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Cnmcok cokpameHui
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HAO — naciencTBeHHBIN aHTHOOTEK

bK — GpaaukuHuH

c['KC —kopTukocTepouabl 1j1si CHCTEMHOTO IPUMEHEHUS

C1-UHI" — C1-uaruburop

¢aCl-UHI" — ¢pynkumnonansHast aktuBHOCTh C 1-uHrHONTOpA
SERPINGL1 — Serpin Family G Member 1

KK — kamnukpenn

BMK — BBICOKOMOJIEKYJISIPHBI KHHUHOTEH

FXI1 — XII paxTop cBepThiBaHMs KPOBU

B2 — OpagukiHUHOBBIC PELETITOPHI 2 THUITA
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TepMuHbI U onpeaeIeHUs

AHrnooték (AO) — m0KaIU30BaHHBIA, OCTPO BO3HHMKAIOIINMA, TPAH3UTOPHBIN, CKIOHHBIN
K PELMIMBUPOBAHUIO OTEK KOXKH WJIM CIU3UCTHIX 00o0souek. OOBIYHO JJIUTCS OT HECKOJBKHX

YaCoOB 1O HECKOJbKHX ILHCI\/JI " OpOoXOoaUT CaMOCTOATCIIBHO.
1.Kparkas wuHpopmManusi 1o 3a00/IeBAHUI0 MJIM COCTOSIHHIO (rpyIie

3a00J1eBAaHUI1 UJIM COCTOSIHUIA)

1.1 Oupenenenue 3a001eBaHUA HIH COCTOAHNSA (IPYHIbLI 32001eBAHNNA HJIH COCTOSTHUI)

HacnencrBennplii  anrnoorék (HAO, ycrapeBiiee Ha3BaHHWE  HACJIECICTBEHHBIN
AQHTMOHEBPOTUYECKUH OTEK) — penKoe, MMOTEHIHUAIbHO >KU3HEYTPOXKAIOLIEe TI'€HETHUYECKU
NEeTePMUHUPOBAHHOE  3a00jieBaHUe, MpOSABIAIONIEECs B BHUIAE  OTEKOB  KOXKH U
CJIM3HUCTBIX/TIOACTU3UCTBIX ~ 000JI0YEK, BO3HUKAIONIMX IO BO3JEHCTBHEM OpaJuKMHHHA
(bK). XapakrepusiMu ocobeHHOCTSIME OTEKOB Tipu HAO sBISIIOTCA OTCYTCTBHE 31,
THIEPEMHUN KOXKH, COIYTCTBYIOIIEH KpalMBHUIIBI, a TAKKe OTCYTCTBUE d(PQeKTa OT JIeUSHUs
KopTukocTeporgaMu uis cucreMHoro npumenenus: (cI'KC) ¥ aHTHrHCTaMUHHBIMU TIperapaThl
JUISI CHCTEMHOT0 NpuMeHeHus. [1-4]

HAO otHOCUTCS K mepBHYHBIM UMMYyHOAe(uIUTaM 0e3 MHPEKIMOHHBIX MPOSBICHHA.

[5]

1.2 DTHOJIOrMSI W NAaTOreHe3 3200J1eBAHMS WJIHM COCTOSHHUS (rpvinbl 3200J1eBAHUI WJIH

COCTOSIHM)

B ocHoBe Ppa3BUTHA 3a00JI€BaHUS JIEKUT I[e(i)I/II_II/IT W/UIA CHUIKEHHE (bYHKHHOHaHBHOfI

aktuBHOCTH Cl-unruduropa (C1-MHI') BcnencrBue myranuu B rene SERPING1 (Serpin Family
G Member 1). K Hacrosmemy BpeMeHH, U3BeCTHO Oosiee 450 MPUUMHHO-3HAUYUMBIX MYTAIIHA.
HacnenoBanue HAO B aGCoMOTHOM OOJBIIMHCTBE CIIy4aeB MPOMCXOAMT IO ayTOCOMHO-
JTOMHHAHTHOMY THITY, OJHAKO UMEIOTCA €AMHUYHBIE JaHHbIE 00 ayTOCOMHO-PELIECCHBHOM THIIE
HacnenoBanus. [Ipumepno y 20-25% mnanueHToB 3abosieBaHre 00yCIOBICHO BHOBb BO3HHKINIEH
myrtaruei B rene SERPINGL, To ecth cemelinblii aHaMHE3 OTCYTCTBYET [6,7].

C1 wuHruburop — cepuHOBasl IMpoTea3a, KOTopas MNPUHUMAET Y4acTUe B PEryJISIUU
paboThl CHEAYIOIUX CHUCTEM: CHUCTEMbl KOMILJIEMEHTa, KaNIMKPEUH-KHHUHOBOW CHCTEMBI,
CHCTEMbI CBEpPTHIBAHMS KPOBH N0 BHYTPEHHEMY IyTH M (HOPUHOIMTHYECKON cuctembl [8].
HauOonpinee 3HadeHWe uMeeT BIUsSHHE (epMeHTa Ha KaIJIMKPEHH-KHHUHOBYIO CHCTEMY
(pucynok 1): B orcyrcrBun C1-UHI" (w/unu npu cHukeHnH ero GyHKIMOHAIbHOW aKTUBHOCTH
(paC1-MHT")) mpoucxoauT HEKOHTPOJIMPYEMOE MPEBPAICHHE MPEKAUTMKPEHHA B KAJTHKPEUH

(KK), mox Bo3aeiicTBHEM KOTOPOTO PACUIEIUISETCS BRICOKOMOJEKYIApHBI kKnHUHOTeH (BMK) ¢
b



obpaszoBannem BK. Dtor sdpdexr ycunuBaer aktuBmzarus Xl daxropa cBepThIBaHHS KpOBU
(FXIl) B pesymbrare 3amycka CBEpThIBaHHMS KPOBH II0 BHYTPEHHEMY MEXaHU3MY (Takke
00yCJIOBJICHHOMY OTCYTCTBHEM H/WiHM HapylieHueMm ¢(yHkiuoHansHoW aktuBHOCTH C1-MHI)
[9-11].

BK — ochHoBHoii wMemmatop otékoB npu HAO. BcenencrBue B3auMOACHCTBUS
OpajvKvHUHA C OpaJIMKMHUHOBBIME perientopamu 2 tuna (B2) mpowcxoauT Ba3oauisTarlvs,
NOBBIIAETCA  NPOHUIIAEMOCTb  COCYAMCTOM  CTEHKM C€  3KCTpaBa3aluedl  KHUJIKOCTH,
00ycaBIMBalOIIEH pa3BUTHE OTEKA PA3TMIHON JoKkanu3anuu. [Ipu BeipaxkeHHOM AO cau3ncTon
000JI0YKHY KUIIEUHNKA BOSHUKAET KIIMHUKA OCTPOI KUIIEYHOM HEITPOXOIUMOCTH, IKCTPaBa3aIis
KUJKOCTU B ITOM Ciydae MOKET ObITb HACTOJBKO BEJIMKA, YTO IMPUBOJUT K 0Opa30BaHUIO
acIUTa, BBIPAXEHHOW TUIIOBOJIEMUHU, TUIOTOHUM. bpaaukuHuH OBICTpO paclieIuisieTcs Ha
HENTH/BI SHIOTCHHBIMH MeTaUTonpoTenHasamu (Bkarodas AIID) [4,10-12].

HecmoTpst Ha akTHBHU3aIUIO MPOIECCOB CBEPTHIBAHUSA KpPOBH, Yy manueHToB ¢ HAO He
OTMEYEHO TIOBBIIICHHON CKIOHHOCTH K TpoM00ooOpa3oBaHUIO, Ojaromaps TOMY, 4YTO B
orcyrctBun Cl-MHI' aktuBm3umpoBaHa Takke M cucrtemMa (puOpHHONIW3a, YTO TNPHBOIHUT K
MOBBIIIEHHON TpaHCHOpMaIUK IIa3MUHOreHa B rmasmud [10,13,14].

KanmikpenH-KHHUHOBAS CHCTEMA

FXII HpeKa.nnHerHH

FXIla AKTHBH3HPYIOT KaHHHerI/IH
*  [lponykThl
acriajia
’ Ddubpun ®ubpuHoTeH PaCICTIICHHBIH

(ubpuna F)Kv

*  D-gumep
Cucrema ¢pubpuHoIM3a A
B2 1

ITnasmun IInasMuHOrEeH
| v TIOBBINIEHHE TIPOHHIAEMOCTH
COCYIIOB
v Bazomunaranus
CucreMa KOMIIJIEMEHTA
e :
AHTrHOOTEK

| Cda C4b

Pucynok 1. ITarorenes HAO ¢ gedururom Cl-unrudutopa (I u Il tTumna).

[Tatorenes HAO 6e3 pedpunmra C1-MHIT 10 koHIa He u3yueH, OJHAKO CXOJCTBO
KIMHUYEeCKON KapTuHbl ¢ TakoBoit mpu HAO /Il Tunos, maer ocHOBaHHs Mpearoarath, 4To
KITIOYEBBIM MEJHAaTOpPOM OTEKa TaK K€ MOXKET SBIATbCs OpamukuHuH [1]. Yame Bcero k
pazBututo 310 popmbr HAO mpuBonut myramus B rene Xl dakropa cBepThiBaHUS KPOBH -

HAO — FXII (mpumepno 25% Bcex cmyyaeB HAO 0Oe3 nedpunmra C1-MHI'). HacnenoBanue
7



MPOUCXOAUT IO ayTOCOMHO-AOMHUHAHTHOMY THUIy C HU3KOW MeHeTpaHTHOCThIO (Oonee 90%
MYX4YHH-HOCUTENeH wmyrtanmuun u Oomnee 40% SKEHIIMH-HOCUTENEH MyTalMu HE HMEIOT
KJIMHUYECKHUX MposiBicHui 3a0omeBanust) [3,15]. Taxke onmucaHbl eIMHUYHBIC CIy4al Pa3BUTHUS
HAO 6e3 nedunura C1-UHI" BeaeacTBue myranuu B rene anruomnostuHa 1 (HAO-ANGPTI);
wiasmuaoreHa (HAO-PLG); xununorena 1 (HAO-KNG1). Oxnako nmpu HAO 6e3 nmedwurura
C1-MHI" BbIIBUTH NPUYMHHO-3HAYMMYIO MYTAlLIMIO Yallle BCErO HE y/aeTCs, B TAKOM ciydae Ipu
TUNUYHON KIMHUYECKOW KapTUHE M HAJWYUM CEMEMHOIO0 aHaMHE3a BBICTABISCTCS JUArHO3:

HAO c neussectnoit myrarueit (UNK-HAO) [1,16-18].

1.3 DnuaemMuoJs0rus 3a00JeBaHus WM COCTOSTHNS (IPYIIbLI 3200J1eBAHNI HJIH COCTOSTHH)

Pacmpoctpanennocts HAO ¢ aedurmrom C1-MHIT 1:50 000 [1,19]. B HacTosee BpeMs
Ha Tepputopun P® 3aperucrpupoBano 276 namuentos (tabnuma 1) [19]. Hecmotps Ha To, uTO
3a00JIeBaHNE HACIIEAYETCSI HE CLEIUIEHO C TI0JIOM, KOJMYECTBO MAI[MEHTOB >KEHCKOTO TI0JIa
OpeBaMpPyeT HaJ KOJMYECTBOM IMAIMEHTOB MYyxckoro moja (tab6mn.1) [20]. Tounas
pacrpoctpaneHHocTh hpopm HAO 6e3 nedurura C1-UHI nenssectha [21].

Ta6muma 1. JTanasie Poccutickoro peructpa manuertoB ¢ HAO ¢ nedururom C1-urruduropa.

Bospact Myxuunbl | JKeHIIHMHBI
MMalEHTOB
o 5 et 3 4
ot 5 1o 10 16 16
ot 10 10 18 19 19
ot 18 mo 30 15 39
ot 30 o 45 25 56
crapue 45 16 48
Bcero 94 182

1.4 Oco0CHHOCTH KOAUPOBAHNSA 3200JeBAHNSA WJIH COCTOAHNSA (rpynnbl 3a00JeBaHUN WU

COCTOAHMI) M0 MeXXIVYHAPOIHON CTATHCTHYECKON Kaaccudukammii 00Je3Hel U nmpoodJaeM,

CBA3AHHBIX CO 31I0POBbLEM

D 84.1 — Jledekt B cucreme KOMIUIEMEHTa (JaHHBIN KOJ MCIONb3yeTcs i kogupoBanus HAO
¢ nedpururom C1-UHT (1 u 1T Tumos) u ayis HAO 6e3 nepunura C1-UHI [22].
1.5 Kinaccudukanus 3a001eBaHud HJIH COCTOAHNUSA (TPYyIbI 32001¢BAHUNA UJIU COCTOSTHU)

HAO ¢ pe¢puunrom C1-UHI'.

HAO I-ro Tuna oOyCIOBIEH CHWXEHHEM KOJW4YecTBa H (YHKIIMOHAIHHOMN
aktuBHoctd C1-MHI B mna3me (85% Bcex ciyuaes HAO) [1].
e HAO ll-ro Tuna o6ycinoBiieH cHIkeHneM ¢GyHKIMoHaabHoU aktuBHOCTH C1-UHT,
npu 3ToM ypoBeHb C1-MHI coxpansiercs B mpeenax HopMbl win noBbiieH (15% Bcex ciryuaen

HAO) [1].



HAO 0e3 nedpunura C1-UHI (0€3 naT010ruM CHCTEMbI KOMILJIEMEHTA):

e HAO c myranueii B rene Xl paxropa cepreiBanus kposu (HAO - FXII);

e HAO c myranueii B rere miasmunorena (HAO-PLG);

e HAO c myranueii B rene anruonostura 1 (HAO-ANGPT1L);

e HAO c myrarueii B rene kuauaorena 1 (HAO — KNG1)

e HAO c neussectnoit myranueii (UNK-HAOQO), ycranaBiuBaeTcst mpi HOpMaJIbHOM
ypoBae Cl-unruburopa u ero (yHKIIMOHAILHOW aKTUBHOCTH B CIy4ae THIIMYHON

KJIWMHUYECKOMN KapTHUHBI B COYECTAaHUH C ITOJOKUTCIIbHBIM CEeMEMHBIM aHAMHE30M.

