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CrMcoK coKpaleHuMn

AQO - aHTMOOTEK

HAO - HacnencTBeHHbIN aHTMOOTEK

BK — 6paguKuHuH

¢['KC —KOPTUKOCTEPOUIBI [IJISI CUCTEMHOI'O TPUMEHEHUST

C1-UHT - C1-uHr16uTOop

$haC1-VHT - dyHKIMOHaNbHAS aKTMBHOCTD C1-MHrMOUTOpA
SERPING1 - Serpin Family G Member 1

KK - xaynmmkpenH

BMK — BBICOKOMOIEKY/ISIPHBIN KUHUHOTE€H

FXII - XII akTop cBEPTHIBAHUSI KPOBU

B2 — 6pagMKMHMHOBBIE PEIENITOPHI 2 THUIIA

HAO-FXII - HAO ButencTBue myTtaiyu B reHe XII (pakTopa cBepThIBAHUSI KPOBU
HAO-ANGPT1 - HAO BuiencTBMe MyTallMM B FeHe aHTMOIIOATHHA 1
HAO-PLG - HAO BwiencTBre MyTalluy B reHe Iia3MyHOTeHa
HAO-KNG1 - HAO BciencTBue MyTaly B reHe KMHMHOTeHa 1
UNK-HAO - HAO BcencTBre HEM3BECTHON MyTalluu

MKB -10 MeskayHapomHasl cTaTUCTUUecKast Kiaccudukarnys 6ome3Heit 1 mpo6ieM, CBI3aHHbIX CO
310poBbeM, 10-To mepecmoTpa, IpuHSTas 43-eit BcemupHoit Accambiieeir 3gpaBoOXpaHeHMS

V3U - ynpTpa3ByKOBOE MCCIeN0BaHMe

KT - xoMmmbloTepHast ToMorpadust

C4 - C4 dpakuys KoMIieMeHTa

ITAO — nmpuo6GpeTeHHbIT aHTMOOTEK

Clq - Clq dpakiuy KOMIIOHEHTa KOMIIEMEHTA
MLPA - Multiplex ligation-dependent probe amplification
B/B — BHYTPUBEHHO

/K — TIOAKOXXKHO

ME - mexxnyHapoaHble eIV HULIbI

MT — MWUIUTPaMM

MJI — MWUIAJIATD

KI' — KUJIOTPaMM

I — rpaMM

JIOP — Bpau-0TOPUHOIAPUHTOJIOT



TepMI/IHbI n oripeaec/JieHus

AHeuoomék (AO) — JIOKANU308AHHBIL, OCMPO G03HUKAWWUL, MPAH3UMOPHLILU, CKAOHHBIL K
peyudusupoBaHu0 0meK Koy unu causucmoix 06osouek. O0bIUHO ONUMCS 0M HECKONbKUX UAC08 00
HeCKOJIbKUX OHell U npoxoodum camocmosimesbHo.



1. KpaTkas uHpopmanus

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIBLI 3a00/1€ BaHUI
VIV COCTOSTHUIA)

HacnencrBeHHbBI QHTMOOTEK (HAO, ycTapesiiee Ha3BaHUe HaClIeCTBEHHbBIN
QHTMOHEBPOTUYECKMIT OTEK) — penkoe, IOTEHLMATbHO >KU3HEYIPOXKAWllee TeHeTUYeCKu
JIleTepMMHMPOBAaHHOe 3abo0/ieBaHyMe, TPOSIBISIONIEeCs] B BUIE OTEKOB KOXM U CIU3UCTHIX/
TIO/IC/IN3UCTBIX 060I0YEK, BOSHUKAIOIIVX MOJ Bo3zaelicTBueM 6paaukuunHa (BK). XapakrepHbiMuU
ocobeHHOCTSIMM OTEKOB Ipyu HAO SIBJISIIOTCST OTCYTCTBME 3y[1a, TUIIEPEMUN KOXMU, COITYyTCTBYIOMIEN
KpanyVBHUIIBI, & TaKXKe OTCYTCTBME 3(hdeKTa OT jeueHus] KOPTUKOCTEPOUAAMU JJIT CUCTEMHOTO
npumMmeHeHus1 (cI'’KC) 1 aHTUTMCTaMUHHBIMY IIpernapaTsl 4151 CUCTEMHOTO IpUMeHeHus. [1—-4]

HAO oTHOCHUTCS K TepBUYHBIM UMMYHOIepUIIMTaM 6e3 MHPEKIVOHHbBIX TTPOSIBIEHNA. [5]

1.2 3Tnonorus 1 naToreHes 3a00/IeBaHUS WIM COCTOSTHUS (TPYIIIIBI
3a00/1IeBaHU MJIM COCTOSTHUIA)

B ocHoBe pasBuTus 3a00/meBaHUSI JIEKUAT OeUIUT ¥/UAU  CHUKeHMe (QYHKIVOHAIBHOMN
aktuBHOCTU Cl-mHrnburopa (C1-VHI) BotencrBue myTauyy B reHe SERPINGI (Serpin Family G
Member 1). K Hacrosiiemy BpeMeHHU, M3BeCTHO Oosee 450 MPUUYMHHO-3HAUMMBIX MYTaIVA.
HacnemoBanne HAO B abCOMIOTHOM OOJIBIIMHCTBE CJIy4aeB MPOUCXOOUT IO ayTOCOMHO-
JTOMMHAHTHOMY THUITY, OFHAKO MMEIOTCS eIMHUYHbIE JaHHbIe 06 ayTOCOMHO-PELeCCUBHOM TUIIE
HacotenoBaHus. IIpumMepHo y 20-25% mainueHTOB 3abosieBaHue 0OYCIOB/IIEHO BHOBb BO3HMKIIIEH
myTanueii B reHe SERPINGI, TO eCTb CeMeJiHbl/i aHaMHe3 OTCYTCTBYeT [6,7].

C1 mHTMOUTOpP — CcepuMHOBAas MpoTeasa, KOTOpas MPUHMMAET ydacTMe B PEeryasiiuyu paboThI
CIenylNUX CUCTEeM: CUCTEeMbl KOMIUIEMEHTa, Ka/UIMKPeMH-KMHUHOBOM CUCTEMBI, CUCTEMBI
CBEPTHIBAHUS KPOBU MO BHYTPEHHEMY IyTU U (GUOPUHOMUTUYECKOI cucTeMbl [8]. Hanbombiiee
3HaUeHue uMeeT BjMsIHME (epMeHTa Ha Ka/UIMKPEeMH-KUMHUMHOBYIO CUCTEMY (PUCYHOK 1): B
orcytctBuM C1-UHI' (u/mnu npu cHUKeHMM ero (GyHKUMOHAAbHOM akTuBHOCTM (¢paCl-MHT))
MIPOMCXOOUT HEKOHTpOIMpyeMoe IipeBpaujeHue MnpekauimkpenHa B KamnukpeuH (KK), mop,
BO3[€JCTBMEM KOTOPOTO  pacIleIIsSieTCsl  BbICOKOMOJEKY/ISIpHbI ~ KuHuHOreH (BMK) ¢
obpasoBanmem BK. OtoT addekT ycunmBaet aktuBu3sanys XII pakropa cBepreiBanys kposu (FXII)
B pe3ysibTaTe 3aITyCcKa CBepPThIBAHMUSI KPOBU 110 BHYTPEHHEMY MexXaHU3My (Takke 00yC/IOBIeHHOMY
OTCYTCTBMEM M/MIN HapylieHneM QyHKIMOHANbHO akTuBHOCTM C1-WHT) [9-11].

BK - ocHoBHOII MemmuaTop oTEékoB mnpu HAO. BceiencTBue B3auMOIENCTBUS OpafgMKMHMHA C
OpaIVIKMHMHOBBIMM perenropamu 2 Ttumna (B2) TPOUCKOOUT Ba3OAW/ISITALMS, TIOBBINIAETCS
MMPOHNIIAEMOCTh COCYIMCTOV CTEHKM C KCTpaBasalyeii XKUAKOCTY, 00yCIaBIMBAIONIEl pa3BUTHE
OTEKA PA3NMYHOI JoKanm3anuu. IIpy BbIpaskeHHOM AQO CIM3UCTO OOOMOUKM KUIIEUHMKA
BO3HMKAeT KIMHMKA OCTPOJ KUIIEYHO} HEeNmpOXOAMMOCTM, SKCTpaBasalusl KUAKOCTU B ITOM
ryyae MOXKeT ObITb HACTOMBKO BeIMKa, YTO MPUBOAUT K OOPA30BAHMIO acIUTA, BhIPAKEHHOI
TUTIOBOJIEMIUM, TUTIOTOHUN. BPaJMKMHUH OBICTPO PpACIHIEIUISeTCS Ha TMEeNTHUIbl SHIOT€HHBIMU
MeTajulonpoTerHasaMu (Bkirouas AIID) [4,10-12].

HecmoTpst Ha aKTMBU3alLMIO TIPOLIECCOB CBEPThIBaHMS KPOBM, Yy nanyeHToB ¢ HAO He oTMeueHO
TTOBBINMIEHHOM CKJIOHHOCTU K TpoM6006pa3oBaHuIo, b6arogapsi ToMy, uto B orcyTcTBum C1-MHT
aKTUBU3MPOBAHA TAKKe U cucTeMa (GUOPUHOIM3A, UTO TIPUBOJUT K TIOBBIIIIEHHOI TpaHchopMarm
IJIa3MMHOreHa B IasmuH [10,13,14].
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Pucynox 1. [Tatorene3s HAO ¢ meduumrom Cl-uarné6uropa (I u II tuma).

[Tatorenes HAO 6e3 medunura C1-MHI' 1o KOHIIA He M3yueH, OFHAKO CXOMCTBO KIMHUYECKOIA
KapTuHbl ¢ TakoBoit mnipu HAO I/II Tumos, AaeT OCHOBaHMSI MpeArionaraTb, YTO KIOYEBBIM
MeIMaTOpOM OTEKa TakK JKe MOKeT SIBMSTbCs OpaaukuHuH [1]. Yamie Bcero K pasBUTHIO ITON
dbopmber HAO mpuBomut myTtanus B reHe XII cdakrtopa cBepTbiBaHMs KpoBu - HAO - FXII
(mpumepHO 25% Bcex cayuaeB HAO 6e3 medbuumra C1-UHT). HaciemoBaHue TPOUCXOOUT TI0
ayTOCOMHO-JJOMUHAHTHOMY TUITy C HU3KOW TMeHeTPaHTHOCTbI0 (6omee 90% MysKUMH-HOCKUTeNEN
myTaiuu u 6omee 40% >KEHIMH-HOCUTENIEN MyTallMM He MMEIOT KIMHUYECKUX ITPOSIBIEHMIT
3aboneBanus) [3,15]. Takke omucaHbl eAMHUYHbIe ciaydau pa3Butuss HAO 6e3 gedwunura C1-VHT
BCJIeACcTBMe MyTauumu B reHe aHrmonostTMHa 1 (HAO-ANGPT1); miasmmHoreHa (HAO-PLG);
kuayHOreHa 1 (HAO-KNG1). Opnako nmpu HAO 6e3 medwmumra C1-VIHT BBIIBUTH IMPUUMHHO-
3HAUMMYI0O MyTallMIO 4allle BCero He ynaeTcsl, B TaKOM CJlyyae IPU TUIMNYHONM KIMHUYECKOW
KapTuHe M HaJIMYMMU CeMeifHOrO aHaMHe3a BbICTaBiseTcs AuarHo3: HAO ¢ Heu3BeCTHOI
myTtauueri (UNK-HAO) [1,16-18].

1.3 dnuaemmosnorus 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIbI 3a00/I€BaHUI
VIV COCTOSTHUIA)

Pacmpocrpanennocts HAO ¢ pmeduimrom C1-WHI 1:50 000 [1.19]. B Hacrosimiee Bpemsi Ha
Tepputopunu PD 3apeructpupoBaHo 276 maimentoB (tabmmma 1) [19]. Hecmorpsi Ha TO, UTO
3abo/eBaHMe HaC/IeqyeTcsl He CIEeIUIeHO C TI0J0M, KOJIMYeCTBO TAIMEeHTOB >KEHCKOTO TI0a
TpeBaMPyeT HaJ KOIMYECTBOM TAIMEHTOB MYXKCKoro rmona (tabm.l) [20]. Tounas
pacmpoctpaneHHOCTb hopm HAO 6e3 nedurmra C1-MHT HensBectHa [21].

Ta6nuua 1. Janasie Poccuiickoro peructpa naunueHToB ¢ HAO ¢ neduunutom Cl-mHrnouTopa.

Bospact My>X4YnHBbI XKeHWwmnHbI
nauuneHToB

no 5 net 3 4

oT 5 po 10 16 16

oT 10 no 18 19 19

ot 18 no 30 15 39

o1 30 no 45 25 56
cTapuwe 45 16 48

Bcero 94 182

1.4 Oco0eHHOCTU KOAMPOBaHMS 3a00/IeBaHMS VI COCTOSTHUS (TPYIIIIBI
3a00/1eBaHUI MJIU COCTOSIHUIT) 110 MeXXAyHaApOSHOM CTAaTUCTUYECKOM
Kinaccuuranuii 6oe3He ¥ MpoosieM, CBI3aHHBIX CO 3J0POBbEM

D 84.1 - [ledeKT B cucTeMe KOMITJIEMEHTA (IaHHBIN KO MCITONb3yeTcs IjsT KomypoBauust HAO c
nedummrom C1-VHT (I m II Tunos) u gist HAO 6e3 nedumra C1-WHT [22].



1.5 Kinaccndmkanys 3a601eBaHMUS WM COCTOSTHUS (TPYIITbI 3a001eBaHMi
WIN COCTOSTHUIN)

HAO ¢ nedunurom C1-1HI.

e HAO I-ro Tma o06yc/IOBIeH CHISKEHVEM KOIMYeCTBa M GYHKIMOHAIbHOM akTuBHOCTM C1-VHT B
ra3me (85% Bcex ciygaeB HAO) [1].

e HAO II-ro Tuma o06ycCjIOB/IeH CHISKeHMEM (QYHKIMOHAIbHOM akTuBHOCTM C1-WHI, mipu sTom
ypoBenb C1-VHI coxpaHsieTcst B mpeiesiax HOpMbI 1y moBbiiieH (15% Bcex cryuaeB HAO) [1].

HAO 6e3 gedunurta C1-VHT (6e3 maTo/Iornm CUCTeMbl KOMIIEMEHTA):

¢ HAO c myranueii B reHe XII dhakTopa cBepreiBanust kpou (HAO - FXII);

e HAO c myranueii B reHe rmasmuHoresa (HAO-PLG);

e HAO c myraiueii B reHe anrnonostuHa 1 (HAO-ANGPT1);

e HAO c myrauuersi B reHe kuHuHoreHa 1 (HAO — KNG1)

e HAO c nHeusBectHoi myrtanueit (UNK-HAO), ycraHaBamBaeTcsl Tipy HOpMajibHOM ypoBHe Cl-
MHIUGUTOPA U €ro (PYyHKIMOHATbHOI aKTUBHOCTH B CJIyYae TUITMYHON KIMHWYECKOI KapTVHbBI B
COYeTaHMM C MOTIOKUTEIbHBIM CeMeJiHbIM aHaMHe30M. [1,23,24]

1.6 KinmHnuyeckass KapTuHa 3a00/1eBaHNUS WJIU COCTOSIHUS (TPYIIIIbI
3a00/1eBaHU1 MJIV COCTOSTHUIA)

XapakTepeH paHHUIT Ae0I0T 3a001eBaHMS B IIEPBOI WJIM BTOPOIL IeKaie KU3HM, OOHAKO BO3SMOKHO
6oee TO3mHEe TOSIBJIEHME IIePBBIX CUMMIITOMOB BIUIOTh 10 TOXWIOTO Bo3pacrta [25,26]. V
GOMBIIMHCTBA TALMEHTOB MPOCIEKMBAETCS CeMelHbIii aHaMHe3, OFHAK0 y 25% MalueHTOB OH
otcytcTByert [25]. KmHnueckast kKapTuHa 3ab6omeBaHust mposiisieTcss AO pa3iMyHOM JTOKaIM3anumn,
HEUYBCTBUTEJbHBIMM K Tepanuyu aHTUTUCTAMMHHBIMM IIpenapaTamu IJsi  CUCTEMHOIO
npumeneHus u cI'KC [1,3,19].

K Hanbosee 4aCThIM KIMHUYECKUM TIPOSIBJIEHUSIM 3a60JieBaHMSI OTHOCSITCS:

Hepudepuveckre 0TEKM - Hauborgee dYacToe KIMHMYECKOe TMpOsiBIeHMe 3aboneBaHms,
BcTpevartoieecsi mpaktniyecku y 100% mnaumentoB ¢ HAO. OTékM peuupuBupylolive, He
COTPOBOXAAKOTCS KpanyuBHUIEl. KOsKHbIe TOKPOBBI HaJl OTEKOM He TUIIePeMUPOBaHbI ¥ OObIYHOIA
TemnepaTtypbl. OTEKM MeJJeHHO HapacTaloT, MX CpedHsis MPOHO/IKUTENbHOCTh 2-4 CYTOK.
B03MOKHO Hanmuye MOKaJIbIBAHMS, SKOKeHMSI, 00JIe3HEHHOCTY B MeCTe OTEKa. BepxHue u HIDKHME
KOHEUHOCTH - Haubosee yacTast jokanusanys [25,27].

AGmoMuHaNbHBIE aTakKy — BTOPOI IO YacTOTE CMMIITOM, BCTpedaromuiics y rnamyeHtoB ¢ HAO
(6omnee 80%). KnuHuueckue mposiBieHUs] MOTYT BapbMPOBATh OT AMCKOMGOPTa 10 OCTPOit 60u B
006/71aCTM KMBOTA, COIPOBOXKIAIOIIENCSI PBOTOI, OMapeeii MM 3allopoM, B3OyTUEM, Pe3KOi
@1aboCThI0 (TIPU Pa3BUTMM aCUUTA BO3HMKAET TMUIoBosiemust). C IMOMOIIBIO BU3YAIM3UPYIOMINX
METOMIOB MCC/IeNOBaHMsSI (YAbTPa3ByKoBoe ucciemoBanue (Y3U) m KOMITbIOTepHasT TOMoOrpadust
(KT) opraHOB OpIOUTHO¥ TOJOCTY) MOXXHO BBISIBUTH OTEK y4YaCTKa KUIIEYHWKA ¥ CBOOOIHYIO
KUAKOCTb B OpIOIIHON TMOJIOCTM WM TIONOCTYM MAaloro Tasa. AGIOMMHAIbHBIE ATAKU YaCTO
SIBJISTIOTCSI TIPUYMHOM HEOOOCHOBAHHOTO XMPYPrUMYECKOr0 BMENIATENbCTBA, TaK KaK CUMITTOMBI
UMUTUPYIOT KIVMHUKY «OCTPOTO XUBOTa». Hepemko abGoOMMHAIbHbIE aTaku SIBJISIIOTCS TE€PBbIM
KJIIMHUYECKUM TIPOSIBJIEHEM 3a60/IeBaHMsI, UTO 3aTPYAHIET MIOCTAaHOBKY AMarHosa [25,27].

OTéxu, criocobHbIe TPUBECTU K acHUKCUY (TOTEHIIMATBHO (DaTalbHbIEe OTEKM): OTEK TOPTAHU, OTEK

SI3bIKA, OTEK CBSI3OUHOTrO ammapara M HeOHOJi 3aHaBecKu. IIpy OTEKe sI3bIKa — OTMEUYaeTcs
CYIleCTBEHHOE YBeIMYeHe ero B 06beMe, YacTo SI3bIK He TIOMENIAeTcsl B POTOBOW ToocTu [25,27-
29].

