCCUBHBIX ungexyuil:
ceedicezamopodicennas naasma u uneuoumop Cl-scmepaswl uenosexa. Ha cecoonawinuil oens He
3ape2ucmpupo8ano Hu 00HO20 cayuas nepedauu ¢ npenapamom BUY, cenamumos B u C u
napsosupyca B19 npu esedenuu konyenmpama uneubumopa Cl-scmepazul uenosexa [52].
Bceem nammentam ¢ HAO pekomeHmyeTcsi onpeneneHne OCHOBHBIX rpymm mo cucreme ABO u
omnpeneneHue antureHa D cucrembl Pesyc (pesyc-dakTop) mist oOecriedeHuss BO3MOKHOCTH
OBICTPOTO  BBEJEHUS  CBEKE3aMOPOKEHHOM  TUIa3Mbl  NPU  BO3HUKHOBEHWH  TaKOH
HeoOxoaumocTu[53].
YpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 5)
[Taruentam ¢ HopMmanbHbiMH TokazatensiMu C1-MHI™ u ero gyHKIMOHaNbHON akTUBHOCTU MpHU
JIBYKPATHOM UCCIIEJIOBAHUH, HO HMEIOIINUM XapakTepHyo s HAO KIMHUYECKYIO0 KapTUHY W/HIN
CEMEHHBIN aHaMHEe3, C IEJbI0 TOWCKAa KIMHUYECKU-3HAYUMBIX MYTAIMA JJIS TIOJTBEPKIACHUS
muarHo3za HAO c HopmanmpHbiM ypoBHeM C1-MHI' pekomenmyeTcs mpoBeneHre MOJIEKYIISPHO-
TE€HETUYECKOTO UCCIEI0OBAHUS:
o 1 oram: moucK YacThIX KIMHUYECKU-3HAYMMBIX MyTaruil B renax F12 u PLG
o 2 srtan (MpU OTCYTCTBUU KIMHHYCCKH-3HAYUMBIX MyTaruii B reHax F12m PLG) -

MOJIHOOK30MHOE CEKBEHHUPOBAaHUE (MPEANOYTUTENHHO, €IMHOBPEMEHHOE T'€HETUYECKOE

o0cne0BaHUE BCEX WICHOB CEMbH C CHMIITOMaMM) (Tabnwuia 2, mpuinoxenue b-1, Tabnuma

2) [17,18,22,54,55].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB - 4)



KommenTapuu: ¢ ciyuae HAO ¢ nopmanvuwvim yposwem CI-HUHI, oanmusiii 6uo obciedosarnus

AGISIEMCSL €OUHCMBEHHBIM Memooom eepugurayuu ouaenosa [17,18,22,54,55].

Bcem poacrBennukam (B ocobeHHocTH aeTsMm) nanueHta ¢ HAO ¢ HopmanbHbiM ypoBHeM Cl-
VHI" (naxke mpu OTCYTCTBUM KJIMHUYECKHUX MPOSIBICHHUH 3a00JI€BaHMSA) C LIEIbI0 CBOEBPEMEHHOM
nuarHocTuku HAO pekoMeHIyeTcsl TOUCK paHee BBISIBICHHOW y Mpo0OaH/ a MaTOreHHON MYTalluu
MOJICKYJIIPHO-TCHETHYECKMMU METOJaMH IPHUIIEIBHOrO MorcKa MyTanuu. (tabmuna 2) [11,37,56—
58].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB - 4)

2.4 HNHCTpYMEHTAJIbHBbIE JTUATHOCTHYECKHE HCCJIeT0BAHUS

V3U w/mmm KT opranoB OpromHON mMOJOCTH pekoMmeHayercss mnamuentaM ¢ HAO mpu
BBIPQKEHHBIX OOJIIX B JKMBOTE C LENbI0 TNpoBelAeHHS IU(P(EepeHIINaTbHON TUAarHOCTUKU C
3a00JI€BaHUSAMU C KIIMHUKOM OCTPOro ;kuBota [59-62].

YpoBeHb yoenuTeJbHOCTH pekoMeHaannii — C (YypoBeHb 10CTOBEPHOCTH JA0KA3aTeIbCTB - 4)

2.5 UHble IMarHocTHYecKue MCCJae10BAHNS

o Jlnst B3pocibix nanueHToB ¢ HAO B kauecTBE MHCTPYMEHTOB JUISl IPUHSTUS PEIICHUS O
HA3HAYCHUH JIOJTOCPOYHOU TPOPHIAKTHKH M OLEHKUA 3(PPEKTMBHOCTH HA3HAUCHHOW Teparuu
PEKOMEHIYIOTCS CIICIYIOIINE IKAIbl M OTIPOCHUKH:

AE-QoL (Angioedema quality of life/Onenka xadectBa xu3nu y naruenta ¢ AO)(ITpunoxenne
'l

AAS28 (Angioedema activity score 28/ Illkasna aktuBroctu AO 28) (ITpunoxenue '2)

AECT (Angioedema control test/ rect koutposs AO) (ITpunoxenue I'3) [63-67].

YpoBeHb yoenuTeIbHOCTH PeKOMeHIanuii — A (YpOBeHb JOCTOBEPHOCTH JI0KA3aTeJIbCTB -2)

o Koncynbramus Bpada-xupypra/Bpada-IeTCKOro Xupypra peKOMEeHJ0BaHa MalleHTaM ¢

BBIpOKEHHOW a0JOMUHAIBHON aTakoi it auddepeHInanbHO TUArHOCTUKU C  3a00JIeBaHHIMH,

MPUBOISIIIUMHE K KIIMHUKE OCTPOro )HUBOTa [68].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB - 5)
e Pexomenayercs KOHCyIbTalUs Bpada-otopuHoiapunrosora (JIOP) u/unu Bpada-anecte3nosora-
peaHrMaToyiora MalMeHTaM ¢ MpU3HaKaMU OTEKa BEPXHUX MAbIXaTEIbHBIX MyTeH C LENbI0
00BEKTHBH3AIINH 7KaJI00 U OLIEHKH IMPOXOIUMOCTH JbIXaTeIbHBIX myTeii[1,36].
YpoBenb yoenureabHOCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /10KA3aTEJbCTB -

5)



e [lammentam ¢ HAO pexoMeHayeTcsi MPOBEACHHUE KOPPEKIMH COMYTCTBYIOLIEH MMATOJOTHMHU
BpauaMy JPYTuxX CIEHUANIbHOCTEH, TaKk KaK 3TO MOXET MPUBOAMUTH K YTSHKEICHHIO TEUCHUS
HAOI[1,32].

YpoBeHb yoenuTeIbHOCTH PeKOMeH1aluii - B (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJIbCTB - 3)
3. JqueHHe, BRKJAKOYaa MeI[I/IKaMeHTO3HyIO ;| HeMeI[I/IKaMeHTO3HyIO Tepamm,
AMETOTEpPanuIo, 00e300/1MBaHNe, MEIUIUHCKHAE MOKA3AHUSA W NMPOTHUBONMOKA3AHMUS K
l'IpI/IMeHeHI/IIO METOA0B JCUCHUSA
Tepamust HAO cocTOUT U3 TpeX OCHOBHBIX HalpaBicHHM (Tabnuna 4);
e xynupoBanus AO;
® KPaTKOCPOYHOI mpoduaakTHKH (IpeMeauKanms);

® JI0JATOCPOYHOM MpOoPrIIaKTUKH (MTPOPHUITAKTHKA PEIIUTIUBOB).

Ta6muua 4. Tepanust HacnencrBenHoro anrnootéka [69—71].

Hamnpasnenue [Ipenapats! 1u1st B3pOCIIBIX [Ipenapars! i neren
Tepanuun
Kynuposanune ° HkarubaHr; . Wkatubant (y nereit
AO . UHru6uTOp C1- | crapuie 2-x 1et);
ACTEPA3BI YEIOBEKA; . WNuruburop Cl-
o CBexe3aMOpOKEHHast | OCTepasbl  udenoBeka (y — Jere
miasma cTapiie 2-X JIeT);
. Cexxe3aMOpoKeHHa
s TU1a3Ma
KpaTtkocpouHnas ° Wuruburop Cl- . WNuruburop Cl-
npoQuIaKTHKa | 3cTepassl denoBeka (y B3pOCITBIX W |3cTepassl denoBeka (y  deTei
JeTel crapiie 2-X JieT), cTapiie 2-X JIeT),
. Hanazomn; . CBexe3aMOpOKEHHa
. CBexe3aMOpOoKeHHas | 5 TU1a3Ma;
miasma J #Jlanazon  (TOJIBKO
npu orcyrctBuu unHruouropa Cl-
scTEpashbl)
Honrocpounas ° Jlananemymao**; . Jlanapgenymab**  (c
MpO(HIAKTHKE o #UHruburop Cl1- |12 ner)
3cTepas3bl 4EIOBEKA, . #Hruburop Cl-
. Hanazon; acTepa3bl  uenoBeka (y  gereu
° #TpaHeKcaMOBast crapiie 2-X JeT);
KUCIoTa**; . #TpaHeKcaMOBast
. #IIporecTareHsl KHCIIOTa™**;
(#ne3orecTpedn, , #AMHAICTPEHON); . #Jlanazonm  (TOJIBKO
JIeTsaM, JocTurmmM Vo craauu
II0JIOBOT'O cO3peBaHus 1o TaHHEpy)




3.1 KynupoBanue aHTHO0TEKOB

e [laumentam ¢ HAO | u Il Tunos ¢ AO, ciocoOHBIMH NMPUBECTU K aCHUKCUU, a0TOMHUHATIBHBIMU
arakamu 1 nepudepuaeckumMu AO, CONpsHKEHHBIMU C PUCKOM Pa3BUTHSI OCTIOKHEHHH, PEKOMEH Ty eTCsI

Ha3HAYEHHUE TpernapaTroB i KynupoBanus AQO C IeTbl0 KOHTPOJS HaJ cUMITOMaMu (Tabmuua S,

npunoxenue b-3) [1,29,80,81,72-79].

Juasi B3pocabIx M jJeTeil oT 8 JieT: ypoBeHb YOeAUTeJIBLHOCTH peKkoMeHaanuid A (ypoBeHb

J0CTOBEPHOCTH 10KA3aTEJILCTB 2)

Jas neteii muaauie 8 jieT: ypoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH

0Ka3aTeJbCTB 4)

KommenTapuu: uxamubanm — 6b1COKOCENEKMUBHBIL AHMALOHUCT OPAOUKUHUHOBBIX peyenmopos 2

muna [72,73,80,82]. Uneubumop CI-acmepasvl uenoseka — KOHYEHMpPam, noayuaemvlii U3 OOHOPCKOl

kposu [1,44,83].

. [Marmmentam ¢ HAO | u Il tumoB ¢ AQO, crmocoOHBIMH TIPUBECTH K ac(UKCHUH,
abJJOMUHAIBHBIMU aTakamMu W rnepudepudeckumMu AO, CONPSHKEHHBIMH C PUCKOM Pa3BUTHS
OCJIOKHEHUH, pEeKOMEH/yeTCsl Ha3HaYeHHe npernapatoB st KynupoBanus AO He nmozaHee 30 MuH
nocje TMONajaHusl MalMeHTa B JeuyeOHO-NPO(UIAKTUYECKOE YUpeXACHUEe: HKAaTHOAHT WIn

unruourop Cl-3crepasbl 4yenoBeka ¢ Henbto KynupoBanus AO (tabnuua 5, mpunoxenue b-3)

[1,29,80,81,72-79].

YpoBenb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J10KA3aTeJILCTB 5)

Ta6nuua 5. [Ipenapatsl, HazHayaemble nanuenTam ¢ HAO s kynuposanust AO.

IIpenapar B3pocnsie Hern
HNkatnbaHT 30 mr m/k C 2-x neT, B 3aBUCHMOCTH OT
MAacChI Tela.
12 xr - 25 kr 10 mMr
26 xr — 40 xr 15 mr
41 kr - 50 xr 20 mr
51 kr - 65 kr 25 mr
> 65 kr 30 mr[84].
Wuruburop Cl-sctepassl | 20 ME/kr B/B C 2-x ner:
geJoBeKa 20 ME/kr B/B
CeexeszamopoxeHHast  1uiazma | 400 mu B/B 10 mu/Kr mMacchl Tena B/B
(TOIBKO npu OTCYTCTBUH
JIPYTUX OIILINH)
. [TaumentoB ¢ HAO | u |l TunoB (B TOM uucie Ha JOKJIMHUYECKON CTaIuN) PEKOMEHAYETCs

obecrieynTh npenaparaMmu s Kynupoanuss AO Ha 10oMy U 00yYUTh TEXHUKE CAMOCTOSITEIILHOTO

BBEJICHUSI JUIsl paHHero Kynuposanust AO u npenorsparienus daraabHoro ucxona [85-87].

YpoBenb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 4)




Kommenrapun: Hxamubanm u uneubumop Cl-scmepasvl uenosexka mozym Obimb UCNONb308AHDL
camocmosimenvho nayuenmamu 6 domawnux ycrosusx [20,78,85-87]. Camocmosmenvhoe 6sedenue
npenapamos umeem pewiaoujee 3HayeHue 01 IPGeKmusHou mepanuu OCMpvLIX NPUCMYNOS,
NOCKONIbKY paHHee JledeHue npu paszeumuu npucmyna 6onee 3¢hgexmusno u npeoomepaujaem
pazeumue ocnoxcrhenuti [1,74,76-79]. Iloszonee wnaznauenue npenapamos Modxcem npueecmu K
Gamanvrnomy ucxody npu AO sepxuux ovixamenvhvix nymei [77,88)]. [layuenmor na ooxnunuucexou
cmaouu 3a0601e8anusl 00IHCHLL OblMb Makdice obecneuenvl npenapamamu 0 kKynuposanus AQO.
[Maruentam ¢ HAO ¢ HopmanbabiM ypoBHeM C1-MHI' ¢ AO, ciocoOHbIMH MPHUBECTH K ac(UKCHUH,
a0TOMUHAILHBIME aTaKaMH W TsDKeNbIMH TiepudepudeckuMu AQO, CONPSDKEHHBIMH C Pa3BUTHEM
ocioxeHnui (Harpumep, AO TOJOBBIX OPTaHOB ¢ OCTPOH 3aJCPKKON MOYH Y MY>KUHH) PEKOMEHIYETCS
BBeCTH #HuKaTHOAHT w/wnn #Hunrubutop Cl-screpa3pl yenoBeka ¢ Lenbl0 KymnupoBanus AQO
(103UpOBKK CMOTpH B Tabuuie 5, mpunoxenne b-3) [89-96].

Jast B3pocabiX: YpoBeHb YOeauTeJdbHOCTH pekoMmeHaanuii - C (ypoBeHb 10CTOBEPHOCTH
A0KA3aTeJIbCTB -4)

dasi nereii: YpoBeHb YyOeauTelbHOCTH pexkomenganuii - C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB -5)

Kommenrtapuu: /na HAO c¢ nopmanvnvim  yposwem CI-UHI Oaumnbix panoomMuzupo8aHHulx
uccnedoanuil no oyernke ppexkmusnocmu uxamubanma, Konyenmpama uneubumopa ClIl-scmepaszvl
YENIOBEKA,  CBEHCE3AMOPONCEHHOU Nnaasmvl Hem. J[lanuvle 00 3ppekmuenocmu  npumMeHeHus.
uxamubanma u uneubumopa Cl-acmepasvi uenogexa npomusopeyuswvl. IlIpu nesghghexmuenocmu

VKA3AHHBIX NPenapamos ciedyem nposooums cumnmomamuyeckyio mepanuio [89-92,97].

o PexoMenayercss o0ecieunTs HOCTYMHOCTD JJII CAMOCTOSTETILHOTO BBEJIEHUS MpEnapaTroB
JUIS  KyNHpOBaHUS HE MeEHee 4YeM JBYX arak i JOCTKeHus pazpemeHuss AO mpu
He3(PPEKTUBHOCTH TIEPBOTO BBEIICHHS IPEIIAPATOB M/WIIH IS KYIHUPOBaHUs peliuanBoB[1].
YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB 5)
KommenTapuu: B Oonvuiuncmee ciyuaee 00OHOKPAMHO20 86€0eHUsl NAMO2EHEeMUUeCKUX NPenapamos
(uxamubanm, npenapam unzubumopa Cl-3cmepazvl uenogeka) O00CMAmMOYHO Ol KYNUPOBAHUS
cumnmomos HAQO. OOnaxo 6 HeKOmopwixX CAy4asx 0OHOKPAMHO20 66edenus npenapama (0cobOenHo
npu no3oHem 68edeHuu) oOvieaem HedoCmamouyro O Kynuposaunusi AQ, makodice He UCKIOUEHO
pazeumue no8MoOPHLIX, 8 MOM YUCLe HcuzHeyepoxcaouux, npucmynos [72—75,98].
[Mammentam ¢ HAO pekomMeHIyeTcss HCIOJIb30BaTh CBEXKE3aMOPOXKEHHYIO IUIa3My KpOBHU JUIA
kynupoBanus AO B cilydae OTCYTCTBHUS OBICTPOTO JOCTYyIa K KOHIIEHTpaTy uHruoutopa C1-3crepassl
U MKaTHOAHTY (O3MPOBKHM CMOTpH B Tabmwuie 5, npunoxenue b-3) [20,44,99-102].
Jast nanuentoB ¢ HAO | u |l TunoB: ypoBensb yoenutejJbHOCTH pekoMmeHaanuii - C (ypoBeHb

J0CTOBEPHOCTH 10KA3aTeJILCTB 4)



Jas mauuentoB ¢ HAO ¢ HopManbHbIM ypoBHeM Cl-mHruoOuTopa: ypoBeHb y0eaMTEJIbHOCTH

pexoMeHnaanuii - C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB D)

KommeHTapuu: ceesice3amopodiceHnas niasma He MOdicem paccMampueamscsi KAk SKE8UBANEHM
namozeHemu4eckou mepanuu, maxk Kak He CMaHoapmu3uposana no xoauvecmey uneubumopa CI-
Icmepasvl U KOMNOHEHMO8, NOMEHYUANbHO CnocoOHbIX ebizéamb AO y nayuenma ¢ HAO. Beeodenue
NIA3Mbl CONPANCEHO C PUCKOM Nepedayu mpaHCMUCCUBHBIX UHpeKYUll, a maKdice pa3sumust O0IbU020
YUCIA HediceNlamebHblX peaKkyull (6 mom yucie aHaguiamuyeckoeo woka) [2,88].