[1,23,24]

1.6 Kanunyeckas KapTHHA 3200JeBAHUSA WJIH COCTOAHHMA (rpynnbl 3200JeBAHUNA WU
COCTOSIHM)

XapakTepeH paHHUN Ac¢0r0T 3a00JIeBaHUS B TIEPBOM WIJIM BTOPOH JIeKalle KU3HHU, OJTHAKO

BO3MOXKHO 0OoJjiee TMO37HEe MOSIBICHHE IEPBBIX CHMIITOMOB BIUIOTH JO TOXHJIOTO BO3pacTta
[25,26]. ¥V OonbiIMHCTBA MAIMEHTOB MPOCICKHBACTCS CEMCHHBIM aHaMHE3, OIHAKO Yy 25%
NalueHToB OH oTcyrcrByer [25]. KimHuyeckas kapTuHa 3a0oseBanusi mposiBisiercss AO
Pa3IUYHON JIOKATH3aIllui, HEUYBCTBUTCIBLHBIMA K TEpallii aHTHTUCTAMHUHHBIMU TIperapaTaMu
st cuctemHoro npuMenenus u cI'’KC [1,3,19].

K HanGonee yacThIM KITMHUYECKUM MPOSIBICHUSIM 3a00JI€BaHUS OTHOCSATCS:

Hepnd)epﬂqecm/le 0oTékM — Hambojee YacToe KIMHHYECKOS IPOABJICHUC 3a60JIeBaHI/I$I,

BcTpevatomieecs npaktndeckun y 100% mamumentoB ¢ HAO. Otékm penuauBupylomue, He
COIIPOBOKAAKOTCA KpaHHBHHIIefI. Ko>xusre IMOKPOBBI HaJ OTEKOM HE runcpeMHrpoOBaHbl U
00bIyHON Temmeparypbl. OTEKM MEUIEHHO HapacTaloT, MX CpeIHss MPOAOIDKUTEIbHOCTh 2-4
CyTOK. BO3MOXHO Hanuuue moKaJbIBaHUS, #OKEHHsI, O0JIE3HEHHOCTH B MecTe 0oTéka. BepxHue u

HIDKHHE KOHEYHOCTH - HanboJiee yacTas Jiokanu3sanus [25,27].

AOQIOMUHAIBHBIC aTaKW — BTOPOM MO YaCTOTE CUMIITOM, BCTPEUAIOIIUICS Y MAIIHEHTOB C

HAO (6onee 80%). Knunndeckue nposiBICHUS MOTYT BapbUPOBATh OT TUCKOM(pOpPTa 10 OCTPOi
601M B 00JIACTH >KMBOTA, CONPOBOXKJAIOIICHCS PBOTOM, OUapeeil WM 3amopoM, B3IAYyTHEM,
pe3koil cmabocThio (MpU  pa3BUTHM aclMTa BO3HUKAaeT runoBosemus). C  moMoIlIbio
BU3YAJIM3UPYIONIMX METOJOB wuccienoBanus (ymapTpa3BykoBoe wuccienoBanue (Y3U) wu
kommbioTepHas Tomorpadus (KT) opraHoB OpromrHO#M MOJOCTH) MOXKHO BBISIBUTH OTEK y4acTKa
KUIIEYHUKAa W CBOOOJHYIO JKHAKOCTh B OpIOIIHON IOJIOCTH WM MOJOCTH MAaJoro Tasa.
AOnOMMHaNbHBIE AaTakKd 4YacTo SBIAIOTCS TNPUYMHOW HEOOOCHOBAHHOTO XHUPYPrHUYECKOTO

BMCIIATCIIbCTBA, TAaK KaK CHMIITOMBI HMHUTHPYIOT KIWMHHKY <«OCTPOIO XHUBOTA». Hepez[KO



a0JIOMUHAJBHBIC aTaKH SBIIOTCS IIEPBBIM KIMHHYECKHUM HPOSBICHHEM 3a00JICBaHUS, YTO
3aTpyaHseT MOCTaHOBKY quarnosa [25,27].

Ot1éku, crnocoOHbIe MPUBECTH K acukcuy (MOTEHIMAIBHO (aTaabHble OTEKH). OTEK

rOpTaHu, OTEK 53bIKa, OTEK CBS30YHOIO ammapara ¥ HeOHOW 3aHaBeckw. [Ipu oTEKe s3bIKa —
OTMEYAEeTCs CYIIECTBCHHOE YBEIIMYCHUE €r0 B 00bEME, 4acTO S3bIK HE TIOMEIIAETCS B POTOBOM
nosoctu [25,27-29].
K Oonee peakuM KIMHUYECKHM TMPOSIBICHUSM 3a00JICBaHHMSI OTHOCSTCS CICIYIOLIHE
NPOSIBJICHUS 3a00JICBaHUS:
e lIHTEeHCUBHBIC TOJIOBHBIC 0O (BO3SHHKAIOIINE MPU OTEKE MO3TOBBIX 000JOUYEK),
COITPOBOKIAIOIIUECS OIIYIICHUEM CIIABJICHUS TOJIOBBI, ONIYIICHHEM JaBJICHUS B
IJIa3HBIX SI0JI0KaX, HEUYBCTBUTEIBHBIX K JCHCTBHIO aHAIBICTHKOB;
e CuibHble OOJIM TPH MOYCHUCITYCKAHHH, TIPEPHIBUCTOC MOYCHUCITYCKaHUE,
3aTPy/JIHEHHUE MOYCHCITYCKAaHHUS BIUIOTH O aHYPHH, BO3HHKAIOIIUE TPU OTEKE
MOUYEBOTO MYy3bIPSI U YPETPHI;
e  OTEKM MBIIIII, XapaKTEPU3YIOIIHUECS OrPAaHHYCHHBIM YILIOTHEHHUEM MBIIIIIIbI;
e OTEKM CyCTaBOB,;
e boip w/wunu oulymieHue CcAaBlIeHWs B 00JacTH TPYAHOW KJIETKH, HE
COIPOBOXKIAIOIINECS HM3MEHCHUSIMH Ha AJIEKTPOKapANOrpaMMe.
e boub B 00s1acTH mouex;
e BoJb B obnmactu numieBoa.[27]
Y HanmueHToB MOTYT OBITh MOTYT UMETh MECTO «IIPEIBECTHHKH» OTEKOB: KOJICOaHUE
HACTPOCHUSI, JICTIPECCHUsi, CIa00CTh, MAPECTE3UH, OIIYIICHUE YTOJIICHHUS KOXH, MaprHHAIbHAs
sputema u nip.; [25,26]

MapruHajabHas 3puTeMa — He BO3BHIIIAIONIAECS Hax IMOBCPXHOCTBIO KOKH BBICBIITAHUA

PO30BO-KpacHOTo IiBeTa, 0e3 3yda W IIENyHICHHS, NPOXOJsIIHe OeccIeTHO B TEYCHHUE
HECKOJIKHAX 4acOB — JBYX CYTOK. MOTyT OBITH CAMOCTOSATEIBHBIM MPOSBIEHUEM 3a00JI€BAHMS
WIN SBJISTHCSA «a1peaBecTHuKaMmy. [30]

Tpurrepst:
— MeXaHMuecKas TpaBma (B TOM 4YHKCIe, UIMTETbHOE CaBJICHHE, YKOJ, YIINO, ONlepaTUBHBIE

BMEIIIATE/ILCTBA, MHBA3UBHBIE METO/IbI 00CICIOBAHMS U JIP.);
— ocTpble HH(DEKINH/ IeKOMITEHCAIHs JIF000i COMyTCTBYIOINIEH MaTOIOTHH
— MEHCTpyarus/0epeMeHHOCTh/TaK TaIus;
— TIPHEM dCTPOTCHOB
— mnpueM uHruouTopoB AIID, aHTaroHNCTOB perenTopoB anruoteHsuHa I,
— crpece.[31]
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2. IuarHocTtuka 3a00/ieBaHUsI MJIM COCTOSIHUSI (rpynmbl 3200JIeBaHUM WJIHM

COCTOHHHﬁ), MEIANIMHCKHUE NMOKA3aHUA U IPOTUBONMOKA3aHUA K IPUMCHCHHUIO

METO/J0B JHATHOCTHKH

e Bcem nanumentam ¢ momo3penuemM Ha HAO  pekoMmeHayeTcss  MPOBOJMTH

muddepeHaIbHyl0 AMArHOCTHKY CO  CIEAYIOIIUMH 3a00JIEBaHUSIMH C  LIEJBIO
YTOYHCHHSI TMATHO3A:
— IIpuobpereHHbIi AHTHOOTEK (ITAO) c neUIUTOM/HapyIIICHHEM
dbyHkunoHanbHOM akTuBHOCTH C1-HHrHOUTOPA;
— AO, BbI3BaHHBIMU TIpHUeMOM HHTHOMTOpPOB AII® M aHTaroHHWCTOB PEIETITOPOB
aarnoren3una II;
— AO, BbI3BaHHBIMU MEHATOPAMHU TYUHBIX KIJIETOK;
— MWpuomaruueckumu AO;[3,32]
— IlceBmoanrnoorékamu (TUTIOTIPOTECMHEMUYIECKUE OTEKH, CUHAPOM
MenbkepccoHa-Po3eHTansi, CHHAPOM BepXHEH 10J10i BeHbI 1 Ap). [33]
YpoBenb yOeauTeabHOCTH pekoMenaamuii — C (ypoBeHb /10CTOBEPHOCTH
J0KAa3aTeJIbCTB - D)
KommenTapuu: npu nposedenuu oughghepenyuanvroii ouaenocmuku AQO ¢ nobvim
opyeum 3abonesanuem (NCeB0OAHSUOOMEKU) PEKOMEHOYemcs NOMHUMb O MOM, YMO
cumnmomvl npu AO onamcs om 4aco8 00 HeCKOIbKUX CYMOK U Npoxoosm OeccleoHo,
ecnu omék coxpamsemcs Oonee OnumenvHoe epems, mo ouacnoz AO manoseposmen. B
OonbUUHCIBE CyYaes, UCKIIoYeHue 3mux 3a001e8anuli, NPpUBOOSUUX K DA3GUMUI0

nceso0an2U00meEKa, 603MONCHO Yiice Ha smane coopa anamuesa u ocmompa. [33]

Tabnuna 2. Kpurepun nuarnoctuku Hacnencrsennoro anruooréka (HAO).

HAO c nedunurom Cl-unrudburopa

HAO 6e3 nedpumura Cl1-
Nurunburopa

JnarHoctuueckue
KPUTEPHUH ISt
MIEPBOTO
o0criemyemMoro
MAIMeHTa B CEMbE

>1 kpurepus:

e PemuauBupyromme
nepudepuyeckue AO
e PenuauBupyomnime
a0 qOMHHAJILHBIE aTaKU
e AO BepXHHX JIbIXaTEIbHbIX
yTei
JIOTIOJTHUTEIBHBIN KPUTEPUIA:
Cewmeiinblil aHamMHE3

>1 kpurepus:

e Penuausupyronime
nepudepuyeckue AO
e Peuunusupyromme
a0 JOMUHAJILHEIE aTaKU
e AQ BepxHHX
JBIXaTEJIbHBIX yTeN
JIOTOJTHUTEIBbHBIN KPUTEPUIA:

CeMeNHBIN aHaAMHE3
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n

JMArHOCTHYECKU 3HAYMMOE CHI)KEHUE
C1-UHI unu ero pyHKIIMOHAIBHOM
AKTHBHOCTH (IIPU HOPMAJIBHOM HJIH
nosbiieHHoM ypoBre C1-MHI)

MU > 1 xkpurepus:

JMArHOCTHYECKU 3HAUUMOe
camwkenne C1-MHI nwnn ero
(YHKIMOHATIBLHON aKTUBHOCTH
(Ipy HOPMaJILHOM WU
noselieHHOM ypoBHe C1-MHI')
IIPY TOBTOPHOM HCCII€IOBAaHUH
BBISIBJICHHE [TPUYHUHHO-
3HAYMMOU MyTaluu C
JI0Ka3aHHOM MAaTOr€HHOCTHIO B
redHe SERPING1

n

VYposens C1-UHI" u ero
(yHKIMOHATBHON aKTUBHOCTH
B JIBYX UCCIICIOBAaHMSIX HE
CHIDKEHBI, MJTH UX CHUKECHUE
JMAarHOCTHYECKU HE3HAYHMO.

N > 1 xpurepus:

e HaJIM4YHUe CEeMEHHOI0
aHaMHe3a

®  BBIABJICHUC MPUIMHHO-
3HAYUMOM MYTAIlHH C
JIOKa3aHHOM
[IaTOT€HHOCTHIO B
OJIHOM M3 I'€HOB:
m1asmuHorena, Xl|
dakropa CBEPTHIBAHUS
KPOBH, aHT'MITIOATHHA-1.