K 6oj1ee pegkuM KIMHUYECKMUM MPOSIBIEHNUSIM 3a00/IeBaHMsI OTHOCSITCS CJIeAYIOIINe MPOSIBIeHMS
3a60/1eBaHMSA:

e VHTeHCMBHbIE TOJIOBHbIe 60iaM (BO3HMKAIOIIME TIpUM OTEKE MO3TOBBIX 000JIOUEK),
CONPOBOXAAIOUIMECS OLyLIeHNeM CIOaBJIeHMs TOJIOBBI, OLIyLIeHMEeM [aBleHMS B INIa3HBIX
sI6;I0KAaX, HEUYBCTBUTEJIbHBIX K JIEICTBUIO aHAJIbI€TUKOB;



e CuibHble 0OMM IIPM MOUEKCITYCKAHMM, IIPEPhIBMCTOE MOYENCITyCKaHMe, 3aTpyIHeHue
MOYeMCITYCKaHMsI BIUIOTh 0 aHYPUM, BOSHMKAIOLIME PV OTEKE MOUYEBOIO ITy3bIpsI M YPETPhI;

o OTEKRM MBIIIII], XapaKTepU3YIOLUIMeCs: OTPAHNUYEHHBIM YIIOTHEHMEM MbIIIIIIbI;

e OTEéKM CYyCTaBOB;

e Boib u/WauM OINyIleHye COaBieHus] B 007acTM TIPYAHON KJIETKM, He COMPOBOXKIAIONUIMECS
M3MEHEeHMSIMM Ha JIeKTPOKapAorpaMMe.

e Bosb B 00/1aCTH TIOYEK;

¢ Bosb B o6nacTy muieBopa.[27]

V maiMeHToB MOTYT ObITh MOTYT MMETh MECTO «IIPeIBECTHUKI» OTEKOB: KojebaHe HaCTPOeH NS,
Jernpeccusi, CJiaboCTh, TapecTe3uu, OUyIIeHe YTOIEHUS KOKY, MapruHaJbHast 3puTemMa u 1p.;
[25,26]

MaprunanbHas spuTeMa — He BO3BBILIAIOIINECS HaJ, [TOBEPXHOCTbIO KOXKYM BBICBIIIAHMSI PO30BO-
KpacHOTo IiBeTa, 6e3 3yja U leayleHus, Ipoxosiine 6eccielHO B TeueHe HeCKONbKUX YacoB —
IBYX CyTOK. MoryT OBITh CAMOCTOSITENbHBIM IIPOSIBI€HMEM 3a00/IeBaHMSI WIU  SIBISTHCS
«TpefBecTHUKaMM». [30]

Tpurrepsi:

e MexaHMYecKas TpaBMa (B TOM YMCIe, JJIATENbHOE CIOABJIEeHMe, YKOJ, yluub, onepaTuBHbBIE
BMeIIaTeabCTBA, MHBA3MBHbIE METO/bI OOCTeIOBAHMNS U JID.);

¢ ocTpble MHGEKIINN/TeKOMITEHCAIINS JII000 COMYTCTBYIOIIEH TaTOMIOTUN

e MeHCTpyalusi/6epeMeHHOCTh/TaKTalusI;

® MpueM 3CTPOTeHOB

e mpueM MHTMOUTOPOB ATID, aHTarOHUCTOB PELIENTOPOB aHTMOTeH3NHa I

e crpecc.[31]



2. lnarHoCTMUKa

e Bcem mammeHTaMm c rmopospenueM Ha HAO pekomMeHAIyeTcsl MPOBOAUTDL AvddepeHIaaIbHyo
JIMarHOCTUKY CO CIeAYIOIMMY 3a00IeBaHMUSIMU C 1[eJIbI0 YTOUHEeHMSI UarHo3a:

o Ilpuo6GpetenHsiii aurnoorék (ITAO) ¢ gedwunurom/HapyiieHneM  (GYHKIMOHAIbHOI
aktuBHOCT C1-MHIrMOGMTOPA;

o AO, BbI3BaHHBIMM IIPHEMOM MHIMOUTOPOB AIID 1 aHTArOHMCTOB PeLIeNTOPOB aHTMOTEH3MHA
I1;

o AO, BbI3BaHHBIMM MeAMaTOPaMM TYUHbIX KI€TOK;

o Wpyonatnueckumu AO;[3,32]

o [lceBooaHrMOOTEKaMM (TUIIONIPOTEMHEMMUYECKME OTEKU, CMHAPOM MenbkepccoHa-Po3eHTans,

CMHJAPOM BepXHeli IT0JI0 BeHbI U Ap). [33]
VpoBeHb yoeauTeIbHOCTY pekoMmeHnganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB - 5)

KommenTapum: npu nposededuu JuppeperyuansHoti duazHocmuku AO ¢ aw0bbim  Opy2um
3abonesanuem (nceedoaHzU00MEKU) peKoMeHOYemcs: NOMHUMb 0 Mom, umo cumnmomst npu AQO
0names om uaco8 00 HeCKOJbKUX CYmoK U npoxodsam bGeccnedHo, eciu 0méK coxpausiemcs 6osee
onumenvHoe 8pems, mo oduazHo3 AO manoeeposimeH. B GonvuiuHcmee cayuaes, UCKIHOUEHUE IMUX
3a6onesaHuil, npueodawWuUx K passumui ncesooaHz2u00meKa, B03MOMNHO Yie Ha smane cbopa
aHamHesa u ocmompa. [33]

Tabnuia 2. Kpurepun nuarnoctuky HacnemcrBenHoro anrmooréka (HAO).

HAO c pedpuumntom Cl-uHrnbutopa HAO 6e3 peduuuta Cl-UHrnbutopa

[narHoctnyeckne =1 kputepusa: =1 kputepusa:
KpUTEpPUM AN NEepBOro
ogcneZyeMoﬁo naumeEn'a B o Peunaunsupytowme nepudepnyeckne AO o Peunamsupyrowme nepudepuyeckne AO
ceMbe
o Peungusupytome abaoM1HanbHble atakm o Peuunavsupyowme abaoMuHanbHble
o AO BepXHUX AblXaTesbHbIX MyTei aTaku
[JlononHuTenbHbIn kpuTepuii: CemelHblli aHaMHe3 .
7] o AO BEpXHMX AblXaTeNbHbIX MyTei
ANarHOCTUYECKN 3HAYMMOe CHUXKeHne C1-WHT wnun ero [IONOAHUTENbHBIA  KpUTEpUit:  CeMeiiHblil
(PYHKLMOHANbHOW aKTMBHOCTW (MpU HOPManbHOM WM | Fuamues
MoBbILEHHOM ypoBHe C1-UHI) n
> . .
M = 1 kputepus: YposeHb C1-WUHT M ero dyHKUMOHANbHO
e [AMAarHOCTUYeCKU 3HauuMmoe cHwxkeHune C1-UHE wnu | @KTMBHOCTU B ABYX MCCNENOBaHWsAX He
CHUXKEHbI, unu nx CHUXeHne
. [MarHOCTUYECKN HE3HAUYMMO.
€ro PyHKUMOHA/bHON aKTMBHOCTY (NPY HOPMANBHOM | 1 > 1 kpuTepus:
UK NoBbIWEHHOM ypoBHe C1-MHI) npu noeBTOpHOM ¢ Hann4ne ceMelHoro aHamHesa
MCCrenoBannm o BbISBNIeHUE MPUYNHHO-3HAYNMO
o BbISIBJIEHWE  MPUYMHHO-3HAYUMMOI  MyTauuu  c MyTaLuun € AOkasaHHOW NaTOreHHOCTbIo
[10Ka3aHHO NaTOreHHOCTbIO B reHe SERPING1 B OAHOM M3 reHOB: nnasmMuHoreHa, XII
dakTopa CBEPTbIBAHUS KpOBM,
aHrMnosTuHa-1.
[lnarHoctuyeckme y naymeHTa ecTb POACTBEHHUK c | Y nauMeHTa ecTb POACTBEHHUK C
KpUTEPUW AN MaUMEHTOB | MOATBEPXAEHHbIM AVarHo3om HAO U | noaTrBep>xAeHHbIM gnMarHosom HAO 6es3
c KVHUYECKUMK | YCTAHOBJIEHHBIM TUMOM AeduumnTta Cl-nHrubutopa
nposeneHnammn HAO, vy =1 kputepusa: =1 kpuTtepus:
KOTOPbIX €CTb YSIEH CEMbM
¢ NOATBEPXACHHbIM e Peunausumpytowme AO e Peunamsupytowmne AO
AVarHosom HAO "
YCT@HOB/IEHHbIM TUMOM o Peuunausupytowe abaoMuHanbHble aTaku o Peuuausupyiowime abaoMuHasnbHble

o AO BEPXHUX AbIXaTe/bHbIX MyTen aTaku

> .
W 2 1 kputepus: e AO BepxHUX AbIXaTenbHbIX MyTei

e [AMArHOCTUYECKU 3Haummoe cHmxeHune C1-UHE wnn
n (Tonbko

nauueHToB, Yy
MyTaums)
BbISIBIEHNE NPUYNHHO-3HAYMMON MyTauumn C
[IOKa3aHHOW MaTOreHHOCTbI0O B OJHOM U3
reHos (kak POACTBEHHUKA):
c nnasmuHoreHa, XII daktopa cBEépTbiBaHUA
KPOBM, @aHTMMO3TUHa-1.

ans POACTBEHHUKOB

o KOTOPpPbIX BbifiB/IeHa
ero GpyHKUMOHaNbHOW akTUBHOCTU (NpW HOPManbHOM

VAN NoBblWeHHOM ypoBHe C1-UHI)
e BblIsiB/ieHUE I'IpM‘-lMHHO-3Ha‘-lMM0|71 MyTauumn
[OKa3aHHOM NaToreHHoCTbio B reHe SERPINGI1 (kak

Y POACTBEHHMKA)

JunarHoctnyeckune Y nauveHTa ecTb POACTBEHHUK (KPOBHbIA) C Tonbko ANS POACTBEHHUKOB MaLMEHTOB, Y
KpUTEpPUM ANS NauueHToB noATBEPXXAEHHbIM AnarHozoM HAO c geduuuntom KOTOPbIX BbiSIB/IeHa MyTaLus.

6e3 KAnHUYeckux | Cl-mHru6utTopa v yCTaHOBJIEHHbIM TUMOM

nposiBNeHni HAO N = 1 kputepus: Y nauueHTa ecTb POACTBEHHUK C
(moknMHUYeckas craaus), noaTeepXxAeHHbIM gnarHosom HAO 6e3
Y KOTOPbIX ecTb  uneh e AMArHOCTU4YeCKn 3Haummoe cHwxernune C1-UHI wnn neduumra Cl-uHrnbutopa

CeMbW  MOATBEPXAEHHbIM

AvardHosom HAO

ero @yHKUMOHaNbHOM akTMBHOCTU (NpY HOpMasibHOM
VAN nosblWeHHoM yposHe C1-UHI)
o BbiSIBIEHNE

I'IpI/IHMHHO'SHa\‘IMMOVI MyTauuun C

AOKa3aHHOM NaToreHHOCTbio B reHe SERPINGI (kak

n

BblSiBNEHNE I'IpVILIVIHHO-EHaLWIMOVI MyTauumn C
,ClOKa3aHH0171 MaTOreHHoCTbto B OAHOM U3
reHoB (kak POACTBEHHMKA):
nnasmuHoreHa, XII dakTtopa CBEPTbIBaHUS
KPOBW, aHrMnosTnHa-1.




Y POACTBEHHMKA)

2.1 JKano6sI 1 aHaMHe3

Cm pas3aen KIIMHn4decKast KapTuHa.

2.2 ®usukajibHOe 00CIemoBaHme

o [Ipu GU3UKaIbHOM OCMOTpE y BCeX IallMeHTOB C Iomo3peHueM Ha HAO mjsg ycTaHOBIEHMS
IMarHo3a peKOMeHAYyeTCs OMpene/inTh XapaKTep OTEKA JJISl BbISBIEHMS NIPU3HAKOB, TUITUUHBIX
IS aHTMOOTEKOB Tipu HAO (OTEK GyiemHbIN M He 3YAsIuii, TUIOTHBIN, IPY HAJaBJIMBAHUM Ha
Hero He ocTraeTcs IMku) [1,32].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB - 5)

e [MamyeHTaM C >KajobaMy Ha HapylleHue [ObIXaHMs ¥ I[JIOTaHWsl, OCUIUIOCTHIO TOJI0Ca,
myuchoHMeit, CTpaxoM CMepTH, CTPUIOPOM DPEKOMEHIYeTCs IPOBEeCTH  BU3yaJbHOE
obcemoBaHMe BEPXHUX [bIXATEIbHBIX ITyTel, OIIEHKY 3BYYHOCTM TOJIOCA, BO3MOXKHOCTMU
IJIOTAHMSI C TIeJTbI0 OLIEHKYM ITPOXOIMMOCTY BEPXHUX IbIXaTeTbHBIX IMyTeil. [28,29,34,35]

VpoBeHb yoequTeTbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB - 4)

Kommenrapum: Oméxk Hapacmaem MedneHHO, HO 8peMsl O NOABNEHUS CUMNIMOMO8 HAPYUlEeHLs
Jvixaust 0o nosHOll acuxcuu Henpedckazyemo (8 cpedHem cocmassisiem om 20 0o 40 murym).[28,29]

2.3 JlabopaTOpHbIe JMATHOCTUYECKIME MCCIeTOBaHUS

HAO I muna duazHocmupyemcsi 8 ciyuae, Kozda ypoeeHs CI-HHI u ypoeeHs €20 (hyHKUUOHANbHOLI
akmueHocmu cocmasasitom meHee 50% om Hopmosl. HAO II muna duazHocmupyemcs npu 8vls181eHUU
CHU#eHUS1 (yHKYUuoHansHoli akmuenocmu CI1-HHI 6onee uem Ha 50% om HOpMbl npu omcymcmeuu
JduazHocmu4ecKu 3HauuMo2z0 cHuxceHust yposHs C1-MHI.[36]

Tabmnuiia 3. JlabopaTopHas nyuardoctuka HAO ¢ meduunrom Cl-uarnburopa (HAO I u II Tumos)

HAO I tun HAO II tun
YposeHb C1 uHrnébutopa 1 (<50% oT HOpMbI) N/t
DyHKUMOHaNbHasa akTuBHocTb C1 nHrmbuTopa | (<50% oT HopMbI)
Cc4 1 (<50% oT HOpMbI)

e Bcem mammeHTaM-mpobaHgaM ¢ momo3peHreM Ha HAQO pekoMeHAyeTcsl  MPOBemeHMe
IBYKPATHOTO MccIemoBaHus YpoBHS C1-MHrMOUTOpa B KpOBU U QYHKIMOHATbHOM aKTUBHOCTU
Cl-uurubuTopa B KpOBM WIM MUccIemoBaHMs ypoBHsT Cl-MHrMoburopa B KpPOBU U
(yHKIMOHAMbHOI akTMBHOCTY Cl-MHrMOMTOpa B KPOBM B COUYETAHUM C IIPOBEIEHMEM
MOJIEKY/ISIPHO-TeHETUYECKOro ucciaenopanusi myrauuii B rene SERPINGI B KpOBU MeTOZaMU
CceKBeHMpOBaHUS U KonuuyecTBeHHOV MLPA nmjist mogrBepkaenus auarHosa HAO I mim I Tuna.
(Tabnuia 2, Tabauua 3, npunoxkenne b-1).[1,3,37-39]

VpoBeHs yoenuTeIsHOCTU pekoMmeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTelIbCTB - 5)

KommeHTapum: usmeHeHHsle nokazamenu (CIl-uHeubumop, ¢yHKyuoHanvHas akmugHocms Cl-
uHeubumopa) mpebGyiom noomeepioeHus ¢ UHMepPBANIOM He MeHee, yem 6 1 mecsiy. JKenamenvHo
nposedeHue xoms O6bl 00HO20 U3 UCCIE008AHUS 80 8PeMsl paA38UMUST AH2UO0MEKA, 0COOEHHO 8 CIyuae,
ecu daHHble KIUHUYECKOL KApMUHbl He CO0MBemcmayiom 0aHHsM NposedeHHbIX UCCned08anull. [3]

IIpunumas 80 éHuUMaHue, umo nepuod nonyssieedeHus uxeubumopa CIl-3cmepasst cocmasnsem 62
uaca yenecoo6pasHo npoeodums usMmepeHus He MeHee uepe3 3 OHS nocie OMMeHsl npenapama
uneubumopa CI1-acmepassl uenogeka. ikamubaqm He eausem Ha cpoKu nposedeHus ananuzos. [40]

V 300posbix HeeHuuH yposeHs CI1-uHzubumop u e20 (yHKYUOHAIbHOL aKmMusHOCMU 6 Nad3me Kposu
CHUMCAIOMCS 80 8peMsi BepeMeHHOCMU U 8038pawarmecs K Hopme nocie podopaspewierus. IToamomy



pe3yibmamsl  aHAIU308 OOMXCHBL UHMEPNPemuposamscsi ¢ OCMOPO#HOCMbI0. Pekomendyemcs
no8mopums aHa u3sl nocjie podopaspeulerus ons noomeepxrcoetus duazHosa HAO.[1]

B cryuae, ecnu y nayueHma 6uisigsieHa NpUMUHHO-3Hauumas mymayus 6 2eHe SERPING1 (omHocumcs K
NAMO2eHHbIM — UMU  BEPOSIMHO-NAMOEHHbIM — CO2JIACHO NPUHSIMbIM — KpumepusiM) nposeedeHue
no8mopHozo uccnedogarust ypogHs CIl-uHeubumopa 6 Kposu u yHKyuoHanvHoli akmugHocmu CI-
Hrzubumopa 6 kposu He si8semcst 00513amesivHbiM.[39,41]

e Bcem mnauueHTamM-poOACTBEHHMKaM C IomospeHneM Ha HAO pexkomMmeHAyeTcs IpOBeneHMe
ONHOKPATHOTO uccIenoBauuss ypoBHA Cl-mHrm6utopa B KpoBM U  (QYHKIMOHATBHON
akTMBHOCTY C1-VIHrMOUTOpAaB KPOBYM WJIM TOVICK paHee BBISIBJEHHON Yy MpobaHaa MPUYMHHO-
3HauuMoi wmytanuu B reHe SERPINGI MOJIEKYISIPHO-TEHETUYECKMMM METOHAMM  IJIst
nogTBepkaeHust nuarHosa HAO I wim II Ttuma.(tabmuma 2, Tabmuia 3, mnpuiokenue B-1).
[1,3,37-39]

VpoBeHb yoeauTeTbHOCTU pekomeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB - 5)

e Bcem popcrtBeHHMKaM (B ocoOGeHHOCTM mAeTsm) maryeHta ¢ HAO I u II TumoB (maxke mnpu
OTCYTCTBMM  KJIMHMYECKMX TIPOsIBJIEHMIT  3abojeBaHusl) pPEKOMEHIOBAHO IpOBeleHNe
CKPUHUHTOBOrO 06CienoBaHus: uccienoBaHue ypoBHs Cl-mHrmbutopa B KpPOBU U
uccnenoBanyie QyHKIMOHAIBHOM akTMBHOCTM Cl-MHTMOUTOpPA B KPOBU W/MIM TIOUCK paHee
BBISIBJIEHHOJ TPUUYMHHO-3HAUMMOM MyTanuu B reHe SERPINGI vy mpobaHAa MOJEKYISIPHO-
reHetuueckumu metomamu (s HAO I u II TUIIOB) C 1ie/ibl0 CBOEBPEMEHHOV AMarHOCTUKU
HAO. (Tabnuua 2, mpunosxkerue b-2).[1,19]

VpoBeHb yoeaquTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB - 5)

KoMMmeHTapum: panHss nocmaHoska ouazHo3a (6 mom yucjie Ha OOKAUHUUECKOM 3mane) CHUxaem
puck ¢amansHozo ucxoda npu passeumuu nepeozo npucmyna HAO c oméxom eepxHux ObIXamenbHbix
nymeti.[1,28]

Y gcex demeli hpu Hanuyuu cemeliH020 aHamHe3d 00 UCKAHOUeHUsl dudzHo3a cedyem npeonosazams
HAO.[19,42]

Buisienennas pavee mymayust 0osixcHa O0vlms NPUUUHHO-3HAYUMOL (OMHOCUMCA K NAMO2EHHbIM UNU
8epPOSIMHO-NAMOZEHHBIM CO02JIACHO NPUHSIMBIM KPUmepusm), 6 NpomueHoM Cyude Uyenecood0pasHo
MoJbko uccnedosarust yposHs Cl-uHeubumopa 6 Kposu U @QYHKUuoHaivHoli akmueHocmu CI-
uHeubuUmMopa 6 Kposu. B ciyuae noayueHus: COMHUMENbHBIX Pe3ynsmamos ucciedosarust yposts CI-
uHeubumopa 6 Kpoeu u (yHKYUoHanwvHoli akmusHocmu CIl-uHeubumopa 6 Kpoeu, HeoOX00uMo
nosmopums uccnedogatue.[36]

e Jletsm o 1 roma (y KOTOpbIX eCThb KiaMHMYeckue mnpusHaku HAO wu/mwin ecTb ceMeiiHOTO
aHamHe3 HAO) pekomeHAyeTCsS TIPOBOAUTb MOJIEKYISIPHO-TEHETUYECKOe MWCC/IefOBaHue
myTanuii B reHe SERPING1 B KpOBM MeTOaMy CEKBEHUPOBaHMS U KonndecTBeHHO MLPA niist
paHHel ITOCTaHOBKY AyarHosa (nmpuioxenue b-2).[42-44]

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

KommenTapuu: ¢ Hopme y demeli 0o 1 200a yposHu CI-HHI u e20 (pyHKUUOHANBHOL aKkmueHocmu
3HAUUMETIbHO HUMHCe, UeM Y 83pocbix. IToamomy ucnonws3o8axue 3mux nokazamesei y demeii 0o 2oda c
yenvto duazHocmuxu HAO HeuHgpopmamueHo. Taxkxe HeuHpopmamueHsim cuumaemcs ucciedogadue
KOHYEeHmMpayuu KOMNJiemMeHma 6 NynosUHHol Kpoeu OOHOWEHHbIX HOBOPOMCOEHHbIX, MAK KAaK e2o
YPOBeHb HUie, UeM YPOBHU Y 83POC/IbIX. YPOBHU aHMuzeHa U (GyHKYuoHansHas akmusHocms C1-UHT
coomeemcmayiom 70% u 62% om noxasameieti y 63p0Cyivlx, CO0M8emcmeeHHo. [1]

LlenvHas Kkposb A6nsemcs npednoumumensHsiM OUOMAmMepudanom s MOJIeKyAsPHO-2eHEMUUECK020
uccnedosanus. O0Hako damHoe uccnedogaHue MONCHO NPo8ooUmMs HA J00bIX MKAHAX uesoéeKkd npu
mpyoHocmsx npedocmasnaeHust Kposu (OyKaabHbili Inumenuti ctoHbl, K1emKu 8 moue, OUONCULIHBIT U
CeKYUOHHDLLE Mamepuan u m.n.)