[Maruentam ¢ HAO | u |l TunoB He pexomeHayeTcss Ha3HaueHUE #TpaHeKcamoBas KuUcCIoTa*™* u
JaHa30J1 i KynupoBanus octpbix AO[1,88,103].

YpoBeHb yoenuTeJibHOCTH pekoMeHaanuii - C (YpoBeHb JI0CTOBEPHOCTH J10KA3aTEJIbCTB -5)
[MTanmentam ¢ HAO | wu Il TumoB wHactositenbHO He pekomenayercs HazHaueHue cI'KC,
snuHePppuHA**, aHTUTHCTAMUHHBIX IPEMapaToB I CHUCTEMHOTO MPUMEHCHUS IS KyIHpPOBAHUS
cumntomoB HAO [104].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii - C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB -5)
[MTammentam ¢ HAO AO B obGnactu ropranu mnpu Hapactanuu AO wumu HeapPeKTHUBHOCTH
MPOBOAMMON  TEpamuu  HACTOATEIBHO  PEKOMEHIYeTCs  TOCHHUTalu3alus B OTAENCHHE
OTOPUHOJIAPUHTOJIOTHH WM pPEaHUMAI[MOHHOE OTIEICHHE C IENbI0 CO3JaHMs YCIOBUH JUId
MIPOBEICHUS peaHMMAaIMOHHBIX Mepornpustuii [1,35,36].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB - D)
[Maruentam ¢ HAO ¢ AO B obnactu ropraHu npu HedI(PPEKTUBHOCTH MPOBOAMMON Tepamuu u
MpU3HAKAaX HapacTalImeld OOCTPYKIIUU JBIXaTCILHBIX ITyTEeH PEKOMEHIYETCS PaHHEe MPOBEIACHHE
KOHUKOTOMMHU/HATIO)KEHUE TPaxeOoCTOMBbl WIIM TPOBEIEHUE HWHTYOAlluu Tpaxeu s OOecredeHus
MPOXOAUMOCTH JbixaTenbHbIX myTed. ([Ipunoxenue b-3) [29,30,35,36].

YpoBenb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB - 4)

3.2 KparkocpouyHast npouJIaKTHKA

Ilpuem npenapamoé 0na 00120CPOUHOU NPOPDUIAKMUKU He OmMMeHsem HeoOX00UMOCmU HA3HAYEHUS

KpamKOCPOIlHOIZ npod)uﬂakmuku. HAO ne moowcem pacemampueamsvbCil KAk npomueonokasanue K

CMOMAMON02ULECKOMY/OUACHOCMUYECKOMY/ONepamueHOMY Meulamenscmeay, 8akyuHayu33.

[Marmenram ¢ HAO | u 1l TumoB ( B TOM 4mcie HalMeHTaM Ha JOKIMHHUYECKON CTaauH 3a00ICBaHM)
PEKOMEH/IyeTCsl IPOBOAMTh KPATKOCPOUHYIO MpOoQHIakTHKy (Tabnuua 6, npuioxkenue b-4) mepen
TOOBIMU OTIEPATUBHBIMU BMEIIATETLCTBAMU (B TOM YHCJIE MAIBIMH, TAKUMH KaK CTOMATOJIOTUYECKUE
MaHUMYJISALWH ), THBA3UBHBIMH MEIUIIMHCKUMU UCCIIEIOBAaHUSIMU, OCOOCHHO B 00JIACTH JIbIXaTENbHBIX
MyTei, BEpXHUX OT/ENIaX MUIIEBAPUTEIBHOTO TPAKTa, s nmpeaoTBparienus passutus AO [105-108].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENLCTB 4)



KommenTapuu: AO, cesazannbvle ¢ OaHHbIMU nNpoyedypamu, 00biYHO 803HUKAOM 6 meuenue 48 uacos

om momenma nposedenus manunyiayuu [1].

Tabmuua 6. Ilpenmapartel, HazHadaemble namueHtamMm ¢ HAO | u |l TumoB mms KpaTKoCpO4HOM
PO UITAKTUKH.
[Ipenapar B3pocabie Hetn
Nuru6urop Cl-scTepassl 1000 ME /B C 2-x ner:
4eJoBeKa 15-30 ME/kr macce Tena
B/B
CBexe3aMOpOoKEeHHAas T1a3Ma 400 mx B/B 10 mu/kr Macchl Tena

(TOJIBKO TPH OTCYTCTBHU
unruourtopa Cl-3crepassl
YEIIOBEKA)

Jlanazon

2,5-10 mr/xr maccel Tena 3a 5
JIHEH 10 U 2-3 JIHS 0CIIE
(maxcumanbHas 1o3a 600 mr).
Ecnu manueHT yxe noisydaer
JOITOCPOYHYIO MPOPUIAKTUKY
IaHa30JI0M, 4032 JOIKHA OBITh
yBEJIUYEHA BIBOE

#1aHA30J1 TOJIBKO TIPU
OTCYTCTBHH JIPYTHX
npenaparos: 2,5-10 mr/kr
Macchl TeJa 3a 5 JHel 10
u 2-3 nHa
nocye(MaKkcuMasbHast
no3a 600 mr)

e [lammentam ¢ HAO | u Il TumoB mepen mNpoBeAEHHEM CPOYHBIX M IUIAHOBBIX ONEPATHBHBIX

BMEIIATEILCTB (B TOM YHCIE MajblX, W CTOMATOJIOTHYECKHUX MAHUIYJSIUIN), HWHBAa3HUBHBIX
MEIULUHCKUX HCCIEAOBAaHUN B KAYECTBE MPEMEIUKALMU PEKOMEHAYETCS BHYTPUBEHHOE BBEJCHUE:
npemnapaTta uaruOutopa Cl-scTepasbl yenoBeka AMsl CHUKEHUS pucka pa3Butus AO mocne JaHHBIX
WHTEPBEHIMH (JI03UPOBKU CMOTpH B Tabuuiie 6) [44,105-109].

YpoBenb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB 4)

Kommenrapuu: npenapam uneuoumopa CIl-acmepasvi uenogexka A6isemcs npenapamom 6vloopa

011 Kpamxocpounou npoguirakmuku. Eeo npumenenue naubonee sghghexmusno crudicaem puck
pazeumuss AO nocie meouyunckuii npoyeoyp 6 cpasHenuu ¢ opyeumu npenapamamu [106].
Uneubumop Cl-3cmepa3zvl uenosexa 004CeH NPUMEHAMbCS OJi NPODUAAKMUYECKOU npeMeOuKayuu
KaK MOJICHO Onudice K Ha4amy npoyedypvl (onmumanvhsii nepuood 3a 1-6 uacoe oo manunynsyuu)
(103UpOBKK CMOTpH B TabuuIle 6, mpunoxkeHue b-4) [1].

e Jlarmmentam ¢ HAO | u |l TumoB 111 MOATOTOBKM K TUTAHOBBIM ONEPATHBHBIM BMeEIIATEILCTBAM (B
TOM YHCJE MAallbIM, TaKUM KaK CTOMATOJIOTUYECKHE MAHUMYJSAINN), WHBAa3UBHBIM MEIUIIMHCKHM
WCCIICIOBAHMSIM B Ciy4ae OTCYTCTBUS mHrHOuTOpa Cl-3cTepasbl yermoBeka pPEeKOMEHIYeTCsl HadaTb
IpHeM JaHa3oJja (JJO3UPOBKU CMOTPH B Tabwuie 6, mpuioxenne b-4) uin yBeaTuunuTh 103y JaHa301a
B 2 pa3a OT UCXOAHOHW (eCH MAIMeHT MOoJydaeT Oa3MCHYIO Tepaluio MmpenapaTtoM IaHa3oln) 3a 5-7
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BMEIIATEILCTBA/MHBA3UBHOTO HCCIIEAOBAHUS PEKOMEHAYETCS OTMEHHTH JAaHa30J WM BEPHYTHCS K
HCXOJIHOM 03¢ O0a3ucHoi Tepanuu [44,106,108,110].

YpoBeHb yoeauTe/IbHOCTU peKoMeHAanui C (ypoBeHb JOCTOBEPHOCTH A0KAa3aTe/abCTB 4)
KommenTapuu: y Oemeu #Hoanazon modxcem Ovimb UCNONL308AH 6 Kauyecmee Memood
KPAMKOCPOUHOU NpOGUIAKMUKU MOJbKo ecau omcymcemeyem uneubumop CIl-3cmepasvl uenoseka
[111].

e Jlanmentam ¢ HAO | u |l TunoB ans MOATrOTOBKM K CPOYHBIM M IUIAHOBBIM  OIIEPATUBHBIM
BMEIIATENLCTBAaM (B TOM 4HCIE MalblM, TaKUMH KaK CTOMATOJIOTMYECKHE MaHUITYJIALUN),
WHBA3WBHBIM MEIUIIMHCKAM WCCICAOBAHUSIM B clydae OTCYTCTBUs mHruOmTopa Cl-acrepassl u
JlaHa30J1a PEKOMEH/IyeTCSl BBOJUTH CBEKE3aMOPOKEHHYIO TUIa3My (IO3MPOBKH CMOTpPH B TaduuIe 6,
npunoxenne b-4) [1,2,44,100,112,113]

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB 4)
. [MTanmentam ¢ HAO | u Il TunmoB ¢ uenpi0 MOATOTOBKM K JIFOOBIM HWHBAa3WBHBIM
MEIUIIMHCKUM BMeIIaTeabcTBaM He pekomenayercss BBoauTh cI'KC u aHTHrucTaMHHHBIE
[pernaparsl A1 CHCTEMHOTO IIPUMEHEHUS s mpoduaakTuku pa3sutus cumnromoB HAO [2,20].
YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEILCTB 5)
. Bceex nmanmentam ¢ HAO | u |l TunoB (Bkitouas manueHTOB Ha JOKIMHUYECKOW CTaluN),
MPOXOJIANINX JIFOObIC WHBA3WBHBIC MEIUITMHCKHE BMEIIATEIBCTBA, PEKOMEHIYETCS O0ECIICUUTh
mpemnapaTamMu JJisi KY[IMPOBaHUS HE MEHee 2-X aTak: ukaTuOaHT wim uHruourop Cl-scTepassl
yestoBeka (nmpunoxkenue b-4) [1,2,88].
YpoBenb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB 5)
Kommenrapuu: Jlrobas npogurakmuueckas npemeouxayus He UCKuodaem pazeumus «npopbleHbIX»
NPUCMYNO8, NOIMOMY NAYUEHMbL O0JNCHbI OCMABAMBCA NOO HAOTIOOEHUEM, NPU IMOM OO0JHCHO
ObIMb DOCMYNHO NPOGedeHUe mepanuu, HanpasieHHol Ha Kynuposanue npucmyna.[105,106,109]
Joxazamenvrotl 6azvl 0 HeobxoouMocmu u 3phpexmusHocmu KpamkoCpoOUHOU NPOPGUIAKMUKU Y
nayuenmos ¢ HAO ¢ nopmanvnoim yposnem CI1-UHI nem [97].

3.3 JloarocpoyHasi npopuJaKTuKa

OcHoBHas 3aj7iaya JOJATOCPOYHON MPOQPUIAKTUKUA — YMEHBIIEHUE YaCTOThl U MHTEHCUBHOCTH aTak
HAO u munummzanusi BiAMsSHHUS 3a00J€BaHMS Ha IOBCEJHEBHYIO aKTHBHOCTh NAalMeHTa. Tepamnuio
pEKOMEHAyeTCd HMHIUBUAYAIU3UPOBaTh B 3aBUCUMOCTH OT OCOOCHHOCTEH TEYEHUs, Haludus
[IPOTUBOIIOKA3aHUM, TEXHUYECKUX BO3MOXKHOCTEW U IOJy4eHUS TOM MM WHOW Tepanuu. Yersipe
TPYIIIBI NIPENapaToB PeKOMEHI0BAHO MCIIONB30BaTh Ui JoiarocpouHoi npodunaktuka HAO I, 1l tuna
(tabmuna 7): maHamenyma0**, #unruourop Cl-3crepassl deaoBeKa JUIs BHYTPHBCHHOTO BBEICHUS,
JaHa30J1, #TpaHeKcaMoBas KuciaoTa™**, #rporecrareHsl.

Tabmuua 7. Ilpenapatsl, HazHauaemble mauumeHtTaM ¢ HAO | u Il TumoB mns pmonrocpouHoit

npOopUIAKTUKY.



[Ipenapatsl B3pocnbie Hetn
Jlananemymao** 300 mr 1 pa3 B 2 memenu (mosa moxer | C 12 met:
OBITH CHIDKEHA 110 1 pa3a B 4 Henenn) 300 mr 1 pa3 B 2 Henenu (71032 MOXKET OBITH
cHkeHa 110 1 pasa B 4 Henemnm)
WNuruburop C1-|60 ME/kr C 12 ner:
acTepasbl YyesoBeKa
Macchl Tella JBa paza B Hezemto | 60 ME/kr
JUISt ITOIKOYKHOT'O
(xaxnapie 3-4 aHs).
BBCJICHHS Macchl Tella J[Ba paza B HEICINIO
(xaxapie 3-4 nHA).
#UHTHOUTOP C1-|500-3000 ME B/B 2 pa3a B|C 2-x ner:
ACTEPA3BI VTS | HELIEIEO 20 ME/kr maccel Tena 2 pasza B
BHYTPHUBEHHOTO HEJICITIO
BBCJICHHS
Janazon 100 mr uepez 1 nmenr — 600 |Tompko jmeTsM, jgocturmum  V
MT/CYTKH CTaJlUM TOJIOBOTO CO3PEBAHMS IO
Tanuepy
#2,5 MI/KT MacCEhI Tea
(MakcuManibHasi OJHOKpaTHasl J03a
200mr)
#TpanekcamoBast 30-50 wmr/kr  maccel  Tema, | Crapme 3-x user: 20-40 wmr/kr
Kuciaora** pa3neneHHbIX Ha 4 mpuema (10 6 | Maccel Tenma, pa3AeNieHHBIX Ha 4
r) npuema
#IIporecrareHsl Tonbko JUTSI »keHIuH | He mpumenstorcs
JETOPOTHOTO BO3pACTa.
CormacHo WHCTPYKIUHU K
KOHKPETHOMY TIperiapary

Pewenue o mnasnauenuu 0oneocpounol  NpoQuUIAKMUKYU NPUHUMAIOM HA  OCHOBAHUU  AHAIU3A
UHOUBUOYATILHBIX NAPAMEMPO8 nayueHma: oyenku dyacmomol u maxcecmu AQ, nanuuus KOMOpOUOHOU
namono2uy, npu HeOOCMAamoyHom dpgexkme npenapamos 0aa kKynuposanus AO, 6 cayuasx
02paHudenHo2o0 oocmyna K cpeocmeam kynuposanusi AO, ¢ yyemom npeonoumeHuul nayueHma u e2o

HABLIKOB  NPUMEHEHUA  J1eKAPCMEEHHbIX  npenapanios ona  nevenus HAO. ,ZZOI’IOJZHume]ZbeZM



UHCMPYMEHMOM OYEeHKU NOmpeOHOCMU NAYUueHma 6 Npo8eoeHUul O00120CPOUHOU NPODUIAKMUKU

Aejslemcst AHAajlu3 ypoO6HA Kadvecmeda JCU3HU.

Buvibop npenapama 0na 0oneocpounoti npoguiakmuku 0oaxcen O0blmb NepCoHUGUYUPOBAHHBIM,

0CHOBAMBCA HA UHOUBUOYANLHOU 3phekmusHocmu 1 O0OCMYNHOCMU KOHKPEMHO20 JeKAPCMBEHHO20

npenapama. IIpu evibope npenapama ciedyem yuumsléams 0COOEHHOCMU naAyueHma (803pacm, noJ, 0js

JHCEHUWUH — (PaKmMop KopmleHus:, Haaudue bepemenrHocmu) (npunodicerue A3.2)

Y nayuemmos, nonyuarowux nocmoamHo npenapamsi  00A20CPOUHOU  NPODUIAKMUKU,

Heobx00UMo PeSVIIFIpPHO OUEHUBANTb aqbqbekmueﬂocmz) u bezonacrocmo mepanuu, no NOKA3aHuAM —

nepecmampueambs 003)/' u/unu urmepedaibl 1e4erHusd 6 coomeemcnmeuu ¢ KIUHU4YeCKUM Omeenom.

Bce nayuenmul, nonyuarowue 00120CpouHyI0 npoQUIAKMUKY, MAKHCe OOAHCHbL UMemb OOCMYN K

nekapcmeam 0ns Kynuposanus AO.