JnarHoctuueckue
KpUTEpUU JUTSt
NAIMEHTOB c
KJIIMHUYECKUMU
IPOSIBICHUSIMU
HAO, y xortopsIx
€CTh WJIEH CEMbH C
MOJTBEPKIEHHBIM
muarmosom  HAO
U YCTaHOBJIEHHBIM
TUTIOM

Y namnueHTa ecTh POJACTBEHHUK €
NMOATBeP:KIeHHbIM Auariozom HAO
U YCTAHOBJIEHHBIM THUIIOM

>1 kpurtepus:

Peungusupyronie AO
Permnusupyrommue
abJIOMUHAJIbHBIE aTaKH

AQO BepXHHUX JIbIXaTeJIbHbBIX
nyTen

N > 1 xpurepus:

JMarHOCTHYECKU 3HaYMMOE
camxkenue Cl1-UHIT wmm  ero
(YHKIIMOHATIBHONM  AKTUBHOCTH
(npu HOPMaJIbBHOM W
noselieHHOM ypoBHe C1-MHI')
BBISIBJICHHE MPUYUHHO-
3HAYNMOU MYTaIun c
JIOKa3aHHOW IaTOT€HHOCTHIO B
reHe SERPING1 (kak y
POJICTBEHHUKA)

Y nanueHTa ecTh
POACTBEHHHK C
NMOATBEPKIAEHHBIM
auarnosoM HAO 6e3
aepunura Cl-unrudéuropa

>1 kpurtepus:

e Penuausupyronme AO
e PenuauBupyronme
a0IOMHMHAJIBHEIE aTAKU
e AO BepxHHX
JIBIXaTebHBIX MyTeH
H (Toabko aJsa
POACTBEHHUKOB NMAIHEHTOB,
Y KOTOPBIX BbISIBJICHA
MYTaIUsA)

BBISIBIICHUE IPUYUHHO-
3HAYMMOU MyTaluu C
JIOKa3aHHOW MaTOr€HHOCThIO B
OJIHOM M3 T€HOB (KaK y
POJCTBEHHUKA):
mnasmuHoreHa, Xl pakxropa
CBEPTHIBAHUS KPOBH,
aHTUIOATHHA-1.

JnarHoctuueckue
KpUTEpUU JUTSt
[TAIIEHTOB oe3

Y nanueHTa ecTh pOACTBEHHUK
(KpOBHBIIi) ¢ MOATBEPKIEHHBIM
auarno3zom HAO ¢ nepunurom C1-

Tonpko 11  POACTBEHHUKOB
MAlMEHTOB, y KOTOPBIX
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KJIMHUYECKUX HHTHOMTOPA M YCTAHOBJIEHHBIM BBISIBJICHA MYTalHsl.
nposinenuii HAO | tunmom

(moxkIMHUYECKAast
cramms), y N > 1 xpurepus:
Y nanmeHnTa ecThb
KOTOPBIX ecThb
®  JMarHOCTHYECKH 3HAYUMO€E | POACTBEHHMK €
YJIeH CEMbH
camxenue Cl1-UHI' wnm ero | moATBEP:KAEHHBIM

MTOATBEPKICHHBIM

nuargozom HAO

byHKIMOHATBHOM akTuBHOCTH | AMarHo3om HAO 6e3

(pu HOPMaJIbBHOM nnn | Aepunura Cl-uaruéuropa

noBeiieHHOM ypoHe C1-MHI)
® BBISBIICHUE PUIHHHO-

3HAYUMOW MYTallMH C H

JIOKA3aHHOM IIaTOICHHOCTHIO B

reHe SERPING1 (kak y BBISIBJICHHUC IPUYUHHO-
POJICTBEHHUKA) 3HAUMMOU MyTaluu C

JIOKa3aHHOW ITaTOr€HHOCTHIO B
OJIHOM M3 T€HOB (KaK y
POJICTBEHHUKA):
masmMuHoreHa, Xl ¢gakropa
CBEPTHIBAHUSA KPOBHU,
aHTUNOo3THUHA-1.

2.1 ’Kaao0bLI 1 aHAMHE3

Cm pas3acii KIIMHUYCCKad KapTUuHa.

2.2 duzukajabHoe 00cae10BAHUE

I[Ipn ¢QusukaaTpHOM OCMOTpEe y BCeX MalUeHTOB ¢ mojo3peHneM Ha HAO s
YCTAQHOBJICHHSI TUArHO3a PEKOMEHIYETCS ONPEACTUTh XapakTep OTEKa Ui BBISIBICHUS
NPU3HAKOB, TUIUYHBIX JUIsI aHTHOOTEKOB mpu HAO (0oTék ONieAHBIH W HE 3YASIIHiA,
TUTOTHBIH, TTPY HAJIABIIMBAHUK HA HETO He ocTaeTcs siMku) [1,32].

YpoBenb yOenuteqbHOCTH pekoMmeHaanmii — C (ypoBeHb JT0CTOBEPHOCTH
J0KAa3aTeJIbCTB - D)

[TarmenTam ¢ rxamo0amMy Ha HapyIIEHWE JbIXaHWS W TJIOTaHUS, OCHUIUIOCTBIO TOJIOCa,
muchOHMEH, CTPaxoM CMEPTH, CTPUIOPOM PEKOMEHAYETCS TPOBECTH BU3YaIbHOE
o0cieIoBaHNE BEPXHUX JIBIXATEIbHBIX IyTCH, OIMIEHKY 3BYYHOCTH T'0JI0CA, BO3MOKHOCTH
TJIOTaHUS C IENBIO OIIEHKH MTPOXOAUMOCTH BEPXHUX JIbIXaTeIbHBIX myTei. [28,29,34,35]
YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJIbCTB - 4)

Kommenrapuu: Omék napacmaem meoneHHO, HO 8peMsi OM NOSGIEeHUS. CUMNMOMOS

HapyuieHus ObIXauusi 00 NOJHOU ACHUKCUU HeNnpeOCKa3yemo (8 cpeOHem COCmasisen om

20 00 40 munym).[28,29]
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2.3 JIa0opaTopHbIe TUATHOCTHYECKHE HCCIeT0BAHUS

HAO I muna ouaenocmupyemcs 6 cnyuae, ko20a ypogewv CI-UHI u yposenv ezo
@yHKyuonarbHot akmusHocmu cocmasisiiom menee 50% om nopmel. HAO II muna
ouacHOCmMupyemcst npu 8vlAG1eHUU CHUdCceHuss yukyuonanvrou akmusnocmu CIl-HHI'
bonee uem Ha 50% om HOpMbL NPU OMCYMCMBUU OUACHOCMUYECKU 3HAYUMO20 CHUNCEHUS
yposus C1-UHI'.[36]

Tabmuma 3. Jlaboparopuas auarnoctuka HAO ¢ nedunurom Cl-uarubutopa (HAO | u

Il TuioB)

HAO | tun HAO Il tun

VYposenb C1 unruburopa 1 (<50% ot HOpMBI) N/t

OyukuunonanbHas — aktuBHocTh  Cl | | (<50% oT HOpMBI)

MHTHOUTOpA

C4 1 (<50% ot HOpMBI)

e Bcem mnanuentam-npobOangam ¢ mnogo3penueM Ha HAO pexkomeHayeTcss mpoBeIcHHE
JIBYKpaTHOTO wuccienoBanust ypoBHs Cl-uarubutopa B KpOoBH H  (PYHKUIHMOHAIBHOM
akTuBHOCTH Cl-uHruOuTopa B KpOBU WU HcchenoBanus ypoBHs Cl-uHruOutopa B KpoBU U
dbyHKMOHaNbHOU akTuBHOCTH Cl-MHTHOMTOpa B KPOBHM B COUETAHUU C TPOBEIACHHEM
MOJIEKYJISIPHO-TeHETHYECKOT0 uccnenoBanus mytanuid B reHe SERPING1 B xpoBu MeTonamu
cekBeHHpoBaHMs U KonuuecTBeHHOW MLPA nns moarsepxknenus nuarnoza HAO | wmm |1
tumna.(tabauma 2, tabnuia 3, npunoxkenne b-1). [1,3,37-39]

YpoBenb yoeaurebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeIbLCTB
- 5)

KommenTapuu: uzvenennvie noxazamenu (CIl-uneubumop, QyHKYUOHANbHAS AKMUBHOCb
Cl-uncubumopa) mpebyom noomeepicOeHusi ¢ UHMep8aIoM He MeHee, uyem 6 I mecay.
JKenamenvno npogedenue xoms Obl 00HO20 U3 UCCAEO08AHUS B0 BPEMs  PA3GUMUS
aH2uooméxa, 0CcoOeHHo 8 ciyyae, eciu OaHHble KIUHUYEeCKOU KapmuHbl He COOMBEemCcmayiom
OAHHBIM NPOBeOeHHbIX uccaedosanuil. [3]

Ilpunumas 6o eHumanue, uymo nepuod noayswvigedenuss uneubumopa CIl-3cmepassvi
cocmasnsiem 02 yaca yenecoooOpazHo NPosoOUMb UMepeHUs. He MeHee yepe3 3 OHA nocie
ommenwvl npenapama uneubumopa CIl-scmepazvl uenosexa. Mkamubanm ne 6nusem Ha CpOKU
nposedenust anaruzos. [40]

YV 300posvix srcenuyun yposensv Cl-uneubumop u e2o QyHKYUOHANLHOU AKMUBHOCTIU 8 NAA3ME
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Kpoeu CcHustcaromcst 60 6pems 6€p€M€HHOCWlu u eosepawaromcit K HoOpme nocie

pooopaspeutenus. Iloosmomy pezyiomamsl aHANU308 OOJIIHCHBI UHMEPNPEMUPOBAMBCS C

ocmopodcHocmylo.  Pexomenoyemcess nosmopums  ananuzvl nocie pooopaspeuienus O

noomeepaicoenus ouacrnosza HAO.[1]

B cayuae, ecnmu y nayuenma ewvisenena npuuunno-3nauumas mymayus ¢ cere SERPING1

(OMHOCLH’HC}Z K namoceHHbIM UJU 8ePOAMHO-NAMOCEHHbIM CO2NACHO NPUHANbIM KpumepuﬂM)

nposeedenue nosmopHoz2o ucciedosanus yposusa Cl-unzubumopa 6 Kposu u GyHKYUOHANbHOU

axmusrnocmu Cl-Hueubumopa 6 kposu ne sisnsemcs ooszamenvhoim.[39,41]

Bcem manmenTamM-poicTBeHHUKAM ¢ mogo3peHrnemM Ha HAO pekoMeHIyeTcst MpOoBeIeHUE
OJIHOKpaTHOTO wucchenaoBanus ypoBHs Cl-uHruOutopa B KpoBU M (DYHKUIHMOHAIBHOM
aktuBHOCTH C1-MHrHOMTOpaB KPOBM HWIIM IOMCK paHEe BBISABICHHOW Yy mpobaHaa
NpUYMHHO-3HaYMMON Mmyrtammu B TeHe SERPING1 MOJIEKYJIIPHO-T€HETHYECKUMHU
Meroaamu il moarBepxkacHUs auarHoza HAO | wim |l Tuna.(trabmuna 2, Tabnuna 3,

npuioxenue b-1). [1,3,37-39]

YpoBenb yoeauTeJbHOCTH pexoMenaamnuii — C (ypoBeHb T0CTOBEPHOCTH J0KA3aTEJIbCTB

- 5)

Bcem posacreennukam (B ocobennoctH aetsim) nanuenta ¢ HAO | u 1l Tunos (naxe mpu
OTCYTCTBUU KJIIMHUYECKHX TIPOSBJICHUI 3a00JeBaHKsI) PEKOMEHIOBAHO IPOBEICHUE
CKPUHHMHIOBOro oO0clefoBaHus: uccienoBanue ypoBHs Cl-uHruburopa B KpPOBH H
uccienoBaHie (yHKIMOHAIBbHOW akTUBHOCTH Cl-MHrHMOMTOpa B KpPOBHM H/WIM IOMCK
paHee BBISBICHHOW NpWYMHHO-3HauMMON Mmytamuu B reHe SERPING1l  y mpoGanna
MoJieKymsipHo-reHeTHueckumu  merogamu (st HAO | wu Il TumoB) ¢ uenbto
cBoeBpeMeHHoM auarnoctikr HAO. (tabnuria 2, npunoxenne b-2).[1,19]

YpoBenb yOeautenbHocTH pexkoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB - 5)

KommenTapuu: panusa nocmanoéka ouacnosa (6 mom yucie HA OOKIUHUYECKOM
amane) cHudCaem puck GamanbHo20 Ucxooa npu passumuu nepeoz2o npucmyna HAO c
omékom éepxHux ovixamenvhvix nymeil.[1,28]

V 6cex demeii npu manuuuu cemeliHo20 aHamHesa 00 UCKIIOYEeHUs OUASHO3Ad Cledyem
npeononacame HAO.[19,42]

Buisignennas pamnee mymayusi 001H#CHA OblMb NPUYUHHO-3HAYUMOU (OMHOCUMCA K
NAMO2EHHbIM UNU  BEPOSIMHO-NAMOSEHHbIM — CO2NIACHO NPUHAMBIM — Kpumepusam), 6
NPOMUBHOM Clyuae YerecoobpasHo moavko ucciedoganus yposus Cl-uneubumopa 6
Kposu u ghynkyuonanvuou akmusnocmu Cl-uneubumopa 6 kposu. B cnyuae nonyuenus

COMHUMENLHLIX pe3yibmamos ucciedosanus ypoeusa Cl-uneubumopa 6 Kposu u
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Qyukyuonaronou axkmuenocmu Cl-uneubumopa 6 Kposu, HeoOXO00UMO NOBMOPUMb
uccneoosanue.[36]

Hetrsm o 1 roma (y KOTOpBIX €cTh KiMHHYeckue npusHaku HAO n/winm ecth ceMeiHOro
anamue3 HAO) pexomeHayeTcsi IPOBOAUTH MOJIEKYJIIPHO-TEHETUUECKOE HCCIIEI0BAaHUE
mytaruii B reHe SERPING1 B kpoBu MeTolaMH CEKBEHHUPOBAHUS W KOJIMYECTBEHHOM
MLPA s paHHe# mocTaHOBKH quarHosa (npunokenue b-2).[42—-44]

YpoBenb yOeauteqbHOCTH pekoMmeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)

KommenTapuu: 6 ropme y demeii 0o 1 200a yposnu CI-UHI u eco ynxkyuonanvHot
AKMUBHOCMU 3HAYUMENbHO HUdice, Yem Y 63pocavix. [losmomy ucnonv3osanue s3mux
nokaszamenei y oemeti 00 200a ¢ yeavto ouacnocmuxu HAO neungpopmamusno. Takoce
HeUHDOPMAMUHbIM —~ CUUMAemcs Ucciedosanue KOHYEeHmMpayuu KOMniemMeHma 6
NYNOBUHHOU KPOBU OOHOUEHHBIX HOBOPOICOCHHLIX, MAK KAK €20 YPOBeHb HUdIce, Yem
VPOBHU Y 83poCabiX. Ypoenu anmucena u Qynkyuonanvuas axmuernocmv CIl1-UHI
coomeemcmayiom 70% u 62% om noxkazamernetl y 63pocivlx, coomeemcmeenno. [1]
Lenvnas kposv sAensiemcs npeonoYMumenbHbiM OUOMamepuaiom OJis MOJLEKVIAPHO-
eenemuyecko2o uccireoosanus. OOHaKo OamHoOe UCCIe008aHUEe MOICHO NPOBOOUMb HA
JIOObIX MKAHAX YelogeKa Npu MpYyOHOCMAX NpedocmasieHuss Kposu (0yKanbHwill
anumenuil CiioHbl, KIemKu 6 Moue, OUONCULIHbBIL U CEKYUOHHbLIL MAmepua u m.n.)