¢ Bcem naumeHTam c nopo3penreM Ha HAO npu pacXoskqeHuM TaHHbIX KIMHUYECKOV KapTUHBI U
pe3ysnbTaToB  J1abOpaTOPHBIX  MCCIAENOBAHMII WIM TIPM  COMHUTENbHBIX  pPe3yabTaTax
71a60paTOPHBIX  TECTOB, PEKOMEHAYeTCs  IpOBeJeHMe  MOJEKYISIPHO-TeHeTUIEeCKOTO
uccnenoBaHusi myrtaumuii B reHe SERPINGI B KpOBM METOJAMM CEKBEHUPOBAHUSI U



KonmmyecTBeHHOM MLPA ¢ 1e/bio IoMcKa IMPUUYMHHO-3HAUMMbBIX MyTanus IS TOATBepPKIeHUS
Juarsosa.[1,2]

VpoBeHb yoeauTeIbHOCTU pekomMeHganmuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB - 5)

KommeHTapunu: IIpogedeHue  MONEKYISPHO-2eHEMUUECK020 — 00CNe006aHus — He  s67asemcs
ob0s3amenvHuim 0N sepupurayuu duaznoza HAO I u II muna npu Haauuuu munuuHoli KAuHU4ecKot
KapmuHsl U OUAZHOCMUYECKU-3HAUUMO20 CHUMNCEHUS YPOBHS U/Unu (PyHKYUOHANIBHOU akmueHocmu
uneubumopa Cl-acmepa3sel. Kpome mozo, omcymcmeue 06Hapys#eHuss ONUCAHHBIX Mymayuti npu
MOeKyJIsIpHO-2eHemuueckom o0cnedoganuu He uckaouaem duazHo3 HAO.[1,2]

e Omnpenenenue ypoBHs C4 dpakuym komiuiemeHTta (C4) mamyeHTaMm C rnomo3peHmeM Ha HAO
PEKOMEH/IyeTcs C 1IeJTbI0 CKpMHMHTA (Tabnauua 3).[1,45-47].

VpoBeHBb yOeaIUTEeIBHOCTY PEKOMeHzanuii — B (YypoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB - 2)

Kommenrapum: y nayuenmos ¢ HAO I u II munos ommeuaemcsi cHuxeHue C4 KomnoHeHma
komniemenuma (Tabauya 3), OmHAKO OaMHbIli NoKazamenb He Moxcem Oblinb UCNONB308AH OJs
nocmaiosKu duazHo3d, max Kak OH Moxcem 0blmb CHUMNEH NPU MHO2UX Opyzux 3abonesanusx. [1,3]

e [laimentam ¢ mnopo3peHneM Ha HAO He pekomeHayeTcsi omnpenesneHue ypoBHsi C2 m C3
(paxiuit KoMIIIIeEMeHTa HH C L[ebI0 CKPMHMHTA, HHU C 1[e/bI0 TIOCTaHOBKY fuarHosa.[1,2,48]

VpoBeHsb yoeauTeIsHOCTU pekoMmeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB - 5)

¢ Bcem B3pociasiM nanmeHTam ¢ geduiurom C1-UHI U peluauBUPYIOMIMMM aHTMOOTEKaMM Oe3
KpanmMBHUIIBI, HO 6e3 ceMelfHOro aHaMHe3a WM BbISIBIEHHOV MyTanuu B reHe SERPINGI
peKkoMeHIyeTcsl MccaenoBanue ypoBHeit Clq dpakumm kommoHeHTa KomruiemeHnTta (Clq) B
KpOBU U oripefesieHre Hammuusi aHTuten K Clq B KPOBM IS UCKITIOUEHMS TPUOOPETEHHOTO
aHTMoOoTEKa (npuinoxeHne b-1). [1-3.49]

VYpoBeHb yoeauUTeIbHOCTY peKoMeHzanuit — C (YypOBeHb JOCTOBEPHOCTH TOKA3aTE/ILCTB - 4)

KommenTapumn: [TAO umerom CX0Hucyl0 KAUHUYECKYH KapmuHy u seaswomcs ¢eHoxkonueli HAO (He
Hacnedyemcs). ITamonozus 8 cucmeme KomniemeHma obyciosneHa esipadomkoti aumumen x C1-UHT
WIU NOBblUIEHHbIM €20 nompeOneHuem. IIpu 1abopamopHbix UCCIe008AHUAX 0MMeUaemcsl CHUXCEHUE
Konuuecmea uiu QyHKyuoHansHoti akmueHocmu C1-uHeubumopa, Kak npasuio, MeHee 8blpaxceHHoe,
uem npu HAO. [1-3,49]

e [laumentam ¢ HAO, monyyaBIIMM CBeXe3aMOPOKEHHYIO IIJIasMy, C LeJIbl0 CBOEBPeMEeHHOI
IMarHOCTUKY MHQEKIMOHHbIX 3a060JeBaHMiI PEKOMEHIYeTCSl IpOBEeIeHNe eXerogHOTro
06C1egoBaHys:

o ompenenenue aHtuten K BUY (Onpenenenue aHtuten kiaaccoB M, G (IgM, IgG) K Bupycy
uMMmyHonmebumuta vemoBeka BMY-1 (Human immunodeficiency virus HIV 1) B KpoBu;
Omnpenenenue anTuTen kiaccos M, G (IgM, I1gG) kK Bupycy uMMyHoOmebUIIMTa YesioBeka BUY-2
(Human immunodeficiency virus HIV 2) B KpoBu;)

o Ompenenenue antureHa (HbsAg) Bupyca renatura B (Hepatitis B virus) B KpoBu u

o OmpeneneHue aHTUTeN K Bupycy renaturta C (Hepatitis C virus) B kposu.[1].

YpoBeHb yoenuTeIbHOCTU pekoMmeHgauuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB - 5)

KommenTapumn: Bce nayuenmost ¢ HAO nomeHyuansHo Mo2ym noayuams npenapamol Kpoeu
yenoeeKd, COnpsiieHHvle C PUCKOM nepedauu MpaHCMUCCUBHLIX UHMEKYULl: C8exe3amoporeHHas
nnasma u uteubumop C1-acmepa3swt uenosexa. Ha ce200HswHUlli OeHb He 3ape2ucmpupo8aHo Hu 00H020
cryuas nepedauu ¢ npenapamom BUY, zenamumos B u C u napeosupyca B19 npu esedenuu
KoHyeHmpama uHeubumopa CI1-acmepa3sul uenogexa [50].

e Bcem naunyentam ¢ HAO pekoMeHIyeTcCsl OIpenesieHle OCHOBHBIX TpynIl o cucreme ABO u
ompeneneHne aHtureHa D cucrembl Pesyc (pesyc-dakrop) mjist obecriedeHuss BO3MOKHOCTHU
OGBICTPOTO  BBEIEHMSI CBEXKE3aMOPOXKEHHOJ  IUIa3Mbl  IIpM  BO3HMKHOBEHUM  TaKOI
HeobxomuMocTn.[51]

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTHU JI0Ka3aTEIbCTB 5)

e [laumeHTaM ¢ HOpMaibHbIMM MoKaszaTenssmyu C1-HI u ero GpyHKIIMOHATbHOV aKTUBHOCTYU ITPU
JIBYKPAaTHOM MCC/IeLOBaHUM, HO MMeEKLMUM XapakTepHyo st HAO KIMHMYeCKy KapTuHy 1/



I CeMelHbIi aHaMHe3, C 11eJIbl0 TT0MCKa MPUUYMHHO-3HAUMMBbIX MYTallMii [1J1s1 TIOATBEPKIeHUS

[uarHosa HAO 6e3 pedbunura CI1-UHI' pekomeHAyeTcsl IIPOBENEHME MOJIEKYISIPHO-

TreHeTUYeCKOro UCCIeOBaHMs:

o 2k30Ha 9 reHa F12 MeTOmOM CEKBEHMPOBAHUS

o reHa ANGPT1 meTonom ceKBeHMPOBAHMUS

o reHa KNG1 meTomom ceKBeHMpPOBaHMS

o Ha Haimmuyme myTtanunu ¢.988A>G (p.Lys330Glu) B reHe PLG meTomamu IpUIIEbHOTO MTOMCKA
MyTaluun

(Tabnuua 2, mpunoxkenue b-1, Tabnuna 2).[16,17,21,52,53]
VYpoBeHb YoenuUTeIbHOCTY peKoMeHanuii — C (YPOBEHb JOCTOBEPHOCTH I0KA3aTE/IbCTB - 4)

Kommenrapum: 8 ciyuae HAO 6e3 depuyuma CI-HHI, OauHbili 8ud 00ciedosamus S6asemcs
eduHcmeeHHbIM Memodom eepupuxayuu duazHosa. [16,17,21,52,53]

e BceM poncTBeHHMKAM (B 0COOeHHOCTM meTsMm) mauyeHTa ¢ HAO 6e3 geduinra C1-UHI (maske
MpU  OTCYTCTBUM KIMHMYECKMUX TIPOSIBJIEHUIT 3aboieBaHMs) C 1ebl0 CBOEBPEMEHHO¥
nuarHoctiku HAO 6Ge3 pmeduimra C1-MHI pekoMeHIyeTCsl TOMCK paHee BbISIBIIEHHON Y
npobaHga  MPUYMHHO-3HAUMMON  MyTalMi  MOJIEKY/ISIPHO-TEHETUUECKMMM  MEeTOAaMMU
MIPUIEJILHOTO TIOMCKA MyTalyu. (tabmuma 2).[10,36,54-56]

VpoBeHb yoeauTeIsHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB - 4)

2.4 "HCTpyMeHTa/IbHbIE JMAarHOCTUYECKNe UCC/IeJOBaHUs

e V3U wu/wnmu KT opraHoB OPIOIIHONM IMOJIOCTY PEKOMEHAYETCS IMalyeHTaM IPU BbIPasKEHHbIX
60JISIX B KMBOTE C 1IeIbI0 MpoBeneHus quddepeHIMaTIbHON UarHOCTUKY C 3a60/IeBaHUSIMU C
KJIIMHUKO OCTPOTO XXMUBOTA.[57-60]

YpoBeHb yoeauUTeIbHOCTY peKoMeHAanuit — C (YPOBEHb JOCTOBEPHOCTH T0KA3aTe/IbCTB - 4)

2.5 Hble AMarHocTu4ecKue uccjiegoBaHusa

¢ KoHcynbranysi Bpavya-xupypra peKOMeHIOBaHA IalMeHTaM C BbIPAKEeHHOH ab6IoMMHAIbHOMN
atakoit ans auddepeHUaNbHOM IMAarHOCTUKY C 3a00/IeBaHMSIMY, IIPUBOISIIMMU K KIMHUKE
OCTPOrO >XUBOTA .[61]

VpoBeHb yoeauTeIbHOCTY pekoMeHganmii — C (YypoBeHb JOCTOBEPHOCTH OKA3aTeIbCTB - 5)

e PexomeHpayeTcsi  KOHCyJAbTalMsl  Bpada-oTopuHosapuurosnora  (JIOP) w/unm  Bpaua-
aHecTe3Mo/Iora-peaHMMaroyiora IanueHTaM C IIpM3HaKaMM OTEKa BEepPXHUX [bIXaTelbHbIX
MyTei C 1e/IbI0 06bEKTUBMU3ALUY KaI00 U OLEHKU MTPOXOAMMOCTY JbIXaTeNbHbIX MyTeli. [1,35]

VpoBeHsb yoenuTersHOCTU pekoMmeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTelIbCTB - 5)

e JTanmentram ¢ HAO pekomeHAyeTCsl TpOBeleHMEe KOPPEeKUMM COMYTCTBYIOLEH MaTOI0TUN
BpavyaMM APYTUX CITEIMaTbHOCTE, TaK KaK 9TO MOXKET IIPUBOIUTD K yTsoKeneHmto Teuerust HAO.
[1,31]

VpoBeHb yOeAUTETbHOCTY PEKOMeHAaLii - B (ypoBeHb I0CTOBEPHOCTY JOKA3aTENbCTB - 3)



3. Jleuenue

Tepamys HAO coCTOUT U3 TpeX OCHOBHBIX KOMITOHEHTOB (Tabmuiia 4):

e KyNMPOBAHUS OTEKOB;

® KpaTKOCPOYHOM NpoGMIaKTUKA (epen, omnepaTUBHBIMU BMellaTeIbCTBaMU "
CTOMAaTONIOTMYECKMMM MaHUITYISLVSIMMA);

® NOJTOCPOYHON MPOQWIAKTUKY TPU TSDKEJIOM TEeYeHMM MM YacThIX MPUCTyTax 3abo0yeBaHms
(TpodunakTuKa peuuaNBOB).

Tabnuiia 4. Tepanus HacaencTBEHHOTO aHTMOOTEKA

Hanpaenenne Tepanuu Mpenapatbl ANS B3pOC/bIX MpenapaTbl Ansa aetei

KynupoBaHue 0TEKOB

o WkatunbaHT; o WkaTnbaHT (y AeTel cTaplie 2-X NeT);
o WHrnbutop Cl-screpasbl yenosekal[l]; o WHrubutop Cl-acTepasbl uenoseka (y Aeten
o Caexe3aMopoxeHHas nnasmal2] cTapue 2-Xx Nner);

o CBexe3aMopoXeHHas nnasma

KpaTkocpoyHas

npodunaxkTika o WHrmnbutop Cl-acTepasbl Yenoseka (y B3pOCAbIX U e WHrmbutop Cl-acTepasbl 4yenoseka (y AeTtew
LeTei cTaplie 2-x neT); cTapue 2-X neT);
e [laHazon; « Csexe3aMopoXeHHas nnasma;
o Ceexe3aMOpoXeHHasi nnasmMa e #[laHa3on (TONbKO NpPW OTCYTCTBUU MHIUGUTOPa
Cl-acTepasbl)
ﬁgg&’omcl?:;n‘a& o [aHa3zon; o #WHrnbutop Cl-acTepasbl yenoseka (y Aeten
e #TpaHekcaMmoBas Kucnota**; cTaplue 2-x feT);
o #[MporecTtareHbl (#nesorectpen, . e #TpaHekcaMmoBas kmcnota**;
#nuHacTpeHon);[3] e #[laHa3zon (Tonbko AeTaM, gocturwmm V ctaguu
o #WHrnbutop Cl-acTepasbl yenoseka NoJIOBOro co3peBaHus no TaHHepy)

3.1 KynnimpoBaHue OTEKOB

Bce oméku dvixamenvHbix nymeti, 0omeéxu 8 001acmu Juya u weu, msensie ab0OMUHAIbHbIE AMAKU, d
8 psade ciyuaes u msaxcesivle nepugepuueckue omeéxku (Hanpumep, 0meK Noa08bIX 0P2AHO8 Y MYHCUUH)
mpebylom axkmueHoli mepanuu 8 c6s3U C PUCKOM passumus cMepmenbHoz0 ucxoda eciedcmeue
acukcuu unu uHeanudouzayuu (OCJI0#CHeHUs. ONUMEbHOU 2UNOKCUU 207108H020 MO032d, HANOMCEHUe
yucmocmomsl npu OUMeNbHOlU 00CmMpYKYUU Mouesbl600aUUX nymeli, HAI0xieHUe mpaxeocmomol U
0p.).[1,19,27,28]

e TMaumentam ¢ HAO I u II TumoB c OTEKaMM, CIIOCOOHBIMM IIpUBECTM K achurcum,
abIOMMHA/JIbHBIMM aTakaMu U TepudeprueckumMu OTEKAMU, COMPSDKEHHBIMU C PUCKOM
pPasBUTUS OCIIO)KHEHMI, peKOMEHyeTCsl Ha3HaueHye IpenapaToB [Jisl KyIIMPOBAHUSI OTEKOB C
11eJTbI0 KYITMPOBaHMs OTEKa (Tabiuia 5, npunoxkenne b-3). [1.28.62-71]

st B3pOC/BIX U JeTeil OoT 8 jieT: YpOBeHb YOeaAUTEIbHOCTU pPeKoMeHZamuii A (YpoBeHb
JOCTOBEPHOCTHU JJOKa3aTeIbCTB 2)

Onsa pereit mutagnie 8 JieT: YpoBeHb YOeOUTENIBHOCTM pekomeHpanuii C (YypoBeHb
JOCTOBEPHOCTH JJOKA3aTeIbCTB 4)

KommeHTapum: ukamubaHm — 8bICOKOCENEKMUBHBLU AHMAazoHUcm 6padukuHUHOBbIX peyenmopos 2
muna. [62.64.65.72] HUneubumop C1-3cmepa3sst uenoseka — KOHYyeHmpam, noayudaemoiii u3 0OHOpcKoli
kposu. [1,42,73]

e IMamyentam ¢ HAO I m II TumoB c¢ oOTéKamu, CIOCOOHBIMM TIPUBECTUM K achurcuu,
abIOMMHA/JIbHBIMM aTakaMu U TepudepuueckumMu OTEKAMU, COIPSDKEHHBIMU C PUCKOM
pa3BUTHUSI OCTIOKHEHUIT, peKOMeHAYeTCs Ha3HaueHue MpernapaToB IJ1s1 KYIIMPOBAaHUS OTEKOB He
nosgHee 30 MUH ToCIe TMOMALaHMs TalyeHTa B JieueOGHO-MPOPIIIaKTUIECKoe YUpeXaeHue:
uKaTMOaHT win MHrMouTop Cl-3cTepasbl uesoBeka C 1e/bl0 KyMMpoBaHUsl OTEéKa (Tabmuia 5,
npwioxenue b-3).[1,28,62-71]



VpoBeHBb yoeauTeIsHOCTU pekoMeHganuii C (YypOBEHb JOCTOBEPHOCTHU JIOKA3aTENIbCTB 5)

Ta6nuia 5. [Ipenapatsl, Ha3HauaeMble naieHTam ¢ HAO it KynMpoBaHus OTEKOB.