Kpumepuu naznauenus doneocpounoii npogunakmuxu y demeu u 3pocyivlx

OcHognbie (015 Ha3HaueHus 00120CPOUHOU NPOPUIAKMUKYU OOCMAMOYHO HANUYUE 00HO20 KPUMepUsl)

Hanuuue 3nauumenvnoco omeka 6 obnacmu Jauya-uieu, O0COOEHHO C HapyuileHuem
npoxooumocmu Ovixamenvuvix nymeti (2 u 6onee 6 meuwenue nocieOHux 3-x meciayes)
Hanuuue aboomunansuvix amax (2 u 6onee 6 meuenue nocieoHux 3-x mecsyes)

Hanuuue couemarnus pazniuyHulx munog HCUHEYePOICAIOWUX amax (Hanpumep, Tuyo-uiest u
aboomunanvrvle amaxu) (2 u 6onee 6 meuenue nocieoOHUx 3-x mecsayes)

Hanuuue evipascennvix nepughepuueckux omekos, Meuwanuux OObIYHOU IHCUSHEHHOU
AKMUBHOCMU UIU NePUPepudecKux OmeKos ¢ 8blpaxdcenHvim bonesbim cunopom (2 u bonee
edcemMecauHo Ha NPOMANCEHUU He MeHee 3-X Mecsayes uiu He meHee 6-mu 3a nocieonue 3

mecaya)

Hononnumenvuvle (0114 HA3HAYEHUs OO0NCOCPOYHOU NPOPUIAKMUKU OOCMAMOYHO HAIUYUE O0OHO20

Kpumepust)

Omcymcmeue omeema u/unu Haiuyue noOOYHLIX IPpexmos om npenapamos 07
KYRUPOBAHUSL, He NO3BOSIOUUE UCNOIb308AMb UX O/ KYNUPOBAHUSL OCIPLIX AMAK
Hanuuue 6 meuenue 2ooa cocnumanusayuu no SKCMpeHHbiM NOKA3AHUSIM 6 C653U C amaKami,

Hecmomp:l Ha UCnolb306dHue npenapamoes HeOMmI0HCHOUL nomowu 6 0OMAUHUX yciaosusx

PeKOMeHIlyeTCﬂ BCEM INIallUCHTaM C HAO | u Il Tumos OIICHUBATb HCO6XOJII/IMOCTL Ha3HA4uYCHUA

IpenaparoB JUis IOJITOCPOYHOM MPOPUIAKTUKY Ha KakaoM Busute [1,88].

YpoBenb yoenureabHocTH pekoMenanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KOMMCHTapHH: B kauecmee oOononnumenvro2o uncmpymenma ons OUYEHKU cmeneHu maAdxdcecmu

meyenus 3a00/1e6aHUs. Y 63POCIIbIX MOocym ObIMb UCNOTIL306AHbL ONPOCHUKU AKMUBHOCNU AHSUOONMEKO8

(AAS28, AECT), a maxace onpochuk no rkawecmsy owcuznu AEQOL 6 nekomopuix ciyuasx mooicem



Oblmb  YenecoobpasHo HA3HAUeHUe NPenapamos O0as 00J20CPOYHOU NPOPUIAKMUKU HA KOPOMKUE
nepuoosbl 8030eUcmeus Mpu22epHo2o akxmopa, Komopoe yxyouiaem medenue 3a001e6anus (ceccus,
nepeeso, uH@pekyuoHHvle 3a001e6aHUs)

e Bspocasim naruentaM u aetsm crapire 12 nmer ¢ HAO | u |l TunoB npu HE0OX0IUMOCTH MPOBEICHUS
JOATOCPOYHON MPOPUIAKTUKY PEKOMEHIyeTCsl Ha3HaueHue JlaHaaenymaba™* s npopunakruku AO.
[114-116]

YpoBenb yoeauTeIbHOCTH peKOMeHAauii — A (YPOBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB —2)
KommeHTapum: pexomendyemas nauanvras 0osza cocmasisem 300 me 1 pas/2 neo. Ilayuenmam, y
KOMOpbvIX HA hoHe mepanuu cmabulbHO OMCYMCMEYIOm NPUCMynvl, 003d J1aHA0enymada™> mooxcem
ovime  cnuoicena 0o 300 me 1 pasz/4 mneo. Peocum e6sedenusi nawnadenymaba™*  mooicem Ovimb
nepecmMomper 6 CMOpOHY VMEHbUIEHUs. NOCLe OOCHUICEHUS CMAOUTbHO20 COCMOSHUSA. Yuumuvleéas
gvicokutl npoghunv s¢hghexmusnocmu/besonacnocmu, NOOKONCHBIU CHOCObO 68edeHuss npenapamad,
Janadenymab** - npenapam nepeoti auHuu 018 mepanuu nayueHmos cmapuie 12 nem npu mascénom
meyenuu HAO [71].

Hetsim crapme 12 mer ¢ HAO | u |l TunoB npu HeO6XOAMMOCTU NPOBEAEHUs [IOJTOCPOYHOMN
npoUIAaKTUKHA pPEKOMEeHJyeTCs Ha3HaueHHe uHruburtopa Cl-acTepasbl 4YesioBeka /s
NO/IKOXKHOTO BBeJleHUs A1 npoduiaktuku AO [117-121].

YpoBeHb yOeAUTEILHOCTH PEKOMeHAANNI — A (YPOBEHDb TOCTOBEPHOCTH 10KA3aTeIbCTB — 2

e BspocnapiM manuMeHTaM W JETSAM  CTapuie JABYX JIeT MNpU  HEOOXOJMMOCTH TMPOBEACHUS
JONTOCPOYHON TPOMUIAKTUKHA PEKOMEHIyeTcs HazHaudeHue #HunruOutopa Cl-sctepasbl amns
BHYTPUBEHHOTO BBeZieHus s npodunaktuku AO (tabnuna 6) [2,20,44,121-123].

YpoBenb yoeauTeabHOCTH pekoMeHaanmii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB 4)

KommenTapuu: /{11 docmusicenus omcenaemozo sghghexkma 003y peKomMeHOyemcs adanmuposams K

UHOUBUOYATIbLHBIM nompebHocmam nayuenma. IIpenapam neob6xo0umo 8600ums He pedice, uem 2 paza

8 Heoeo, MaK Kak nepuood noaysvieedenus: cocmasisiem 48 uacos [2,20,44,122,123].

e Jletam crapue 12 set ¢ HAO I u Il TunoB npu He06XOAMMOCTH NPOBEJEHUS AOJTOCPOYHOU
NpoQUIAKTUKH  pPEeKOMeHJlyeTcsl Ha3HayeHue MpernapaToB JJis IOJKOXXHOTO BBeJeHHUSs
(n1anagenymaba™* wam uHrudburtopa Cl-acTepasbl 4yesioBeka) A npodunaktuku AO B
KauyecTBe IpenapaToB NepBOU JIMHUU.[71]

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — D)

e BspocasiM mamuweHnTam U aetsM ¢ | u Il TMma nmpu HEOOXOIMMOCTH TIPOBEACHHS JOJITOCPOUYHOMN
NpOoPUIAKTHKN PEKOMEHAYETCS Ha3HA4YCHHE TPAHEKCAMOBOW KHUCIOTHI™* s mpoduiIakTHKA
pasButHs AO (I0O3UPOBKH CMOTPH B Tabiuile 7, npuioxenne A3.3, npunoxkenue A3.4) [124].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB -4).



Kommenrapuu: mpanexcamosas xucioma umeem 6oiee 6bICOKUL Npohuib Oe30nacHocmu no
CpasHenuio ¢ O0aHA30J0M, OOHAKO 8 Kawecmee 00a20cpounol npogunakmuxu HAO >¢ppexmusrovl
MONILKO Y HeDONbUIO20 YUCTIA NAYUEHMOS. YUumbleds 603MONCHOE GlUAHUE AHMUDUOPUHOTUMULECKUX
cpeocms (#mpanexcamosas xucroma™*) na ceepmvigarOwyio cucmemy Kposu, 6cem NAYUeHmAam,
noyHaWuUM aHmupuoOpuHoIumuyeckue cpedcmea 6 Kawecmee O00J120CPOUHOU NPOPUIAKIMUKU,
peKomeHOyemcs. npoimu 00c1ed008anue HA HAauyue NPomuBoNnoOKA3aHULl K npuemy OaHHOU epynnbl
npenapamos [1,2,39,125].
[Tanmentkam B Bo3pacte oT 18 mo 45 ner ¢ HAO | u Il TumoB npu HEOOXOIUMOCTH MPOBEICHUS
JIOATOCPOYHON TMPOMUIAKTUKA PEKOMEHAYETCs Ha3HauYeHHE HIPOreCTareHOB Il JIOJTOCPOYHON
npodunaktuku AO (I03UpOBKH CMOTpU B Tabmuue /7, npuioxeHue A3.3, mpunoxenue A3.4,
npunoxenne A3.5) [126-128].
YpoBeHb yoenuTesibHOCTH pekoMeHianuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB -4)
Kommenrapun: Hasznauenue #npocecmacenos 603MOMCHO MOAbKO NOCHe KOHCYIbMAYUU 8PaAYa-
eunexonoea. #llpocecmazenvl 0Ka3vLIBAOM NONONCUMENbHLIL dhekm Ha meyeHue 3a601e8aHUs
gnioms 00 noanoz2o omcymemeus AO 6e3 Heobxooumocmu npuema Opy2ux npenapamos bo.ee, 4em 8
60% cayuaes (a npu npueme #npocecmacenos ¢ GvIPANCEHHLIM AHMULOHAOOMPONHBIM dhhekmom —
oonee uem 6 80% cnyuaes) [126,127]. [Ipenapamamu evibopa sensiomces Hnpocecmazenvt 6 ude
MOHONpenapamos (maxk Kak npuem npenapamos, cooepicawux scmpocenvl nayuewmam ¢ HAO
sanpewen) [126,129-131]. Heobxooumo ounamuueckoe HabooeHue SUHeKono2a HA 6eCb Nepuoo
npoeedenus ieyeHus #npocecmazenamu
B3pocnbsim nammentam ¢ HAO | u |l TumoB mpu HEOOXOAMMOCTH TPOBENEHUS TOJTOCPOUYHOU
npodMIAKTUKN PEKOMEHAYETCS Ha3HAYCHHE JlaHa3071a (JI03UPOBKU CMOTPH B TabiHIe 7, IPUIOKEHUE
A3.3, npunoxenue A3.4) s npodunaktuku pazsutus AO [132-134].
YpoBeHb yoenuTeIbHOCTH peKoMeH1anuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
Kommenrapuu: oanason nasnavaiom ¢ cmapmosoii 0doze 200-600 me 6 cymxu, a 3amem nocmenenno
CHUMCAlom 003y 00 MUHUMAILHOU HeoOXo0uMou Ol OMCYMCMBUs. KIUHUYECKUX NPOSAGLEHULL
3abonesanus. Bosmoodcna anbmeprnamusnas cxema: Hauaio mepanuu ¢ HebOIbUOU 003bl NPEnapama ¢
HOCMENneHHbIM yeenudenuemM. B nobom ciyuae HeobX00UMO Bbl6UMb U NPUMEHSIMb HAUMEHbULYIO
appexmusnyto 003y, umo no360JsAem CHUUMb PUCK pazsumus nobounvlx s¢gexmos [1,2,20,88].
[71]. Jdana3on He cieayeT Ha3HaAyaTb B KadyecTBe NpenapaTa MepBOH JIMHUM >KeHIIMHAM
JleTOpOJJHOT'0 BO3pacTa
o [MaruenTam, MOMYyYarOIIMM JAaHA30JI B KAa4eCTBE JIOJITOCPOYHOM MPOPUIAKTHKHU, TEpes
HAYyaJloM Tepalmuy W Ha MPOTSHKEHHWH BCEro IMepHoja IMpueMa Mpernapara pPEeKOMEHIYETCs
MIPOBEJICHUE PETYJISIPHBIX OOCIEIOBAHHUMA IJIsi ONEHKH HaJIMYHs MPOTHBOIOKA3aHWHA U KOHTPOJIS
no6ouHbIX 3G dexToB (mpunokenue A3.3. npunoxenue A3.4) [1,2,20,88,135].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)



e Bcem mammentam ¢ HAO | u |l tuma pexomenayercs oreHuBaTh 3¢G(HEKTUBHOCTH MOI00paHHOMN
Tepanuu Ha KaKIOM BU3UTE He pexke 1 pasa B 3 mecsiia A ONTUMU3ALUN TePAnuu Uil KOPPEKIUU
JI03bI ¥/MJIM HHTEPBajia BBEJICHHUS IIperapara v i OLEHKH M000YHbBIX 3¢ deKkToB oT Tepanuu [1,136].

YpoBeHb yoenutesbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB -5)
. Bcem nmanuentam ¢ HAO | u |l Tuna He pexomenayercs mpepbiBaTh IPHUEM IpEnapaToB
IUIL TONITOCPOYHON TMpO(UIAKTHKM Ha BpeMs BBEACHUS IpenaparoB s KynupoBaHus AO u
KPaTKOCPOYHON MNPOQPUIAKTUKH JUIsl JOCTHKEHHS JIy4IIero KOHTpOJIA HaJd aKTUBHOCTHIO
3aboneBanus [137].

YpoBeHb yoenutesibHOCTH pekoMeHanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB -5)
. [Tamentam ¢ HAO ¢ HopmanbHbiM ypoBHeM CI1-MIHI' pexomeHnmyeTcs MCHOJb30BaHUE

#TpaHeKcaMOBOI KHCIOTBI** 1yisi tonrocpounoi npodwuinaktiku passurus AO [22,93,102,138].

YpoBeHb yoenutesibHOCTH pekoMeHanuii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB -4)

Kommenrtapuu: V nayuenmos c HAO ¢ nopmanvuwvim yposuem CI-UHI #mpanexcamosasn kucioma™**

bonee a¢pgpexmusna, uem y nayuenmos ¢ HAO | u |l muna. Pexomendyemasn oozuposxa om 1,5 oo 4

e/cymku [22,102,138].

e[latuentam ¢ HAO c¢ HopmanbHbiM ypoBHeM CIl-MHIT pexkomenayercss ucnosb30BaHue
#nanangenymaba** s monrocpounoi mnpodunaktuku pasputis AO [139].

YpoBeHb yoenuTesibHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB -4)

e [Tarinentam ¢ HAO ¢ HopmanbHbIM ypoBHeM C1-MHI™ pexomenayeTcs Ucnonb30BaHUE #UHTHOUTOpa
Cl-acrepa3ssl yenoBeka Juist J0JIrocpodnoit npodunaktuku passutus AO [140,141].

YpoBeHb yoeautesibHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB -4)

e [Tarimentam ¢ HAO ¢ HopmanbbeiM ypoBHeM C1-MTHI™ pexomenayeTcs ncnonb3oBaHue #1aHA3051 JUIs
JONTOCpouHON npoduiaktuku pazsutus AO [138,142].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB -4)

e [Taruentkam B Bospacte ot 18 1o 45 ner ¢ HAO c nHopmansabiM ypoBHeM C1-MHI™ pexomenmyetcst
WCIIOJIB30BaHUE HIIPOTrecTareHoB i MpohuaakTuku pazButus AO(J03UPOBKH CMOTPH B TabHIIE 7,
npuioxenne A3.3, npunoxkenue A3.4, mpunoxenue A3.5) [102,126,138].

YpoBensb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeJIbCTB -4)

e Jlarmentam ¢ HAO | u Il tuma u manmuentam ¢ HAO c¢ HopmampHbiM ypoBHeM CI1-UHI' ne

PEKOMEHJIyEeTCSl UCIOJIb30BAHUE AHTUTMCTAMUHHBIX TMPENApaToOB ISl CUCTEMHOTO NPUMEHEHUs u

c['KC ms noarocpounoit mpodunaktuku [102,143].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB -4)

4. MeaunuHcKasi peadWinTamnus, MeIUINHCKHE MOKA3AHUSI M NMPOTUBONOKA3aHUA K

NPUMEHEHUI0 METO/I0B PeaduJINTAINH



He paspaborana

S.

HpO(l)l/IJIaKTl/IKa H JUCIIAHCEPHOE HaﬁJIIOI[eHI/Ie, MEANMIHNHCKHE IIOKa3aHudA M

NPOTUBOINOKA3AHUA K IPUMEHEHUIO MeTO/10B NPOPUIAKTUKHA

Cembsam ¢ HAO | u Il Tuna 1 HAO ¢ HopmanbubiM ypoBHeM C1-HI pekoMeHyercs npoBeacHNe
KOHCYJIBTAI[MH Bpada-reHETHKA C IeJIbI0 TOTyYeHUsT HH(GOPMAIlUK O IIIaHUPOBaHUHU ceMbH [56,144].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeJIbCTB -5)
KommenTapuu: y nayuenmog ¢ HAO | u |l muna seposmmocms  poswcoenus pebenka ¢ no0o6HbIM
3abonesanuem cocmaensiem 50% [144]. B cembsx mammentoB ¢ HAO | u |l muna u HAO 6e3
oepuyuma CI-UHI' ¢ e6viasieHHoll namozeHHOU Mmymayueti 8 OOHOM U3 2eHO8  BO3MOINCHO
npoeedenue NPeHamanrbHOU OUASHOCMUKU C Yelblo BblAGIEeHUS 2eHeMUYecKo20 oegexma niooa u
peulenus  8onpoca O  NPOOOIICEHUU  OEepeMeHHOCMU, MAKd)HCce  BO3MOJNCHO  NpOBeOeHUe
NpeuMnIaHMayuoHHot  ouacHocmuku. MonekyniapHo-eeHemuueckuili  NOUCK cneyuguueckou
Mymayuu npoeooumcs 6KlemKkax u3 oopazya 6opcun Xxopuoua, e3amozo nocie 10-u Hedenu
bepemennocmu unu u3 00pazya OKoIONI00HbIX 800, nocie 15 neoenu 6epemennocmu [20,44,56,144].

. Pexomennyercs wmHbopmupoBath mnamueHToB ¢ HAO 0 Bcex BO3MOXHBIX TpHUITEpax

3a00JIeBaHMS C [IEJIbI0 MAKCUMAITLHOTO OTpaHuyeHHs uX Bo3neictust [32,90].

YpoBenb yoenuteabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB 4)

o Bcem manmentam ¢ HAO He pekoMeHAyeTcss MCIOJIB30BaHUE IPENapaToB M3 TPYIIILI

uHruoutopoB AIl® wu anTOroHHMcTOB peuentopoB anruoreHsuHa Il ¢ umenbio npenoTBpalieHus

nposokaru AO [1,90,136].