Bcem mamnmentam ¢ mogo3penueM Ha HAO mpu pacXokIeHUHM NAaHHBIX KIMHUYECKOU
KapTUHBI W pe3yJbTaTOB Ja0OPATOPHBIX WCCIEJOBAHUN WM TPU COMHHTEIBHBIX
pe3yabpTaTax JIadOpaTOPHBIX TECTOB, PEKOMEHIYETCS MPOBEACHHE MOJIEKYIISPHO-
reHeTudeckoro wuccinenopanuss myrauuid B rene SERPING1 B kpoBu Meronamu
CEKBEHHUpOBaHMsSI U KonndecTBeHHOH MLPA ¢ 1enpio Moucka MPUYHHHO-3HAYHUMBIX
MyTalus U NOATBEPIKAeHHs quarnosa.[1,2]

YpoBenb yOeaurTeabHOCTH pexkoMenaamuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB - 5)

Kommenrapun: [lpogedenue monexkynapHo-eenemuieckoco 00C1e008aHus He A611emcs
obs3amenvHuIM 05 sepupuxayuu ouasrnoza HAO | u || muna npu naruuuu munuunou
KAUHUYECKOU KAPMUHbL U  OUACHOCMUYECKU-3HAYUMO20 CHUMICEHUS YPOGHS  U/UU
@yukyuonanvrou akmusnocmu uneuoumopa Cl-ascmepasvi. Kpome moeo, omcymcemeue
OOHAPYIHCEHUS ONUCAHHBIX MYMAYUL NPU MOJEKYIAPHO-2EHEMUYECKOM 00C1e008aHuU He

uckatouaem ouaenos HAO.[1,2]

Omnpenenenue ypoas C4 ¢pakiun komruiementa (C4) manueHTam ¢ MOJ03pEHHEM Ha
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HAO pexomenayercs ¢ 1ieibi0 ckpuHuHTa (Tabmuna 3).[1,45-47].

YpoBeHb y0eqMTEJBLHOCTH pekoMeHaanmii — B (ypoBeHb [J0CTOBEPHOCTH

0KA3aTEJbCTB - 2)

KommenTapuu: y nayuenmos ¢ HAO | u |l munos ommeuaemcs cnumxcenue C4

komnonenma xomniemenma (Tabauya 3), OMHAKO OAHHBLIL NOKA3AMENb He MOdCenm Oblmb

UCNONBL306aH OJ151 NOCMAHOBKU OUACHO3A, MAK KAK OH MOXMCem OblMb CHUNCEH NPU MHO2UX

opyeux 3abonesanusx. [1,3]

[Taumentam ¢ nogo3penriem Ha HAO He pekomenayercs onpeznenenue ypous C2 u C3

¢pakuuii KOMIUIEMEHTa HHU C IIeJbI0 CKPUHUHIa, HU C IeJbI0 IOCTAHOBKHU

nuarnosa.[1,2,48]

YpoBenb yOeautesbHocTH pekoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

JA0KAa3aTeJIbCTB - D)

Bcem B3pocnmeiM  manmumentam ¢ gepunmrom  Cl1-MHIT wm  peumauBupyrommmu

aHTMOOTéKaMKM 0e3 KpamuBHHIBI, HO 0€3 CEeMEWHOTo aHamMHe3a WM BBISBICHHOM

mytauun B reHe SERPING1 pexkomenayercs uccnenoBanue ypoBHeit C1Q dpakuuu

komroneHTa komiuiementa (C1Q) B kpoBu u onpejenenue Haawuus antutea k Clq B

KPOBH JIJIs1 HCKJTIOUCHHSI IPUOOPETEHHOr0 aHrnooTéKa (punokenue b-1). [1-3,49]

YpoBenb y0eauTeqbHOCTH pexkoMeHaanuii — C  (ypoBeHb 10CTOBEPHOCTH

0KA3aTeJbCTB - 4)

Kommentapumn: /740 umerom cxoicyto KIUHUYECKYIO KAPMUKY U ABIAIOMCA (peHoKonuel

HAO (ne mnacneoyemcs). Ilamonocuss 6 cucmeme KOMWAEMEHMA 00YCIO6IEHA

svipabomkot anmumen x CLl-UHI' unu noeviwenuviv e2o nompebaenuem. Ilpu

1aOOPAMOPHBIX ~ UCCIEO08AHUSX — OMMEYAEMCsi  CHUMICeHUe  KOAUYecmeda  uiu

@yuryuonanvrou akmuenocmu Cl-uneubumopa, Kax npasuno, menee GblPANCEHHOE, Yem

npu HAO. [1-3,49]

[Tamentam ¢  HAO, nomyyaBmIMM CBEXKE3aMOPOKEHHYIO IIa3My, C  LEJbIO

CBOCBPEMEHHOH  JIMarHOCTUKA  WH(MEKIMOHHBIX  3a00JICBaHUH  PEKOMEHIYETCS

MIPOBEJICHHUE €KETOIHOr0 00CIeI0BaHUS:

o ompenenenue anturen k BUY (Onpenenenne antuten kiaccoB M, G (IgM, 1gG)

K BUpyCy uMMyHonedunuta yenoseka BUY-1 (Human immunodeficiency virus
HIV 1) B kpoBu; Onpenencune anturen kimaccoB M, G (IgM, 1gG) x Bupycy
ummyHoedunura yemopeka BUU-2 (Human immunodeficiency virus HIV 2) B

KPOBH;)
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o Omnpenencune anturena (HbsAQ) supyca renatura B (Hepatitis B virus) B kpoBu
n

o Ompenenenue anturen k Bupycy renaruta C (Hepatitis C virus) B kposu.[1].

YpoBenb yOenuTebHOCTH PpexkoMenaauuii — C  (ypoBeHb /10CTOBEPHOCTH
J10KA3aTeJbCTB - 5)
Kommenrtapuu: Bce nayuenmvr ¢ HAO nomenyuanvno mo2ym noayuams npenapamol
KpPOBU YeN08eKd, CONPANCEHHble C DUCKOM nepedadu MpAHCMUCCUBHBIX UHGDeKYUl:
ceedicezamopodicennas naasma u uneuoumop Cl-acmepasel yenosexa. Ha cecoonawnuil
O0eHb He 3ape2ucmpupo8arHo HU O00HO20 clyuas nepedayu ¢ npenapamom BHY,
eenamumos B u C u napsosupyca B19 npu esedenuu xonyenmpama uneuoumopa CI-
acmepasul yenosexa [50].
Bceem manmentam ¢ HAO pexomeHIyeTcsl omnpeaeseHne OCHOBHBIX TPYIII IO CHUCTEME
ABO u ompenenenue anturena D cucremsl Pesyc (pesyc-dakrtop) mist obecrieuyeHus
BO3MOXXHOCTH OBICTPOTO BBEJIECHHUS CBEKE3aMOPOKEHHOM IJIa3Mbl NMPU BO3SHUKHOBEHHUH
Takoi HeoOxoaumocTu.[51]
YpoBenb  yOenuTeabHocTH — pekoMmenaauumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB 5)
[Tanmentam ¢ HopmanbHbIMH TIOKazaTenssMu  Cl1-UHIT u ero ¢yHKumoHampHOM
AKTUBHOCTH TPH ABYKPATHOM HCCIIEOBAaHHH, HO HMEIOMIMM XapakTepHyto mans HAO
KIMHUYECKYI0 KapTUHY W/UIU CEMEHHBIH aHaMHe3, C IeNbl0 TOWCKA MPUYHNHHO-
3HAUMMBIX MyTalui Ui moATBepkaeHus auarHoza HAO 6e3 pedpunura C1-UHID
PEKOMEHAYETCS MTPOBEACHNE MOJICKYIIIPHO-TE€HETHUECKOTO UCCIICTOBAHMS:

o 9K30Ha 9 rena F12 meTonoM ceKBEHHPOBAaHMUS

o rerHa ANGPT1 meronom cekBeHMpOBaHUS

o re"a KNGI meTtogomM cekBeHUpOBaHU

o Ha Hamuue wmytanmuu  c.988A>G (p.Lys330Glu) B renme PLG wmeromamu

MPULIEITEHOTO MTOUCKA MYTaIHH

(tabnuma 2, npunoxenue b-1, radbmuna 2).[16,17,21,52,53]
YpoBenb yOeauteqbHocTH pexkoMenaanuii — C (YpoBeHb /10CTOBEPHOCTH
J0KA3aTeJbCTB - 4)
KommenTapun: ¢ ciyuae HAO 6e3 depuyuma CIl-UHI, oannviti 6uod obcredosanus

ABAEMCS €OUHCMBEHHBIM MemoOoM sepugpuxayuu ouaenosa. [16,17,21,52,53]
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Bcem poncrBenHukam (B ocobeHHocTH netsM) namueHTta ¢ HAO 6e3 nedurura C1-MHD
(maxxe TPU  OTCYTCTBHM KJIIMHUYECKUX TPOSBICHUH 3a00JeBaHUs) C  IEIBIO
cBoeBpemMeHHOM auarHocTukn HAO 6e3 nepunmra C1-MHI pexomeHmgyeTcst MOUCK
paHee BBIABICHHOW Yy TpoOaHIAa NPUYUHHO-3HAYUMOW MYTAIlMM MOJCKYJISPHO-
FEeHETHYECKUMHU METOIaMH MIPHIIEIBHOI0 MOMCcKa MyTaruu. (tabdiuma 2).[10,36,54-56]

YpoBenb yOeaurTeabHOCTH pexkoMenganmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJbCTB - 4)

2.4 HHCTpYMEHTAJIbHbIE THATHOCTHYECKHE UCCAET0BAHUA

V31U w/mmu KT opraHoB OpromIHONW TMOJIOCTH PEKOMEHIYeTCs MalueHTaM IpU
BBIPQXEHHBIX OOJISIX B KHUBOTE C IIEJIbIO MpoBeAeHUs TuddepeHInaTIbHON TUarHOCTUKHU C
3a00JIeBaHHUSMH C KIIMHUKON OCTpOro xuBora.[57—60]

YpoBenb yOeauteqbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJIbCTB - 4)

2.5 UHpble 1MarHocTH4ecKre HCCjaeI10BAHNS

Koncynpramusi  Bpaua-Xxmpypra pEKOMEHJIOBaHA  TAIMeHTaM C  BBIPaXEHHOU
abIOMUHAIBHOM atakod s nuddepeHmabHON THarHOCTUKA ¢ 3a00JIeBaHUSMU,
NPUBOIAIIUMHU K KIIMHHKE OCTPOTO UBOTa .[61]

YpoBenb y0enuteabHOCTH pexkoMenganuii — C (ypoBeHb J0CTOBEPHOCTH

0KA3aTeJbCTB - 5)

e PekoMeHayeTcs KOHCYJbTalUsl Bpava-oropuHojapuurosiora (JIOP) w/wim Bpava-
aHecTe3WoJiora-peaHuMaToiora  MalMeHTaM ¢ [pU3HakKaMH  OTEKAa  BEPXHHUX
JBIXATEIBHBIX MyTeH C IEJIbI0 OOBCKTHBU3AIMU KATOO M OIEHKHA MPOXOJIAMOCTH
JbIXaTeabHbIX myTeit. [1,35]

YpoBeHb yOeautTeabHOCTH pekoMengammii — C (ypoBeHb 0CTOBEPHOCTH
A0KA3aTeJbCTB - 5)

o [lamentam ¢ HAO pekomeHayeTcsi TPOBENEHUE KOPPEKIHU COMYTCTBYIOIICH
MaTOJIOTMH BpadaMH JIPYTHUX CIEIHATLHOCTEH, TaKk KaK 3TO MOMKET IPUBOIUTH K
yrspkenenuto Teueruss HAO. [1,31]

YpoBeHb yOenuTeIbHOCTH peKoMeHaanuii - B  (ypoBeHb 10CTOBEPHOCTH
A0KA3aTEJbCTB - 3)
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3. .)queHne, BKJIIOYasd MCAUKAMCHTO3HYI0O U HEMECIUKAMECHTO3HYIO TCpPaIlluu,
ANETOTEPAININIO, 066360J1HBaHl/le, MEeAUIHNHCKHE MNOKa3aHusA u

NMPOTUBONOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHHUA

Tepanus HAO cocTouT u3 TpeX OCHOBHBIX KOMIIOHEHTOB (Tabuuia 4):
® KYIUPOBAaHUS OTEKOB,;
® KpaTKOCPOYHOW NpOGMIAKTUKU (Tepes ONepaTUBHBIMUA BMENIATEIbCTBAMH U
CTOMATOJIOTUYECKUMU MAHHITYJISIIIHSIMH ) ;
® JIOJTOCPOYHOW MPOGMIAKTHKU MPH TSHKEJIOM TEUEHUHM WM YacThIX MPHUCTyMax
3abosieBanus (IPOPUITAKTHKA PEIIUTUBOB).