Mpenapat B3pocnbie Aetn

UkatnbaHT 30 Mr n/k C 2-x neT, B 3aBUCMMOCTMN OT Macchl Tena.
12 kr - 25 kr 10 mr

26 kr - 40 kr 15 mr

41 kr - 50 kr 20 mr

51 kr - 65 kr 25 mr

> 65 kr 30 mr[74]

NHrnéutop C1l-3cTepasbl YesnoBeka 20 ME/kr B/B 20 ME/kr B/B

Ceexe3aMopoXeHHas nnasma (TonbKo npu 400 mn B/B 10 mn/Kkr maccel Tena B/B
OTCYTCTBUM APYTUX OMUWIA)

e [MamyenTtoB ¢ HAO I u II TMIIOB peKOMeHAyeTCsl 00ecreunThb mpernapaTaMu sl KyITIMPOBaHMS
OTEKOB Ha JOMY M OOYyUYUTh TEXHUKE CAMOCTOSITEIbHOTO BBEHEHUS [/Isl pAHHETO KyIMPOBAHMS
OTéKa U npenoTepaiieHus (atanbHOro ncxona. [75-77]

VpoBeHb yoequTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKA3aTEIbCTB 4)

Kommenrapum: Hxamubanm u uxeubumop CIl-acmepassl uenogeka mMozym 0Oblmb UCNONb308AHbBL
camocmosimesibHo nayueHmamu 8 domawHux ycnosusix. [19,70,75-77] CamocmosimensHoe 8sedeHue
npenapamos umeem peuldroujee 3HaueHue Ons 3PpekmusHoll mepanuu 0CmMpwvIX NPUCMYNOS,
NOCKOJILKY paHHee JiedueHue npu passumuu npucmyna Oonee 3pgekmusHo u npedomepawaem
paszsumue ocnoxHeHuti. [1,66,68-71] Ilo30Hee Ha3HaueHue npenapamos Moxcem npugecmu K
pamansHomy ucxody npu oméke 8epxHux dvixamenbHoix nymeti. [69,78]

e TMaumentam ¢ HAO 6e3 medpuumra C1-VHI' ¢ oTékamu, CIIOCOOHBIMM MPUBECTU K achurcum,
abIOMMHAIbHBIMM aTaKaMM ¥ TSDKeIbIMU TepudepruecKuMy OTEKAMMU, COTIPSIKEHHBIMU C
pasBUTMEM OUIOXKEHMI (HallpuMep, OTEK IIOJOBBIX OPraHOB C OCTPOI 3aJepsKKOil MOYM Y
MYKUMH) PEKOMEHAYEeTCS] BBECTM #MKaTMOAHT u/wim #uHrubutop Cl-screpassl ueoBeka C
11eJTbI0 KYITMPOBaHMs OTEKA (HO3MPOBKM CMOTPHU B Tabnuiie 5, mpuiokkeHue B-3). [79-86]

st B3poC/ibIX: YpPOBeHb YOeOAUTEIBHOCTU pekoMeHpanuii - C (YpoBeHb JOCTOBEPHOCTU
J0Ka3aTeabCTB -4)

IOna nereii: YpoBeHb yGenuTenbHOCTM peKoMeHAamnuit - C (YpOBeHb TOCTOBEPHOCTH
JIOKa3aTeJbCTB -5)

Kommenrapuu: Inas HAO 6e3 deuyuma CI1-UHI 0aHHbIX paHOOMU3UPOBAHHBIX UCCE008AHULI NO
oyeHke apdexkmusHocmu uxamubawma, KoHyeHmpama uHeubumopa CIl-acmepassl uenosexa,
CBENEe3AMOPONEHHOU naasmel Hem. [lanHble 00 3pgekmusHocmu npumeHeHus ukamubanma u
uHeubumopa Cl-acmepasel uenogeka npomugopeuussl. IIpu HeaPekmueHOCMU YKA3AHHBIX
npenapamos cziedyem npogooums cumnmomamuueckyro mepanuto. [79-82,87]

¢ PekoMeHyeTcsl 06eCeunTh JOCTYITHOCTh /I CAMOCTOSITE/IbHOTO BEBeIeHMs IperapaToB s
KyIIMpOBaHMSI He MeHee uYeM [BYyX aTaK I JOCTVOKeHMsT paspelleHus OTéKa Ipu
Hea(hdeKTMBHOCTY NTEPBOrO BBEAEHMS ITPEapaToB /Wi sl KyIIMPOBAHWS PeIMINBOB.[1]

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB 5)

KommeHnTapumu: B 60/1bUHCMEe Cyudes 00HOKPAMH020 86edeHUs. NamozeHemuyecKUux npenapamos
(uxamubaum, npenapam uHeubumopa CIl-3cmepassl uenogeka) 00CMAMOUHO OAS KYNUPOBAHUS
cumnmomos HAO. OOHAKO 8 HEKOMOPBIX CIYUAsiX 0OHOKPAMHO020 88edeHus npenapama (0cobeHHO npu
nosdHem 8sedeHul) Ovieaem HeOOCMAMOUHO Ol KYNUPOBAHUS OMEKA, MAKie He UCKAUEHO
paseumue N08MOPHLIX, 8 MOM UUCIIE HUSHEY2POHAIOWUX, Npucmynos .[64—67,88]

e JTamentam ¢ HAO pekoMeHIyeTCs UCIIOb30BaTh CBEXXe3aMOPOKEHHYIO TIJIa3My KpPOBM ISt
KyIIMPOBAHMUS OTEKA B CIydyae OTCYTCTBUS OBICTPOTO JOCTYIA K KOHLeHTpaTy uHrnbmropa Cl-
3CTepasbl M UKATUOAHTY (O3MPOBKYU CMOTPU B Tabmuile 5, mpuiokeHue B-3).[19,42,89-92]

Insa nanpenToB ¢ HAO I u II TMIoOB: ypoBeHb yOeOUTEIbHOCTU peKoMeHaanuii - C (ypoBeHb
JOCTOBEPHOCTH JOKA3aTeIbCTB 4)

IOnsa nmanuenToB ¢ HAO 6e3 gedunura ypoBHsi Cl-MHrm6mUTOpa: ypOBEHb y6EeIUTETbHOCTIU
pekomeHaanuii - C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB 5)



KoMMeHTapum: C8exe3amMopoieHHAas Naa3ma He MOXem paccmampueamscsi KAk IK8UuedaieHm
namozeHemuueckoli mepanuu, maxk Kak He CMAaHOapmusuposaHa no koauuecmey uHezubumopa CI-
acmepassl U KOMNOHEHMO8, NOMEHUUANbHO CnOCOOHbIX 8bi138amps AO y nayuenma ¢ HAO. BsedeHue
NJIa3Mbl CONPSAXEHO C PUCKOM hepedauu MpaHCMUCCUBHBIX UH(eKYULl, a makice pazeumus 60abU020
UUCIa HeXcelameslbHblX peakyull (6 mom yucie aHagpuiamuueckozo woka).[2,78]

e [Maumentam ¢ AO BepXHMX [ObIXaTENIbHBIX ITyTeil B «rydyae He3(PHEKTUBHOCTY Tepamnun
QHTUTUCTAMMHHBIMM TIpeniapaTaMiu [jsi cucTeMHoOro TmipuMmeHeHuss M c['KC u Hamuuumn
XapakTepHbIX Tpu3HakoB HAO B KJIMHMYECKO KapTUHE pPeKOMEeHAyeTCsI BBeCTU
CBeXe3aMOPOKEeHHYIO IJIa3My KPOBU IJ1s1 KYIIMPOBaHMSI OTEKA.[89,93,94]

VYpoBeHb YOeaUTeIbHOCTU peKoMeHAanuii - C (YpoBeHb JOCTOBEPHOCTHU I0KA3aTe/ILCTB 4)

e [Manmentam ¢ HAO I u II TumoB He peKOMeHIyeTCsl Ha3HauUeHue #TpaHeKcaMoBas KUCI0Ta™™ 1
JlaHa30J1 JI7IsT KYTIMPOBAHMSI OCTPBIX OTEKOB. [1,78,95]

VpoBeHb yoeauTeIbHOCTU peKoMeHganuii - C (YPOBEHb JOCTOBEPHOCTH JOKa3aTe/lIbCTB -5)

e [lauyentam ¢ HAO I m II TumoB HacTosiTeNbHO He pekoMeHnayetcss HaszHaueHue CcI'KC,
snuMHeppUHA™, AHTUTUCTAMMHHBIX TIPEeNapaToB [l CUCTEMHOTO TIPUMEHeHUsl IJist
KYIIMPOBAHUS JIIOOBIX BUIOB OTEKOB.[94]

VpoBeHb yoeauTeIbHOCTY peKoMeHaanuii - C (YypOBeHb JOCTOBEPHOCTH A0Ka3aTe/IbCTB -5)

e [Manyentam c¢ HAO AO B o6iacTy TOpTaHu MpU HapacTaHUM OTEKa win HedDPeKTUBHOCTU
MPOBOAVMOM Tepanuy HaCTOSITEIbHO DPEKOMEHAYeTCS TOCIUTaAM3auusi B  OTHeleHue
OTOPMHOJIADUHTOJIOTUM WJIM DeaHMMalMOHHOe OTHe/leHMe C Lelbl0 CO3JaHMsI YCIAOBMI Ojist
MpoBe/ieHNsT peaHMMAaIMOHHBIX MeponpusiTuii [1,34,35]

VpoBeHsb yoenquTeIsHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB - 5)

e TMaumentam ¢ HAO ¢ AO B o6mactu roptany rmpu He3OOEKTUBHOCTM ITPOBOAMMOI Tepanumu u
MpU3HaKaX HapacTamlleil OOCTPYKIMM [bIXaTeJbHbIX ITyTeli peKOMeHAyeTCs paHHee
TpoBeieHMe KOHUMKOTOMUM/HATIOXXeHVe TPAaXeOCTOMBI VIV TIPOBefieHIe UHTYOAY Tpaxen IJist
obecrieyeHnst MPOXOAVMOCTH IbIXaTenbHbIX myTeil. (IIpunoskenue B-3). [28,29,34,35]

VpoBeHb yoeauTeIbHOCTY pekoMeHganmii — C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB - 4)

3.2 KpaTkocpouyHast npopmIaKTHUKa

3abonesarue HacnedcmeeHHblli aH2UOOMEK He MOycem paccmampusamascs Kak npomueonoxkasdHue K
CmOMamOJzozuueCKomy/auaZHocmuuecxomy/onepamueﬂomy emeuilamesibCmey.

e TManyentam ¢ HAO I u II TMIIOB peKOMEeH[yeTCsl TTPOBOAUTH KPATKOCPOUHYIO MPOGUIAKTUKY
(Tabnuiia 6, mpuioxkeHue b-4) mepep 1106bIMY ONePaTUBHBIMY BMELIATEIbCTBAMMY (B TOM UMC/IE
MajabIMM, TaKMMM KaK CTOMATOJIOTMUYeCKMe MaHMITYJISUUM), MHBA3UBHBIMU MeIULMHCKUMU
MCCIEeNOBAaHVSIMM, OCOOEHHO B  OOJIACTM  [JbIXATeIbHBIX  IyTei, BEepXHUX  OTHeNax
MUILEeBapUTEILHOrO TPAKTa, /IS IpefOoTBpalleHN s pa3BUTHS O0TEéKa [96-99).

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKA3aTEIbCTB 4)

KommenTapumn: Oméku, céssaHHble ¢ daHHbIMU npoyedypamu, 00bIYHO 603HUKAIOM 6 meueHue 48
uacos om manunyasiyuu.|1]

Tabnuia 6. IlpemapaTsl, HasHauaemble maumyeHTam ¢ HAO I u II Tumos ajisi KpaTKOCPOUHOI
MMPOMOWITaKTUKN.

Mpenapat B3pocnble Jetn

NHrnéutop Cl-3cTepasbl Yenoseka 1000 ME B/B 15-30 ME/kr maccbl Tena B/
B

CBexe3aMopoXeHHas niasma 400 mn B/B 10 mMn/Kr mMaccel Tena

(TO}'IbKO npu OTCYTCTBUUN
nHrnbuTopa C1l-acTepasbl Yyenoseka)

[aHazon 2,5-10 Mr/kr maccel Tena 3a 5 gHew #naHason TONbKO npun
Jite) 7] 2-3 AHS nocne OTCYTCTBUMU ApYrux
(makcumanbHasa gosa 600 mr) npenapatos: 2,5-10 Mr/kr

Macchbl Tena 3a 5 AHei 4o u
2-3 AHSA




nocne(makcMMmanbHas [Aosa
600 mr)

e [lauyentam ¢ HAO I u II TunoB mepen mpoBedeHMEM CPOUHBIX M IIJIAHOBBIX OIlepPaTMBHbBIX
BMeLIATeAbCTB (B TOM YMCI€ MajblX, M CTOMAaTOJOTMYECKUX MAHMUITYJISLMIA), MHBAa3MBHBIX
MeIMIMHCKMX MCCAeN0BaHMI B KadeCTBe IIpeMelyKaluy PeKOMEHIYeTCsl BHYTPUBEHHOe
BBesleHMe: mpemnaparta uHrMouTopa Cl-3cTepa3pl UenoBeKa IS CHYDKEHUS PUCKA DPa3BUTUS
OTEKOB IIOCJIe TAaHHBIX MHTEPBEHIMIT (IO3MPOBKM CMOTPU B Tabiuie 6, mpuiokeHue b-4).
[42,96-100]

VpoBeHb yoeauTeIbHOCTU pekoMeHganmii C (YypoBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB 4)

KommeHTapumn: npenapam uxeubumopa CIl-acmepasul uenogeka 518J1slemcst hpenapamom esloopa
ona KpamkocpouHoli npogunakmuxu. Ezo npumeHeHue Haubonee 3(GeKmusHo CHUMaem puck
pazeumus. omékoe nocie MeduyuHckuli npoyedyp 8 cpasHeHuu ¢ Opyeumu npenapamamu [97].
Hneubumop CI1-3cmepa3sst uenogeka 00xeH NpumeHsmscs 0l hpogunakmuueckoli npemeduxayuu
KAK MOXCHO Onuxce K Hauany npoyedypsl (onmumansHolli nepuod 3a 1-6 uacos 0o MaxHunyasyuul)
(mO3MPOBKY CMOTPMU B Tabnutie 6, mpuioskeHue b-4).[1]

e [laumentam ¢ HAO I u Il TMnoB [J1s1 MOATOTOBKM K IVIAHOBBIM OTlepaTUMBHBIM BMeIIaTe/IbCTBAM
(B TOM uymMciae MaiblM, TakKMM Kak CTOMAaTOJOTMYeCKMe MaHUIY/ISIUUN), WHBA3UBHBIM
MeIMIIVHCKMM MCCIeNOBaHMIM B Cjydyae OTCYyTCTBMS uHru6uropa Cl-scTepasbl uesoBeKa
peKkoMeHIyeTcs HauaTh npuem JlaHa3ona (IO3MPOBKM CMOTPYM B Tabuile 6, mpuiokeHne b-4)
WM YBEIMYUTb M03y JlaHa3zona B 2 pasa OT MCXOAHOW (ecay MalMeHT IoydaeT 6a3uCHYIO
Tepanuio rpemnapatom JlaHa3om) 3a 5-7 gHel 00 riaHMpyeMoil MaHumyasuun. Yepes 3-4 mHs
1ocje OrnepaTMBHOTO BMeIIaTe/lbCTBA/MHBA3MBHOIO MCC/IeIOBAHMS PEKOMEHIYeTCSI OTMEHUTh
[aHa30J1 MV BepHYTHCS K UCXOMHOM no3e 6a3ucHo Tepanuu. [42,97,99,101]

VpoBeHb yoeaquTeIbHOCT pekoMeHganmii C (YypoBeHb JOCTOBEPHOCTH TOKa3aTEIbCTB 4)

KommenTapum: y demeti #0anazon moxcem Ovlms UCNONB308AH 8 Kauecmae memodd KpamKkoCcpouHol
NpoQuIakmuKu moavKo eciu omcymcmayem uxeubumop CI1-acmepa3sot uenogeka. [102]

e [lauyentam ¢ HAO I u II TMnoB Ojig TOATOTOBKM K CPOYHBIM M IIJIAHOBBIM ONEpPaTUBHBIM
BMeIlaTeabCTBaM (B TOM uMC/ie MajbIM, TaKMMM Kak CTOMATOJOTMUYECKMe MaHUMYSIINN),
MHBa3UBHBIM MEIUIVMHCKUM MCCIeIOBAaHMUSIM B CJTydae OTCYTCTBMS MHTMOMUTOpa Cl-3cTepassl u
aHa3ola pEeKOMEHIyeTCsSI BBOAUTH CBEXe3aMOPOKEHHYI0 TIjlasMy (LO3MPOBKM CMOTPU B
Tabnuie 6, npunoxenne b-4).[1,2,42,90,103,104]

VYpoBeHb yoeauTeIbHOCTU pekoMeHAauuii C (YypoOBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB 4)

o IManmentam ¢ HAO I u II THUIIOB C 1€/IbI0 TIOATOTOBKM K JIIOOGBIM MHBA3MBHBIM MEeAUIIMHCKIM
BMelllaTeIbCTBaM He pekoMeHAyeTcsi BBOOUTh cI'KC M aHTUTMCTaMMHHbIE MperapaTbl Ajist
CUCTEMHOTO MPUMeHeHMs 1JIsT PO IIaKTUKY Pa3BUTHUS OTEKOB. [2,19]

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTHU OKa3aTEIbCTB 5)

o Bcex maumeHtam ¢ HAO I u II TuIOB, MpOXOOSIIMX JIIOOble MHBAa3MBHBIE MEIVIIVHCKNE
BMeIIIaTeTbCTBA, PEKOMEHAYETCS 06eCIIeUnTh IIpernapaTaMy IJis KyIMPOBaHUSI HE MeHee 2-X
SKM3HEYTPOKAIOUIMX aTaK: MKATUOAHT My uHruouTop Cl-scTepasbl uenoBeKa (IIPUIOKEHME
b-4).[1,2,78]

YpoBeHb yoenuTeIbHOCTU pekoMeHAauuii C (YypOBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB 5)

KommenTapumn: Jliobas npouiakmuueckas npemedukayus He UCKaudaem paseumus «npopbl8HbIX»
npucmynos, no3momy nayueHmst 00JHHbl 0CMABamuvcsi 100 HAGNOeHUeM, NPU IIMOM OONHCHO OblMb
docmynHo nposedeHue mepanuu, HanpasieHHol Ha KynuposaHrue npucmyna.[96,97,100]

ZokasamensHoli 6asel 0 Heob6xodumocmu u 3pgekmusHocmu KpamrocpouHoli NpoQuIakmuku y
nayuermos ¢ HAO 6e3 decpuyuma C1-HHI Hem.[105]

3.3 JonrocpouHasi mpoduiakTuKa

OcHOBHag 3amava nom‘ocpoqﬁof/l HpOd)I/II[aKTI/IKI/I — YMEHblIIeHNMe YaCTOTbl M MHTEHCUMBHOCTI
atak HAO M MuHUMMM3ALUS BIUSHUS 3a00/eBaHMsI Ha TIOBCEJHEBHYIO aKTMBHOCTL IallMe€HTa.
Tepanmo pPeKoMeHayeTCsad MHAUBUAYA/IM3UPOBATb B 3aBUCUMOCTU OT 0COOEeHHOCTEel TeueHus,



HaIMuMsl TIPOTMBOTIOKA3aHUIA, TEXHUMYECKUX BO3MOXKHOCTel [Jisi TOAyuyeHUs] TOW WU WHOM
Tepanmuyu. YeTbipe TIPYIIIbl IIperapaToOB pPEKOMEHAOBAHO MWCIIO/Nb30BaTh IJISI LOATOCPOYHONM
npodwiaktukuy HAO I, II tuma (tabauua 7): maHasos, #mperapaT uHruoutopa Cl-scTepassl
yejioBeKa, #TpaHeKcaMoBast KUCJIOTa**, #1IrporecTareHsl.