YpoBensb yoenuteabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB 5)
Kommenmapuu: npenapamvl u3 OaHHuIX 2pynn npugoosam K HAKONIEHUNO OPAOUKUHUHA, NOIMOMY
MO2Yym CAYHCUMb (DAKMOopamu, YmAXCeIAoWUMU medenue 3a001e8anHus U SA8UMbC mpueepamu
pazeumust pamanvhuix amax [1,90,136].
eBcem mammentam ¢ HAO | u Il tTuma u ¢ HAO c¢ nHopmanbubiM ypoBHeMHact CI-UHI' ne
PEKOMEHIYEeTCsl HCIONb30BaHUE MPENnaparoB, COACPKAIMUX DJCTPOTEHBI B CBSI3U C PUCKOM
BO3HUKHOBEHUs xu3Heyrpoxaronmx AO [90,127,145].
YpoBenb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENLCTB 4)
Kommentapuu: V 80 % nayuenmox ¢ HAO nabniodaemcs yxyouienue meuenusi 3a001e8aHusl Ha
Qone npuema npenapamos, COOePHCAUUX ICMPO2EHbl (8KAIOYASL KOMOUHUPOBAHHbIE Npenapamol)
[127]. Heobxooumo samenums npenapam, cooepiicawjuii 3CmMpoceH, HA Npenapam, CoOepHCaujull
npocecmaeen [90,127,144,146].

° Bcem mammentam ¢ HAO pexkoMeHayeTrcsi MpOBEAECHUE BAaKIIMHALIMK B COOTBETCTBHH C

HarnmonaneHbeiM KaneHnapeMm NpopuiIakTHUYECKUX MPUBUBOK ISl MPOMUIAKTUKY BaKIMHOYIIPABISAEMBIX

unbexwmii [1].



YpoBeHb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aATEJbCTB 5)

®Bcem nammenram ¢ HAO pexkoMmeHyeTcss IpOBEACHUE BaKIMHAIMK OT Teratuta B s CHUKEHUS
pUCKa 3apakeHUs OJTHUMH 3a00JICBaHUSMH B pe3yJbTaTe TPAHCMHUCCHH JTHUX WHOEKIHA C
mpenaparamMu KpoBH (B 0COOEHHOCTH CBEXe3aMOPOKEHHOM I1a3mbl) [1].

YpoBeHb yoeauteabHocTH pekoMenaaiuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aATEJbCTB 5)
6. Opraﬂmaunﬂ OKa3aHusA MeIlI/IIII/IHCKOﬁ IMoOMOIIIn

1. [MarmenTam ¢ penuauBupyrommMu AO, B 3aBUCHIMOCTH OT HEOOXOJUMOCTH, MOKET OBITh
OKa3aHa MEIUIIMHCKAas TIOMOIIb JIF0OOro BHIA, YCIOBUS, (OPMBI, MPEAyCMOTPEHHBIX
3akoHoJiaTenbcTBOM Poccuiickoit denepanum.
2. Bce manmentsr ¢ peruauupyronmmmMua AO TOJDKHBI OBITh TPOKOHCYIBTHPOBAHBI BPAYOM-
AJJIEProJIOTOM-HMMYHOJIOTOM.

3. Ilocrne mocTaHOBKM AMAarHO3a MalyeHT:
o JloykeH mosryduTh nacnopt 6osbHoro HacieactseHusiM AO (Tlpunoxenue B-2);
. JlomkeH OBITh BHECEH B perucTp peakux (opdanHbix) 3a0oneBannii Mun3apasa PO.

3. TlammeHT ¢ ycTaHOBIEHHBIM quarao3oM HAO moimkeH HaXOAUTHCS HA TUCTIAHCEPHOM HAOJIOICHUH
Bpaya-crernuanycra (mpeanoyTuTelbHas y Bpada-aljieprojora-iMMYHOJIOTa, a IPU €T0 OTCYTCTBUU
y Bpaua Jpyrou CrenuaibHOCTH) IO MECTY KHUTEIbCTBA U SIBIATHCS AJSl KOHTPOJIs Tepanuu 1 pa3 B
3 mecsma. [Ipu KOHTPOJILHOM TIOCEIICHUH Bpada JIOJDKHBI OBITH 3aperHCTPUPOBAHBI JIOKATH3AIIHS,
9acToTa W TSDKECTh CHUMIITOMOB, YacTOTa HCIIOJB30BaHUS W A((OEKTHBHOCTh TEparu| s
KYITUPOBAHUS OCTPBIX NPHUCTYNOB. HeoOXoauMo mpoBecTH OOIMIMA OCMOTP M COOTBETCTBYIOIIEE
nabopaTtopHoe o0cieI0OBaHHeE.

4. B cootBetrctBuu ¢ [locranoBnenuem [IpaBurenscrea P® ot 26.04.2012 N 403 "O nopsinke BeaeHUs
denepalbHOTO  peTHCTpa  JIMI,  CTPAJAIOIIMX  JKU3HEYTPOXKAIONUMU W XPOHHYECKUMU
MIPOrPECCUPYIOIUMHU  pPeIKUMH (OppaHHBIMU) 3a00JEBAaHUSAMHU, NPUBOAIIMMU K COKPALLEHHUIO
MPOJOJKUTENFHOCTU JKU3HHU TPaKJIaH WM UX HWHBAIMTHOCTH, U €r0 PErHOHAIbHOIO CerMeHTa"
(Bmecte ¢ "[lpaBmnamu Benenus deaepanbHOrO PErUCTPa JIUIL, CTPATAIONINX KU3HEYTPOKAIOIUMU
U XpPOHMYECKHMH MPOTPECCUPYIOMMMU peAKUMHU (opdhaHHBIMU) 3a00JI€BaHUSMH, TPUBOAAIIUMH K
COKPAIICHUIO TPOJAODKATEIIBHOCTH JKU3HH TPAKIAH WU X WHBAIHIHOCTH, U €r0 PETHOHAIBHOTO
cerMeHTa") TAaIMEeHTHl (BKJIIOYas MAIMEHTOB 0€3 KIMHWYECKUX TMPOSIBICHUN) JOJDKHBI OBITh
obecriedyeH mpemnaparaMu s TOPOPWIAKTHKH W TpenaparaMd s KYNHPOBAHHUS OCTPBIX
cocTosiHui. Y marnuenTa ( B TOM 4HCIIe y ManueHTa 0e3 KinHndeckux npossiacauii HAO) Ha pykax
BCer/la JOHKHO OBITh Ipernaparhl A KyMUpOBaHUS HE MEHEE 4YeM JIByX aTak: HKaTHOaHT WU
unruburopa Cl-screpas3sl uyenoBeka u3 pacuera 20 ME/kr maccel tena. Ilpu ucnonb3oBaHuU
MpermapaToB MAaIlMEHT JOJKEH OBITh MM BHOBb oOecmiedeH. [lammeHThl MOMKHBI OBITH OOY4YCHBI

TEXHUKE BBCACHUA IIPCIIapaToB.



[TaruenTamM ¢ yCTaHOBJIEHHBIM JAMAarHO30M JOJDKHBI OBITH BBEACHBI IpernapaThl A KyMHPOBAHHS
xusHeyrpoxkatonmx AO (Mkarubant wim uarudburop Cl-3cTepasbl 4enoBeKa), KOTOPhIE MPEI0CTaBHII
CaM ManUCHT B CJIydac OTCYTCTBHA 3TUX IIPLCIIApaTOB B MCAUIIMHCKOM YUYPCIKIACHUU.

6.1 Ioxa3auus K MJIAHOBOM rOCHUTAJIN3AIUHA

[Tpu Hea(pPeKTUBHOCTH TPOBOIMMOM TepaIliu, MakeHTaM ¢ TshkesbiM TeuenneM HAO nokaszana
rOCTIUTANIA3AIMS B CTALIMOHAD JIJIs1 KOPPEKIMU TAKTUKHU JICUCHUsI U ONIPEACIICHUS] MHAUBUAYaJIbHOM 035l

6.2 Iloka3zanus K JKCTPEHHOM roOCIUTAJIN3ANMH

1) Hannune npru3HakoB KOMIIPECCUU JIbIXaTEIbHBIX MTyTEH;
2) Tsoxenas abnoMuHaIbHAs aTaka;
3) OTtcyTcTBUE WM HEAOCTATOUHbIN A (deKT amOy1aTopHOro JieueHus npu Tsixesnom AO uinu

AO xu3HEYyrpoXKaroIen JoKaln3alni.

6.3 [loka3anus K BbINNCKE NAMEHTA U3 CTALIMOHAPA

1) Kynuposanue AO,;

2) [Ton6op agexBaTHOI 3(h(HEeKTUBHOMN Tepanuu

7. lonoqHuTebHas uH@opmanus, (B ToM 4yuciae GakTopbl, BIUAIONIAE HA HCXO/

3200/1eBAHUA WIH COCTOSTHMS)

7.1 Ilporuo3

. AO ropranu npu HeOKa3aHUU CBOEBPEMEHHOH U aJieKBaTHOM Tepanuu QartajieH.
. ITporuo3 61aronpusATHBIN MU aAEKBAaTHOM MMOKU3HEHHOH Teparnuu.

7.2 bepeMeHHOCTh M POAbI.

bepemennocms  nenpedckazyemo 6nusem Ha meueHue 3a00N€6aAHUA U MOJMCEM CMASUAMD,
ymajcenamy UlU He O0KA3bleamb HUKo2o0 8osoeticmeus. Kpome moco, meuenue npeovioyujeri
bepemeHHOCMU He NO360Jsem NPOSHO3UPo8ams meueHue ciedyrowet [1,127,144].

. bepemennsiM xenmuHam ¢ HAO | u Il Tunma pexkomeHayercsi COBMECTHOE BeJIEHUE

OepeMeHHOCTH 1o HaONIOJIEHWeM Bpada-ajuleprojora-iMMYHOJIOTa W Bpada-akyliepa-

THHEKOJIOTa JIJIsl CHYDKEHHUSI PUCKA OCTIOXKHEHHH [1].

YpoBensb yoenuteabHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB 5)

o bepemennbiM u kopmsmuM sxeHmHaM ¢ HAO | u |l Tuna pexkomeHyeTcst HCIoIb30BaHKe

unrudutopa Cl-3crepassl uenoBeka st kynuposanus AO [1,144].

YpoBeHnb yoenuteqbHocTH pexkoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

. bepemennnix xeHmuH ¢ HAO | u |l Tuna pekomenayercs odecneunts uHruoutopom Cl-

acTepasbl Uit panHero KynupoBanus AO u npenoTBpaineHus garanpHoro ncxoxaa [1,144].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTENLCTB 5)



o bepemennpiM keHmuHaMm ¢ HAO | u |l Tuma pekomeHmyeTcs HCIOIb30BaHKE
CBEXKE3aMOPOKEHHOM Ta3mbl ajsi KynupoBaHus AO W U1l KpaTKOCPOYHOH MPO(UIAKTUKH B
ciyuae oTcyTcTBus uaruouropa Cl-screpassi [1,144].

YpoBenb yoenureabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)

o bepemennsiM u kopmsiiuM xkeHimuHaM ¢ HAO | u |l Tuna pexomenayercs uCnoab30BaHUE
unruoutopa Cl-3cTepassl yesoBeka sl KparkocpouHoit npodunaktuku AO [144].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTBS)

) bepemennpiM u kopmsammMm keHmuHaM ¢ HAO | w |l Ttuma mpm HeoOXomumocTH
JONTOCPOYHON MPOQPHUIAKTUKH PEKOMEHIYeTCs Hcmonb3oBaHue #unruouropa Cl-sctepasbl
yenoBeka [1,144,147,148].

YpoBeHb y6eauTeIbHOCTH peKoMeHJanui C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
4)

KommenTapuu: uneubumop Cl-scmepassl uenoseka Haubonee 6€30nachbwlil npenapan, Komopbiii
Modcem Oblmb UCNONB308AH Y DepeMeHHbIX U Kopmawux scenujun [149].

o bepemennsiM u kopmsimum xeHmuHaM ¢ HAO | u |l Tuna npu HeTsDKENIoM Te4YeHUu U
XOpOIIeH TEPEHOCHUMOCTH PEKOMEHIYETCS HCIIOIh30BAHUE TPAHEKCAMOBOM KHCIOTHI™*  iis
J0AroCpoYHOM npodunakTrku [1,144].

YpoBensb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB 5)

o bepemennbpiM sxkenmuHaM ¢ HAO | u |l Tuma HacTOSTENbHO HE PEKOMEHAYETCS
MCII0JIb30BaHUE #1aHa30J1a I JOJATOCPOYHOM U KpaTKocpouHoi npodunaktuku [1,144].
YpoBenb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J10KA3aTeJILCTB 5)
Kommenrapuu: #oanaszon kamezopuuecku sanpewjeH O01i UCHONb308AHUS )Y OEPEeMEHHbIX U
KOPMAWUX HCEHWUH HA 8eCb Nepuod bepeMeHHOCmU U 1aKmayuu, max Kak #0anason npoHuxaem
u uepez nnayewmy, u 6 2pyoHoe moaoko. K ux nobounvim s¢ghexmam ommuocames
MACKYIUHU3AYUS N100A HCEHCKO20 NOJA, NAAYEHMAPHASl HeOOCMAMOYHOCIb U 3A0epHCKA poCcma
nnooa. Ecmu nayuenmxa ¢ HAO, nonyuarowas 6 xavecmee 0a3ucHou mepanuu #Hoaumasor,
nianupyem depemeHHOCmyb, HeobX00UMo 3apanee nodoopams Opy2yr cmpameuro 00aA20CPOUHOU
npogunaxmuxu [1,144].

o bepemennsiM mamuentkam ¢ HAO | wu Il Tunma pexkomenayercss MNpPOBOIUTH
poJOpa3pelIeHne B CTAallMOHApe i O0ECIeUeHHUsl IOJHOLEHHOTO KOHTPOJSI 32 COCTOSHHUEM
marepu u iona [1,144].

YpoBenb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 5)
KommenTapum: memoo podopaspewienus onpedensemcs no akyuwepckum nokazanusim.[140]

o bepemennsiM ¢ HAO | u |l Tuna pekomenayercsi 00ecneyuTb JAOCTYIHOCTh MHTHOUTOpA
Cl-acTepas3sl B KOIMYECTBE 7Sl KYMUPOBAaHUsS HE MEHEe, YeM JByX aTak Ha BeCh MEPUOJ POJIOB

JUTSL €70 HEMEJIEHHOTO BBEJICHUS TP Pa3BUTHH ocTporo npucrtyna [1,144].



YpoBeHb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB 5)

o [lepen HeocnoxHEHHBIMM ecTecTBEHHbIMU ponamu nanueHtkam ¢ HAO | u Il tuna ne
PEKOMEHIyeTCsl HCITOb30BaHKE MPENapaToB i KpaTKOCPOUHOH npoduiakTuky [1].

YpoBeHnb yoenuresnbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB 5)
Kommenrapuu: xoms uzeecmmno, umo mexanuueckas mpasma u cmpecc npogoyupyiom ocmpule
npucmynul, auws y Hemuo2ux sxcenuun AO paszeusaemcs 60 pemsi podos [127].

[Tarimentkam ¢ HAO | u |l Tuma pekomenayercs BBenenue uHruoutropa Cl-acTepasnl dyemoBeka
nepes poaaMu B TOM Ciy4ae, KOrJa CHUMIOTOMBI 4YacTO BO3HUKAIU B TPEThEM TPUMECTpE
OepeMEeHHOCTH, W €CIM B aHaMHe3€ MAlUEHTKU ecTh yKkazaHus Ha AQO MOJOBBIX OpPraHoB
BCJIE/ICTBUE MEXAHUYECKOM TpaBMBbl, a TAKXKE MEPE] POAOpa3pEIICHUEM IyTEM KecapeBa CEUEeHHUS
[1,144].