Tabmuua 4. Tepanus HacnencTBeHHOro aHTHOOTEKA

Hamnpasnenue IIpenapats! 111 B3pOCIIbIX [Ipenapats! 11 neren
Tepanuu
KymnupoBanue e likaTubaHT; e lkarubant (y JeTen
OTCKOB e Uurn6urop  Cl-scTepassr crapire 2-X Jer);
yenoBeka’; e Uuruburop  Cl-3crepassl
e (Bexe3aMOpOKEHHas yenoBeka (y JAeTed crapiie
iasma’ 2-x 11er);
e (CBexe3aMOpOKEHHAas
miazma
KpaTtkocpouHnas e Uuruburop Cl-3crepassl e Uuruburop  Cl-3crepasbl
npo(UIaKTHKA yeroBeka (y B3pOCHBIX U yenoBeka (y neTeil crapiie
neTel crapiie 2-X JieT); 2-X JeT);
e Jlanazour; e (CBexe3aMOpOKEHHAas
e (CBexe3aMOpOKEHHas Iula3ma 1asma,

e #Jlanazon (TOJIBKO  MIpH
OTCYTCTBHH UHTHOuTOpa
C1-3cTepassi)

Jonrocpounas e Jlanazou, e #Uuaruburop Cl-3cTepasbl
npo¢uIaKTHKa e #TpaHekcamoBas KHCIOTa*™; yenoBeka (y JAeTed crapiie
e #IIporecrareHsl 2-x Jier);
(#ne3orectpern, , e #TpaHekcamoBas
#muHocTpenon);’ KUCII0Ta*™;
o #Uuruburop  Cl-acrepassl e #J]laHazon (TOMBKO JIETAM,
YelloBeKa gocturmuM V' cTaguun

IMOJIOBOT'O CO3PCBAHUA 110

! Ha teppuropun P® 3apernctpupoBas To16k0 nHrE6uTop C1-5CTepasbl YemoBeKa Iis BHY TPHBEHHOTO BBEICHHS,
MOATOMY 3/IeCh U Jajiee OyeT yKa3blBaThCs IpernapaT MMEHHO JJIsi BHYTPUBEHHOTO BBEJICHUSI.

? CBeKe3aMOPOKEHHAS ITa3Ma JI0JIKHA HCIIONB30BATHCS TONBKO IPH OTCYTCTBHH OBICTPOTO JOCTYNA K TEPAIHH C
nokazaHHOW 3¢dexTuBHOCTEI0 (Mkarnbant, koHueHTpaT uHruOuropa Cl-scTepa3sl 4eloBeKa) M HE MOXKET
paccMarpuBaThCsl Kak SKBHBAJICHT ITATOT€HETHYECKON Tepamnuu (Kak B KOHTEKCTE KyNHPOBaHUS OTEKOB, TaK M B
KOHTEKCTE KpPaTKOCPOYHOHW NPO(WIAKTHKM), TaK KaK He CTaHIapTH3MpOBaHa IO KoymdecTBy mHruburopa Cl-
9cTepasbl U KOMIIOHEHTOB MOTEHIIMAIBLHO cIOCOOHBIX BbI3BaTh AO y maruenta ¢ HAO.

3 TOMBKO 151 JKEHIUH JETOPOIHOTO BO3PACTA.
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\ \ Tanuepy)

3.1 KynupoBaHue 0TEKOB

Bce oméxu ovixamenvhvix nymeti, oméku 6 obOracmu auya u wleu, msadicenvie

ab0oOMUHANbHbIE AMaKU, a 6 psde Clyuaes u msdicenvle nepugepuieckue oméxu (Hanpumep,

OMEK NONI0BLIX OP2AHO8 ) MYIHCUUH) MPebdYIom aKMUHOU Mepanuu 6 Ces3U ¢ PUCKOM pa36umus

CMEPMeNbHO20 UCX00d BCAeOCmEUe ACPUKCUU UMU UHBATUOUZAYUU (OCTIONCHEHUST OIUMENbHOU

CUNOKCcUU 20J106HO20 MO32d, HANOINCEHUEe YUCMOCNIoMbl npu OnUmMenbHou 06cnunmyuu

MOHe8bl800AWUX Nymell, Hanioxicenue mpaxeocmomvl u 0p.).[1,19,27,28]

[Tanimentam ¢ HAO | u Il TumoB ¢ orékamMu, CHOCOOHBIMH TIPHBECTH K ac(UKCHUH,
a0JIOMUHAIBHBIMU aTakaMH W Tepu(PepuIecKuMH OTEKAMHU, COMNPSHKCHHBIMH C  PHUCKOM
pa3BUTHS OCIOKHEHUH, pEKOMEH/IyeTCsl Ha3HAuYeHUE TPenapaToB Uil KyITMPOBAaHUS OTEKOB C
eJbI0 KyIUpoBaHus oTéka (Tabnuna 5, npuiokenue b-3). [1,28,62—71]

JJ1st B3pocabIX U eTeil oT 8 JieT: ypoBeHb Y0eauTeJIbHOCTH peKOMeHIanuil A (YpoBeHb
JIOCTOBEPHOCTH /I0KA3ATEJIbCTB 2)

Jdasi nereid muiagme 8 Jser: ypoBeHb yOeauteibHOCTH pekoMengaumii C (ypoBeHb
JI0CTOBEPHOCTH 0KA3aTeJbCTB 4)

KomMmenTapuu: uxamubanm — 8blCOKOCEIEKMUBHBIN —AHMALOHUCH — OPAOUKUHUHOBLIX
peyenmopos 2 muna. [62,64,65,72] Uneubumop Cl-scmepasvl uenoseka — Kowyenmpamn,
noayuaemslil uz 0oHopckou kposu. [1,42,73]

[Taruentam ¢ HAO | u |l TumoB c oTékamu, CIOCOOHBIMH NPHUBECTH K acPUKCHUH,
a0JIOMUHAIBHBIMU aTakaMH W Tepu(pepuIecKUMU OTEKAMHU, COIPSHKCHHBIMH C PUCKOM
pa3BUTHS OCJIOKHEHHH, peKOMEHIYeTCsl Ha3HaueHUE MpenapaToB sl KYMUPOBaHUS OTEKOB
He no3aHee 30 MUH TOCTie TONaJaHusl MalMeHTa B JIe4eOHO-TIPO(UIAKTHIECKOE YUPEKICHUE:
ukatuOanT wim uHruoutop Cl-3cTepas3sl yemoBeka ¢ 1ebi0 KynmupoBaHus oTéka (Tabmuna 5,
npuioxenune b-3). [1,28,62—71]

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH 10Ka3aTeJbCTB

5)

Ta6muma 5. [Ipemapatel, HazHauaemble manueHTam ¢ HAO 1t KymupoBaHus OTEKOB.

IIpenapar B3pocasie Hern

Hxarubanrt 30 Mr /k C 2-x 1eT, B 3aBUCHUMOCTH OT

Macchl Teja.

12 kr - 25 xr 10 mr

26 kr — 40 kr 15 Mr
41 xr - 50 kr 20 MT
51 xr - 65 xr 25 mMr
> 65 xr 30 mr[74]

WNuruburop Cl-screpassl | 20 ME/kr B/B 20 ME/kr B/B

YCII0BCKa
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CBexe3aMOpOKeHHas I1a3ma
(TOnbKO  MpU  OTCYTCTBUU
JPYTUX OTIIIHH)

400 mu1 B/B

10 Mur/Kr Maccel Tenia B/B

[TarmentoB ¢ HAO | u Il TumoB pexomenayercs odbecneunTs npenapaTaMmu Ui KyITMPOBaHUS
OTEKOB Ha JIOMY U O0OYYUTh TEXHUKE CAMOCTOATEIHHOTO BBEICHUS ISl PAHHETO KYITHPOBAHUS
oTéKa U mpeaoTBpaiieHus GaraibHoOro ucxomaa. [75-77]

YpoBenb yoenutebHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB
4)

Kommenrapum: HUxamubanm u uneubumop Cl-ascmepaszvl uenogeka mocym Ovimb
UCNONB308AHbL  CAMOCMOSAMENbHO nayuenmamu 6 oomawnux yeaosusx. [19,70,75-77]
CamocmosmenvHoe 88edeHue npenapamos umeem peuwiaoujee 3Havenue 01 3¢hexkmusHol
mepanuu OCmMpblX NPUCMYNO08, NOCKOIbKY pAaHHee jleyeHue Npu pazsumuu npucmyna oOoiee
appexmusno u npedomepawaem passumue ocioxchenui. [1,66,68—71] Ilo30nee
HAa3HAYeHUue Npenapamos Modjicem npusecmu K (amaibHOMy UCXo0y npu oméKe GepXHUX
ovixamenvHoix nymeti. [69,78]

[Tartmentam ¢ HAO 6e3 aedpunura C1-UHI ¢ ot€kamu, cniocOOHBIMU MPUBECTH K aC()UKCHUH,
a0/IOMUHAIIBHBIMM aTaKaMU W TSDKENBIMU MepUPEepUYECKUMU OTEKAMHU, COIMPSIKEHHBIMU C
Pa3BUTHEM OCIIOKEHMHM (Hampumep, OTEK IOJIOBBIX OPraHOB C OCTPOW 3aJEp:KKOH MOYM Y
MYKUMH) PEKOMEHJYeTCsl BBECTH #MKaTUOAHT w/uinu #unruourop Cl-scTepasbl yenoBeka c
1eJIbI0 KYITMPOBaHHs OTEKA (T03UPOBKH CMOTPH B Tabsuiie 5, mpunoxerue b-3). [79-86]
Jl1st B3poCJIbIX: YPOBeHb yOeAnTeJbHOCTH pekoMenaanuii - C (ypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB -4)

Jas nereii: YpoBeHb yOeauTeabHOCTH pexkoMenganuii - C (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB -5)

Kommenrapumn: /[na HAO 6e3 OJepuyuma CI-UHI Oanneix panoomu3uposanHbix
uccnedosanull no oyenke gpgexmusHocmu uxamubanma, KoHyenmpama uneubumopa ClI-
acmepasvl Yelo8eKd, C8eNCe3aMOpON’CeHHOU naasmvl Hem. [lannvlie 006 2¢hghexkmusnocmu
npumenenus uxamubaunma u uneubumopa CIl-scmepasvl uenogeka npomugopeuugul. Ilpu
Hea(hpekmusHocmu  YKA3AHHLIX Npenapamos ciedyem nposooUums CUMIIMOMAMUYECKYIO

mepanuio. [719-82,87]

Pekomenayercsi oOecrnieunTh JOCTYIMHOCTb Ui CaMOCTOSITENIBHOIO BEBEJEHUS IMpenaparoB
JUIsl KyIMPOBAHMS HE MEHEE YeM JBYX aTak Ul JIOCTHIKEHUS pAa3pelleHHs] OTEKa IpHU
Hed((EKTHBHOCTH MEPBOTO BBEICHHS IPENapaToB W/WIIN JIIsl KYIIMPOBaHUS el IuBOB.[1]

YpoBeHb yOenuteabHocTH pexkoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH 10KAa3aTeJIbCTB

5)
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KommenTapuu: B Oonvuwuncmee cnyuae8 O0OHOKPAMHO20 B68e0€HUS NAMO2eHemUu4ecKux
npenapamosé (uxamubaum, npenapam uneudumopa CIl-3cmepasvi uenoseka) 00CmMamoyHo
ons kynuposanusi cumnmomos HAO. Oonako 6 nekomopulx c1y4asx 0OHOKPAMHO20 86€0€eHUs.
npenapama (0cobeHHo npu no3oHem 88edenul) Ovieaem HeOOCMAMOUHO OJis KYNUPOBAHUS.
oméka, maxoice He UCKIIOYEHO pa3sumue NOSMOPHLIX, 8 MOM YUCIe HCUIHEYSPOHCAIOUUX,
npucmynos .[64—67,88]

[Taruentam ¢ HAO pekoMmeHTyeTcs UCIIOIB30BaTh CBEKE3aMOPOKEHHYIO JIa3My KPOBU IS
KyIIUPOBaHUSI OTEKA B CIydae OTCYTCTBHUSI OBICTPOrO JOCTyIa K KOHIEHTpAaTy MHrHOUTOpa
Cl-scTepassl U uKaTHOAHTY (IO3MPOBKH CMOTpHU B Tabnuie 5, npunoxkenue b-3).[19,42,89—
92]

Jas nanuenToB ¢ HAO | u |l TunoB: ypoBens ydeauTebLHOCTH pekomenaanuii - C
(YPOBEHDb IOCTOBEPHOCTH J10KA3aTEJIbCTB 4)

Jasi manmentoB ¢ HAO 06e3 pepunura ypoBHss Cl-uHruburopa: ypoBeHb

yo0enuTeibHOCTH pekoMeHaanuii - C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeIbCTB 5)

KomMmeHTapum: cgedxcezamopoocennas naasma He MOMCem paccMampueamuvcs Kax
9KEUBAIEHM NAMO2EHEeMUYECKOU Mepanuuy, maxk KaK He Cmanoapmu3uposana no Koaudecmasy
uneuoumopa Cl-3cmepasvl U KOMHOHEHMO8, NOMEHYUANbHO CHOCOOHbIX 6bi3gamb AQ y
nayuenma ¢ HAO. Beedenue niasmvl cOnpsdiceHO ¢ pUcKkom nepeoayu mpaHCMUCCUBHBIX
unghexyuti, a makdxce pazeumus OOILULO20 YUCIA HENHCeNAMENbHbIX PeaKyut (6 mom ducie
anagpunamuuecko2o woka).[2,78]

[Taruentam ¢ AO BepXHHX JbIXaTEJbHBIX NyTeH B ciaydae HedI((EKTHUBHOCTH Teparnuu
AHTUTUCTAMUHHBIMU TIpenapatamMu uis cuctemMHoro mnpumeneHus u CIKC u wHamuuum
XapakTepHbIXx mnpuzHakoB HAQO B KIMHWYECKOW KapTHHE pPEKOMEHIYeTCs BBECTU
CBE)KE3aMOPOKEHHYIO TUIa3My KPOBH T KymupoBanus otéka.[89,93,94]

YpoBeHb yoenuTeJbHOCTH pekoMeHnaanuii - C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTEIbLCTB
4)