Tabnuia 7. IlpemapaThbl, Ha3Hauaemble maimedtaMm ¢ HAO I u Il TUIIOB IS JOITOCPOYHOI
MPODWITaKTUKH.

Mpenapatbl B3pocnbie Aetun

[aHazon 100 mr yepe3s 1 geHb — 600 Mr/cyTku TONbKO AeTsM, AocTurwmMm Vo ctaamm MosoBoro
cospeBaHus no TaHHepy

#2,5 wmr/kr maccel Tena  (MakcuManbHas
ofHOKpaTHas Ao3a 200Mmr)

#TpaHekcamoBasi kKucnora** 30-50 Mr/kr maccbl Tena, pasfeneHHbiXx Ha 4 Crapwe 3-x net: 20-40 w™r/kr Maccel Tena,
npuvema (8o 6 r paszeneHHbIX Ha 4 npvema

#WHrnbutop Cl-actepasbl 500-3000 ME B/B 2 pasa B Hefeno 20 ME/kr maccel Tena 2 pasa B Heaeno

#MporecTareHsbl ToNbKO AN XEHLMH AETOPOAHOrO BO3pacTa. He npumeHsioTcs

CornacHo MHCTPYKLUK K KOHKPETHOMY
npenapary

o Bcem maumeHtam ¢ HAO I u II TUIIOB peKOMEHIyeTCsl OILleHMBATh HEOOXOOMMOCTh
Ha3HAuUeHMs MMPEnapaToB JJIsl TOJITOCPOYHON TPOMIMIAKTUKM HA KaXkaoM BusuTe.[1,78]

VYpoBeHb YOeaUTeIbHOCTY peKoMeHAanuii — C (YPOBEHB JOCTOBEPHOCTHU TOKA3aTEIBCTB — 5)

o Bspocibim nanyerTam ¢ HAO I u II TMITOB ITpy HEOGXOAMMOCTY MPOBENEHMsI TOJITOCPOUHOIA
MpOoPWIAKTUKY DPEKOMEHAYeTCs Ha3HaueHue AaHasoja (JO3MPOBKM CMOTpPM B Tabiuiie
7,ipunoxkenne A4, npuiaoxkenne A5) 1jist mpodMIakTUKY pa3BUTHS OTEKOB.[106—-108]

VpoBeHb yoeaUTEeTbHOCTY PeKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 2)

KommeHTapum: daHason HazHauawom 8 cmapmosoti doze 200-600 mez 8 cymKu, a 3amem nNocmeneHHo
CHUXcaiom 003y 00 MUHUMANbHOU Heo0X00uMoilli 0711 0mcymcmeus KAUHUYECKUX NpPOsi8aeHUL
3abonesaHus. BoamoxcHa anemepHamueHas cxemd: Ha4aio mepanuu ¢ He6onbuloli d03sl npenapama c
nocmeneHHolM ygenuueHueM. B niobom ciyuae Heob6x00uMO 8bl8UMb U NPUMEHSMb HAUMEHBULYIO
apgexmusHyro o3y, umo no360Jisiem CHU3UMb PUCK pazeumust No60UHsIX Ippexkmos. [1,2,19,78]

o [lamnyeHTaMm, IOAYYAIONMM JaHa30/I B KaUeCTBE JOJITOCPOUYHOI TPOGMIaKTHUKY, ITepe, HauaJIoM
Tepanuy M Ha MPOTSDKEHMM BCEro Iepuoma IpueMa IperapaTa peKOMEHIyeTcsl IIPOBemeHe
PeryyisipHbIX 00C/IeIOBaHMIi /IS OLEHKM HaJIMuMs MPOTUBOIIOKA3aHMIT ¥ KOHTPOJISI TTOOOUYHBIX
addexToB (mpuiokeHne A4, mpuwioxenue A5). [1,2,19,78,109]

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

e Jlersim ¢ HAO I u II TMIOB TIpy HEOOXOAMMOCTM TIPOBEIEHUST JOATOCPOUHONM MPOGUIAKTUKN
peKkoMeHIyeTcss HasHaueHue #uHrub6urop Cl-acTepasbl uenoBeka sl TPOMMIAKTUKMA OTEKOB.
[2,19,42]

VpoBeHb yoeauTeTbHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

e JleTsaM, mOCTUTIIMM V CTaauyu I0J0BON 3penoctu mo TaHHepy, ¢ HAO I/ II TumoB mpu
He0o0XOAVMOCTY TIPOBEeNEeHMsI IONTOCPOYHON INPOQWIAKTUKYM pEKOMeHAyeTCsl HasHaueHue
#nmaHasona sl MPoUIAKTUMKM OTEKOB CTPOrO IO JKM3HEHHBIM II0Ka3aHMsIM (YacTble
penMUMOMBUPYIOLIME OTEKM, B TOM 4UMCIe >KMU3HEYTPOXKAIoIle JIOKalIM3aluu) € IMOoL60pOM
MMHMMAaJIbHO He06XOAIMOI 03Bl 110 pellieH!I0 BpaueGHoi Komuccun. [1,42]

VYpoBeHb YOeaUTEIBHOCTY peKoMeHauuii — C (YpOBEHb JOCTOBEPHOCTHU TOKA3aTE/IBCTB — 5)

KommeHTapum: daHason MoxHO HasHauams demsm, docmuewum V cmaduu nonosoii 3peanocmu no
TauHepy, off label monvko 6 cnyuae, kozda hois3a om npuema npenapamos npeewvluiaem puck
(wacmole, mscesible 0OMEKU, 8 MOM UUCE HU3Heyzpoxcaowell 1okanuzayuu). Pekomendyemas dosa 2,5
Me/ke OaHaszona ¢ nocnedywoujeli Koppekyueti mepanuu 00 MUHUMAIbHOU 3pdekmusHoli 003bl
(makcumanvHas ooHokpamHas 0o3a cocmasnasem 200 mez/cym). IIpumeHeHue dana3ona y demeli
mpebyem mujamensHoz20 KOHMpons 6ezonacHocmu. [1,42]

e BspocibiM naiyeHTam u getsm ¢ [ u I Tvia mpy HeoO6XOAMMOCTM TTPOBEIeHMSI JOTOCPOYUHOM
MPOoMWIAKTUKM PEKOMEHIYeTCS] Ha3HaueHMe TPAaHeKCaMOBOV KUCIOTHI™ mjsi MpoduIaKTUKU
pPa3BUTHSI OTEKOB (JO3MPOBKM CMOTPY B Tabnuiie 7, nmpunoxkenue A4, npuaoxkenue A5).[111]



VpoBeHBb yoeauTeIsHOCTU pekoMeHganuii — C (YPOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB -4).

KoMmMeHTapum: mpaxekcamosas Kucioma umeem 0osnee 8blCOKUll npoguns 6Ge3onacHocmu no
CpasHeHuio ¢ 0amasonoMm, 00HAKO 6 Kauecmee 007120cpouHoli npogunakmuxku HAO apgexkmusHsi
MOJIbKO Y HeOO0JIbLI020 YUCAA NAYUeHMO8. Yuumsleast 803MOMCHOE 8JIUsHUE AHMUPUOPUHONUMUUECKUX
cpedcmes (#mpaHekcamosas Kucioma**) Ha ceepmulearnuiyro cucmemy Kpoeu, 6cem NayueHmam,
nojyuarnwum avHmugubpuHonumuueckue cpedcmea 8 Kauecmee 00N20CPOUHOL NPOPUIAKMUKU,
pexkomeHdyemcs npotimu 06ciedoeaHue HA HaIuuue NPomueonokasavuli K npuemy OaHHOU zpynnbl
npenapamos. [1,2,37,112]

e [laumeHtam crapuie 18 JeT C TSOKENBIM TedeHMeM 3a00eBaHMs IIpU  HeOOXOIMMOCTU
MpOBeIeHNUsT NOIATOCPOYHONM TPOGWIaKTUKM peKOMeHIyeTcss HazHaueHme #uHruburopa Cl-
3CTepasbl [IJIsl TOJITOCPOYHOI MPOPMIaKTUKY OTEKOB (Tabmuiia 6).[2,19,42,113,114]

VYpoBeHb y6eauTeaTbHOCTH pekomMeHanuii C (YPOBEHb JOCTOBEPHOCTH JOKA3aTeIbCTB 4)

KommenTapum: npenapam uxeubumopa CI1-acmepa3sst uesogeka o6aaddem HAuLyduwium npoguiem
6e3onacHocmu U3 ecex npenapamos onst d0J120CpoUHOL NPOPUIAKMUKU, OH NPOOEMOHCMPUPOBAJL CB0I0
8bICOKYI0 0€30NaAcHOCMb KAk 8 00weli nonyasyuu nayueHmos [50], max u 6 omoensHsIx epynnax: demu,
nodpocmku, GepemMeHHble HeHUUHbL, Noxcunble 100U cmapuie 65 nem. [73,115,116] Jnsa docmuxceHus
KHeenaemozo apgpexma 003y pekomeHdyemcsi adanmuposams K UHOUBUOYANbHBIM NOMPEOHOCMAM
nayuenma. [2,19,42,113,114]

e TMaumentkam B Bospacte ot 18 mo 45 et ¢ HAO I u II TumoB npu HeoOXOAMMOCTH IIPOBeIeHMs
IIOJITOCPOYHOI TPOGUIAKTUKY PeKOMeHAYeTCs Ha3HaueHMe #11porecTareHsl AJIsl TOJITOCPOUHOM
MPOGUIAKTUKY OTEKOB (HO3MPOBKM CMOTpYM B Tabiuie 7, mpuioxkenue A4, npuiaoxkenue A5,
npuwiokenue A6).[117-119]

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB -4)

KommeHTapumn: Ha3snaueHue #npozecmazeHvl B03MOMCHO IMOJNbKO NOCIe KOHCylbmayuu epaud-
2UHEKo/I02d, C KOMopsiM 8 OdJibHelieM NIAHUPYemcss CcoemMecmHoe eedeHue NayueHmxu.
#IIpozecmazeHsl 0KA3b18AI0M NONOHCUMENbHDIT I)Pekm Ha meueHue 3a60J1e8aHUs1 8N10Mb 00 NOJHO20
omcymcmausi omékoe 6e3 Heobxodumocmu npuema dpyeux npenapamos 6osee, uem 8 60% ciyuaes (a
npu npueme #npozecmazeHos8 C 8bIPAMEHHBIM AHMUZOHAOOMPONHBIM I pexmom — Gonee uem 8 80%
cyuaes). [117,118] Ipenapamamu 8v160pa s18A10MCs #npozecmazeHst 8 8ude MOHONpenapamos (mak
Kak npuem acmpozeHos nayuenmam ¢ HAO 3anpewen). [117,120-122]

¢ Bcem mammenTtam ¢ HAO I u I Tma pekoMeHayeTcsl OleHUBaTh 3G(OeKTUBHOCTD ITOI0OPaHHOI
Tepalnuy Ha KaKIOM BU3UTe He pexe 1 pasa B 3 mecsua sl ONTMMMU3AUMM Tepanuu IJisl
KOpPEeKI MM 03Bl /UM UHTepBaja BBefeHus npemnapara.[1,123]

YpoBeHb YoeauUTeIbHOCTY peKoMeHAanuii — C (YPOBEHb JOCTOBEPHOCTH JOKAa3aTelIbCTB -5)

e Bcem nmauyenTtam ¢ HAO I u II Tunma He pekoMeHIyeTcCsl NpepbIBaTh MpUeM MIpernapaTtoB IJis
JIOJITOCPOYHOV TPOoMUIaKTUKM Ha BpeMsl IpueMa IpernapaToB [js KYNMPOBAaHUSI OTEKOB U
KPaTKOCPOYHO! TPOOUIAKTUKMA [AJiT OOCTUKEHMSI JIy4ylllero KOHTPOJSI HaJ, aKTMBHOCTbIO
3a6omeBaHus.[124]

VpoBeHb yOeAUTEeTbHOCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTY OKA3aTEIbCTB -5)

e TMaumentam ¢ HAO 6e3 meduinta C1-MIHI' pekomMeHOyeTcsl MCIOAb30BaHMe #TPaHEKCaMOBOL
KUCTOTBI™* [Jis MPOGMIAKTUKY Pa3BUTHSI OTEKOB. [21,83,92,125]

VpoBeHb yoeauTeIbHOCTY pekoMmeHganmuii — C (YpoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB -4)

sk

Kommenrapumn: YV nayuenmos ¢ HAO 6e3 deuuuma CI-HHI #mpanexkcamosas kucioma** 6osee
appexmusHa, uem y nayuermos ¢ HAO I u II muna. Pexomendyemas do3upoexa om 1,5 do 4 2/cymxku.
[21,92,125]

e [MaumenTtkam B Bo3pacTe oT 18 mo 45 mer ¢ HAO 6e3 medwuiura CI1-MHI pekoMeHOyeTCs
JCIIOb30BaHMe #IIPOrecTareHoB st MPOGUIAKTUKY Pa3BUTUSI OTEKOB (MO3MPOBKY CMOTPU B
Tabnuie 7, npuiaoxkenue A4, npunoxkenue A5, npunosxkenue A6).[92,117,125]

YpoBeHb YOeauUTeIbHOCTY peKoMeHaanuii — C (YPOBEeHb JOCTOBEPHOCTH TOKAa3aTe/IbCTB -4)



e TMaumentam ¢ HAO I u II tuna u manyentam ¢ HAO 6e3 geduunra C1-MHI He peKOMeHIyeTCst
WCIIONIb30BaHMe aHTUTMCTAaMMHHBIX TIpernapaToB AJjs cucteMHoro npumeHenus u cI'KC mst
JOJITOCPOYHOI MpoIIakTUKN.[92,126]

YpoBeHb YoeauUTeIbHOCTY peKoMeHAanuii — C (YPOBEeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB -4)

[1] Ha Ttepputopuu PO 3apeructpupoBaH ToOibko uHru6uTOop Cl-acTepasbl uenoBeka st
BHYTPMBEHHOTO BBeIEeHMSI, TO9TOMY 37eCh M Jajee OyoeT yKasbIBaThCs IpernapaTr MMeHHO IJis
BHYTPVBEHHOI'O BBeeHMSI.

[2] CBeske3amopokeHHasl IJla3Ma OJKHA MCIIONb30BATHCSI TOJNIBKO TIPU OTCYTCTBUM OBICTPOTO
JOCTyTa K Teparnuu ¢ JAoKa3aHHO# 3¢ deKkTuBHOCThIO (MKaTMOAHT, KOHIIEHTpAT MHruoutopa Cl-
3cTepasbl UejoBeKa) M He MOXKET pacCMaTpUBATHCS KaK SKBMBAJIEHT IaTOT€HETUYECKON Tepanumn
(KaK B KOHTEKCTe KyImMpOBaHMS OTEKOB, TaK ¥ B KOHTEKCTe KPAaTKOCPOUHOI MPOGUIAKTUKN), TaK
KaK He CTaHJapTU3MpOBaHa MO KojauvecTBy uHruburopa Cl-acTepasbl ¥ KOMIIOHEHTOB
MOTeHI[MaJIbHO CITOCOOHBIX BbI3BaTh AO y matineHTa ¢ HAO.

[3] TonmbKO AJ151 )KeHIIMH NeTOPOLHOIO BO3pacra.



4. PeaOunuranus

He paspaborana



5. IIpodunakruka

e Cembsim ¢ HAO I u II tuma u HAO 6e3 medwurmra C1-VIHI' pekoMeHAyeTCs IPOBeAeHNE
KOHCY/IbTAllMY Bpayva-TeHeTHKa C IeJbl0 ToMydeHuss MHGOpMAaluyu O TUIAHMPOBAHUM CEMbM.
[54,127]

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB -5)

Kommenrapum: y nayuermos ¢ HAO I u II muna eeposmHocms poxcdeHus pebeHka ¢ n0J0OHbIM
3abonesaruem cocmasasem 50%. [127] ¢ HAO I u II muna u HAO 6e3 depuyuma CI-MHI ¢
8bls81eHHOll mymayueti 8 00Hom u3 2eHos (SERPINGI, nnasmuHoreHa, XII ¢gakropa cBEpPThIBaHUS
KpPOBY, AHTUIIOITMHA-1) 803MOMHO nposedeHue NPeHamanvHoli OUAZHOCMUKU C Yelbl0 peuleHusl
gonpoca 0 npodonxeHuu OepemeHHocmu. MoJieKyisipHO-2eHemuueckoe mecmuposaque Ha
cneyuuueckyio Mymayuio npogooumcs ¢ Kiemxkamu u3 o6pasya 80pCuH XOpuoHd, 83smozo nocie 10-i
Hedenu OepemeHHOCMU unu u3 06pasya OKONONJI00HbIX 600, nocie 15 Hedenu OGepemeHHOCMU.
[19,42,54,127]

e Pexomennyercsi uHopMmupoBaTh mnanyeHToB ¢ HAO o0 Bcex BO3MOXKHBIX TpUITEpax
3a60/1eBaHMSI C [IeTbI0 MAKCMMATbHOTO OTPAHNUEHNS X Bo3aeiicTBus.[31,80]

VpoBeHb yoeauTeIsHOCTU pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JIOKA3aTEIbCTB 4)

e Bcem mnaumeHtam ¢ HAO He pekOMeHAyeTCS MCHOJb30BaHME TIIpernapaToB W3 TPYIIIbI
MHTUO6UTOPOB AIID 1 aHTOTOHMCTOB PelenTOPOB aHTMoTeH3MHA Il ¢ 1eNblo pesoTBpaIeHNUs
poBOKaLuy OT€KOB.[1,80,123]

VpoBeHb yoeauTeIbHOCT pekoMeHganmii C (YypoBeHb JOCTOBEPHOCTH TOKa3aTeIbCTB 5)

Kommenmapuu: npenapams! u3 0aHHulx 2pynn npueodsm K HAKONJIEHUK OpadukuHuHd, no3momy
Mo2ym Cay#ume pakmopamu, ymsaxenrsowumu meueHue 3a007€8aHus U s8UMbCS mpuezepamu
passumus pamaneHolx amax. [1,80,123]

e Bcem mammentam ¢ HAO I u II tuma u ¢ HAO 6e3 pedwuiura C1-IHI' He peroMeHIyeTCs
JCIIONIb30BaHMe 3CTPOTEHOB B CBSI3M C PUCKOM BO3HMKHOBEHUS KM3HEYIPOXKAIOUIMX OTEKOB.
[80,118,128]

VYpoBeHb yoeauTeIbHOCTU pekoMeHAauuii C (YypoOBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB 4)

KommenTrapumn: Y 80 % nayuenmok ¢ HAO nabniodaemcs yxyouieHue meueHus 3a060Jie8amus Ha poHe
npuema 3CmpozeHo8 (8KawUA KOMOUHUpOBaHHble npenapamst) [118]. Heobxodumo 3ameHums
acmpozeH, Ha npozecmazen.[80,118,127,129]

e Bcem mnaumentam ¢ HAO pexomeHIyeTcsl NpOBeleHMe BaKUMHALUM B COOTBETCTBUU C
HamuoHanbHBIM =~ KaleHAapeM  HPOQWIAKTMUECKMX  IPUMBMBOK AT IPOGMIAKTUKYI
BaKIMHOYIIpaB/IseMbIx MHbeKumii.[1]