YpoBenb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JJOCTOBEPHOCTH JIOKA3aTEIILCTB D)

KpnTepnn OIICHKHU KadYeCcTBa MeI[I/IIII/IHCKOﬁ oMo

Kputepun oleHKH KadecTBa IEPBUYHONM MEIUKO-CAHUTAPHOW IOMOIMU B3POCIBIM W JETSIM TIpH
HacJaeaCcTBeHHOM anrnooTeke (kozabl mo MKB - 10: D84.1)

Ne i/t

KpI/ITepI/II/I OIICHKHM Ka4yCCTBa OI_ICHKa
BBITIOJIHCHU A

Brinmonnen IpueMm (OCMOTp, KOHCy.TIBTaI_[I/IH) Bpayda-aJljieprojiora-uMMyHOJIOTa
HepBI/I‘IHHﬁ NnanueHTa ¢ MOAO3PCHUEM Ha HAO c o0s13aTenbHbIM I[ /H

a/ner
Ha3sHA4YCHHUECM KOMILICKCA JJIst JUAarHOCTUKH HACJIICACTBCHHOT'O

AHTMOHEBPOTUYECKOr0 OTeKa (J1e()eKTOB CUCTEME KOMITJIEMEHTA)

Beimonnen  mpuem  (OCMOTp,  KOHCYJIbTallMs)  Bpada-aHECTE3HOJIora-
peaHuMaroyiora MEePBUYHBIA W/ MM OCMOTP BpPa4OM CKOPOW MEAMITMHCKON /M
. . | Ha/Her
MOMOIIH  (Bpa4yOM-CIICIIHAIIUCTOM) TIPH OKa3aHUM CKOPOH MEAUITMHCKON

MTOMOIIH (IIPH OTEKE BEPXHUX JIBIXaTEJIbHBIX MTyTe)

Brinonnen npueM (0cMOTp, KOHCYIIbTAllMS) Bpaua-Xupypra/Bpada-aeTcKoro
XHpypra TpH BbIpaKEHHOW a0JJOMHHAIBbHOW atake u oTcyTcTBUH 3ddekra ot | la/Her
WCII0JIb30BaHUs MIpenapaToB Juisl KynupoBaHus atak nmpu HAO

[IpoBenena tepanus nkaTuo6aHToOM /vy uHruOuTOopoM Cl-3cTepassl
YeJIOBEKA MIIM CBEXE3aMOPOKEHHOH TI1a3MOM (U OTCYTCTBHM JJAHHBIX
MPENapaToB U NPU OTCYTCTBUH MEAMLIMHCKUX MPOTUBOMOKA3aHUMN) MAIIUEHTY Jla/Her
ycraHoBleHHbIM quartHo3oM HAO npu AO, cnocoOHOM MPHUBECTH K
acuxcun, abJoMuHaNBHON aTake U nepudepudeckoM AQO, CONPSIKEHHBIMU C

PHUCKOM pa3BUTHSI OCIOXKHEHHM

Hasnauena kparkocpouHas npoduiaktaka nHruoutopoM Cl-3crepass
YeNIOBEKa WIIH CBEKE3aMOPOKECHHOHN TUTa3MOM, WK JaHA30JI0M (TIpH Tla/Her
HacieacTBeHHOM aHTrroTeke | u || TumoB (B TOM 4ucCiie Ha JOKIMHUYCEKOM
CTaJIAN), PU XUPYPIHUECKOM BMEIIATEIHCTBE MIIH MHBIX HHBA3UBHBIX




MEIUIMHCKUX BMEIIATENbCTBAX U IIPU OTCYTCTBUU MEAUIIMHCKUX
IIPOTUBOIOKAa3aHUI ) MALIMEHTY YCTaHOBJIEHHbIM auarHo3oM HAO

6 IManuent ¢ HAO (B TOM 4mcIie Ha JOKJIMHUYCCKOM CTaaum) ObLT 00CCIICUCH
npenaparamu i KyIMpOBaHUs HE MEHEe, YeM ABYX aTak: ukarubant u/wiam | la/Her
uaruouTop Cl-3cTepassl yenoBeka

7 [Tanmentka ¢ HAO Ha nepuor 6epeMeHHOCTH U POJIOB OblIa obecrieueHa

Ia/Her
uaruouropom Cl-3cTepasbl yemoBeka

8 [Tanenty ¢ HAO, nonyyaromemy tepanuto uaruouropamu AllD,
aHTOTOHMCTaMH PELENITOPOB aHrnoTeH3uHa ||, sacTporen-conepxamumu Ja/Het
BBINOJIHEHA OTMEHA 3TUX IIPENapaToB

9 [Tarment ¢ AO B o0nacTu ropTaHy MPU HAPACTAHUH OTEKA WU
Hen(d(HEeKTUBHOCTH MPOBOIMMOM Tepaniy roCUTAIU3UPOBAH B OTJEICHUE Ja/Her
OTOPUHOJIAPUHTOJIOTHH UM PEAHUMAIIMOHHOE OTAeNICHUE

10 [TanmeHTy BBHINOIHEHO ONpe/Ie/ICHHe OCHOBHBIX TPYIIT KPOBH 110 CUCTEME
ABO u onpenenenue anturena D cuctemsl Pesyc (pe3yc-dakrop) (npu Ha/Het
JTMArHOCTHUKE)

Kpurepun oreHKH KadecTBa CHEHMATU3UPOBAHHON MEIUIIMHCKON MOMOIIN B3POCIBIM U JI€TSAM IPU
HacJeacTBeHHOM anrnooteke (kozabl mo MKB - 10: D84.1)

Ne n/m | Kputepuu onieHku kauecTna Onenka
BBITTOJTHEHUS
1 BrimonHen npuem (ocMOTp, KOHCYJIbTAIUS ) Bpaua-ajuieprojora-iMMYHOJIOTa Ja/H
. a/Her
MIEPBUYHBII
2 BrimonHen npuem (0cMOTp, KOHCYJIbTAIUS) Bpaua-OTOPHHOIAPUHIOJIOTA WIIH
Bpava-aHEeCTEe3n0JIOTa-peaHnMaTosora (IIPH OTEKE BEPXHUX JBIXaTEITHHBIX Ha/Her
myTei)
3 BrimonHen npuem (0cMOTp, KOHCYIIBTAITUS) Bpadya-Xupypra/Bpada-aeTCKoro /H
. . a/Her
xupypra (IpH BeIpaXXKeHHOI a0JJOMUHAJIBLHON aTake)
4 [IpoBenena tepanus nkaTno6aHToM u/mim uHruouTopoM Cl-3cTepassl
YeJloBeKa WM CBEXKE3aMOPOKEHHOM TU1a3MoH (TIpU OTCYTCTBUH JTAHHBIX
npenaparoB) He o3aHee 30 MUH OT MOMEHTA TOCTIUTAIU3AINH MalkeHTa (B Ha/Her
3aBHUCHUMOCTH OT MEJIMIIMHCKHUX MOKa3aHUI U MPU OTCYTCTBUU MEAUIIMHCKUX
MIPOTHBOTIOKA3AHHM )
5 BrinonHeHa KOHUKOTOMUS WJIM HAJIOKEHHE TPaXeoCTOMBI WJIM UHTYOALUS
Tpaxeu MPpHU YyrpoKaAOUIEH KU3HU KOMIIPECCUHU JIbIXaTEIbHBIX MyTEH U IPU Ha/Her

Hed(PPEKTUBHOCTH JICKAPCTBEHHOM Teparuu




[TpoBenena kparkocpouHas npodunaktuka uaruouTopom Cl-3cTepasbl
YeJIOBEKa WM CBEXXE3aMOPOKEHHOM TJIa3MOM MJIM 1aHA30JI0M Tepes]
XUPYPrUUE€CKUM BMEIIATEIHLCTBOM MM MHOM MHBA3UBHOM MEIUIIMHCKOM
BMeIlIaTeIbCTBE (MIPU HaciencTBeHHOM anruoteke | u |l Tunos B Tom umciie
MarueHTaM Ha JOKJIMHUYCEKOW CTaauu)

JNla/Her

[Mammmenty ¢ HAO, nonyvaromemy tepanuto uaruouropamu AllD,
aHTarOHUCTaMHU PELIENTOPOB aHTHOTEH3UHA ||, 3cTporeH-coaepxamumu
BBINOJIHEHA OTMEHA 3TUX IIPENapaToB

Jla/Her

[Tposeneno Y3U u/unu KT opranoB OprONIHO# MOJIOCTH MAMEHTY TPU
abJJOMUHAJIBHON aTake U OTCYTCTBUM 3(h(eKTa OT MPOBOAUMOI Teparnuu
npernaparamu Juis KyIUpOBaHUs OTEKOB.

Jla/Het
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15. [Mepbuna Anna IOpbeBHa - 1. M. H., mpodeccop, 3amecTutenb aupekTopa WHcTUTyTa
reMaTOoJIOTMH, UMMYHOJIOTUH U KJIeTOUHbIX TexHojorud ®I'bY «HMULL AI'OU um. Imutpus Porauesay
M3 PO, 3aBeayromas otaeneHueM kKinHudeckod mMmyHosnoruu OI'BY «HMUL AT'OU um. Imutpus

Porauesa» M3 PO.

16. ®omuna [lapes CepreeBHa -K.M.H., JIOIEHT, PYKOBOAUTEIb MOCKOBCKOTO TOPOJCKOTO IEHTpa
aiieprosiorun U ummynosorun JI3M, I'BY3 «I'Kb 52 JI3M», noueHT kadeapsl KIMHUYECKOM
ammeprosorun 1 uMMyHosoruu «Ilepseiii MI'MVY wum. N.M. CeuenoBa» MunsapaBa Poccun

(CeueHoBCcKkMIT YHUBEPCUTET)

Ipuioxkenne A2 MeTom0s10rusi pa3padoTKu KJIMHUYECKUX PeKOMEH 1A

IleeBast ayauTopus JAHHBIX KIMHHYECKUX PEKOMEH AN

1. Bpay-aKyuiep-ruHeKoJIor;

Bpay-aJuIeproyor-uMMyHOJIOT;
Bpay-aHeCTEe3U0JI0r-PEaHUMATOJIOT;
Bpay-racTpO3IHTEPOIIOT;

Bpauy-reHETHUK;

Bpay-JepMaTOBEHEPOJIOT;

Bpay-IETCKUN XUPYPT;
Bpau-1ab0paTOPHBIN T€HETHK;
Bpay-HEOHATOJIOT;

Bpau o01Ieil MpakTHKH (CeMEUHBIN Bpay);
Bpay-OpTOJIOHT;
Bpa4-0TOPUHOJIAPUHIOJIOT;

RBOo~NoGaR~WLN

e
A



13.  Bpau-megumartp;
14.  Bpau-meamatp ropojackoi (paiOHHBIN);

15.  Bpau-meguaTp y4acCTKOBBIN;

16.  Bpau-TUIACTHYECKHUI XUPYPT;

17. Bpad 10 TUTHEHE JIETEH U MOAPOCTKOB;
18.  Bpau mo rurHeHe TPyaa;

19.  Bpau mo oO1Iel TurueHe;

20.  Bpad MpPHEMHOTO OT/ICJICHHUS,

21. Bpay CKOPOW METUITMHCKOMW MTOMOIITH;
22.  Bpad-CTOMATOJIOT;

23. Bpa4-CTOMATOJIOT JACTCKHU;

24.  Bpad-CTOMATOJIOT-OPTOME;

25.  Bpad-CTOMATOJIOT-TEPaIEeBT;

26.  Bpa4-CTOMATOJIOT-XHPYPT;

27.  Bpau-TeparmeBT;

28.  Bpau-TepameBT MMOAPOCTKOBBIN;

29.  Bpau-TepareBT yYaCTKOBBI;

30.  Bpau-TepameBT yYACTKOBBII IIEXOBOTO BPAau€OHOTO YUaCTKa;
31.  Bpau-Tpancdysuoior;

32.  Bpad QyHKIMOHAILHOW TUATHOCTHKU;
33.  Bpau-XHpypr;

34.  Bpad-4eIIOCTHO-JUIEBON XUPYPT;

35. Bpa4-3H]IOCKOIHUCT;

36.  crapmmii Bpad CTaHIIUH (OTIENICHHS ) CKOPOH MEIUIIMHCKONW TOMOIIIH;

MeT01010THS PA3PA0OTKH KIHHUYECKUX PEeKOMEHIANMIA

2 wieHa pabouedr rpymmel (JlateimeBa Enena AnexkcangpoBHa u Manto HpuHa AsiekcaHapoBHA)
HE3aBUCHMO JAPYT OT ApYyTa BBHIIOIHSUIN CUCTEMAaTHUECKUI MOUCK M 0TOOp MyOiIMKanuii He3aBUCUMO JIPYT
or apyra c¢ 01.08.2019 mno 23.09.2019. Ilouck mpoBomwics B  HOUCKOBO# cucteme PubMed

(http://www.ncbi.nlm.nih.gov/pubmed/), Kokpanosckoit oubmuorexe (http://www.cochranelibrary.com/),

Hay4yHOW dsekTpoHHoi OuoOimoreke eLIBRARY.ru (http://elibrary.ru/defaultx.asp), ©a3e maHHBIX

EMBASE (https://www.elsevier.com/solutions/embase biomedical research), a taxxe mo peructpam

KIMHWYeCKHUX  ucnbiTanuid:  https://clinicaltrials.gov/ wu  https://www.clinicaltrialsregister.eu/ctr

search/search. Beuto Haitneno 250 myOnukarmii, 1 U3 HuX ObUTO 0TOOpano 110 myOnukanuii. B ciydae
BO3HUKHOBEHHUS pasHOIIacuil mpu ordope mNyOnMKalUu MNPUBIEKAINCh OCTAJbHBIE YJIeHBbl paboueit
rpynnel. Ha ocHoBaHMHM OTOOpaHHBIX MyOnuKanuié o0a »JKCIepra HE3aBHCHUMO JAPYyr OT Jpyra
chopMyIIUPOBAI TE3UC-PEKOMEHIAIIUU, KOTOphIe OBLIHM OIEHEHBI C MOMOIIBI0 IIKAJI OIEHKA YPOBHE
JOCTOBEPHOCTH  JIOKA3aTeJIbCTB W  METOJOB JUArHOCTHKH, OIICHKH YPOBHEHW JOCTOBEPHOCTH
nokazarenbetB (Y1) mist MeTonoB mpodUIaKTHKY, JIeUeHUs W peadbunuranuu (mpodHriakTHIeCKuX,
JeueOHbIX, peadMINTAIIMOHHBIX BMEIIATENILCTB), OLEHKH YPOBHEH yOeAUTENbHOCTH pEKOMEHIAlni
(YYP) nns meronoB npodMIaKTUKW, AMATHOCTHKH, JICUEHHUS M peabuiurtanuu (MpopuIaKTUYECKUX,
JTUArHOCTUYECKHX, JICUCOHBIX, peaOMIuTalMoOHHBIX BMemarenabeTB). ([Ipunoxenue 1, [lpunoxkenue 2,
[Mpunoxenne 3) B manpHeiiieM Kaxaas TE3UC-pEKOMEHIANNs Oblia THIATEIBHO O0OCYXIeHa Ha 00IeM

coOpanuu paboueil rpynIbl, BO BCEX CIy4asX pa3HOriaacus ObUI JOCTUTHYT KOHCEHCYC.


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

Ipunoxenne 1. Illkama omneHKkH ypoBHEH gocToBepHOCTH jokaszarenbctB (Y1) nmns mertomos

JIMarHOCTUKH (UarHOCTUYECKUX BMEIIATEIIHCTB)

YA | PacummdpoBka

1 Cucrematuueckre 0030pbl HUCCIIEJOBAaHMM C KOHTpOJIeM pedepeHCHbIM METOAOM  HIIU
CUCTEeMAaTUYECKUN 0030p PaHIOMH3UPOBAHHBIX KIMHUYECKHUX MCCIEIOBAHUN C MPUMEHEHHUEM
MeTa-aHajan3a

2 OtaenbHBIC  HCCICNOBAHUS C  KOHTPOJEM pedepeHCHBIM METOJAOM WM OTACIbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKUE MCCIIECIOBAHUSA U CHCTEMAaTHYECKHE 0030phI MCCIIEAOBAHUI
ar000ro Au3aiiHa, 3a WCKIIOYCHHEM PAaHIOMHU3WPOBAHHBIX KIMHHUYECKHX HCCICJIOBAaHUH, C
NPUMEHEHUEM MeTa-aHaan3a

3 HccnenoBanus 6e3 MocieqoBaTeIbHOr0 KOHTPOISE peepeHCHBIM METOAOM HIIM MCCIIEIOBAHUS C
pedepeHCHBIM METOAOM, HE SBISAIOIIMMCS HE3aBHCHUMBIM OT HCCIEAYEeMOro MeToja WU
HCPaAaHAOMU3ZHUPOBAHHBIC CPABHUTCIILHBIC UCCIICIOBAaHNA, B TOM YUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeJ'II)Hble HCCIICO0BaHUA, OITMCAHNEC KIIMHUYECKOTO ClIy4das

5 Nmeetcs nunib 000CHOBaHME MEXaHU3Ma JACHCTBUS UM MHEHHE SKCIIEPTOB

Mpuaoxenne 2. Illkana oueHkHW ypoBHeH mocToBepHOCTH nokazarensctB (YJ]) ams meromos

npoUIakTUKy, JiedeHuss W peadmiutauuu (MpopUIaKTUYECKUX, JIeYeOHbIX, peadMINTAalMOHHbIX

BMELIATENIbCTB)
YAA | Pacuunpposka
1 Cucrematnueckuit 0630p PKU ¢ npumeHenneM meTa-aHanusa

2 Otnenpapie PKU u  cuctematmdeckue o0030phI  HMCCIIENOBaHMM JIOOOTO W3aifHa, 3a
uckmouenrem PKU, ¢ mpuMeHeHneM MeTa-aHamn3a

3 HepaHI[OMI/ISI/IpOBaHHI)Ie CpaBHHTeHBHBIe ucciacaoBaHus, B T.4. KOFOpTHI)Ie HNCCIICO0OBAHUA

4 HecpaBHuTenbHble HCCIEIOBaHUs, OMHCAHWE KIMHUYECKOTO clydass WM CEpUU CIIydaes,
WCCIICIOBAHMSI «CITYJYaii-KOHTPOJIb

5 Nmeercs nuimb 00OCHOBaHHME MEXaHM3Ma JCHCTBUS BMEHIATEIBCTBA  (JOKIMHUYCCKHE

HCCJIEIOBAHMSI) I MHEHHE HKCIIEPTOB

Ipunoxenne 3. Illkama omeHku ypoBHeW yoOeautenbHOCTH pekomeHparui (YYP) nmns mertomos
NpOPUIAKTAKHN, TUATHOCTUKH, JICYCHUS M peadmnmuTanuu (MpOoPUIAKTUYECKUX, ITUArHOCTHYECCKUX,

JeueOHbIX, peaOuIMTAIMOHHBIX BMELIATEIbCTB)




YVYP Pacummgposka

A CunbHas pexoMmeHgauus (Bce paccMaTpuBaeMble KpUTepHH 3(PQEeKTHBHOCTH (MCXOJIBI)
SBJISIIOTCS. B)KHBIMH, BCE HCCICJOBAaHHMS MMEIOT BBICOKOE WM YJIOBJIETBOPHTEIBHOE
METOJ0JIOTUYECKOE KAayeCTBO, WX BBIBOABI IO HHTEPECYIOMIMM HMCXOAaM SBIISIOTCS
COTJIACOBaHHBIMHU)

B YcnoBHast pekoMeHanus (He BCe paccMaTpuBaeMble Kputepun 3P (HEeKTUBHOCTH (MCXOIbI)
SBJISIFOTCSL BOKHBIMH, HE BCE HMCCIEAOBAaHMS MMEIOT BBICOKOE WJIM YyJIOBJIETBOPHTEIBHOE
METOI0JIOTUYECKOE Ka4eCTBO W/WIIM UX BBIBOJIBI IO HHTEPECYIOIIUM HCX0aM HE SIBIISIOTCS
COTJIaCOBaHHBIMH)

C Crnabast pexkoMeHpanusi (OTCYTCTBHE JIOKA3aTeIbCTB HAJJICXKAIETOo KadecTBa (Bce
paccmaTpuBaeMble KpuTepuu 3(PPEeKTHBHOCTH (MCXOBI) SIBISIOTCS HEBAKHBIMH, BCE
UCCIICIOBAaHMSI HMMEIOT HHU3KOE METOJOJIOTUYECKOEe KAadeCTBO W HMX BBIBOJBI 110
UHTEPECYIOIIMM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

ITopsinok 00HOBJIEHHS KINHHYECKHX PEKOMEHIALIMIA.