[Taruentam ¢ HAO | u |l TunoB He pekoMeHayeTCsl Ha3HAaUeHHE #TpaHeKcaMoBasi KUCIoTa™*™
U JIaHA30J1 JIJIsl KYITUPOBAHHS OCTPBIX OTEKOB. [1,78,95]

YpoBenb yoeauTeabHOCTH pekoMenaannii - C (YypoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB
-5)

[Martuentam ¢ HAO | u Il tumoB HacrositenbHO He pexomenayercs HasHaueHue cl'KC,
snuHePPUHA**, AHTHTUCTAMHHHBIX MPENapaToB IS CHCTEMHOTO TNPUMEHEHHS U

KYIIHPOBaHUS JIIOOBIX BHI0B OTEKOB.[94]
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YpoBenb yoenurtebHOCTH pekoMeHaauuii - C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB
-5)

e [lammmentam ¢ HAO AO B obnactu ropTaHu NPy HapacTaHWU OTEKA UK HEIP(HEKTUBHOCTH
MPOBOJIUMOM TEpamuu HACTOSITEIbHO PEKOMEHIYETCsl TOCHUTAIN3alus B  OTACIICHUE
OTOPUHOJIAPUHTOJIOTUH WM PEaHUMAIMOHHOE OTJIEJICHHE C IEJIbI0 CO3JAaHUs YCIOBHMM st
IPOBEICHUS peaHMMAaIlMOHHBIX Meponpustuii [1,34,35]

YpoBenb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH [10KA3aTeIbCTB
- 5)

e Jlanmentam ¢ HAO ¢ AO B obnactu ropranu npu HedPHEKTUBHOCTH MTPOBOIUMON Tepaiu U
NpU3HAKaX HapacTamoleld OOCTPYKIIMHM JbIXaTeNbHBIX MyTed PEKOMEHIYETCS paHHee
MpOBeJICHNE KOHUKOTOMHUHU/HAJIOKEHUE TPAXEOCTOMBI WIIM IPOBEIECHUE WHTYOAIlMU Tpaxeu
JUTs1 00€CTICUCHHUs POXOAUMOCTH JbiIxaTeabHbIx myteit. ([Ipunoxenue b-3). [28,29,34,35]
YpoBeHb yoenuTelbHOCTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEeILCTB

- 4)

3.2 KparkocpoyHasi npoduIaKkTHKA

3abonesanue  Hacneocmeenmviti  aHeUOOMEK — He  MOdCem  pACCMAMPUBAMvbCsi  KaK

NPOMUBONOKA3AHUE K CIMOMAMON02UYECKOMY/OUACHOCMUYECKOMY/ONePAMUBHOMY

emMeuamenbcmsy.

e [lanmentam ¢ HAO | u Il Tunos pekomeHayeTcs MpoBOAUTh KPATKOCPOUHYIO MPO(UIAKTUKY
(tabmuna 6, npunoxenue b-4) mepen MOOBIMU ONEPATHBHBIMUA BMENIATENLCTBAMU (B TOM
YHpciae MaJbIMH, TaKMMH KaK CTOMATOJIOTHYECKHE MAHMITYJSIUN), WHBa3UBHBIMHU
MEIUIIUHCKIMH HCCIIEIOBAaHUSMH, OCOOCHHO B OOJIACTH JBIXATENbHBIX ITYTEH, BEPXHHUX
OT/IeNIax MUIIEBAPUTEILHOTO TPAKTA, AJIsl IPEIOTBPAIeHUs pa3BuTHs oTéka [96-99].
YpoBenb yoeauteabHocTH pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTeJbCTB
4)

Kommentapun: Oméku, ceéazanHvle ¢ OaHHbIMU NPOYeOypamu, OObIYHO BO3HUKAIOM 6
meuenue 48 uacoe om manunynsiyuu.[1]

Tabmuua 6. IIpenapartsl, HazHauaemble nanueHTaM ¢ HAO | u Il TunoB ans xpaTtkocpouHOU

pOUITAKTUKH.

[Ipenapar B3spocasie Hern
HNuruburtop Cl-3cTepassl 1000 ME B/B 15-30 ME/kr maccel Tena
YeJloBeKa B/B
CBexe3aMOposKeHHas 1ia3ma 400 mu B/B 10 MuI/KT Maccel Tena

(TOTBKO TIPH OTCYTCTBUU
unruouropa Cl-screpassl
YEJIOBEKA)
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Janazomn 2,5-10 mr/xr Mmaccel Tena 3a 5 #1aHa30J1 TOJIBKO TIPH

JHEN 10 U 2-3 aHs nocie OTCYTCTBHMHM IPYTUX
(MmakcuManbHas 103a 600 mr) npenaparos: 2,5-10
MTI/KT Macchl Tena 3a 5
OHEN 10 U 2-3 aus
nociae(MakcuMalbHas
no3a 600 mr)

[Nanmentam ¢ HAO | u |l Tunos nepen npoBeneHUEM CPOUYHBIX U IUIAHOBBIX ONEPATUBHBIX
BMEUIATEIbCTB (B TOM YHCJIE€ MaJIbIX, U CTOMATOJIOTMYECKUX MaHMITYJISALNN), NHBA3UBHBIX
MEIMIUHCKUX HCCIIEOBAaHUI B KadecTBE NpPEeMEAMKAllUd PEKOMEHAYeTCs BHYTPUBEHHOE
BBeZIeHUE: Inpenapara uHruoutopa Cl-3cTepa3bl uenoBeka JUlsl CHUKEHMsI PUCKA pa3BUTHUS
OTEKOB IOCJIC JAHHBIX WHTEPBEHIMH (JO3MPOBKHM CMOTpU B Tabiuue 6, npuioxeHue b-4).
[42,96-100]

YpoBenb yoeaurTeabHocTH pekoMeHaauuii C (ypoBeHb J10CTOBEPHOCTH I0KA3aTeJbCTB
4)

Kommenrtapuu: npenapam uneubumopa CIl-3cmepasvl uenogexka s6aiemcs npenapamom

8vlO0pa 01 Kpamxkocpounou npogunaxmuxu. Eco npumenenue naubonee sgpgexmusno
CHUDICAem pUCK pazsumusi 0meéKos nocjie MeoOuyuHCKULl npoyeoyp 6 CPAHeHuu ¢ opyumu
npenapamamu [97]. Hneubumop Cl-acmepaszvr uenosexka OO0NNCEH NPUMEHAMbCSA O
npOQPUIAKMUYECKOU — NpemMeoukayuu Kak MOJCHO Onudxce K  HAyany npoyedypol
(onmumanvuwlil nepuoo 3a 1-6 uacos 0o manunyrayuu) (JO3UPOBKH CMOTPU B TadiuIe 6,
npuinokenne b-4).[1]

[Mauentam ¢ HAO | w |l TunoB i NOArOTOBKM K IUJIAHOBBIM ONEpPAaTUBHBIM
BMeEIIATehCTBAM (B TOM 4YHCII€ MallblM, TaKUM KaK CTOMATOJIOTHYECKHE MaHHUITYIISIIHH),
WHBa3UBHBIM MEIUIIMHCKUM HCCIIEIOBAHUSM B CiIydae OTCYTCTBUSI mHrHOuTOpa Cl-3cTepass
YeJoBeKa PEKOMEHIyeTcss HavaTh npueMm JlaHaszona (MO3MPOBKH CMOTpH B Tabmuie 6,
npwioxkenne b-4) wim yBenuuuth 103y JlaHazona B 2 pa3za OT MCXOJHOW (€CIU MaIlMeHT
nojgy4yaer Oa3ucHYIO Tepanuio mpenapatoMm JlaHazonm) 3a 5-7 aHel 110 TIUTaHUPYEMOid
MaHUnyasauu. Yepes 3-4 1HA T1OCle ONEPaTUBHOTO BMEMNIATEIhCTBA/UHBA3MBHOIO
UCCIICIOBAaHUST PEKOMEHIyeTCss OTMEHHWTh JlaHa30oim WM BEPHYTHCS K HCXOIHOH [03€
OasucHoit Tepanuu. [42,97,99,101]

YpoBenb yoeauteabHocTH pexoMenganuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB
4)

KommenTapuu: y oemeti #oanazon mooxcem Oblmb UCNONL308AH 6 Kauecmee Memood
KPAmKOCpO4UHOU NpoQUIAKMUKU moavko eciu omcymcmeyem uneuoumop Cl-3cmepassi

yenosexa. [102]
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e [lanmentam ¢ HAO | u |l TMIOB /151 MOATOTOBKYM K CPOYHBIM U TUIAHOBBIM OINEPATUBHBIM
BMEIATEeIbCTBAM (B TOM YHCJIE MajbiM, TAKUMH KaK CTOMATOJOTMYECKHE MaHUITYJISIIH),
WHBa3WBHBIM MEIUIIMHCKAM HCCJICIOBAaHUSM B ciydae oTcyTcTBusi uHruburopa Cl-
ACTepasbl U J[aHA30JIa PEKOMEHIYETCS BBOJIUTH CBEKE3aMOPOKCHHYIO IIa3My (IJO3HPOBKU
cMoTpu B Tabnuie 6, mpunokenue b-4). [1,2,42,90,103,104]

YpoBenb yoeauteabHocTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 0KAa3aTeIbCTB
4)

e Jlarmentam ¢ HAO | u |l TumoB ¢ 0enpr0 HOATOTOBKHM K JIFOOBIM WHBA3WBHBIM
MEJMIIMHCKIM BMEIIATEIhCTBAM HE pekoMeHayercss BBoAUTh cI'KC u aHTUTHCTaMUHHBIC
npenapaThl A1 CHCTEMHOT'O IIPUMEHEHUS ISl MPO(UIaKTUKY Pa3BUTHS OTEKOB. [2,19]
YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb JO0CTOBEPHOCTH I0KA3aTeJIbCTB
5)

e Bcex manumentam ¢ HAO | u Il tunos, npoxoasmux JitoOble MHBa3WBHBIE METUIIMHCKUE
BMEIIATEIbCTBA, PEKOMEHIyeTCsl 00€CTIeUnTh MpenaparaMu Jisl KyIUpOBaHUS HE MeHee 2-X
YKU3HEYTPOKAIONINX aTak: MKaTHOAHT i uHruoutop Cl-3cTepaspl yenmoBeka (TIpUIoKeHUe
b-4). [1,2,78]

YpoBenb yoeaurteabHocTH pekoMeHnaauuii C (ypoBeHb J10CTOBEPHOCTH I0KA3aTeJbCTB
5)
Kommenrtapuu: Jlobas npoguirakmuueckas npemeouxkayus He UCKIIOYAEm pa3eumus
«NPOPBIBHBIX» NPUCHYNOS, NOIMOMY NAYUEHMBL OOIHCHBI OCMABAMBCSL NOO HAONIOOEHUEM,
npu 3MoM O0IHCHO ObIMb OOCMYNHO NPOGedeHUe mepanuu, HanpagieHHoU Ha KynupogaHue
npucmyna.[96,97,100]

JoxazamenvHoti  6azbt 0 Heobxooumocmu U dppekmueHocmu  KpamrKoCpoOUHOU

npogunaxmuxu y nayuenmos ¢ HAO 6e3 oecpuyuma C1-UHI nem.[105]

3.3 Jlosrocpounas npopujiakTuka

OcHOoBHast 3ajada JIONTOCPOYHOW TPOPHUIAKTUKM — YMEHBIIEHME YacTOThl H
UHTeHCUBHOCTH artak HAO wu MuHWMH3anus BIHSHUS 3a00JIeBaHUS HAa ITOBCETHEBHYIO
AKTUBHOCTH TalMeHTa. Tepamuio peKOMEHIYeTCsl MHIUBUAYaTU3WpOBaTh B 3aBUCHMOCTH OT
0COOEHHOCTE Te4YeHHs, HaTU4Ms MPOTHUBONOKA3aHUN, TEXHHUUYECKUX BO3MOXKHOCTEH s
NOJIy4EeHHUsl TOW WM MHOM Tepanuu. YeTsIpe IpyIIbl IPernapaToB peKOMEH0BAHO UCIOIb30BaTh
s jponrocpounoit npoduimaktukn HAO I, 1l tuna (tabmuuna 7): ngaHason, #mpemapat
unruourtopa Cl-ascTepasbl UeaoBeka, #TpaHeKcaMoBasl KUCII0Ta™*™, #1porecTareHsl.

Tabmuua 7. Ilpenapatsl, Ha3Hayaemble namueHtaM ¢ HAO | u |l TunoB juis nonrocpodHoi

npOopHIAKTHKH.
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IIpenaparsl Bspocisie Hertn
Hanazon 100 mr uepe3 1 nenr — 600 | Tompko gersiM, pocTurmuMm — V
MT/CYTKH CTaJIuM TOJIOBOTO CO3PEBaHUS IO
Tannepy
#2,5 MI/KT MacChl TelIa
(MakcuMalibHast OTHOKpATHAs 71032
200mr)
#TpaHexcamoBas 30-50 wmr/kr  maccel  Tena, | Crapme 3-x user: 20-40 wmr/kr
KHCIIOTa*™ pasneneHHbIX Ha 4 mpuema (10 6 | Macchl Tena, pas3/ielieHHbIX Ha 4
T) npuema
#Unrudurop C1- | 500-3000 ME B/B 2 pasza B |20 ME/kr maccel Tena 2 pasa B
acTEpa3bl HEJIEIIO HEJIEII0
#lIporecrarennl Toibko TS »keHIuH | He npumensrorcs
JIETOPOTHOTO BO3pACTa.
CornacHo WHCTPYKIIUU K
KOHKPETHOMY Iperapary
e Bcem mnammentam ¢ HAO | u Il TtumoB pexomeHnmyercs OlEHUBATH HEOOXOIUMOCTb

Ha3HAYCHUS MPEnapaToB YIS JOJTOCPOYHOM MPOPHUIAKTUKY Ha Kax oM Bu3uTe.[1,78]
YpoBeHb yoeauTebHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTe/ILCTB
_5)

B3pocabim nanmentam ¢ HAO | u |l Tunos npu Heo6X0AMMOCTH TPOBEAEHUS JOJITOCPOUHON
npoUIAKTHKH PEKOMEHIYETCS Ha3Ha4YeHHWe aHa3ojia (JIO3UPOBKHM CMOTPU B TabJIHIle
7,npunioxxenne A4, mpunoxenue AS) st npoguIakTUky pa3sutus otékos.[106—108]
YpoBeHb yoenuTeabHOCTH pekoMeHaauuii — B (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB
~2)

KommenTapuu: danazon umasnauaiom ¢ cmapmosoii 0oze 200-600 me 6 cymxu, a 3amem
HOCMENEeHHO CHUNCAIOM 003y 00 MUHUMALLHOU HE0OX0OUMOU Ol OMCYMCMBUS KIUHUYECKUX
nposeieHull  3abonesanus. Bozmooicna anvmepnamuemas cxema: Havano mepanuu  C
HeOONbWOU 003bl Npenapama ¢ NOCMeneHHbiM yeeauuenuem. B nobom ciyuae HeobOXo0umo
8bIABUMb U NPUMEHAMb HAUMEHbULYIO dPheKmUsHyo 003y, 4mo no36014em CHU3UMb PUCK
pazeumust nobounwvlx d¢hgpexmos. [1,2,19,78]

[TarueHnTam, MONYYAIONMM JIaHA30J B KadecTBE MAOJTOCPOYHON NPOPUIAKTHKH, TEpe.