VpoBeHsb yoeauTeIsHOCTU pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JIOKA3aTENIbCTB 5)

e Bcem maumeHTam ¢ HAO pekomeHAyeTCs MpoOBeleHMe BaKIMHALMM OT rematuta B mis
CHIKEHMSI PUCKA 3apakeHUS] 3TMMM 3a00/eBaHUSIMM B pe3yJlbTaTe TPAHCMUCCUM 3TUX
MHQEKINI ¢ IperapaTamMmu KpoBy (B 0COGEHHOCTM CBEXe3aMOPOKeHHOI Mmaa3mbr).[1]

VpoBeHb yoequTeIbHOCTY pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTH IOKa3aTEIbCTB 5)

OpraHusanyus okasaHUs MeIUIIMHCKOM ITOMOIIN

e Bce ManMeHThl C PEUMUIMBUPYIONMMM AHTMOOTEKAMM OKHBI ObITh MPOKOHCYIBTUPOBAHbBI
BpPavuOM-aJIeProJI0rOM - MUMMYHOJIOTOM.
o [loc/e OCTaHOBKM AMAarHo3a MalyeHT:

¢ JIo/DKEeH TOYYUTh MACIOPT 60bHOTO HACIeACTBeHHBIM aHTMooTéKOM (ITpuioskeHne B-2);
¢ Jlo/oKeH ObITh BHECEH B PETMCTP peldkux (opdaHHbIX) 3a6oneBannit Munsapasa PO.



e [lauueHT C YyCTaHOBJIEeHHbIM Auar{Ho3oMm HAQO [omkeH HaXOOMUTCS TOJL [AUCIAaHCEPHBIM
Hab/MoieHeM Bpava 0 MeCTY JKUTEIbCTBA U SIBJISITHCS AJIT KOHTpOssT Tepanuu 1 pas B 3
Mecsiia. [Ipy KOHTPOJILHOM IMOCELeHMM Bpaya JO/DKHbI ObITh 3aPErMCTPUPOBAHbI JIOKAIM3ALIS,
yacToTa M TSDKECTb CUMMIITOMOB, YacTOTa MCIONb30BaHUSI U 3(PGHEKTUBHOCTb Tepanuu Ijist
KyIIMPOBAaHMUS OCTPbIX MPUCTYNOB. Heo6X0AMMO MPoBeCTM 061N OCMOTP U COOTBETCTBYIOIIEE
ynabopaTopHOe ob6cieIoBaHMe.

e B coorBetrctBuM c IlocraHoBieHuem IIpaButenbctBa PO or 26.04.2012 N 403 "O mopsiake
BeneHus PenepasbHOrO PErucTpa Jini, CTPAfaloiUX KMU3HEYTPOKAUIMMU Y XPOHUYECKUMU
MPOTPECCUPYIOIIUMU pPeqKuMU (OpaHHbIMM) 3a60/I€eBaHMUSIMU, IPUBOASIIINMI K COKpAIIeHNI0
MPOAO/DKUTENBHOCTY SKM3HY IPasKIaH WIM UX MHBAIUOHOCTY, Y €T0 PETMOHAIbHOTO CeTMEeHTa"
(Bmecte ¢ 'llpaBunammu  BemeHus  DedepasbHOTO  perucrpa Jull, CTPagarolnX
SKU3HEYTPOKAIOIIMMY UM XPOHUUYECKUMU  TPOTPECCUPYIOIIUMU  peakumMu  (opdaHHBIMU)
3a60/1eBaHUSIMY, TIPUBOISIIMMY K COKPAIEHUIO TTPOAOKUTEIBHOCTY KU3HU IPAKAAH UIU UX
MHBAJIMIHOCTY, ¥ €ro perMoHaJbHOTO CermMeHTa"') TAalMeHT JO/DKEH ObITh o0becrieueH
rperiapatamMmu Ijsi MpoGWIaKTUKM U TpernapatamMmyu [Ijsi KyImMpOBaHMsSI OCTPBIX COCTOSTHMUIA. Y
MamyeHTa Ha pyKax BCerga JO/DKHO ObITh IMperaparhl AJid KyMMPOBaHMS He MeHee ueM JIBYX
arak: MKaTMOaHT My uHrnouTopa Cl-screpassl uesoBeka u3 pacuera 20 ME/Kr macchl Tesna.
[Ipy MCIIONB30BAHUY TIPENapaToB MalVeHT JO/KeH ObITb MM BHOBb obGecrieueH. [TanyeHTbI
JIOJDKHBI ObITh 00YUYeHbI TEXHMKE BBeJIeHMSI PerapaToB.

[TameHTaM C YCTAHOBJIEHHBIM AMArHO30M JOJIKHBI ObITh BBEIEHBI IIPerapaThl [jist KYIMPOBaHisI
KU3Heyrposkaomux orékoB (Mkatmbant miau uHrmoutop Cl-scTepassl ueoBeka), KOTOpbIe
MPeIoCTaBIU/I CaM IMallMieHT B CJIy4ae OTCYTCTBMS STUX IIPErapaToB B MeAUIIVHCKOM YUPEsKIEeHNUA.

I[TokaszaHus K IJIAaHOBOM rocnuTaaAn3alun

[Tpu HeahHEKTUBHOCTY TTPOBOAMMOI Tepamuu, aluyeHTaM ¢ TsokeabiM TeueHrieM HAO mnokasaHa
TrOCIUTAIM3alMsg B CTallMOHAp [Ji KOPPEKIMM TaKTUKM JIeYeHUs] U  OTpeIeeHust
MHIMBUAYAIbHO T03BI.

ITokazaHus K SKCTpeHHOﬁ rociauTajansanmnun

e Hanmuuue mpu3HAKOB KOMIIPECCUM [bIXaTeJbHBIX IIyTel SIBJASETCS TOoKa3aHueM i
roCIMTaan3aluu B CTalloOHap;

o Tspkernast abmoMMHaIbHAs aTakKa SIBJISIeTCS [TOKa3aHyeM JJIsl TOCIIUTaaM3aly B CTalloHap;

e OTCyTCTBME WIM HEOOCTAaTOUHbIN 3ddeKkT amOyaaTopHOro jedeHus rnpu Tsokenom AO mim AO
SKM3HEYTPOsKAIOI el JIOKaIM3aI[UHA SIBJISIETCS TOKa3aHMeM JJIs TOCITUTAAN3aIMM B CTallIOHAP.

ITokazaHusI K BbIMMCKE MMallMeHTa U3 cTanMoHapa

e KymnupoBaHMe OTEKA;
e Tlombop amekBaTHOI 3(pheKTUBHOI Tepanun



6. JonmomHuTeIbHasA MHGOpMaIs, BAUIIONIas Ha
TeyeHye U ¥ICXO0M 3a00/IeBaHuS

6.1 IIporuos

e OTEK ropTaHy MpyM HEOKA3aHMM CBOEBPeMEeHHO U aJleKBaTHOI Tepanum daTaieH.
o [IporHo3 6IarOTIPUSTHBIN IPY aleKBATHO MTOKM3HEHHOI TePaTIN.

6.2 bepeMeHHOCTb U POADI.

BepemenHocmb Henpedckaszyemo eJiusiem HAa meueHue 3a601e8aHuUsl U MOXem CMsi2uams, YMsiieasimo
UIU He 0Ka3wvleams HUK020 803deticmeus. Kpome mozo, meueHue npedvidyweli bepemeHHOCMU He
no3eosnsiem npozHo3uposams meueHue ciedyroweti.[1,118,127]

e BepemenHbiM >keHIMHaM ¢ HAO I wm II Tuma pekOMeHIyeTCs COBMECTHOE BeleHUe
6epeMeHHOCTM TI0f, HaOJIoIeHNeM ajuleprojiora-uMMYHOJIOra ¥ aKyliepa-TMHeKojora [IJjist
CHVDKEHMS PUCKa OCJIOKHEeHMIA.[1]

VpoBeHb yoenuTeabHoCTH pekoMmeHganuii C (YypoBeHb JOCTOBEPHOCTH SOKA3aTe/lIbCTB 5)

e BepemeHHbIM U KopmsauuMm XeHMHaMm ¢ HAO I u Il Tuma pekomeHIyeTCs MUCIIOIb30BaHME
unrubutopa Cl-acTepassl UeoBeKa JijIsl KyIMpoOBaHMs OTEKOB [1,127]

VpoBeHb yoeauTeIbHOCT pekoMeHganmii C (YypoBeHb JOCTOBEPHOCTH I0Ka3aTeIbCTB 5)

e Bepemennbix keHmuH ¢ HAO I u II Tuma pekomeHpmyetcst obecrieunTtb MHrn6muropom Cl-
3cTepasbl [IJIs paHHero KyIMPOBaHMS OTEKa U IIpefoTBpalleHus GaTtaabHoro ucxona. [1,127]

VpoBeHBb yoenuTeIsHOCTU pekoMeHganuii C (YypOBEHb JOCTOBEPHOCTHU JIOKA3aTeNIbCTB 5)

e BepemeHHbIM KeHIMHaMm ¢ HAO I wu II Tuma pekoMeHAYyeTCsl WMCIOJb30BaHUeE
CBeKe3aMOPOSKeHHO TIa3Mbl IJISI KyIIMPOBAHMST OTEKOB M IIJISI KPATKOCPOYHOI MPODIMIaKTUKA
B cTy4ae oTcyTcTBus mHTMOmMTOpa Cl-3cTepaspr.[1,127]

VpoBeHb yoeauUTeIbHOCTY pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH I0KA3aTe/bCTB 5)

e BepemeHHBbIM U KopmsuuM XeHimHaMm ¢ HAO I u Il Tuma pekomeHIyeTCs MCIIOIb30BaHUE
unarn6muropa C1-3cTepassl UesoBeKa 1JIs KpaTKOCPOUYHOI TPOPIIIaKTUKY OTEKOB. [127]

VpoBeHb yoeauTeIbHOCTY pekomeHnganuii C (YPOBEeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB5)

¢ BepeMeHHBIM U KOpMSIIMM XeHiyHaMm ¢ HAO I u 11 Tua npu Heo6X0aMMOCTY AOITOCPOYHOI
NMpodUIAKTUKY PEKOMEHAYeTCS MCIIoNb30oBaHue #uHruburopa Cl-acTepasbl ueloBeka.
[1,127,130,131]

VpoBeHb yoeauTeTsHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKA3aTEIbCTB 4)

Kommenrapumn: uneubumop CI-acmepa3swvl uenoseka Haubosee 6e30ndacHslli npenapam, Komopolii
Moxcem Oblmb UCNOb308aH Y OepemMeHHbIX U KopMAWux yxeHuuH.[115]

e BepemeHHbIM U KOpMSIIMM XeHIMHaM ¢ HAO I u II Tumna npu HeTsDKeIoM TeUeHUM U XOpOoLIei
[epeHOCUMOCTY  pPeKOMEHJIyeTCsl ~ MCIIOAb30BaHMe  TPAaHeKCaMOBOW  KUCAOTBI™*  mjist
JLOJITOCPOYHOE TTpodytakTuku. [1,127]

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTHU OKa3aTEIbCTB 5)

e bepemeHHbIM XeHiyHaM ¢ HAO I u II TMna HacTosITeIbHO HE PEKOMEHIYETCS UCIIONb30BaHMe
#maHa3oJia IJIst TOJITOCPOYHOI M KPaTKOCPOUHO# mpodmmnakTuku.[1,127]

VpoBeHb yoeaquTeIbHOCT pekoMeHganmii C (YypoBeHb JOCTOBEPHOCTH TOKa3aTeIbCTB 5)



KommenHTapum: #0aHa3on kamezopuuecku 3anpeuieH 0Jis UCNOIb308AHUSL Y OepeMEeHHbIX U KOPMAUWUX
MEHWUH Ha 8ecb nepuod OepeMeHHOCMU U JaKmauuu, maxk Kak #0aHason npoHukaem u uepes
naayewmy, u 8 2pyoHoe monoko. K ux noGouHsimM apdekmam omHOCAMCA MACKYAUHU3AYUS NA00d
JHCEHCKO020 NoJia, niaayeHmapHas HedocmamouHocms u 3adepxicka pocma nioda. Ecnu nayuenmka c
HAO, nonyuarowas 6 Kauecmee 0asucHoli mepanuu #0awaszon, niaHupyem 0OepeMeHHOCMb,
Heo6x00umo 3apaxee nodobpams opyzyr cmpamezuro 00120CpouHol npopunakmuxu. [1,127]

e BepemenHbiM nanueHTkaM ¢ HAO I u Il TMna pekomeHzyeTcsl MPOBOOUTH pojopaspelieHye B
cTauyoHape 1jis1 obecriedeHMs! IIOJHOIIEHHOIO KOHTPOJSI 32 COCTOSIHMEM MaTepy M IUIOAA.
[1,127]

VpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB 5)
KomMmeHTapum: memoo podopaspeuteHust onpedensiemcs no akyulepckum noxkasavusm.[127]

e BepemennsiM ¢ HAO I u II Tuma pekoMeHyeTcsi 06ecreunTh JOCTYIMHOCTbh MHruburopa Cl-
3CTepasbl B KOMMUYECTBe IJ151 KyIIMPOBaHUSI He MeHee, UeM [BYX aTak Ha BeCb [epuof, pOLOB AJIst
ero HeMeJJIeHHOTO BBeJeHMsI IIPU Pa3BUTUM OCTPOro npucryna. [1,127]

VpoBeHBb yoenuTersHOCTU pekoMeHganuii C (YypOBEHb JOCTOBEPHOCTHU JIOKA3aTeNIbCTB 5)

o [lepen HeEOWIOKHEHHBIMM eCTeCTBeHHbIMM pomamy TmauueHTkam ¢ HAO I m II Tuma He
peKOMeH/IyeTCsl MCIIOb30BaHMe MTPerapaToB JIs KpaTKOCPOUHOM mpodytakTuku.[1]

VpoBeHb yoeaquTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKa3aTEIbCTB 5)

KomMeHTapum: xoms u3eecmHo, 4mo MexaHuueckas mpasma u cmpecc nposoyupyom ocmpole
npucmynel, 1utls y HeMHozux xeeHujuH AO pazeusaemcs 80 8pems po0os.[118]

e [ManyenTtkam ¢ HAO I u Il Tuna pekomeHayeTcst BBefeHre uHr16utopa Cl-sctepassl uesoBeka
nepen pomaMu B TOM Cily4yae, KOrga CUMMIITOMBI 4acTO BO3HMKA&JIM B TpeTbeM TpPUMeCTpe
6epeMeHHOCT, U eCJIM B aHaMHe3e ITallMeHTKM eCTb yKas3aHMs Ha OTEK ITOJIOBBIX OPraHOB
BCJIE[ICTBME MeXaHMUeCKOii TpaBMbl, a Takke IMepel poaopaspelieHMeM IyTeM KecapeBa
ceuenus. [1,127]

VpoBeHb yoeauTeIbHOCT pekoMeHganmii C (YypoBeHb JOCTOBEPHOCTH TOKa3aTeIbCTB 5)



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM
IIOMOIIM

Kputepumn oneHKy KauecTBa MEeIUIIMHCKOV MTOMOIIY JIJIsI aMOYy/IaTOPHOTO

3BE€HAa
Ne Kputepuun kavectsa OueHka
BbINO/IHEHUS
1 MauneHTy (NpobaHA) BbINMOMHEHO ABYKpaTHOe uccnenobaHne yposHa Cl-uHrnburtopa u Aa/Het

ero yHKUMOHaNbHOW aKTMBHOCTW B KPOBM WAW MAaLMEHTY BbINOMHEHO MCCNefoBaHue
ypoBHsi C1-MHrM6UTOpPa M ero (yHKLMOHaNbHON aKTUBHOCTM B KPOBM B COYETaHUU C
npoBeAeHneM MONIEKYNAPHO-FeHETUYECKUM nccnefosaHnem B rese SERPINGI.

2 MauneHTy (poaAcTBeHHMK naumeHTa ¢ HAO) BbinonHeHo wuccnefosaHue yposHa Cl- [a/Het
MHrMéuTopa M ero @YHKLUMOHANbHOW aKTMBHOCTM B KPOBM WM  MNPOBeAEHO
MONEKYNAPHO-FreHEeTUYECKUM nccnenoBaHue B reHe SERPINGI.

3 NaumneHT ¢ HAO 6bIn obecneyeH npenapaTtamMu ANS KYNMPOBaHWUS He MeHee, YeM [BYX [a/Het
aTak: ukatnbaHT n/unu nHrnéutop Cl-actepasbl Yenoeeka

4 MauuneHT ¢ HAO, npoxoaswmii ntoboe MHBa3MBHOE MeAMLIMHCKOE BMeLlaTenbCcTso, 6bin [a/Het
obecneyeH npenapaTamMu A8 KYNUPOBaHWS He MeHee ABYX XW3HeyrpoXatlmx aTak:
nKaTubaHT unu nHrnbutop Cl-scrtepasbl Yenoseka

5 Nauventy ¢ HAO I » II TMNOB npoBefeHa KpaTKOCpPOYHas npodwunakTuka nepes [a/Het
nobbIMK onepaTtMBHbIMM BMellaTebCTBaMn (B TOM 4ucne mManbiMKU, TakKUMU KakK
CToMaTosiorn4yeckme MaHVII'IyJ'IHLU/Il/I), WHBA3UBHbIMWU MEAULIMHCKMUMU UCCNeA0BaAHUAMN.

6 MposBeaeHa KOHCYNbTaums BPayoM-X1Mpyprom nauneHTy [ BbIpaXXEHHOM [a/Het
abJoMWHanbHOM aTakom

7 NauveHtka ¢ HAO Ha nepuos 6epemeHHoCTM 6bina obecneveHa WHrM6utTopom Cl- [a/Het
3CTepasbl YesnoBeka

8 Nauventka ¢ HAO Ha nepuoa pogos 6bina obecneyeHa uHrnbutopom Cl-3cTepasbi [a/Het
yesioBeka A9 KynvpoBaHUs AByX aTak

9 MauneHty ¢ HAO, nonyvawoowemy Tepanuio UHrMbutopamm ATM®, aHTOrOHWUCTbI Ja/Het
peLenTopoB aHrMoTeHsunHa II, BbiNofHeHa OTMeHa 3TUX npenapaTos

10 MauneHt ¢ AO B obnactu roptaHv nNpu HapacTaHUW OTEKa WU HeaPPEeKTUBHOCTU Ja/Het
I'IpOBO,ElIAMOI;I Tepanuu rocnuTanM3npoBaH B OTAENEHUE OTOPUHONIAPUHIONIOrUKN Unn
peaHnMaLVoHHOe oTAeNneHne

11 MauneHTy BbINONHEHO OMNpeAeneHne OCHOBHbLIX rpynn KpoBu no cucteme ABO wu Ja/Het
onpeneneHune aHTureHa D cuctemsl Pesyc (pesyc-dakTop)

Kpurepuu oieHKM KauecTBa MeIUIIMHCKOM ITOMOIIY JJISI CTAallMOHAPHOTO

3BE€Ha
Ne Kputepun kavectsa OueHka
BbINONTHEHUSA
1 MaumneHTy ¢ 0TéKaMu, CNOCOGHBLIMU NMPUBECTU K acduKcumn, abaoMuHanbHbIMM atakamn | [a/Het

1 nepudepuyecknMm 0TEKaMmn, CONPAXEHHbIMU C PUCKOM Pa3BUTUS OCIIOXKHEHWI Bblan
BBEAEHbI npenapartbl 4719 KynnMpoBaHUsa OTEKOB He nosgHee 30 MWH nocne nonagaHus
nauveHTa B fe4ebHo-NpodrnaKkTUYecKoe yupexaeHue.

2 MauneHTy C OTeKa BEPXHWX AbIXaTesbHbIX MyTel BbIMOSIHEHA KOHCyNbTauus Bpayom- | [a/Her
OTOPUHOIAPUHTONIOFOM U/WUW BPaYoM-aHEeCTE3M0sI0roM-peaHnMaTosIoroM.