Mexanu3m OOHOBJIEHUS KIMHMYECKHUX PEKOMEHIAMK TNpeIycCMaTpUBAET WX CHUCTEMATHYECKYIO
AKTyaJIM3alMI0 — HE PEKE YEM OJIMH Pa3 B TPU rojia, a TAKKE MPHU MOSIBJIEHUH HOBBIX TAHHBIX C IMO3ULUU
JTOKA3aTeIbHOM MEIUIIMHBI T10 BOIMPOCAM JHArHOCTHUKH, JICUEHUsS, MPOPMIAKTUKH U peadbuIuTanuu
KOHKPETHBIX 3a00JeBaHUil, HAMUYUKU OOOCHOBAHHBIX JOTOJHEHMI/3aMeUaHuil K paHee YTBEP:KIEHHBIM

KP, Ho He yame 1 paza B 6 mecsiues.

Ipuioxkenue A3. CrnpaBouHble MaTepHaJbl, BKIKYasi COOTBETCTBHE MOKA3aHUH K
NPUMEHEHUI0 ¥ NMPOTHBOINOKA3AHUI, CIIOCO0O0B NMPUMEHEHHMs M 103 JIEKAPCTBEHHBIX

CpPeICTB MHCTPYKIMHU MO NPUMEHEHHNIO JIeKAPCTBEHHOI0 Npenapara.

Ipuigoxenue A3.1. CBsi3aHHBbIE JTOKYMEHTDI

1. ®denepanbHblii 3akoH 0T 25.12.2018 Ne 489 489-D3 «O BHeceHuu n3MeHeHui B ctatbio 40
OdenepanpHoro 3akoHa "OO 00s3aTeTbHOM MEAMIIMHCKOM CTpaxoBaHuM B Poccuiickoi
Oenepaunn" u denepanpHbiii 3akoH "OO OCHOBaX OXpaHbl 3/I0pOBbs IpakaaH B Poccuiickoit
®enepanun" Mo BONpocaM KIMHUYECKUX PEKOMEHIAIUAN».

2. Tlpuxaz MunszapaBa Poccum Ne 103n ot 28.02.2019 r. «O0 yTBepkIeHUM MOpsAKAa U CPOKOB
pa3paboTKM KIMHUYECKHMX pEKOMEHJAlMW, WX TepecMoTpa, THUMOBOH (OPMBI KIMHUYECKHX
pEKOMEHIaIMii 1 TpeOOBaHUM K UX CTPYKTYPE, COCTABY M HAYYHOW OOOCHOBAHHOCTH BKJIFOYAEMOU B
KIIMHUYECKHE PEKOMEHIANN HH(POPMAITUN.

3. TIpuxa3z Munznpasa Poccun ot 13.10.2017 N 804n "OO0 yTBep:KIeHHMH HOMEHKJIATYPBl MEAMIIMHCKUX

ycayr".



4. Tlpukaz MunucrepcTBa 3apaBooxpanenus Poccuiickori ®deneparmuu (MunsnpaB Poccum) ot 20

nexabps 2012 r. N 1183u 1. Mocksa "O06 yTBepkaeHnn HomMeHKIIaTypsl TOMKHOCTEH METUIIMHCKUX

pabOTHUKOB U (papmMareBTUUYECKUX paOOTHUKOB".

5. TlocranoBnenue IlpaBurensctBa P® ot 26 ampens 2012 r.

®denepaabHOro

peructpa  Juil,

CTpaIArOIINX

KHU3HCYT'POXKAIOIIUMU u

N 403 "O mnopsizke BeneHHs

XPOHHUYECKUMU

NPOTPECCUPYIOIIMMU  peAKUMH  (OpaHHBIMU) 3a00JIEBaHUSIMH, TPUBOJAIIMMU K COKPALICHUIO

MMPOAOJIKUTCIILHOCTH KU3HU I'paKaH NI UX WHBAJIMJHOCTH, U €CTO PCTUOHAJIBHOI'O cermMeHTa"

6. Ilpuka3z MunucrepcTBa Tpyaa U conuanbHoro passutusi PO ot 27 asrycra 2019 r. Ne 5851 "O

KIacCUPUKALUAX U KPUTEPUSX,

HCIIOJIB3YCMBIX IIpU  OCYHICCTBJIICHUU MEJIMKO-COIMaJIbHOM

OKCIICPTU3BI T'paxKJgaH (1)6I[CpaJII>HI)IMI/I TOCYJAapCTBECHHBIMH YUPCIKACHUAMU MGI[HKO-COHH&JIBHOﬁ

JKcIepTU3sl”

7. Ilpuka3 MuHUCTEPCTBA 3PaBOOXPAHEHUS U COIMANIBHOTO pa3Butus PD ot 16 anpens 2012 r. N 366H

"O6 ytBepxkaenuu llopsaka okazaHus neguaTpuyeckou momouu"

8. Ilpuka3 MunwucrepctBa 3apaBooxpaHerus PO "OO6 yrepxacaun [lopsaka okazaHush MEIUITMHCKON

MOMOIIIM OOJIBHBIM C BPOXKIEHHBIMH U (MJIM) HACIEICTBEHHBIMH 3a0oeBanusMu" ot 15 Hos6ps 2012

r. Ne 9171.

9. TocynmapcTBeHHBIH peecTp JIeKapCTBEHHBIX cpeacTs: https://grls.rosminzdrav.ru

Ipuaoxenne A3.2. [lepconndunpoBaHHbLIN MOAX0 NPH BHIOOPE T0JT0CPOUYHON NPOPHUIAKTHKH

I'pynna IpeanoyrurebHbIN AJIbTepHATHBHBIN He IIpumeyanus
ITanuenTOB npenapar npenapar pa3pelieHHbI’
npenapar
Hetn = Jlananmemyma0 TpanekcamoBas kucnora | Jlanazon Jlananenyma0 c
= Hurudurop Cl1- (MeHee 3 dexTuBHA, #rporecrareHbl 12 ner
3CTpPe3bI IS MOXeET OBbITh TpanekcamoBas
TIOJTKOYKHOTO paccMoTpeHa mpu KHCJIOTA C 3-X JIeT
BBEJICHUSA JIETKOM TE€UEHUN ) #uaruourop Cl-
= #unruburop Cl- 3CcTEpasbl
scTepasbl YeJoBeKa 9enoBeKa ¢ 2-X
JUTSL BHTYPUBEHHOTO ner
BBE/ICHUS WNurudurop Cl-
JcTepasbl
94eTI0BeKa IS
MIOIKOYKHOTO
BBeneHuA ¢ 12 ner
B3pocnsie = Jlanamemymab TpanekcamoBas kuciorta | Jlanazon
JKEHIIWHBI, HE »  #unruodurop Cl1- (meHee 3 dexTrBHA, (MHOXECTBEHHBIC
TUTAHUPYIOIIHE aCTEpasbl YEJIOBEKa | MOXKET OBITh MOoOOYHEIE
OEpEMEHHOCTb, paccMoTpeHa npu a¢dexToI)
He OepeMeHHbIE, JIETKOM TCUCHHH)
HE KOPMSIIIHe #porecrtarcHbl
bepemennsie u #unrnourop C1-3cTepass TpanekcamoBas kuciora | Jlanazon #]lesorecTpen
KOpMSIIIue YeJI0OBEeKa JIJIS TIOAKOXKHOTO (meHee 3 dexTrBHA, #nporecrareHsl paspeiieH
JKCHIIMHBI WK JIJIs1 BHY TPUBEHHOTO MOXET OBITh KOPMSIIIIUM
BBEICHUS paccMoTpeHa mpu KCHIIMHAM C 4-0i
JIETKOM TCUCHHH ) HEJIENH TI0CIe
POJOB



https://grls.rosminzdrav.ru/

Ipunaoxenne A3.3. [IporuBonokazanus U no6ouHbie 3¢ deKThl 0T NpenapaTos Is 0JT0CPOYHON

NpoPUIaAKTHKH.
[Ipenapatsl [IpoTuBOTIOKA3aHMS [To6ounbIe 3 deKThI
sk
Jlananenymad * MoBprmenHas MecmHble peakyuu: oveHb YacTo - 6orb,
1yBCTBUTEJIbHOCTb K | sputema, kpoBonoaTek, AUCKOMAOPT,
kKyya
JlaHazielyMat™y; remaToma, KpoBoTeuveHue, 3y,
o AETCKUH BO3pacT A0 12 JIeT | npunyxnocThb, YNNOTHEHWE, NapecTesns,
[ ] 6epeMeHHOCTb, rnepuoz, owyuieHune Tensa, OTeK U CbiNb.
TPyAHOr0 BCKapMJIMBAHHA. CO CMOPOHbI UMMyHHOlj
cucmemsbl; 4acTo - peakLmm
rMnep4vyBCTBUTENBHOCTH, KOTOPbIE
BKITHOYAOT 3y[, AUCKOMAOPT 1
OLLyLLIeHWe NnoKarnbIBaHWs A3blKa.
Co cmopoHbI HeEPBHOU cucmeMbl; 4acTo
- TOJIOBOKPYXXEHNE.
Co cmopOoHbI KOXU U MOOKOXHbIX
mkaHel: 4acTo - MaKyso-nanynesHas
Chinb.
Co cmOopOoHbI NeYyeHu: 4acTo -
noBbiweHne aktneHocTn AJIC n ACT.
Janazom ° Hetu (no moctrxenus V ° Cebopes;
CTaJIMH MOJIOBOM 3PEJIOCTH T10 ° aKHe;
Tannepy); o TUPCYTH3M;
° OepeMeHHOCTh, IEPUOJT ° HapylLIeHuEe
TpyaHOI0 BCKapMJIMBAHUA, MEHCTpYyaluu,
° Paxk MOJIOYHBIX KEJIE3; ° BUPHWJTU3AIINS,
° KaplyHOMa IIPOCTaThl; ° atpodus/ runorpodus
o He(dpoTUYECKUI MOJIOYHBIX XKeJle3;
CHUHIPOM, o TeIIaTOTOKCUYHOCTD,
° TSDKEJIBIE TIEYCHOYHAas ° padbaoMuoIHN3;
/A cepacuHas W/Anu ° NOJIMITATEMHUS
OY€YHast HEIOCTATOYHOCTH; ° HapyIICHNE
° nop¢upus; JUMHUIHOTO OOMeHa
° TpoMO03MOOHS U (oxxupeHnue, aTepoCcKIIepo3);
TpOM603LI B aHAMHE3C ° apTepualibHasA
TUIIEPTEH3US
#TpanekcamoBa o TpomO603b!I M pUCK UX o Cnaboctb 1
s Kucmora**® pasBuTus; [IOCTypaJIbHAsI TUIIOTEH3 U,
. Hapyenus 3penus u . auapes;
LBETOBOCIIPUATHSA ° 00JI1 B )KUBOTE;
o JUCMEHOpEH,;
. TPOMOO3HI;
o MBIILIEYHBIE CYHOPOTH;
o HEKPOJIN3 MBIIIII]




#UHrnouTOp JleTckuii BO3pacT 10 2-X JIeT . Tpom603;
Cl-3crepassl o MECTHBIE PEAKIIUH B
YeJIoBeKa MECTE UHBEKIINH.
#IIporecTareHsl . KpoBoteuenwus u3 ° Kpossituctsie

TTOJIOBBIX MYTEH HESICHOU BBIJICIICHUSI

STHOJIOTHH; o aKHe;

. paK MOJIOYHBIX Xkelie3 (B . CMEHa HaCTPOCHUS;

TOM YHCJIC B aHAMHE3E); . TOIIHOTA;

° TsDKEJIbIC 3a00JI€BaHUS . pBOTa;

TICYCHHU; ° rojoBHas1 00b;

(] MHUT'PEHB C OYaroBO1 ° Ha60p Beca,

CHMIITOMaTHKOH, . OHKOJIOTUYECKHE

° TpOMOO3bI 1 3a0071eBaHus.

TPOMO03MOOJIUS (B TOM UKCIIE B
aHaMHe3e);

. UBC (B ToM uncrne B
aHaMHe3e);

o CKBc
aHTH(POCHOTUITHTHBIME
aHTUTEJIaMU;

J I'emaronenmtonsipras
KapIUHOMA;

. 3J10Ka4eCTBEHHAs
remaroma.




IIpuao:xenne A3.4. O0ciaenoBaHue mnepel HAYAJIOM M BO BpeMsi IIPHEMAa NPenaparoB JUIsA

A0Jr0CPOYHOI NPOGUIAKTHKHI

[Ipenapatsl O0cienoBanue O6cnenoBanue 1 pa3 B 6 Exeromuoe
nepen MECSI1IEB oOclieoBaHMe
Ha3HAYCHHEM
Jlananemymab™** o Yposenb AJIT n
ACT
Hanazon . 06 . IIpu ocmotpe: . Y31
10505 CTUTMBI BUPHJTU3AIINH, OpraHoB
aHaum3 macca tena, AJl; OpIOITHOM
KpOBH; . o0l aHaIm3 IIOJIOCTH;
) V3 KpOBHU; ° o-
U opranos o V3U opranos dberonporen
OpIOIITHOM OpIOIIHOM TTOJIOCTH; H
II0JIOCTH, . IIEYEHOYHBIC
. ney (bepMeHTSI;
€HOYHEIE ° JINITUIHBIA
(bCpMeHTI)I; HpO(bI/IJII);
* n . oO0mMii aHamm3
HNIHbIN MOYHU
npo¢uIb;
. 00111
Ui aHaJIu3
MOYH
#TpanexcamoBas | Koarymorpamma ° Oounoxumuueckuii | OcMOTp Bpaya-
KUCIoTa™* aHaJIN3 KPOBU: o(ransMosora

NeYEeHOYHbIE (PEPMEHTHI,
MOoKa3aTeiau paboThl

nmouek, KOK;
o o0muii aHaIu3
MOYHU
#Unrubutop C1- | Ceponoruueckoe Ceponoruueckoe
ACTEpasbl HCCIIEIOBaHKE Ha UCCIIEJOBaHKE Ha
YyesoBeKa BUY, Bupyc BUY, Bupyc
renarura B, Bupyc renarura B, Bupyc
renaruta C, renaruta C,
napsoBupyc B19 napsosupyc B19
#llporectareHbl | KOHCYJIbTalUs He nposonutcs KOHCYJIbTaLUsl
aKyluepa- aKyluepa-
TMHEKOJIOTa TMHEKOJIOTa

Ipunoxenne A3.5. #Ilporecrarennl B Ka4ecTBe I0JT0CPOYHON NPOGUIAKTHKHA

Ipenapat[126,140] Jlo3upoBka




#Jlezorectpen

0,075 mr/cyTku

#JIuHACTpEHOI (B BEICOKHX J1033X)

5-10 mr/cyTku




Ipuioxkenue b. Alropurmsl AeMCTBUH Bpaya

Ipuaoxenve 51. Aaroputm auarHoctTukd HAO | u || THIOB YV pOACTBEHHUKOB NAIIMEHTA.

Ilpu nonyuenuu COMHUMENbHBIX PeE3VIbMAMOE 00CIe008aHUA NPU HATUYUU PACXOHCOCHUS MEHCOY
OAHHLIMU KIUHUYECKOU KapMuHbl U OAHHBIMU 00C1e008aAHUSL HEOOX0OUMO NposedeHUue 00C1e008aHUU NO

anizopummy KaK y nepeoco 6blAA61EeHHO020 NaAyUerna 6 cembe.

VY 06cneryeMoro ecTb poACTBEHHUK C MTOATBEPKICHHBIM
mrarHo3oM HAO ¢ nepumurom Cl-uHrnOMTOpa ¢ YyCTAaHOBICHHBIM

TTATINNL

er
[Tanuent crapie
v Oo6cnenoBaune 1 U3 METOHOB:
[MTouck mytanuu . [Touck MyTalHH
POICTBEHHUKA B poxncTeBeHHMKa B reHe SERPING 1
reie SERPINGI . Hccnenoanue ypoBHsa Cl-
WHI" u ypoBHs ¢paCl-MHI"

Jnarno3 noaTBep:kaeH 1 U3 METO/I0B:

. BrisiBnena MyTaluu
> ponctBenHuka B rene SERPING
. Brigasineno CHIDKEHHE

ypoBHs C1-UHI" w/umm paCl-UHT

VY manuenTa ecTh
Knnanueckue
nposisinenuss HAO?

HAO I nu I Tuna
NOKJIMHUYECKAs CTaIN

[ HAO I nnu II tumma ]




IIpuao:xenue b2. KyiinpoBanye aTaky y HNalMeHTa ¢ YCTAHOBJEHHLIM auaraosom HAO

V manuenta AO, ciocoOHBIHM
MIPUBECTH K aC(UKCUU HITU
BBIp@KCHHAs a0IOMUHAIbHAS
aTaka WU TSDKEJIbIN
nepupepudecKkuii 0Ték

uarudurop Cl-
3cTEepa3bl YEIOBEKa
Ha pyKax y

Tocriutanuzaiu

[TanuenT oOyueH

TEXHHUKE
CaMOCTOSATEIILHOIO
BBeACHUA?

HCTH

CaMoCTOITEIBHOE
BBeneHne 1 J035!
HMKaTHOaHTa WIIH
unruoutopa Cl1-

OCTEPA3bl YCJIOBCKA

B CTalUOHAP

Hkatubaut nnn
unruéurop Cl1-
aCTEpa3bl UeJoBEKa
B HAJIMYHUH?

Bsenenune C3I1

ITepBoe nnm
MTOBTOPHOE
BBEJICHHE
MKaTuOaHTa WU
unrudutopa Cl1-
ACTEpa3bl YEJIOBEKA

AO na

KyI[ApOBaH?