HAYaJOM TEpalnud W Ha TMPOTSHKEHUWH BCEro IMepuojia IMpHeMa Ipernapara peKOMEHyeTcs
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MPOBEJICHUE PETYJSIPHBIX OOCIICIOBAHWK JUIsI OICHKH HAJIWYUS IPOTHBOIIOKA3aHUNA U
KOHTPOJIs T000UHBIX 3 dekToB (mpunoxkenne A4, nmpunoxenue AS). [1,2,19,78,109]
YpoBens yoenquteibHOCcTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbLCTB

—4)

Hetsm ¢ HAO | u Il TunoB npu HeoOX0AMMOCTH MTPOBEACHUS JOITOCPOUHON MPODUITAKTUKA
pexoMenayetcs HazHaueHue #unruoutop Cl-3crepassl yenoBeka A NPOPHIAKTUKHA OTEKOB.
[2,19,42]

YpoBenb yoeauteabHOCTH pekoMeHaannil — C (ypoBeHb J0CTOBEPHOCTH JA0KA3aTeJIbCTB
—5)

Hetsm, mocturmuM V cTaguu 1mojioBoi 3penoctu mo Tauuepy, ¢ HAO I/ Il tunos npu
HEOOXOJMMOCTH TIPOBEJICHUS JIOJITOCPOYHON MPOGMIAKTUKA PEKOMEHAYETCS Ha3HAYCHHE
#naHazona myig NPOPUIAKTHKU OTEKOB CTPOrO MO >KU3HEHHBIM TMOKa3aHUAM (4YacThie
PEAULIUIUBUPYIOLIUE OTEKU, B TOM UHUCIE KU3HEYTPOXKAIOIIE JOKAIMU3AHMKH) C MOJ00pOM
MHUHHMAJIBHO HEOOXOIMMOI 03B! 110 PELIEHUI0 BpaueOHOoU Komuccuu. [1,42]

YpoBeHb yoeauTebHOCTH pekoMeHnaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJILCTB

_5)

KommenTapuu: oanazon moocno uaswawams oemsm, oocmuewum V' cmaouu nonosou
spenocmu no Tanmuepy, off label morvko 6 ciyuae, xoeoa nonvza om npuema npenapamos
npesviuiaem puck (dyacmole, msdicenvie OmMEKU, 6 MOM HUCIe JHCUZHEyepodcaroulell
aoxanuzayuu). Pexomenoyemas 0o3a 2,5 me/ke oOauazona ¢ nocieoyiowel Koppexkyuell
mepanuu 00 MUHUMAILHOU 3IPGHEeKMUBHOU 003bl (MAKCUMAIbHAS OOHOKPAMHAS 003d
cocmasnsiem 200 wme/cym). Ilpumenenue Oawnazona y Oemeu mpedyem muyamenbHO20
konmpoas 6ezonacnocmu. [1,42]

B3pocieim mamumentam u getsm ¢ | w Il Tuma mpu HEoOXOIMMOCTHU TPOBEIEHUS
JONTOCPOYHON MPO(PUITAKTUKA PEKOMEHAYETCsl Ha3HAYCHHE TPAHEKCAaMOBOW KHCIOTBHI** s
npoQUIAKTUKU pPa3BUTHS OTEKOB (IIO3MPOBKM CMOTPH B Tabmuie 7, NpuioxeHue A4,
npuinokenne AS).[111]

YpoBenb yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
-4).

KommenTapum: mpanexcamogas xkucioma umeem Oojee 8blCOKUU Npoduib b6e3onacHocmu
N0 CPABHEHUI0 C OAHA30]I0M, OOHAKO 6 Kauyecmee 007120cpoyHou npogurakmuxu HAO
ahpexkmusnbl MoabKo y HebONbUIO20 YUCIA NAYUEHMOS. Yuumvleas 803MOJICHOE GNUSAHUE
anmuguopunorumuyeckux cpeocms (fmpanexcamosas kucioma**) Ha ceepmwvléarOuyio

cucmemy Kpoeu, 6cem NayueHmam, Noayu4arowum anmuguopunoiumuieckue cpeocmed 6
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Kauecmee 00J120CPOUHOU NPOPUIAKMUKU, PEKOMEHOYemcs npotumu 00C1ed08anue Ha Haiudue
NPOMUBONOKA3AHUL K NPUeMy OaHHOU epynnvl npenapamos. [1,2,37,112]

[Tarmentam crapuie 18 5eT ¢ TsDKEIbIM TeueHUEM 3a0osieBaHMS NPU HEOOXOIUMOCTH
IIPOBEICHUS JIOJITOCPOYHON MPOMUIAKTUKA PEeKOMEHAyeTcs HazHaueHue #unruburopa Cl-
9cTepassl IS JOJITOCPOUHOM MPOoGHIAKTHKH 0TEKOB (Tabsuma 6).[2,19,42,113,114]
YpoBenb yoeauTeJbHOCTH pexoMenaamnuii C (YpoBeHb J10CTOBEPHOCTH /I0KA3aTeJIbCTB
4)

Kommenrapum: npenapam uneubumopa Cl-3cmepazvl uenoseka obradaem HAULYYUUM
npoghunem 0OezonacHocmu u3 6cex Npenapamos O0is 00J20CPOUHOU NPOPUIAKIMUKU, OH
NPOOEMOHCIMPUPOBAL C8010 BbICOKYIO 0E30NACHOCMb KAK 8 0Owjell nonyiayuu nayueHmos
[50], mak u 6 omoenvnvix epynnax: demu, noOpocmKuU, GePeMEeHHbLE HCEHWUHDL, NONCUTBLE
moou cmapue 65 nem. [73,115116] /[lns Odocmuoicenus omcenaemozo s¢hgpexma 003y
PEeKOMeHOyemcs — a0anmuposams K UHOUBUOVANILHbIM — NOMPeOHOCMAM — nayuenma.
[2,19,42,113,114]

[Tanimentkam B Bo3pacte oT 18 mo 45 mer ¢ HAO | u Il TunoB npu HEOOXOIUMOCTH
MIPOBEJICHUS JTOJITOCPOYHON TPODUIAKTUKN PEKOMEHAYETCS Ha3HauUeHue #IporecTareHbl AJs
JOJTOCPOYHON MPO(PUIAKTHKH OTEKOB (IO3MPOBKH CMOTPH B Tabiuie 7, npuioxeHue A4,
npuiokenue AS, npuinoxenne A6).[117-119]

YpoBensb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
-4)

Kommenrapumn: Hasnauenue #npocecmazceHvl 603MONMCHO MOAbKO NOCAE KOHCYIbMayuu
8paua-eUHeKos02d, ¢ KOMOPbIM 6 OdlbHeuueM NIAHUPYemcsi CO8MeCmHoe 6edeHue
nayuenmxu. #lIpocecmacenvt  oKazvIBAIOM  NOJNONCUMENbHLIL IPPexkm Ha meyeHue
3a601e6anusi 6NJ10Mb 00 NOJIHO20 OMCYMCMBUSL OMEKO8 be3 HeoOX00UMoCmu npuema Opyeux
npenapamog bonee, uem 6 60% cnyuaes (a npu npueme #Hnpocecmazenog ¢ GblPANCEHHLIM
anmueoHadompontoim dgpexmom — bonee uem 6 80% cnyuaes). [117,118] Ipenapamamu
evlbopa saenAOmMcA #npozcecmazensvl 8 8U0e MOHONPENapamos (maxk Kax npuem 3Cmpo2eHO8
nayuenmam ¢ HAO zanpewen). [117,120-122]

Bcem mnammentam ¢ HAO | u Il Tuma pexkomenayercs oueHuBath 3¢G(EKTUBHOCTh
noioOpaHHON Tepanmuu Ha Ka)XJIOM BU3UTE HE pexe | paza B 3 mecsna I ONTUMHU3AIUU
Teparuu Jijisi KOPPEKIIUH 035l W/IIH HHTEpBajia BBeIeH s npenapara.[1,123]

YpoBenb yoenurebHOCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH [10KA3aTeIbCTB
-5)

Bcem mammmentam ¢ HAO | u |l Tuma He pekoMeHayeTcs: mpephIBaTh MPUEM TPEMapaToB IJIs

JIOATOCPOYHON MPO(PHUIAKTUKY HAa BpeMs MpHUeMa MpernapaToB JJs KYINHPOBAHUS OTEKOB M
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4.

KPaTKOCPOYHOW TPOPWIAKTUKU JUTSI JOCTIDKEHHS JIYYIIero KOHTPOJS HajJ aKTUBHOCTBHIO
3aboneBanus.[124]

YpoBeHsb yoenquteabHoCcTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEILCTB
-5)

[MTaruertam ¢ HAO ©6e3 gmedpummra CI1-MHIT pexomeHmyeTcss  UCHOIb30BaHUE
#TpaHeKkCaMOBOW KUCIOTBI** Jj1st MpO(UIaKTHKH pa3BUTHS OTEKOB. [21,83,92,125]

YpoBeHsb yoeauteabHoCcTH pekoMenaanuii — C (YpoBeHb /I0CTOBEPHOCTH /I0KA3aTEILCTB
-4)

KommenTapuu: V nayuenmos ¢ HAO 6e3 oepuyuma CI1-UHI #mpanexcamosasn kucioma™*
bonee r¢ppexmusna, yem y nayuenmos ¢ HAO I u Il muna. Pexomendyemas 00o3uposka om
1,5 00 4 2/cymxu. [21,92,125]

e [lanuentkam B Bo3pacte oT 18 1o 45 ner ¢ HAO 6e3 nedpunra C1-UHI" pekomenayercs
UCIIOJIb30BaHUE H#IIPOTECTareHoOB I MPO(GUIAKTUKH Pa3BUTHS OTEKOB (JIO3UPOBKU CMOTPH B
tabnuue 7, npuioxkenue A4, npuinoxkenue AS, npunoxenue A6). [92,117,125]

YpoBensb yoenureabHOcTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
-4)

[Manmentam ¢ HAO | u Il tuna u naumenram ¢ HAO 06e3 nepuumra C1-MHIT He
PEKOMEHIIyeTCsI ~ HCIOJIb30BAaHUE AHTHUTUCTAMHHHBIX  TpPEnapatoB s  CHUCTEMHOIO
npumenenns u cI'KC s monrocpounoit npodunaktuku.[92,126]

YpoBeHnsb yoenutebHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB

-4)

MeauuuHcKas peaduauTanus, MeIUIUHCKHUEe NMOKA3aHUA "

NMPOTHBOIIOKA3aHUA K IPUMCHCHHIO METO/10B peaﬁn.ﬂnTaunn

He pa3zpaborana

S.