3 MauneHTy C BbIpaXEHHOW KOMMPECCUENR AbIXaTebHbIX MyTed Npu He3MdEKTUBHOCTH [a/Het
nposoaMMoun Tepanuun 6blna BbINOMHEHA KOHVIKOTOMMH/H&J'IO)KGHVIE TanEOCTOMbI/
MHTYyBaums Tpaxeu

4 MposBeaeHa KOHCYNbTaums BPa4yoM-X1Mpyprom naumneHTy [ BbIPaXXEHHOM [a/Het
abJoMMHanbHONM aTakom

5 NauveHty ¢ HAO I » II TMNOB npoBefeHa KpaTKOCpPoyHas npodwunakTuka nepen [a/Het
nobbIMK onepaTtMBHbIMM BMellaTeNbCTBaMn (B TOM 4ucne mManbiMU, TakKUMU KakK
cToMaTosiorn4yeckme MaHVII'IyJ'ISlLI,VIl/I), WHBA3UBHbIMWU MEAULIMHCKMUMU UCCNea0BaHUAMMN

6 MauuneHTy BbINONHEHO (ecnn He O6bI10  BbIMOMHEHO Ha ambynaTopHOM 3Tane) [a/Het
onpejenieHne OCHOBHbIX Tpynn Kpoeu no cucteme ABO v onpeaeneHve aHtureHa D
cucrembl Pesyc (pesyc-dakTtop)

7 NauveHty ¢ HAO, nonyvawlweMmy Tepanuio 3CTporeHamu, WHrnébutopamu Ao, [a/Het
AHTOrOHWUCTBI PeLLenToOpoB aHrMoTeH3nHa II, BbinonHeHa OTMeHa 3TUX npenapaTos
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LeneBas ayguTOpUs JAHHBIX KIMHUYECKUX DEKOMEHIAIINIA:

® Bpau-aKkyllep-TUHEeKOJIOT;
* Bpay-a/uIeprojaor-uMMyHOJIOT;

* Bpay-aHeCTe3M0JI0r-PeaHMaToor;

® Bpay-racTPOIHTEPOJIOT;

* Bpay-TeHeTUK;

* Bpay-IepMaTOBEHEPOJIOT;

* Bpay-AEeTCKUI XUPYPT;

e Bpau-1a60paTOPHbIN TeHETUK;

® Bpay-HEOHATOJIOT;

e Bpau 00mIeli TPaKTUKY (CEMEIHBIN Bpay);
® Bpauy-OPTOLOHT;

® Bpay-OTOPMHOIAPUHIOJIOT;

e Bpay-lenuarp;

e Bpau-IeauaTp ropofCcKoii (paliOHHBIN);

e Bpay-NeguaTp y4yacTKOBBI;

* Bpay-IIaCTUUYECKUI XUPYPT;

e Bpay 10 TUTMeHe JeTell U MOLPOCTKOB;

e Bpay 10 TUTMEHE TPYAA;

e Bpay 110 00IIel TUTUEHE;

e Bpay [IPUEMHOr0 OTAeJNeHMNS;

e Bpay CKOPOVi MeOUIMHCKO TOMOLIN;

® Bpay-CTOMATOJIOT;

® Bpay-CTOMATOJIOT JEeTCKUIA;

® BpPay-CTOMAaTOJIOr-OPTOIeN;

® Bpay-CTOMAaTOIOT-TepaIleBT;

® Bpay-CTOMAaTONOT-XUPYPT;

* Bpayu-TeparesT;

e Bpay-TepaneBT MOAPOCTKOBBIIL;

¢ Bpay-TepaneBT YYaCTKOBBIIL;

e Bpau-TepareBT YYaCTKOBbII I[€XOBOTO BpaueOHOTO yYacTKa;
e Bpau-TpaHCchy3MOIor;

e Bpad QyHKIMOHAIbHOI AMArHOCTUKM;

® Bpay-xXupypr,

® Bpay-4eIIOCTHO-IULIEBON XUPYPT;

® BpPaY-3HJOCKOINCT;

e (CTapIIMii Bpad CTaHIMM (OTOEeNIeHMs) CKOPOV MeIULIMHCKO TOMOILN;

MeTomonorust pa3spadoTKM KIMHUYECKUX PEKOMEeHIAINI

2 ujieHa paboueii rpymbl (JIaTeieBa EjmeHa AjekcaHapoBHa ¥ MaHTo MpuHa AJyieKCaHIpPOBHA)
He3aBUCUMO [ApPYr OT [Jpyra BBIMOMHSIIM CUCTEMATUUECKMIA IMOMCK ¥ OT6Op MyOaMKaiyi
He3aBucuMo apyr ot apyra ¢ 01.08.2019 o 23.09.2019. ITonck mpoBOAMIICS B TIOMCKOBOJ CUCTEME

PubMed (http://www.ncbi.nlm.nih.gov/pubmed/), KokpaHOBCKOIi 61bIMOTEKE
(http://www.cochranelibrary.com/), = Hay4HOV  32/mekTpoHHOI  O6ubnuoreke  eLIBRARY.ru
(http://elibrary.ru/defaultx.asp), 6ase JIaHHBIX EMBASE

(https://www.elsevier.com/solutions/embase biomedical research), a Takke IO perucrpam
KIMHUYECKUX UcIbITaHuit: https://clinicaltrials.gov/ u https://www.clinicaltrialsregister.eu/ctr
search/search. bbuto HalimeHo 250 my6nukauuii, M u3 HuUX 6bUI0 oTOOGpaHo 110 mybnukanmii. B

CTyyae BO3HMKHOBEHMS PasHOIJIACHii Mpy 0TOOpe My6amMKaiuy IPUBIEKATUCh OCTATIbHbIE UJIEHbI
paboueii rpymmbl. Ha ocHOBaHMM OTOOpPAaHHbBIX MyOIMKaluii 06a 3KCIepTa He3aBUCUMO APYT OT
npyra chopMyIMpOBAIM Te3UC-PEKOMEHAAINY, KOTOpble ObUIM OLIEHEHbI C IOMOIIBIO IIKaJ
OLIEHKM YPOBHE [OCTOBEPHOCTM [A0Ka3aTeNbCTB M METONOB [IMAarHOCTUKM, OL€HKU YPOBHEIi
IOCTOBEPHOCTH mokazaTenbCTB (V) O MEeTOmOB MPOMUIAKTUKM, JIEUeHUST U peaduIuTaIun


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

(MpodUIAKTUUECKMX, JIeUEeOHbIX, peabMIMTALMOHHBIX BMEIIAaTeIbCTB), OLEHKM YPOBHEN
yoenuTenbHOCTH pekomeHpaiuii (YVYP) mast MeTomoB IMpOQUIAKTUKY, TUATHOCTUKM, J€UEHUS U
peabunuraiyyu  (MPOQUIAKTUUECKUX, OUATHOCTUYECKMUX, JIeUeOHbBIX, peabuIUTaAIMIOHHBIX
BMelaTenbcTB). (IIpunoxenne 1, [Ipuioxkenue 2, IIpunoxkenne 3) B ganbHelilieM Kaxaas Te3UC-
pekoMeHanusl Oblla THIATENBHO OOCYKJeHa Ha o6miem cobpaHuu paboueii TPYIIbI, BO BCEX
CTyJasix pasHoraacus 6bLT JOCTUTHYT KOHCEHCYC.

IIpunoskenue 1. llIkana OLEHKM YpOBHEN MOCTOBEPHOCTM OokKaszaTenbcTB (YII) Ans MeTomoB
IVarHOCTUKY (IMarHOCTUYECKMX BMeIIaTelbCTB)

vaa PacwndpoBka

1 CucremaTtnyeckme 0630pbl  WCCNEAOBaAHWA C  KOHTponeM pedepeHCHbIM MEeTOAOM WM cucTemaTuyeckmin  0630p
PaHAOMMU3NPOBAHHBIX KIMHUYECKUX UCCNef0BaHWI C MPUMEHEHNEM MeTa-aHanu3a

2 OTaenbHble WUCCNeaoBaHUS C KOHTposneM pedepeHCHbIM METOAOM Wnin OTAe/IbHble PaHAOMU3NPOBAHHbIE K/IMHUYECKUe
nccnenosaHua wm CVICTeMa:I'VI‘-leCKVIe 0630pb| nccnenosaHum no6oro Aun3anHa, 3a MWCK/KYeHneM paHAOMU3NPOBAHHbIX
KJIMHNYECKNX nccnenoBaHnn, € NnpuMeHeHMeEM MeTa-aHanmsa

3 WccnenosaHusa 6e3 nocnenoBaTenbHOro KOHTpOnsa pECbepEHCHbIM METoA0M MU uUccnenoBaHusa C perEpeHCHbIM METoA0M, He
ABAAOWMMCA HE3aBUCUMbIM OT UCCeayeMoro Metoda WM HEpaHAOMU3UPOBAHHbIE CPaBHWUTENIbHblE UCCeAOBaHWA, B TOM
Yuncsne KOropTHble nccneaoBaHusa

4 HeCpaBHVITe}'IbeIe nccnenoBsaHua, onmcaHue KAmMHUYeCcKoro cniy4das

5 MmeeTtca nuwb o60cHOBaHWE MexaHM3Ma AeNCTBUSA UM MHEHME SKCNepToB

IIpunoskenue 2. Illkana OLEHKM YPOBHEN AOCTOBEPHOCTU OokasaTenbCTB (YII) st MeTOLOB
MpoOWIAKTUKHA, TJeUeHUS ¥ peabuanTauny (MpoduIakKTUIeCKuX, JeUeOHbIX, peadMIMTalIOHHbIX
BMeIIaTeabCTB)

van PacwudpoBka

1 Cucrtematmyeckuin 063op PKW ¢ npuMeHeHneM MeTa-aHanmsa

2 OTtaenbHble PKU v cnuctemaTnyeckme 0630pbl MccnenoBaHuii ntoboro AnsaiHa, 3a ucknw4deHnem PKU, c npuMmeHeHnem meta-
aHanusa

3 HepaHLlOMl/IBI/IpOBaHHbIe CpaBHUTENbHbIE NCCNEA0BaHUA, B T.4. KOFrOPTHbIE NCCnenoBaHus

4 HecpaBHUTENbHbIE UCCNEA0BaHMS, ONUCaHNE KIMHUYECKOro CyYas Wan Cepun Ciyyaes, UCCNEA0BaHNS «CNyHYait-KOHTPONb>»

5 NmeeTcs nuwb 060CHOBaHME MexaHW3Ma AeNCTBUS BMeLLaTeNbCTBa (AOKIUMHUYECKME UCCNEA0BaHUS) NN MHEHWE SKCNepToB

IIpwiokeHue 3. llIkana oLieHKM YpOBHeN ybemurenbHOCTM pekoMeHpaiuii (YYP) mjisi MeTomoB
MpOoOWIAKTUKHA, IUATHOCTUKY, JTIeUeHUs U peabuanuTanuu (IpoPpuaakKTMIecKnXx, IMarHoCTUIECKUX,
JIeueOHbBIX, peadMINTALIMIOHHBIX BMEIIaTeIbCTB)

YYyP Pacwmdposka

A CunbHasi pekoMeHauusi (Bce paccMaTpuBaeMble KpuTepuu 3dhdEKTUBHOCTU (UCXOAbI) SABASAIOTCS BaXKHbIMU, BCe
VCCNenoBaHNsl  UMElT BbICOKOE WKW y/OBNETBOPUTENIbHOE  METOAONOrMYeckoe KayecTBO, WX BbIBOAbI MO
VHTEPECYIOWMM UCXOAaM SBSIIOTCS COrNacoBaHHbIMMU)

B YcnoBHasi pekoMeHzauus (He Bce paccMaTpuBaeMble KpUTepun 3PpheKTUBHOCTU (MCXOAbl) SBASIOTCS BaXHbIMU, He BCe
VUCCNefoBaHNS UMEIOT BbICOKOE WU YAOBJETBOPUTENbHOE METOAONOrMYeckoe KauyecTBO W/WUAM WX BbIBOAbI MO
VHTEPECYIOLWMM UCXOAaM He SIBAISKOTCS COrNacoBaHHbIMU)

C Cnabasi pekoMeHfauus (OTCYTCTBME [JOKasaTenbCTB HaAnexallero kayectBa (Bce paccMmaTpuBaeMble KpUTepumn
3P PeKTUBHOCTU (UCXOAbI) SBASIOTCA HEBAXHbLIMW, BCE UCCNEAOBAHUS MMEKT HU3KOEe METOAOJSIOrMYecKoe KayecTBo U
MX BbIBOAbI MO MHTEPECYIOLLMM UCXOAAM HE SBASIKOTCS COrNacoBaHHbIMM)

HOpH,Z[OK OOHOBJICHUSI KJIMHNMYECKMUX peKOMEHﬂaHMﬁ.

MexaHu3M OOHOBJIEHUSI KIMHUUECKMX PEKOMEHIAIMII TpeaycMaTPpUBAaeT UX CUCTEMATUYECKYIO
aKTyaauM3aluio — He peXXe uyeM OAMH pa3 B TPU Tojia, a TakKe IMPU MOSIBIeHUYM HOBBIX JAHHBIX C
MO3UIIMM A0KAa3aTeNbHOM MeOMIIMHBI 0 BOIIPOCAM OMArHOCTUKM, JedeHUs], MPOPUIaKTUKA U
peabunuTaly KOHKPETHBIX 3a00/eBaHMii, HaJIMUMy OOOCHOBAHHBIX JOMOIHEHNIT/3aMeuyanmii K
paHee yTBepkAeHHbIM KP, HO He yaiie 1 pa3a B 6 MecsI1eB.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

IIpunoxxenue A3.1. CBI3aHHBIE JOKYMEHTbI

QenmepanbHbIii 3aKOH OT 25.12.2018 N2 489 489-®3 «O BHeceHMM M3MeHEHMI B cTaThio 40
QenmepanbHOro 3akoHa "O6 00s3aTeIBHOM MEOUIIMHCKOM CTpaxoBaHUM B Poccuiickoii
QOenepanyun” u demepanbHblii 3aK0H "O6 OCHOBaX OXpaHbI 3MOPOBBS TpakmaH B Poccuiickoii
®epnepanyin’ MO BOMPOCAM KIMHUYECKUX PEKOMEH AL ii».

IMpukas Munsapaba Poccuy N2 103H ot 28.02.2019 1. «O6 yTBEpKOEeHUM TOPSIAKA M CPOKOB
pa3paboTKM KIMHUYECKUX PEKOMEHJAlNil, UX TepecMoTpa, TUTIOBOW (HOPMbI KIMHUUECKUX
pekoMeHmanuit u TpebOBaHMIT K UX CTPYKType, COCTaBY ¥ HAyYHOW OOOCHOBAHHOCTU
BKJIIOYAEMOJi B KIIMHMYECKEe PeKOMeHAAIMM MHDOPMALIUI».

IMpuka3z MwunsapaBa Poccum ot 13.10.2017 N 804 "O6 yTBepKIEHUM HOMEHKIATYPbI
MeIULIVHCKUX YCUIYT .

IMpuka3 MuHucrepcTBa 3apaBooxpaHeHust Poccuiickoit @enepatum (Munsgpas Poccun) ot 20
mekabpst 2012 r. N 1183H 1. MockBa "O6 yTBepskmeHur HOMeEHKIATYphl OOKHOCTEN
MeIVIVHCKIX PabOTHMUKOB 1 (hapMaIreBTMIecKuX pabOTHMUKOB .

IToctanoBnenue IlpaButenbctBa PO ot 26 ampens 2012 r. N 403 "O mnopsiike BemeHUS
QenepadbHOrO perucTpa Jul, CTPAJAIIUX >KU3HEYIPOXKAMIIVMMMU U XPOHUYECKUMU
MPOTPECCUPYIOIIUMU PeqKUMU (OpPaHHbIMIM) 3a00IEBAaHUSIMU, IPUBOASIIIVMMU K COKPAIIeHUIO
MPOAO/DKUTENBHOCTM JXU3HU TPaXkAaH WIM UX UHBAIMIHOCTU, ¥ €T0 PerMOHAIbHOIO CeTMEeHTa"
[Mpuka3 MuUHKUCTEPCTBA TPyHAA U COLMaIbHOTO pasButust PO ot 27 aBrycra 2019 r. N2 5851 "O
KIaccudUKAIUAX U KPUTEPUSX, UCIIOIb3YEMbIX TMPU OCYIIECTBIEHUM MeAVKO-COLUMATbHOM
9KCIepTu3bl TpaxnaH QenepasibHbBIMM TOCYIAPCTBEHHBIMM  YUPEXKIEHUSIMU  MEIUKO-
COLIMa/IbHO 3KCIIepTU3bl"

IMpuka3 MuHMCTEpCTBA 3/IPaBOOXPaHEHMS U COLMaTbHOTO pa3BuTus PO ot 16 anpens 2012 1. N
366H "06 yrBep>kmeHMM ITopsiika oKa3aHus IeauaTpUIecKoi momMormm”

Ipukas MwuHKcTepcTBa 3apaBooxpaHeHus: PO "0O6 yrBepkmeHuyu Ilopsimka OKa3aHMS
MeIMUIIMHCKOM  TOMOIIY  OGOMBHBIM C  BPOXIEHHbIMM ¥ (WIK)  HACAeICTBEHHBIMU
3aboneBaHusIMK” OT 15 HOs16pst 2012 1. N2 917H.

TocymapcTBeHHBIN peecTp JIeKapCTBEHHBIX CPeACTB: https://grls.rosminzdrav.ru

IMpunokenne A3.2. IIpoTuBoONOKa3aumus ¥ Mo6ouHbIe 3P PEKThI OT
penaparosB JJIsl JOJITOCPOYHON MPOPUIAKTUKMN.

Mpenapatbl MpoTnBoOMNOKasaHus MobouHble 3hdeKTbl
Aanason o [letn (80 AocTMxXeHus V cTaauu NonoBoi 3penoctu o Cebopes;
no TaHHepy); * akHe;
e 6epeMeHHble N KOPMSILLME XEHLLUWHbI; e TUpCYTU3M;
e pak MOJIOYHbIX Xeses; e HapylleHue MeHCTpyauuu;
e KapuMHOMa MpocTaThl; * BUpWUAM3aLUS;
e HedpOTUYECKUA CUHAPOM; e aTpodus/ rMnoTpodura MOIOYHbIX Xenes;
e TsDKE/ble MevyeHo4YHass W/uau cephedHas u/umm e renaToTOKCUYHOCTb;
rnoyeyHasi HeAOCTATOYHOCTK; « pabaomuonus;
e nopdupus; ° NoAUUUTEMUS;
e TpoM603MB0NNS 1 TPOMBO3bl B @aHaMHe3e e HapylleHue nunuaHoro obmeHa (OXupeHwue,
aTepockiepos);
e apTepuanbHas rmnepTeHsns
#TpaHekcamoBas ) .
KucnoTa*x* e TpoMb03bl N PUCK UX Pa3BUTUS; e CnabocTb 1 noctypanbHasa runoTeH3uns;
e HapylueHuns 3peHusi 1 LBETOBOCNPUSTUS e auapes;
e 6o0nn B XMBOTE;
* aucMeHopes;
e TpoM603bI;
e MbIlWEYHbIE CYA0pOrK;
® HEKpOIN3 MblLLL



https://grls.rosminzdrav.ru/

#WHrnbutop C1- JeTckuin Bo3pacT A0 2-X neT
3CTepasbl Yenoseka e Tpomb603;

MECTHble peaKunn B MeCTe MHbEKLUNN.

#MporectareHbl " o

e KpoBoTeueHMs U3  MONMOBbIX MyTeA  HesCHoM e KpoBSIHUCTbIE BblAENEHNS
3TUonorunm; * akHe;

e pak MOJIOYHbIX Xesie3 (B TOM YMC/le B aHaMHese); e CMeHa HacTpoeHus;

o Tsbkesible 3aboneBaHus nevyeHu; e TOWHOTA;

e MWUrpeHb C 04aroBOW CMMNTOMATUKOW; e pBOTa;

e TpoMb603bl M Tpomboambonua (B TOM uucne B e ronosHas 6onb;
aHaMHese); e Habop Beca;

e WBC (B TOM uncne B aHamHese); e OHKoONoruyeckume 3abonesaHus.

e CKB c aHTudOoChHONUNUAHBIMK aHTUTENaMK;
« [enaTouennionsapHas KapuuMHoMma;

e 3/l0KayecTBeHHas renatoma.