Koncynbranus
JIOP-Bpaua st
OLICHKM CTCIICHU

KOMIIPECCUU

IBIXaTEIbHBIX

nmyTen

[TauueHnT HyXaaercs
B 00eCIleueHU N
MPOXOANUMOCTH
JIBIXaTeJIbHBIX My TEH )

O6ecnevnTh MPOXOTUMOCTh

JnaaMudeckoe
HaOIIO/ICHNE

AbIXaTCIBbHBIX HYTCﬁ




IIpuao:xkenne b3. KparkocpouHas nmpoHIaKTHKA V NALMEHTOB C YCTAHOBJEHHBIM JIMATHO30M

HAO | wiau |l Tunos

V mamuenta AO, ciocoOHBIM
MIPUBECTH K aC(UKCUU HITU
BBIp2KCHHAs a0IOMUHAIbHAS
aTaka UId TSHKEIIbIi
nepupepuIecKuii 0TeK

CaMoCTOITEIbHOE
BBeneHne 1 J035l
MKaTHOaHTa WIIH
unruoutopa Cl1-

JCcTEPa3kbl UeIOBEKA

KaTUOAHT WIT
naruouTop Cl1-
ACTEepasbl YeIoBeKa
Ha pyKax y

[TanmeHT 00Yy4YeH
TEXHHUKE
CaMOCTOSITEIHLHOIO
BBEICHUA?

HET KyIIUpOB

Tocriutanuzaiu
B CTallMOHAp

ITepBoe nnm
MTOBTOPHOE
BBEJICHUE
MKaTuOaHTa WU
unruburtopa Cl1-
ACTEpa3bl YEIOBEKA

Hkatubaut nnu
unruourop Cl1-
AcTepa3bl YeJIOBEKa
B HAJIMYHUH?

AO
Ky[IUpOBaH?

na

Bsenenue C3I1

Koncynsranus
JIOP-Bpaua nist

[TatmeHT Hyx)naercs

OLICHKHU CTCIICHHU . B 00eCcIIeUeHUN JlnHaMudeckoe
KOMITPECCHU IPOXOAUMOCTH HalmoIeHne
ABbIXaTCIIbHBIX IbIXaTeJIbHBIX HyTeI71‘7

nmyTen




punoxenue B. UnpopMmauus 11 naumeHTa

IIpuao:xenne Bl. Undopmanusa niast nanyeHTa

Hacnencreennsiii anrnoooték (HAO) — penkoe 3aboseBaHue, CBS3aHHOE CO CHIDKEHHUEM WITH
HEJIOCTAaTOYHON (YHKIMOHATBHOW aKTUBHOCTHIO C1 MHTHMOMTOpAa CHCTEMBI KOMIUIEMEHTA YEJIOBEKa, YTO
MPUBOJUT K Pa3BUTHIO YaCThIX AHTHMOOTEKOB pPa3JWYHBIX YacTed Teja: pyK, HOT, JIMIA, OPIOIIHOW
MOJIOCTH, TOPTAHH.

AHTHOOTEKH OpraHOB OPIONTHOM IMOJOCTH BBIPAKAIOTCS CHIILHBIMU OOJISIMU B )KHBOTE, TOIITHOTOMH,
PBOTOM, J>KHIKHM CTYJIOM W HEPEIAKO OMMOOYHO TPAKTYIOTCS KaK OTpaBICHUE WJIM KaK OCTpas
XUpypruveckasi maToJorusi, YTo MPUBOJUT K HEOOOCHOBAHHBIM XUPYPrHUECKUM BMelaTebcTBaM. OTEKU
TOPTaHU MOTYT MPUBECTH K yAYIIbIO, TOATOMY OHU MOTEHIIMAIBLHO OMACHBI JUISl KU3HH, IPH UX PA3BUTUU
o0s13aTenbHas TOCIUTATU3AINS B MHOTOTIPOQMIIBHBIN CTallnOHAp.

HAO — 310 HacienctBenHoe 3a0oneBanue. [Ipu oOHapykeHUM 3a00JIEBaHUS y OJTHOTO W3 WICHOB
CEMbH BCE OCTAJIbHBIE JOJDKHBI OBITH OOCIIEIOBaHbI. Y YETBEPTU MAIIMEHTOB HET IMPEAIIECTBYIOIIETO
ceMelHoro anamHesa 6ome3nu. Puck HacnenoBanus HAO peberkom coctapisieT okoiio 50%.

[TarueHTH! TOJDKHBI OBITH OOECTICUEHBI MTpermapaTaMy Jisl KYIIMPOBAHUS aHTHOOTEKOB U O0yUYCHBI
TEXHUKE WX BBeJCeHHS. [Ipemaparbl jJisg KYNMUPOBAHHUS AHTHOOTEKOB JIOJKHBI BCET/IA HAXOJUTHCS IPH
TaIUeHTE.

[Taruentam  3amperieHo mnpuMeHeHue, UHruOuUTopoB Alld/6GrnokaropoB AT-perenTopos,
MPermapaToB, COJEPKAIINX ICTPOTeHBI (KOHTPAICNITHBOB, 3aMECTUTEIIEHON TOPMOHAIILHOW TEPAITH), TaK
KaK JIaHHBIC MPernapaThl MOTYT MPUBECTH K TOSBICHUIO aHTHOOTEKOB (B TOM YHCIIE KH3HEYTPOXKAFOIICH
JIOKAJTU3AIIHH ).

Pexomennyercs n3beratb MEXaHHYECKOTO BO3JEHCTBHS (JIaBJIeHHE, YIIUO U T.J1.) HA MSTKHE TKaHU
U CIM3UCTBIe 00oJoukw. Kareropudecku 3ampenieHbl 3aHATHS, CBS3aHHBIE C (DU3UYIECKUM,
MEXaHHYECKUM, IICHXOIMOIMOHAIBHBIM HAIPsHKCHUEM, IepeoxiiaxacHneM. [IpornBomnokazana pabora,
COTMPSKEHHAsT C BBICOKOW (U3WYECKOW HArpy3Koid, OMAcCHOCTHIO TpaBMaTU3aluu. Bce yka3aHHBIE
(akTopel MOTYT NPUBOAUTH K OOOCTpPEHHIO 3a00JIEBaHMS, TOSIBICHUIO AHTHOOTEKOB (B TOM 4YHCIIE
KHU3HEYTPOKAIOUIEH JTOKAIU3AIHH).

CBoeBpeMeHHasI M aJIeKBaTHAs KOPPEKIUS JIF0OOW COMyTCTBYIOMICH MMATOJIOTHH, B TOM YHCIIE
SHAOKPUHHBIX, HEBPOJIOTHYECKUX HapylleHuid. PerynspHas caHamusi o4yaroB XpOHUYECKOW HHQEKITUH.
Tak kak obocTtpeHue J0OOW COMYTCTBYIOLICH MATOJIOTUU MOXKET NMPHUBECTH K YTSDKEICHUIO TCUCHHS

OCHOBHOT'O 3a00JIEBAHUSL.



IIpuao:xenne B2. I[lacnopt 00bH0ro HacaencTBeHHBIM AaHTHOOTEKOM.

IHACIHHOPT BOJIBHOT'O HACJIEACTBEHHbBIM AHTHOOTEKOM
1JI51 MauueHToB crapme 18 jer
(dedhexT B cucTeMe KoMIieMenTa - D84.1)

Brnanenen naHHOro JOKyMeHTa CTpaaeT pelkUM KU3HEeyTrpoxkarolmumM 3adosieBanueM: Jlepexr B cucreme
komiuiemenTa (D84.1) — Hacnencreennsiit anrnoorék (HAO). KimmHudyeckum nposiBJIeHUEM SBIISICTCS
pa3BUTHE OTEKOB PA3JIMUHON JOKAIU3ALMHU, B TOM YHCIIE KU3HEYTPOKAIOIIMUX (a00MUHAIBHBIX, OTEKOB
TOpPTaHHU).

®UO
JIATA POXJIEHUS

HOMEP CTPAXOBOI'O ITOJIUCA

['PYIIIIA KPOBH U PE3YC ®AKTOP

JIOMAIIIHUI AJJPEC

®U1O POJCTBEHHUKA

TEJIE®OH POJICTBEHHUKA

®UO JIEYAILIETO BPAUA

KOHTAKTHBII HOMEP JIEYAIIIETO BPAYA JUISI DKCTPEHHOM MEJIUIIMHCKOMI
KOHCYJIbTALIUU

[Tacnopt Beigan B ®I'BY «I'HL «MucTuTyT nMMyHOI0rum» ®MBA Poccuu ...... (uucno)
[Tonnuck Bpaya, BbIABLIETO YA0CTOBEPEHUE
[TeuaTs

PEKOMEH/IALIMU 10 OKA3AHUIO HEOTJIOXKHOM MEUIIMHCKON TTOMOLLU:

1. IIpu Bo3nukHOBeHUH KM3HEVYI'POXAIOUIUX oTékoB B 00nacTy rojiOBBl, IIEM U BBIPA)KEHHOTO
abmomuHaEHOTO cuHApoMa BBectn MkarudanT 30 Mr m/k (MakcumaiabHas cyrounasi po3a 90 mr)
nau Uurudurop Cl-3crepassl yenoBexka 20 ME/kr B/B MeasneHHo. IIpu oTCyTCTBUM yKa3aHHBIX
IpernapaToB HEOOXOJUMO BBECTH CBeXe3aMOopokeHHyro muazmy 10 mur/kr maccsl Tenma. [Ipemapatsl
BBOJUTH KaK MO>KHO paHblIe OT Hayaia OTeKa.

2. Hcnoab3oBaHWMe  AHTHUTHCTAMMHHBIX  NpeNapaToB /UIi  CHCTEMHOr0  NpPHUMEHEHHs,
Koprukocreponnos nis cucremnoro npumenenusi (I'KC), snmnedpuna s KynupoBaHusi 0TéKa
Heweaeco00pa3Ho BBHAY OTCYTCTBHUS 3P PEKTUBHOCTH.

3. Ilpm otcyrcTBUM/HEMOCTaTOYHOM dJ(PQeKTe OT Tepanud NaIlUeHT JOJDKEH OBITh CPOYHO
rocrnuTanu3upoBal. [Ipu oTéke ropTaHu 000CHOBaHA paHHSS TPAXEOCTOMHUS/KOHUKOTOMHUS.

4. Tlo >XKM3HEHHBIM TIOKa3aHMUSM 3alpelIeHO HCIOJIb30BaHWE MHIHOUTOPOB AIID/aHTOroHHCTOB
pelenTopoB aHrnoTeH3uHa |l, mpenaparos, coepKamux 3CTPOreHbI.

5. Ilpemenukanys 10 ONepaTUBHOIO BMemaTenbcTBa 3a 1-6 wacoB: Muruoutop Cl-scTepasbl yenoBeka
1000 ME B/B, mpu oTcyTcTBHH - cBexezamopokeHHas miazma 400 mi. HeobGxomumo obecneynTh
HAIMYME TpPEnapaToB Uil KyNHPOBAHUS JKU3HEYTPOXKAIOIMX OTEKOB BO BpEMs IPOBENEHUS

OMEepaTUBHOTO BMEUIATENbCTBA (CM. 1. 1).

MNACHOPT BOJIBHOI'O HACJEJCTBEHHBIM AHTHOOTEKOM



IJIA MaleHToB Muaamie 18 jer

(dedhexT B cucTeMe KoMIieMenTa - D84.1)

Brnazgenen gaHHOTO JOKYMEHTa CTPaJaeT PEAKHM KU3HEYTPOKAIOIIUM 3a0oneBanueM: JledexT B cucteme
komruiemenTa (D84.1) — HacnencrBennsiii anrnooték (HAO). KimnaudeckuM mposiBIEHHEM SIBIISCTCS
pa3BUTHE OTEKOB PA3ITMYHON JOKAIU3AINHU, B TOM YHCIIE KU3HEYTPOKAIOMINX (20 IOMUHAIBHBIX, OTEKOB
TOpTaHu).

dUO

JATA POXJIEHUA

HOMEP CTPAXOBOI'O ITOJIMCA

I'PYIIIIA KPOBU U PE3YC ®AKTOP

JIOMAILIHUM AJIPEC

®1O POACTBEHHUKA

TEJIE®OH POJICTBEHHUKA

@O JIEHALIET'O BPAUA

KOHTAKTHBII HOMEP JIEYAILIETO BPAYA JIJI1 DSKCTPEHHOM MEJUIIMHCKOM
KOHCVIJIbTALIMN

[Tacnopt Beigan B ®I'BY «I'HL «MHcTuTYyT nMMyHOI0rum» ®MBA Poccuu ...... (4ucino)
[Tonnuck Bpaua, BbIABILIETO YA0CTOBEPEHUE
[TewaTs

PEKOMEHJIALTM TT0 OKA3AHMIO HEOTJIOXKHOM MEJUILIMHCKOM ITOMOILIMH:

1. IIpu Bo3nukHOBeHUH KM3HEVYI'POXAIOUIUX oTékoB B 00nacTv roJjiOBBI, IIEM U BBIPA)KEHHOTO
abnoMuHaBHOTO cHHApoMa BBecTH MkaTtudanT m/k u3 pacuéra Ha maccy Tena: 12 - 25 kr 10 mr, 26 —
40 xr 15 mr, 41 - 50 kr 20 wmr, 51 - 65 kr 25 mr, > 65 kr 30 mr n/k wiau Murudurop Cl-3cTepassl
yeaoBeka 20 ME/kr B/B. Ilpu OTCyTCTBMM yKa3aHHBIX IpeNapaToB HEOOXOJUMO BBECTH
CBeXe3aMOpoKeHHYI0 1a3my 10 mur/kr Maccel Tena. [IpenapaTsl BBOIUTH Kak MOXKHO paHbIIIe OT Havajia
oTeKa.

2. Hcnoab3oBaHWMe  AHTUTMCTAMMHHBIX  NpenapaTroB /UIi  CHCTEMHOro  INPHMEHeHMus,
KOPTHKOCTEPOWIOB /JIsl CHCTEMHOI0 NpPUMEHEeHHUsl, J3MHHe(pPHHA UI1 KYNHPOBAHMA OTEKa
HeleJeco00pa3Ho BBUAY OTCYTCTBUSA dPPeKTUBHOCTH.

3. Ilpm otcyrcTBUM/HEMOCTaTOYHOM dJ(PQeKTe OT Tepanud MaIlUeHT JOJDKEH OBITh CPOYHO
rocnutaau3upoBa. [Ipu oTéke ropraHn 000CHOBaHA PaHHSS TPAXEOCTOMHUS/KOHUKOTOMHUSI.

4. Tlo >KM3HEHHBIM TIIOKa3aHUSAM 3alpelieHO HCIMoyb30BaHe UHruoutopos Alld/aHTaroHucros
penienitopoB anruoTeH3uHa ll, acTpoernos.

5. llpemenukanus 3a 1-6 gacoB mo onmepaTuBHOTO BMemiarenbeTBa: MarnouTop Cl-3cTepassl demoBeka
15-30 ME/kr maccel Tena B/B, IpU OTCYTCTBHM - CBeXe3aMopokeHHas miazma 10 mi/kr maccel Tena.
Heo6xonumo obecrieunTs HaTMYUe MpenapaToB U KyHPOBAHUS )KU3HEYTPOKAIOIIUX OTEKOB BO BpeMs

MPOBEACHUS OTIEPATUBHOTO BMEIIATENIbCTBA (CM. 1. 1).

Hpuaoxkenne I'l - I'N. IIIkaabl oumeHKH, BONPOCHUKHM M JpPyrue OLEHOYHbIE

HHCTPYMEHTBI COCTOAHUA NANUCHTA, IPUBCACHHDBIC B KIMHUYCCKHX PCKOMCHIALINAX



IMpunoxenne I'l. AE-QoL Angioedema quality of life/Ouenka kauecTBa >KM3HHM y MalMEHTa C
aHruooTekamu [63—67]
AE-QoL
OnpocHUK JIs1 OLIEeHKU KAa4YecTBA JKU3HHU MAIMEHTOB ¢ aHTHOOTEeKAMHM
®.1.0 nanuenra:
Jara 3anonaHenus (41 MM ITTT):
WHCTpyKuusi 1o 3amojHeHH0. B JIAHHOM OIIPOCHUKE IIPUBEAEH PsAd  BOIPOCOB.
JKaJayhcTa, BHHUMATEIbLHO IIPOUYMTAMTE KaXKIbIM BOII U BBIOCpPUTE U3 MATH
IToxxanyiicta, aTebHO MPOUYMTANTE Ka ompoc Oepute u3
OTBETOB OJWH Hambonee moaxoxsmuii. [Ipocum Bac He mymaTh m0onro Haj KaskIbIM
BonpocoM. [loctrapaiiTech OTBETUTH Ha BCE BOIPOCHI, OTMEYasi KPECTUKOM TOJIBKO
OJIUH MOAXOASAIINNA OTBET.
IToxamyiicTa, ykaxure, Kak 4aCTO B TCUCHHE
IIOCJICAHUX 4'X HECJIb BbI UCIIBIThIBAJIN
OrpaHMYEeHHs B IPUBEICHHBIX HIKE cepax Huxorn Peax Hnorx Hacr Ovuenn
. a 0 a 0 4acTo
IIOBCECAHCBHOMU XU3HU N3-34a ITIOSABJICHUS OTCKOB.
(Haxe eciu 3a 5TOT MepHOA OTEKOB y Bac He Ob1I10)
1. PaGora = = H H
2. dusnyeckasi aKTUBHOCTh = = - -
3. CBoOoaHoe Bpemsi = = o o
4, COIII/Ia.]'ll)Haﬂ AKTUBHOCTH = = o o
5. lluranue = = - -
C IMOMOIIBIO YKa3aHHBIX HUKEC BOIIPOCOB MBI
OBl XOTEIH MOYYIUTh O0JIee MOAPOOHYIO
HH(DOPMAIHIO O TPYAHOCTIX U MPoGIeMax, Huxorn Penx Hnorn Yacr Ouenp
a o a 0 4acTo

KOTOPBIE MOTYT OBITh CBSI3aHEI C
MOBTOPSIOIIUMHCS OTEKAMH
(IpUMEHHTENBHO K TIOCIESTHAM 4-M
HeIeJIsIM)




6. BoI TpyaHoO 3ackimaere?

7. Bbl mpochInaerech no Houam?

8. UyscrByete Jiu Bbl cedst ycTajabiM
B Te4YeHHe AHsI, IOTOMY 4TO IJI0X0
craJjau HOYbIo?

9. Tpynno au Bam
€OCPeoTOUYNTHLCSI?

10. YyBcrByeTte Jju Bl ceost
MoAaBJIEHHBIM?

11. BeiHy:kaeHbI J11 Bbl orpaHn4yuBaTth
ce0si B BbIOOpE HAIIUTKOB U elbI?

12. Yruerawt/MemawT ju Bam ciyuan
0TeKOB?

13. McnbIThIBaeTe 1M Bbl cTpax
OKH/IAHMSI BHE3AIHOIO MOSIBJICHUS
oreka?

14. Boutech i Bl TOro, 4To oTeKu
MOT'YT MOSIBAATHCS vyame?

15. Crecusierech Jid Bul OABJIAAITHLCA B
00IIeCTBEHHBIX MECTAaX H3-3a
NEePUOTNYECKY MOSIBISIONINXCS 0TEKOB?

16. Omymaete 11 Bl cmymenue nian
POGOCTDb B CBA3U C NEPUOIUYECKH
BO3HUKAIOLUMH OTeKaMu?

17. Omacaerech 1 Bl TOTO, 4TO JIeueHHe
MOBTOPSIIOIINXCSI 0TEKOB

MOKET B HOJIFOCpO‘lHOﬁ l'lepCl'leKTI/IBe
HUMETHb AJA Bac HEraTUBHBLIC
nocJeacTeusa?