ITpunokenue A3.3. 06c/IiegoBaHMe mepes Ha4aJIoM ¥ BO BpeMs Ipuema
MperapaTos Il JOJITOCPOYHO MPOoPIMIaKTUKNA

MpenapaTbl O6cnepoBaHune nepea O6cnepoBaHne 1 pa3 B 6 MecsueB ExerogHoe obcnefoBaHne
HasHayeHnem
[aHazon o o
o O6LWMKit aHann3 KpoBw; e [lpM ocCMOTpe: CTUrMbl BUPUIU3ALUW, e Y3UM opraHoB 6ploLiHOMN
e Y3W opraHoB 6ptoLLHOM Mmacca Tena, Ad; rnosnocTu;
nonocT; e 06WWMIt aHann3 KposK; e a-deTonpoTenH
e MeyeHouHble e Y3W opraHoB 6pioLLIHOW MOSOCTU;
hepmeHTbI; e MeyeHOoYHble hepMeHTbl;
° NUNWUAHBLIN Npodunb; o NIMNUAHbIN NpodUnb;
e 06WWMit aHanu3 mMoun e 06WWWNIT aHann3 Moun
#TpaHekcamoBas Koarynorpamma " OcmoTp Bpayva-
KUCnoTa** o GUoXUMMYECKUI aHanus KpOBMU: odbTanbMonora

ne4vyeHo4YHble CbepMEHTbI, nokasartenu
paboTbl nouek, KOK;

e 06WWNIi @aHann3 moun

#WHrnbutop Cl-actepasbl Ceponoruueckoe Ceponoruveckoe
yenoBeka uccnefoBaHne Ha  BUY, nccnegosaHve  Ha o BUY,
BMpYyC renatuta B, Bupyc BMpYyC renatuta B, Bupyc
renatuta C, napsBoBMpPYyC renatuta C, napBOBUpYC
B19
#MporecTtareHbl KOHCynbTauuMa  akyliepa- He nposoautca KOHCy/nbTauus akylepa-
ruHekonora ruHekonora

IIpunokeHue A3.4. #IIporecrtareHbl B KauyeCTBe A0JTOCPOUYHOIM

npohmIakKTUKNU
Mpenapat[117,127] [o3unposka
#[e3orecTtpen 0,075 mr/cyTkn

#JInHacTpeHon (B BbICOKMX [03aX) 5-10 Mr/cyTku




IIpunoxeHue b. AlropuTmsl BeieHUsI IalieHTa

IIpunoxkenue b1. Anroputm guarHoctTuku HAO I u II TunoB y
POACTBEHHMKOB MalieHTa.

IIpu nonyueHuu COMHUMENBHBIX PE3YAbMAMO8 00CN1e008AHUA NPU HAAUUUU DPACXOHOEHUS MeHy
OaHHBIMU KJUHUYECKOL KapmuHbsl U OaHHbIMU 006CnedosaHus Heobxooumo nposedeHue 06cie008aHuUlU
no anzopummy Kax y nepeozo 8ul181eHH020 NAYUeHMa 8 cembve.

V obciegyeMoro ecTh pOACTEEHHEK C IOSTEEPKIEHHEIM
guarrozom HAO c gedmmmrom Cl-aarndmrTopa c

ATATALTTAD TATIIIL TR TIITTAR

hJ Obcraegopanne 1 B3 MeTOZOE:

ITonck MyTaUHH * Ilomck MyTalu# poACTEEHHHEA B
POIOCTECHHHEA B rene SERPINGI
rene SERPINGI * Hccnegoranne vpoena C1-HHHTD

u vpoeua daCl-ITHT

Juarnos mogTeepsEdeH 1 H2 MeTOZ0E:
*  Brummena MYTAHH
» poacteenuuka B reHe SERPING I
*  Briaeneno cumxenHe vpoens Cl-
HHT w/umm $aC1-ITHT

NAlHEHTa ECTh
Kminugeckne
npoaerenna HAO?

[ HAO I w11 tema HAO I wmm 11 Tuma

OOKIHHHYECKaA CTagiA

IIpunoskenue b2. KynupoBaHue aTaky y NanMeHTa ¢ YCTAHOBJI€HHbIM
JuarsosoMm HAO



V manmenTa oTEE,
€rocoOHEH IPHEECTH E
‘ACHHKCHH FITH BEIpaFeHHAR
A0IOMHHATEHAA ATAKA HTH
TAHETEIH DepHdepETeCKHi

) CanocToareIsHOE
wmErHOETOp C1- BECEHHE 1 gosst
HEATHOAHTA.
3CTepAsEl JeI0Ba g LT
mETHOHTOPa C1-
5CTEPaIEl 1eI0EeKa

IepEoe
TOOETOPHOS
EESJEHHE
HEZTHOAHTE K
wmaradHTopa Cl-
3CTEePashl 4EM0OBEEA

na
Beegernme C3I1

i

Koncymerama
JIOP-Bpada a1a TlanpeHT Hy#AaeTCA
OIEHEH CTEMeHH E oDecIeTe I Jmavemeckoe
EOMIIPECCHE TP OXOTHMO CTH HaIOeHHe
IEIXATEIEHEDR ABIXATEBHELX [y Te],
Iy TeH 3

OdecneanTE nﬁém;mor
JEIXATETEHED ITY TEH

IIpunoxkenue b3. KpaTkocpouHas npodmiakTKa y NallMeHTOB C
ycTaHOBJIeHHBIM AuarHo3oM HAO I viau II Tunos



TlanmeHTY nIaHBEpVeTCA IPOBEAEHHE
OIIEpAaTHEHOTO/CTOMATOIOT HIECKOTO/ THATHOCTHIE CROTO MESHITHECKOTO EMEIIATEIECTEA

ObecnednTs:
*  BOSMOMHOCTL NPOBEJEeHHA PeaHMMALMOHHLIX MepOIpPHUATHIL
*  LOCTYN K IpenapaTaM 48 KYNHPOBAHNA OTEKOB

Hcnonszorats HHTHOBTOD
Cl-acTepazsl 9emopeka g
EPaTEOCPOTHOH
npodHIAKTHEH

unrnonTop Cl-
3CTEpaskl
GEI0BeKa”

Henomszopate C3I1 oma

EpaTEOCpOdHOH
npodHIaKTHKH
pod cpoasoe?
.
HET
Henonpz0eaTh JaHAI0T S0
EpaTEOCpOdHOH Ja

npodHIAKTHEH




IIpunoxxenne B. UHGopmanius a1 mauMeHTOB

ITpunoskenue Bl. Undopmanus o1 nangyeHTa

HacnemcrBennblit aHrnoooték (HAO) — pemkoe 3abGosieBaHue, CBS3aHHOE CO CHIDKEHMEM WU
HE[OCTaTOUHOM (GYHKUMOHANIbHON aKkTMBHOCThIO Cl MHrMGMTOpa CUCTEMBI KOMILIEMEHTA
YyelioBeKa, UYTO MPUBOAUT K Pa3BUTUIO YACThIX OTEKOB PA3JIMUHBIX YAaCTeil Teya: PykK, HOT, JIUIIA,
OPIOIITHO MOIOCTU, TOPTAHMU.

OTEKM OpraHoB OPIOIIHOM IIOJOCTM BbIPAXKAIOTCS CUJIBHBIMM OOJSIMM B SKMBOTE, TOIIHOTOIA,
PBOTOI, KUAKUM CTYJIOM ¥ HepeaKo OIIMOOYHO TPAKTYIOTCS KaK OTpaBjeHMe MM KaK OCTpast
XUpypruveckast IaToaOrusI, YTO MPUBOAUT K HEOOOCHOBAHHBIM XUPYPTUUECKMM BMEIIATeTIbCTBAM.
OTEKRM ropTaHM MOTYT IIPUBECTU K YOYIIbIO, TOTOMY OHM MOTEHIIMATbHO OIMACHbI IJIsI SKU3HMU, TIPU
UX pasBUTUM 00s13aTeIbHAsI TOCIUTAIM3ANNS B MHOTOTIPOQMIIbHBIN CTAIlMOHAD.

HAO - sTo HactencTBeHHOe 3a6GosieBaHue. IIpy oOHapyskeHUM 3a60/IeBaHNST Y OZHOTO M3 UJIeHOB
ceMby BCe OCTajJbHble [O/DKHBI ObITh 0OC/TemoBaHbl. Y UeTBEPTM TMAIMEHTOB HET
MpeAIecTBYIONIEr0 CeMeifHOro aHaMmHe3a OosnesHu. Puck HaciaemoBanusi HAO peGeHKOM
cocTaBJisseT okoyo 50%.

[ManyeHThl AOKHBI ObITH OOeCIieueHbl IpernapaTtaMy Ijisi KyInMpOBaHUS OTEKOB M OOYUEHbI
TexXHMKe UX BBemeHMs. IIperapaTsl Ajis1 KyMMPOBAHMSI OTEKOB IOJIKHBI BCETA HAXOAUTHCS IpU
MalyeHTe.

IMaiieHTaM 3allpelieHo IpUMeHeHue, MHruouTopoB Alld/610KaTopoB AT-pelenTopos,
3CTPOTEeHOB (KOHTPALIeNTUBOB, 3aMeCTUTE/JIbHOW TOPMOHAJIbHON Tepamnuu), TakK KaK [JaHHbIe
npernaparbl MOTYT TNPMBECTM K TMIOSIBJIEHUIO OTEKOB (B TOM UMCIE >KU3HEYTPOXKaIoIei
JIOKaJIM3alun).

PekomeHyeTCs M30eraTh MEXaHMUYECKOTO BO3OEICTBYS (IaBjieHue, b  T.4.) Ha MSITKMe TKaHU
M CIU3UCTBIe 000/0uKkyM. KaTeropmuecku sampelleHbl 3aHATHS, CBsSI3aHHbIe C (QU3NYECKUM,
MeXaHUYeCKUM, TICMXO0IMOILMOHAJbHBIM HampssKeHMeM, IepeoxaaxkmeHuemM. [IpoTuMBoIIOKa3aHa
paboTa, COMpspKeHHasi C BBICOKOM (hM3MUYECKOil Harpy3Koii, OMacHOCTbIO TpaBMaTM3aluu. Bce
yKasaHHbIe (HAaKTOPbI MOTYT MPUBOAUTH K 000CTPEeHMIO 3a60jIeBaHMsI, MTOSIBJIEHMIO OTEKOB (B TOM
YICIe KU3HEYTPOsKAIOIIEel JIOKAIN3AIUN).

CBoeBpeMeHHasl ¥ aJleKBaTHAsl KOPPEKIMs JII000i COMYTCTBYIOIIEH MMAaTOJOTUM, B TOM YMCIIE
SHIOKPMHHBIX, HEBPOJOTMYECKUX HapylleHui. PerynspHasi caHauusi O4YaroB XPOHUUYECKON
uHpekuyy. Tak Kak o6ocTpeHMe J060J COMYTCTBYIOIIE) IATOJIOTUY MOXKET TIPUBECTU K
YTSDKeJIeHUIO TeUeHMsT OCHOBHOTO 3a6071eBaHMSI.

ITpunokenue B2. [Tacmopt 60spHOr0 Hac/iegcTBeHHBIM aHTMOOTEKOM.

ITACIIOPT BOJIBHOI'O HACJIEJCTBEHHBIM AHIMIOOTEKOM
IJiS manMeHToB crapuie 18 ner
(JedekT B cucTeme KoMIieMeHTa - D84.1)

Branenen maHHOrO TOKyMeHTa CTpafaeT PelKVM KM3HeyrposkamoumMm 3aboneBanueM: JedekT B
cucreme kKomiiemenTta (D84.1) - HawiencrBenHblii aHrmoorék (HAO). KnmHmueckum
NPOSIBJIEHMEM  SBJISIeTCS  pa3BUTHME OTEKOB PpasAMyHOM JIOKaJIM3aumMy, B TOM UUCIe
SKU3HEYTPOosKaIoIMX (a6A0MUHATbHBIX, OTEKOB TOPTAHM).

ono
IOATA POXKIEHNA
HOMEP CTPAXOBOTI'O ITOJIMCA

I'PVIIIIA KPOBU U PE3YC ®AKTOP



TIOMAIIIHWI ATTPEC

@10 POOCTBEHHUKA
TEJIEOOH POACTBEHHUKA
@O JIEHAIIEI'O BPAYA

KOHTAKTHBII HOMEP JIEYAIIETO BPAUA [IJII OKCTPEHHOM MEIMILIMHCKOM
KOHCVYJIBTALIIN

MMacnopr Bbigan B ®I'GY «'HII «MHCcTUTYT MMMyHOnorun» ®MBA Poccun ....... (uncno)
IMogmnuch Bpaua, BbIABLIETO YIOCTOBEPEHNE

[TeuaThb

PEKOMEHIALIMY T10 OKA3AHUIO HEOTJ/IOZKHOM MEJIMITVHCKOM ITOMOIIIN:

1. TIpu BosaukHOBeHUM JKVIBHEYTPOJKAIOIIMX OTEKOB B 00G/IACTY TOJIOBBI, eV 1 BHIPAXKEHHOTO
a6IOMIMHAIBHOTO CMHApOMa BBecTr MKaTn6aHT 30 Mr 1/K (MakCMMaJIbHAsI CyTOYHast Jo3a 90
mr) wim Uuruourop Cl-actepassr uemoBeka 20 ME/Kr B/B MemJieHHO. [Ipy OTCYTCTBUU
YKa3aHHBIX [IPerapaToB HeOOX0IVMO BBECTY CBEXKe3aMOPOXKeHHYIO TuiazMy 10 Mu1/Kr Macchl Tena.
[IpenapaTbl BBOAUTDH KaK MOXKHO paHblile OT Havyajla OTeKa.

2. Hcnonb3oBaHMe aHTUTMCTAMMHHBIX IIpenapaToB [AJsI CHCTEeMHOTO IIpUMeHEeHMs,
KopTtukocreponaos ajist cucremuoro npumeHenust (I'KC), snuHedpuHa Oyisi KynmMpoBaHUS
OTéKa Helle/Ieco00pasHo BBUAY OTCYTCTBUS 3P PeKTMBHOCTH.

3. IIpu OTCYTCTBMM/HEIOCTAaTOUYHOM 3ddeKTe OT Tepanmuyu ManyeHT TO/DKeH ObITh CPOYHO
rOCIUTAIM3UPOBaH. IIpyu 0TéKe ropTaHy 060CHOBaHA PAHHSIS TPAXeOCTOMMS/KOHUKOTOMMSI.

4. Tlo XKM3HEHHBIM ITOKA3aHMSIM 3alpelleHO MCIOIb30BaHue MHIUOUTOPOB AIID/aHTOrOHMCTOB
pelenTopoB aHrMoTeH3uHa I, acTporeHoB.

5. TIpemenukamus OO OIepaTMBHOTO BMeIIATenbCTBa 3a 1-6 wacoB: MHrMburop Cl-acTepasbl
yenoBeka 1000 ME B/B, mpu OTCYTCTBUM - CBeke3amoposkeHHas rwiazma 400 mu1. Heobxomumo
obecreynTh HaJIMUME TPENnaparoB s KyMUPOBAHUSI JKM3HEYTPOXKAIIINMX OTEKOB BO BpeMs
MpPOBeJeHNs OIlepaTMBHOIO BMellaTeN bCTBa (CM. 1. 1).

TTACITOPT BOJIbHOT'O HACJIEZICTBEHHBIM AHTUOOTEKOM
JJIs TalMeHToB Miazaiine 18 et
(JedexkT B cucreme KomiieMeHTa - D84.1)

Bnapernen jaHHOTO TOKyMeHTa CTpajiaeT peiKMM KM3Heyrposkammum 3aboneBanuem: ledekT B
cucreme KomriemeHTta (D84.1) - HawiencrBeHHblii aHrmooték (HAO). KamHuueckum
MPOSIBJIEHMEM  SIBJISIETCST  PAa3BUTME OTEKOB PA3IMYHON  JOKaIM3alyuu, B TOM UUCIe
SKU3HEYTPOKAIMX (a6L0MUHATBHBIX, OTEKOB TOPTAHM).

PUO

IOATA POXXIEHNS

HOMEP CTPAXOBOTI'O ITIOJIMCA
I'PVIITIA KPOBU U PE3YC ®AKTOP
TIOMAIIIHWI ATTPEC

@10 POOCTBEHHMKA

TEJIEOGOH POJICTBEHHIKA

®UO JIEHAIIET'O BPAUA

KOHTAKTHBII HOMEP JIEYAIIETO BPAUA [IJI1 OKCTPEHHOM MEIUILIMHCKON
KOHCVYJIBTALIN



MMacnopr Bbigan B ®I'GY «I'HII «MHCTUTYT MMMyHOnorun» ®MBA Poccun ...... (4ncio)
IMopmnuch Bpaua, BeIIABLIETO YIOCTOBEPEHNE

[MevaTs

PEKOMEHIALIMY 110 OKA3AHUIO HEOTJ/IOYKHOM MEIMITMHCKOM ITOMOIIIN:

1. IIpu BosuukHoBenuy JKM3HEYTPOJKAIOIIMX 0TEKOB B 06/1aCTH TOJIOBBI, IIey U BbIPAKEHHOTO
abIoOMMHAIBHOTO CMHApOMa BBecT MKaTMOGaHT II/K 13 pacuéra Ha Maccy tena: 12 - 25 kr 10 mr,
26 — 40 xr 15 mr, 41 - 50 kr 20 mr, 51 - 65 kr 25 mr, > 65 kr 30 mr /K mwin Uaru6urop Cl1-
acTepassbl yesoBeka 20 ME/Kr B/B. [Ipy OTCYTCTBUM YKa3aHHbIX ITPEIIapaToOB HEOOXOMMMO BBECTH
CBeke3aMOpPOXKeHHYI0 mnasmy 10 mi/Kr maccel Tena. [IpenapaTbl BBOOAUTb KaK MOXKHO paHbIEe OT
Havasia oTeka.

2. Ucnonb3oBaHME aAHTUTMCTAMUHHBIX IpPenapaToB JIJisi CUCTEMHOTO IPMMEHEHMS],
KOPTUKOCTEPOMIOB JJISI CMCTEMHOTO IIpMMeHeHMs, snuHedpuHa JJisi KyIMPOBaHMS OTEKa
Helle/Iecoo6pa3sHo BBUAY OTCYTCTBUSA 3(PHeKTMBHOCTH.

3. llpu OTCYTCTBUM/HEAOCTATOUYHOM 3S(deKTe OT Tepanuy IMalVeHT JO/DKEH ObITh CPOYHO
rOCIIUTAIM3UPOBaH. IIpyu 0TéKe ropTaHy 060CHOBaHA PAHHSIS TPAXeOCTOMMS/KOHUKOTOMMSI.

4. Tlo XKM3HEHHBIM ITOKA3aHMSIM 3allpelleHO MCIIO0Nb30BaHMe MHIMOUTOpOoB AITD/aHTAarOHUCTOB
pelenTopoB aHrMoTeH3uHa I, acTpoerHos.

5. Tlpemenukamus 3a 1-6 4acoB 10 OMepaTMBHOTO BMelaTenbcTBa: MHTMOMTOP Cl-3cTepasbl
yesoBeka 15-30 ME/KT Maccel Tesa B/B, PYU OTCYTCTBUM - CBEKe3aMOpPOKeHHasT Ttasma 10 Mi1/Kr
Macchl Tena. Heobxomumo — obecreuuTb — HajIuyye  MperapaTtoB IS  KyIMPOBaHMUS
SKM3HEYTPOXKAIOIIMX OTEKOB BO BpeMs IIPOBEeleHMSI OTlepaTMBHOIO BMeIllaTe/lbCTBa (CM. 1.1).



IIpunokenmne I.

[llkanbl OLIEHKM, BONPOCHUKM ¥ J[ApPyrMe OIleHOUYHble WMHCTPYMEHThI COCTOSIHMSI IIallVIeHTa,
TIpUBeJIeHHbIe B KIIMHNYECKMX pekomeHmanusx 1yist HAO He pazpaboTaHbI.