AE-Qol — uHCTpYKIHUSI IJI HHTEPIPETAIIMU Pe3yIbTATOB

Crpvykrypa onpocHuka AE-OolL

AE-OQo0L cocTout u3 4 TOMEHOB M 001Iero pe3yjabTrara

Kpurepnii ITyHKTBI

®dyukupon | 1. Hapymenne pabotocriocodHocTn

UPOBAHUE
2. Hapymienue pusnyeckoit akTUBHOCTU
3. Hapymienne 1ocyroBoit akTHBHOCTH
4. HapymuieHue colpaabHbIX CBsI3ed
6. TpyIHOCTH MpH 3aChITIaHUU

Ycramocte

/HacTpoeH

ue

7. Hounble mpoOy xneHust

8. OmryieHne ycTanoCcT B TCUCHUS THS

9. TpyIHOCTH C KOHIICHTpaILUEH

10. Omynienre yHbIHUS

Crpaxu/cT 12. OmymieHre yrHeTCHHOCTH H3-3a TIPUCTYIIOB OTEKOB
BIJT

13. Ctpax mepen BHE3aIMHbIM pa3BUTHEM OTEKa

14. Ctpax nepen yBeTUYEHUEM YaCTOThI OTEKOB

15. CrecHsieTcs mocemarh myoJIMYHbIE MeCTa

16. Cmy1iaercs U3-3a BHEIIHUX MPOSIBICHUN OTEeKa

17. Ctpax HEONMAroNpUATHBIX OTJTAIICHHBIX ITOCICACTBUM
nprema JeKapcTB

[Muranue |5. OO01IME OrpaHUYEHUs B €]1€ U YNOTPEOJICHUN MULIU

11. Orpannyenust B BBIOOpE MUILEBBIX MPOIYKTOB U
HAIUTKOB

OO0mmii [Tynktel ¢ 1 o 17
Oamn




Kak onenuBarb AE-QO0L mo oTaeJabHBIM JOMEeHAM M 00IIHii pe3VJbTAT

[Ipenmonaraercsa, uro AE-QOL onenuBaioT mo 4 kputepusiM (OMPOCHUK —
WHCTPYMEHT JUIsl OmlpeneseHus: npodusisi), HO €ro MOXHO HCIOJb30BaTh U IS
ONpeAeNeHNsT CyMMapHOro oOmiero Oamna (ONPOCHUK — WHCTPYMEHT IS
ONpeJiesieHus] 00Iero YypoBHSA). 3a KaxAbld BOMPOC, Ha KOTOPBIM OTBETHI
MaIMeHT, MOXHO Tony4nTh 0T O 10 4 Ga/uToB B 3aBUCHMOCTH OT OTBeTa. 3a 1-i
BapuaHT oTBeTa Hauucisiercs 0 6aminos, 3a 2-i BapuadT — 1 6am, 3a 3-if — 2 6amna
u T.1. bamiel no otnensubiM kKpuTepusm AE-QOL, a Taxke oOuuit 6amn AE-QoL

PacCUUTHIBAIOT T10 CeAYIOIIeH hopmye:
Y 6ayuioB namuenTa / Makc X 6ayutoB x 100
IHpumeyanue

Tak Kak TOJBKO BOMPOCHI, HA KOTOpPBhIE€ ObUIM JaHBI OTBETHI, YUUTHIBAIOTCS
npu mnojcyeTe (a BbIUUCTsIeMble 001ue 0amuibl U OAJTbI IO OTACJIBHBIM JOMEHAM
SIBJITFOTCSI HE MCXOJIHBIMHU OaylaMy, a JTUHEHHBIMH TPEOOpa30BaHUSAMH T10 IITKAJIE
ot 0 1o 100), mponycku B OTBETax HE BJIMAIOT WM BIMSIOT JIHIIb HE3HAYUTEITHHO
Ha MOJIYYEHHYIO OLEHKY. OTeabHbIi 0asul [0 ONpEeAeIeHHOMY JOMEHY He JOJIKEH
pacuMTaBaThCS B Clydae, €clid ObUT IpoIyIieH 0oJjiee 4YeM OJUH BOMPOC B TAHHOM
nomene. OOumi 6amn AE-QOL He ciienyer paccUMThIBaTh, €CIUM OTCYTCTBYIOT
oTBeThl Ooisiee yeM Ha 25% BompocoB (Oonee 4 BompocoB). MuUHUMANBHBIN U

MaKCUMAaJILHBINA Oaiut o qoMeHaM 1 oommi 6ayut — 0 i 100 cooTBeTCTBEHHO.



Hpuaoxenne I'2. AAS28 (Angioedema activity score 28/ HIkaaa akrusHoctu AQ 28)
[67,150,151]

®.1. O. manmenra:

Jara 3amomHeHust (1. MM.ITIT):

Henens

Moxanyiicta, 1 pa3 B JAeHb O0TMeuYaliTe B YKa3aHHBIX HIKe Tadaumnax Bamm :kano0bl
3a mociaennue 24 gyaca. [lpocum Bac n1aBaTh noJiHbie 0TBETHI HA BCe BOMPOCHI.

Jlenb
112[3[4]5]6]|7
b sm y Bac oreku 3a Her
nocjenHue 24 Ja
yaca?

ﬂ

IIpocum Bac 3anoHATh yKa3aHHbIE HUKE MOJISI TOJBKO B TOM
cjay4dae, ec/iM B TeueHUe nocjaeaHux 24 yacos y Bac nad/onascs xorst
ObI 0AUH OTeK!

B TeyeHnH KaKoro BpeMeHH 0:00—8:00 u
NPHUCYTCTBOBAJ 0TEK/O0TEKH 8:00 —16:00 u
(moxxayicTa, OTMEThTE BCE 16:00 — 24:00 4
TIOTXO/ISATITHE TPOMEIKY TKH
BpeMeHH!)
Hacko1bK0 CHIbHBIMH CuMInToMoB HeT/He ObLIO
SIBJISIIOTCS WJIH SIBJISLJIMCH Jlerkue
BbI3BaHHbIE 0TEKOM/0TeKAMHU Cpennue
CHUMIITOMBI (Hanmpumep, 00.1b, CunpHbBIE

JIKeHue, 3y1)?

be3 orpannyenuii

HemHuoro
Hackoy1bK0 0TeK/0TeKH 3HAYUTEITHHO
OrPpaAaHUYHBAIOT WJIH [TomHOCTBIO (3aHUMATHCS
orpanuvuBaau Bamy [MOBCEIHEBHON
MOBCEIHEBHYIO 1eSITeJIbHOCTh? JIESATSIIBHOCTHIO (OBLIO)
HEBO3MOJKHO)
Her
Kak BbI cuuTaere, JaHHbII Hewmmnoro
OTEeK/0TeKHHEraTHBHO YMmepeHHo
oTpakalTcs (0TPa3HJIMCh)HA CuiibHO
Bamem BHemiHem Buje?
HecymectBennas
Kak 051 Bbl onieHWIH 00111y10 Cnabas
BbIPAKEHHOCTh/TAXKECTh Cpennsis

JTAHHOT'0 0TEKa/0TeKOB? CunpHas




CyMMa 0aLT0B

CcvMMa DaIoB

CymMa DanioB
33 HeleTw

Cymma fanaoe
33 HeJeaw

CyMMa 0aLToB

cyMMa DaL1oB

1 Hegenn 2 memens 3 menenn 4 Hemenn
1(2/3(4|5[6|7 1{2/3|4|5[6|7 1234|567 1/2(3(4|5|6|7
H|H|H|H|H|H|H H H|H|H|H|H H|H|H|H|H|H|H H|H|H|H|H|H|H
PU PP P o P P PU P P Ol o) O] 0| a) o] a
L1 (1f1[1f[1]1 1{1(1j1f1f1f1 1{1f1f1[1/1]1 1{1{1(1f1f{1f1
1j1j1f1f1f{1]1 T{1j1j1f1f{1f1 1j1f1f1f1]/1]|1 1111 f1f[1f1
1j1j1f1f1f{1]1 T{1j1j1f1f{1f1 1j1f1f1f1]/1]|1 1111 f1f[1f1
O|0|0[0|0[0|0 O{ojo|0[0[0[0 OO[0[0[0|0|0 OlO(0[0]0]0]0
111|111 {111 f1f{1f1 111|111 1111 f1f{1f1
2121212)12)12]2 21212121212]2 2021212)12]12]2 20212121212]2
3(3(3[3(3(3|3 3(3(3]3(3[33 3(3(3(3(3/3|3 313(3(3]13]|3|3
olojofofofol0 ojojojof0f0f0 O(of0of0of0|0|0 olofofo]ol0o]lo0
1{1{1f1[1f[1]1 1{1{1j1f1f1f1 L{1f1f{1[1]1]1 1{1{1(1f1f{1f1
202021212122 212121212122 202121212122 202121212122
30303[3(3([3|3 303033333 303[3[3(3/3|3 313(3[3]13]3|3
olojofoflofolo ojojojofofof0 ololofofol0l0 Olojofo]o]lolo0
111|111 {111 f1f{1f1 111|111 1111 f1f{1f1
2021212)1212]2 210212121212]2 2021212)1212]2 20212121212]2
3(3(3[3(3(3|3 30333333 3(3(3[3(3/3|3 313(3(3]13]|3|3
O(O|0f0[0Of[0|0 O{oj0o[0[0f[0Of0 O(O(0O[0[0O|0[0 OlO(0[0]0]0]0
L1 (1f1[1f[1]1 L{1j1j1f1f1f1 L{1f1f1[1]/1]1 {1j1j1f1f{1f1
202(212)12]12]|2 212)12)121212]2 212121212]12]|2 21212|1212]12]2
3(3[3[3[3(3|3 3(3[3[3([3[3[3 3(3[3[3(3/3|3 313(3[3]13]3]|3
E:xennesnan ExenHeBHasn Exennesnan Exennesnan

CymMa Danioe
33 HeJeTH

Cymma faL1oE
33 HEJRTH

| Cyna 23 28 nHei

AAS — uHCTPYKIUSA VISl HHTEPIPEeTALUM Pe3yJbTATOB
AAS cocrouT w3 mrectd BompocoB. OTBET Ha TEPBBIM BONPOC HE HWMeeT OauioB U HE

BKJIIOYAETCS B TMOJCUYET 3HaueHHi AAS, ero MOKHO HMCITOJIB30BaTh IS MOJCYETa KOJHUYECTBA
JTHEH, CBSI3aHHBIX C aHTHOOTEKOM. [IJIsi OCTaBIIUXCS TSITH BOIPOCOB 3HaueHus mexay 0 u 3
PaCCUMTHIBAOTCS JIISL KAXKJIOTO MOJIsi, KOTOPOE MOXET OBbITh 3alOJHEHO MAIlMeHTOM. 3aTeM
Oamtel cymmupyrotes 3a neHb (AAS), 3a menemo AAS (AAS7) u 3a 4 menenu (AAS28).
COOTBETCTBEHHO, MUHUMAJIbHBIE U MaKCUMallbHbIe BO3MOXKHBIC Oayuibl paBHbI 0-15 (cymma
oaoB mo mkaie AAS), 0-105 (AAS7) u 0-420 (AAS28).



HMpuaoxkenue I'Ne. AECT Angioedema control test/ Tect KOHTPOJIbL AHTHOOTEKOB
[64,67,152]

AECT

®. U. O naumenra:
Hara: (ngx MMM TTTT):

Iara poxxaesust (I MMM ITIT):

HMucrpykuuu: y Bac nepuoandecku BO3HHKAIOT PELUAMBUPYIOIINE AaHTMOOTEKH. AHTMOOTEKH — 3TO
BpPEMEHHBIE OTEK KOKH WM CIU3UCTBIX 000J04€K, KOTOphIe MOTYT BO3HHKATh B JIOOOW YacTu Tena, HO
Yauie BCCro 3aTparvBaroT Fy6I>I, rjasa, sA3bIK, KUCTHU PYK H CTOIIbI U MOI'YT HJIUTHCA OT HECKOJIBKUX
4acoB JI0 HECKOJBKUX JHEW. Y HEKOTOPHIX MAalMeHTOB Pa3BUBAETCS OTEK OPIOIIHOM MOJOCTH, KOTOPHII
HE BUJIEH, HO YacTo ObiBaeT Oosie3HeHHBIM. HekoTopeie popMBI OTEKOB TakKe MOTYT COMPOBOKAATHCS
CHIIIbIO, N3BECTHOM I10J] Ha3BaHUCM «KpalluBHHUIIA».

B crnenyromux deTslpex Bompocax OIeHHBaeTca Bamre Tekymiee cocTosHHe. B KakaoM MyHKTE
BEIOEpUTE HamOoJiee NOAXOASIIMi Bammeil cuTyarmu OTBET M3 MATH MNPEIOKCHHBIX BapHAHTOB.
[ToxaiyiicTa, OTBETHTE Ha BCE BOIIPOCHI M JAHTE TOIHKO OJJUH OTBET HA KaX b BOTIPOC.

1. Kak gacTo B Teuenne nocienaux 3 Mecsies y Bac Opu1 aHTHOOTEK?
o OYEHB YacTO O 9acTo o UH o o He ObLIO0
(0 6aoB) (1 6amn) oraa penKo COBCEM
(2 6amra) 3 6ania) (4 6amna)

2. HackoJIbKO CUIIbHO aHTMOOTEK CKa3bIBAJICI HA KauecTBe Baleil )KU3HU B TEUEHUEIIOCIEIHUX 3

MecsueB?
o OUeHb o CHWJIBHO © ymepe o o COBCEM He
CHJIBHO (1 6amm) HHO HEMHOTO CKa3bIBaJICs
(0 6annon) (2 6anna) (3 6ayma) (4 6ayna)

3. Hackonbko cunbHO Bac Gecriokonia HerpecKka3yeMoCTh aHTHOOTEKa B TEUEHUETTOCTISTHIX 3

MecseB?
o OYEHb o CHJIBHO O ymepe o o COBCEM HE
CHJIBHO (1 6amn) HHO HEMHOTO Oecriokoma
(0 6amoB) (2 6anna) (3 6anna) (4 6anna)

4. HackoabpKOo XOpOIIIO JIedeHrne, KoTopoe Brl momrydanu, ciep:KuBajio aHTHOOTEK BTEUEHHUE MTOCIETHUX

3 MecsiieB?
o COBCEM HE  © HEMHOT O YMEPEHHO O o OUCHb
CHCPIKUBAJIO o (2 6amma) XOPOIIIO XOPOIIIO

(0 6annoB) (1 6amn) (3 6anna) (4 6anna)



AECT — uHcTpYKIUS A/ HHTEPNPeTAHH Pe3y1bTATOB

AECT — 5TO ONpOCHMK, INpEAHA3HAYCHHBIA JUII CaMOCTOSTCILHOIO 3allOJHCHMS IIallMeHTOM,
UCIIONB3YeTCs M OLEHKA KOHTPOJIA Hal PpElUIUBHPYIOLIMMHU aHruooTekamu. llanmeHta HyXHO
MOMIPOCHUTh O3HAaKOMUTH ¢ uHCTpykuueil k AECT u orBetuth Ha 4 Bompoca. 3aTeM HEOOXOAMMO
nocuntath o0muii ypoBenb AECT. [lnsg storo 3nadeHus ot 0 no 4 mpuCBaMBarOTCS KaXKIOW OIMIUU
otBeta Ha kKaxaeli AECT Bompoc, v 3HaYeHHs, COOTBETCTBYIOINIHME BEIOPAHHBIM OTBETAM CYMMHUPYIOTCSI.
MunuManbHas 1 MakcUMallbHasi BO3MOXKHas cymMa 0ayioB cocTaBisitoT 0 u 16 6aninoB cOOTBETCTBEHHO,
MpUYeM YeM BBIIIe CYMMAapHBII 6aut, TeM Jiydiine KOHTpoIb Haj 3aboneBanneM. O0a Bapuanta AECT (Ha
4 Henenu v Ha 3 MecsIa OLCHUBAIOTCS OJMHAKOBO).

AECT>10 6amimoB — XopoIiuii KOHTPOJIb Ha/l aHTHOOTEKaMU

AECT<10 6anmnoB — mi0xoi KOHTPOJIb HAaJl AaHTHOOTEKaAMH