IpodpuiaakTuka u JUcCNaHcepHoe HAOIIOeHNEe, MeTUIIMHCKNE TIOKA3aHUS U

NMPOTHBOINIOKA3aHUA K IPUMCHCHHUIO METO/10B HpO(l)HJIaKTHKI/I

Cembsim ¢ HAO | u Il Tuma u HAO 6e3 aedunura C1-UHIT pekomenayeTcsi mpoBeaeHne
KOHCYJIbTAIIMH Bpada-TeHETHUKA C LEJbI0 MOTy4eHUs HH()OPMAILIUY O TNIAHUPOBAHUU CEMBH.
[54,127]

YpoBenb yOeaurejJbHOCTH pexkoMeHgaumi — C  (ypoBeHb [10CTOBEPHOCTH

J0KA3aTeJbCTB -5)

30



KommenTapuu: y nayuenmos ¢ HAO | u Il muna eeposmuocms poodicoeHus pedeHka c
nooobuvim 3abonesanuem cocmaeisiem 50%. [127] ¢ HAO I u Il muna u HAO 6e3
oepuyuma CI-UHI ¢ eviserennon mymayuei 6 oonom u3 eenos (SERPINGL,
mwiasmuHoreHa, Xl ¢gaxTopa cBEPThIBaHUS KPOBH, aHTMIIOITHHA-1) 603MO0ICHO nposedeHue
NPEeHamanbHOU OUACHOCIMUKY C Yelblo peuleHUs 80Nnpoca 0 NPoOOIdCeHUU bepeMeHHOCmU.
Monexynapro-eenemuueckoe mecmupoganue Ha CneyupuuecKyro Mymayuio npo8ooUmcs ¢
KIemKamu u3 oopasya 60pcur Xopuona, 3amozo nocie 10-ii nedenu bepemenHocmu Uiy u3
006paszya oKoIONI00HbIX 600, nocie 15 nedenu bepemennocmu.[19,42,54,127]

e Pexomennyercs uHpopmupoBarh manueHToB ¢ HAO 0 BceX BO3MOXHBIX TPHUITEPAX
3a00JeBaHMs C IIE€IbI0 MAKCHMAJIBHOTO OrpaHryYeHus uX Bo3aeicTaus.[31,80]

YpoBens yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTebCTB
4)

eBcem manmentam ¢ HAO He pexkoOMEHIyeTcs HCIOJb30BaHHWE MPEMapaToB U3 TPYIIITBI
uHruouTopoB All® wu aHTOrOHHUCTOB peuentopoB anruorensumHa |l ¢ wenbio
npeaoTBpalieHus IpoBokanuu oTékos.[1,80,123]

YpoBenb yoenurTeabHoCTH pekoMeHaaunii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB
5)

Kommenmapuu: npenapamol u3 OaHHbIX SPYNN NPUBOOAM K HAKONJEHUNO OpAOUKUHUHA,
NO3MOMY MO2Ym CIAYICUMb akmopamu, YmAdCeraiowumy medenue 3a0071e6aHus U
A6umbcs mpuzeepamu pazsumust pamanvuvix amax. [1,80,123]

e Bcem manmentam ¢ HAO [ u II Tuna u ¢ HAO 6e3 aedunura C1-MHI" He pekomenayeTcs
UCIIONIb30BAaHUE OCTPOTCHOB B CBSI3M C PHUCKOM BO3HUKHOBEHHS IKU3HEYTPOMKAFOIIMX
otékon.[80,118,128]

YpoBenb yoeautebHoCcTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB
4)

Kommentapuu: V 80 % nayuenmox ¢ HAO Habnodaemcs yxyouieHue meyeHus
3abo0nesanusi Ha (hone npuema ICMPOEHO8 (BKIIOUASL KOMOUHUPOBAHHbIE NPEenapamol)
[118]. Heobxo0oumo 3amenums scmpoeen, na npoeecmazen.[80,118,127,129]

eBcem mamumentam ¢ HAO pexkoMeHayeTcsi MPOBENCHUE BAaKIMHALIMKM B COOTBETCTBUU C
HarmuoHanpHbIM =~ KajJeHIapeM NpOQHIAKTHYCCKUX TPHUBHBOK IS TPOMUIAKTHKA
BaKI[MHOYIpaBIsieMbIX HHpekuuii.[1]

YpoBensb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB

5)
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eBcem mamuentam ¢ HAO pekomeHayeTcs NMPOBEACHHE BaKIMHALMKM OT remnaruta B mms
CHI)KCHHSI PHICKA 3apaXK€HUs 3TUMHU 3a00JCBAHUSMHU B PE3yNIbTaTe€ TPAHCMHUCCHH ITHX
uH(]EKLHii ¢ mpenapaTamMu KpoBH (B 0COOCHHOCTH CBEKE3aMOPOKESHHOM 11a3mbl).[1]

YpoBenb yoeaureabHocTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTebCTB

5)
6. Opranusanus oka3aHusi MeIUIMHCKON MMOMOIIH

1. Bce manueHTsl ¢ peuuIUBHPYIONMMHA aHTHOOTEKAMH JTOJKHBI OBITH IPOKOHCYIBTHPOBAHBI
BPayOM-aJIIIEPTr0JIOrOM-UMMYHOJIOTOM.
2. Ilocne NOCTaHOBKHU JAMArHo3a MalueHT:
e JloyKeH MOJyYyUTh NAcnopT O0JILHOTO HacjaeAcTBeHHbIM aHrnooTékoM (Ipunoxenue
B-2);
e JlomxeH ObITh BHECEH B pErUCTp peaKux (opdaHHbIX) 3aboaeBannii Munzapasa POD.
3. TlanmeHnt c¢ ycranoBieHHBIM nuarHo3oM HAO momkeH HaXOAWUTCS MO IUCHAHCEPHBIM
HaOJIOCHNEM Bpada MO0 MECTY JKUTEIbCTBA M SBISATHCS JUISI KOHTposss Tepanuu 1 pa3 B 3
Mmecsia. IIpy  KOHTPOJIBHOM TMOCEIIEHHMH Bpada JIOJDKHBI OBITh  3apErMCTPUPOBAHBI
JIOKaJM3alys, 9acToTa M TSHKECTh CHMIITOMOB, YacTOTa WCIOJb30BaHUSA M 3()(HEKTHBHOCTH
Tepanuu JUid KyHPOBaHUS OCTPBIX MpHUCTynoB. HeoOxoauMo mpoBecTH OOIIMH OCMOTpP H
COOTBETCTBYIOLIIeE JabopaTOpHOE 00CIeI0BaHNUE.
4. B coorBerctBuu ¢ Iloctanosnenuem IlpaButensctBa PO or 26.04.2012 N 403 "O
nopsiike BeneHUs DenepanbHOTO pPErHcTpa JIMI, CTPANAIONIMX HKU3HEYTPOKAIOIUMH |
XPOHUYECKMMHU MPOTPECCUPYIOIIUMHU peAKUMH (OphaHHBIMH) 3a00I€BaHUAMU, TPUBOIASIIIUMU
K COKpAIlEHUIO MPOJODKUTEIBHOCTH KHM3HM TpaXAaH WIM WX HWHBAIMIAHOCTH, M €ro
pernonasnbHoro cermenta" (Bmecre ¢ "[lpaBunamu Benenuss denepanbHOTrO perucrpa Jull,
CTpAIAlONINX O KU3HEYTPOXKAIONIMMH W XPOHHYECKUMH  MPOTPECCUPYIONIMMHU  PEIKUMH
(opdanHpIMU) 3200J7€BaHUSMH, HNPUBOAALIMMU K COKPAIIEHUIO MPOIODKUTEIBHOCTH JKU3HU
rpaXxJIaH WJIM UX WHBAIMIHOCTH, U €r0 PErMOHAJBbHOIO CerMeHTa') MalueHT JOJKEH OBITh
obecriedeH mpenapartamM Uisi TPOQWIAKTHKA M IperapataMu s KYMHPOBAHHS OCTPBIX
COCTOSIHMI. VY malMeHTa Ha pyKax BcCerjga JOJDKHO ObITh Ipenaparbl JUisi KyIMHpOBaHUS He
MeHee ueM JBYX aTak: HKatubaHT uiau mHruouropa Cl-screpasbl uenoBeka u3 pacuera 20
ME/kr maccel Tena. [Ipu HMCroib30BaHUM TNpenapaToB MAIUEHT JOJDKEH OBITh UM BHOBD
obecriedeH. [lanmeHTH! TOMKHBI OBITh 00YYSHBI TEXHUKE BBEJICHHSI ITPETIapaTOB.
[TanieHTaM € YCTaHOBJCHHBIM JHAarHO30M JOJDKHBI OBITH BBEIEHBI TIpenapaThl  JUIs

KyInUpoBaHUs Ku3Heyrpoxkatomux orékoB (Mxatubant wumum uHruourop Cl-screpassi
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YellioBeKa), KOTOpble MPENOCTaBHJI caM MAlUEHT B CiIy4ae OTCYTCTBHUS STHUX IpernapaToB B
MEJULUHCKOM YUPEIKICHUU.

6.1 Iloka3aHus K IUIAHOBOH IrOCIUTAJIH3AIMI

[Ipu HeaPeKkTHBHOCTH MPOBOAMMON TEpaIvu, MalMeHTaM C TsDKelbIM TeueHrueM HAO
MOKa3aHa TOCIHUTANM3AlMS B CTAllMOHAP Uil KOPPEKLUMHM TAKTUKHU JICUEHUS U ONpEIEICHUs
VHJIUBUYAJIBHOM J03BI.

6.2 Iloka3zaHus K IKCTPEHHOH IrOCIUTAJIH3AINH

1) Hamuume npu3HAKOB KOMIIPECCHHU JBIXaTCIbHBIX IyTEH SBJISIETCS MOKAa3aHHUEM JIJIs
TOCIUTAJIN3AIMHI B CTAI[HOHAD;

2) Tsokemas aOmoOMHHAlIbHAs aTaka SBIISIETCS IOKa3aHUEM IS TOCIHMTAIM3AIMU B
CTaIMoHap;

3) OtcyrcTBHE WM HEIOCTATOYHBIA (D(PEKT aMOyIaTOPHOrO JICYCHHS IPH TKEIOM
AO wm AO KU3HEYTPOXKAIOIIEH JIOKAIM3AlMK SIBISETCS IOKa3aHUeM ISt
TOCIUTAIIN3AINH B CTAI[HOHAP.

6.3 Iloka3zanus K BbINHCKE MAIMEHTA U3 CTAIMOHAPA

1) KymupoBanue oTéKa;

2) Tloxbop anexBaTHOM 3()(HEKTUBHOM TEpaITUH

7. JonoanutenbHasi uHopMmanusi, (B ToM uncie GakTopbl, BIAUSIOIINE HA

HCXO0/1 3200/1eBAHUSA WM COCTOSTHUS)

7.1 Ilporuo3

e OTE€K ropTaHu Npu HEOKa3aHUHM CBOEBPEMEHHOM U a/IeKBaTHOM Tepanuu ¢aTalieH.
e [IporHo3 6aaronpusATHBIN MpU aAEKBAaTHOM MMOKU3HEHHOH Teparnuu.

7.2 BepeMeHHOCTH U POAbL.

bepemennocme nenpeockazyemo enusem Ha meuenue 3a0071€6aHUSA U MONCEM CMALUAMD,
YmANCENAMb U He OKA3bleamb HUK020 6osoeticmeus. Kpome moco, meuenue npeovioyuyeri
bepemeHHOCU He N0360Jisiem NPOSHO3UPOo8ams mevenue ciedyioujeni.[1,118,127]
o bepemennbim skeHmmHaM ¢ HAO | u |l Tuma pexomeHmyeTcsi COBMECTHOE BEACHUE
OepeMeHHOCTH M0/ HAOMIOJACHHEM aJuIeproiora-MMMYHOJIOTa W aKyllepa-TMHEKOoJora
JUTSl CHUOKEHHSI PUCKA OCIIOKHEHUA. [1]
YpoBenb  yOeaurenbHocTH  pexkomeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 5)
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bepemennpiM u  kopmsmuM okeHumHamM ¢ HAO | wm |l tuma pexkomenayercs
ucnonp3oBanue uHruomropa Cl-3cTepassl yenoBeka A KynupoBaHus oTékos [1,127]
YpoBenb  yOenureabHOCTH  pekoMmenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB D)

e bepemennsbix xenua ¢ HAO | u |l Tuna pekomennyercst odecneunts naruouropom Cl1-

3cTepasbl Ui paHHETO KYNMHMPOBAHHS OTEKA W MpEeAOTBpalleHus (GaraabHOrO MUCXOAa.

[1,127]

YpoBenb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB

5)

bepemennsiM xenmuHam ¢ HAO | u |l Tuma pekomeHgyeTcss HUCHOIb30BaHUE
CBEXKE3aMOPOKEHHOM I1a3Mbl JAJsi  KYNMUPOBAHHS OTEKOB W JUISI KPATKOCPOUHOM
npoduIakTUKH B citydae oTcyTcTBusi mHruouTopa Cl-acrepassl.[1,127]

YpoBenb  yOenutenbHocTH  pekomenaaumii C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

bepemennsiM u kopmsimuM skeHumHamM ¢ HAO | w |l Tuma pexomenayercs
ucnoinbp3oBanue nHruoutopa Cl-acrepasbl yeaoBeKa g KpaTKOCPOYHOU MPOQPHIAKTUKH
o1ékoB. [127]

YpoBenb  yOenurtenbHocTH  pekomenganuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTBY)

bepemennsiM u kopmsinuMm xeHmuHaM ¢ HAO | u |l Ttuma mpu HeoOxoammocTu
JIOJITOCPOYHOM MPOPUIAKTUKH PEKOMEHAYETCS HUCIoib3oBanue #Hunruouropa Cl-
scTepassl yenoseka. [1,127,130,131]

YpoBenb  yOenurTenbHOcTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4)

KommenTapuu: uneubumop CIl-3cmepasel yenosexka Haubonee 6e30nacHulil npenapam,
KOMOPbLIL MOdACEm OblMb UCNOb308AH Y DepeMeHHbIX U Kopmsawux dicenuun.[115]
bepemennpiM u kopmsiimuM skeHimuHaM ¢ HAO | u Il Tuma npu HeTsKeIOM TeYeHUU U
XOpolIed NepeHOCUMOCTH PEKOMEHAYETCsS HCIOJIb30BAHUE TPAHEKCAMOBOM KHCIOTHI*™*
JUTsL TOJITOCPOUHOM nipodumaktuku. [1,127]

YpoBenb  yOeauresbHocTH  pexkomeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJabCTB 5)

bepemennsiM skernmmHaM ¢ HAO | u |l Tunma HacTtosTensHO HE PEKOMEHAYETCS

UCIIOJIb30BaHUE #1aHa301a ISl JOJITOCPOYHOM U KpaTKOCpOouHOH npodmnakTrkm.[1,127]
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YpoBenb yOeaurenabHocTH  pekoMeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB 5)

Kommenrapum: #0anazon kamezopuyecku 3anpewet 0isi UCHONb308AHUSL ) OepeMeHHbIX
U KOPMAWUX JHCEHUUH HA 8eCb Nepuood DepemMenHOCmuU U JaKkmayuu, maxk Kax #oanazon
npoHUKaem u uepes niayeHmy, u 8 epyoHoe moaoko. K ux nobounvim s¢pghexmam
OMHOCAMCA MACKYIUHUZAYUS NI00A HCEHCKO20 NOJd, NIAYEeHMAPHASA He0OCMAamoyHOCMb
u 3a0epawcka pocma niooa. Ecau nayuenmra ¢ HAO, nonyyarowas 8 kauecmeae 6a3ucHou
mepanuu #oanazon, nianupyem OepemMeHHOCmb, HeobXo0uMo 3apanee NoO00OPaAMb
opyaylo cmpamezuio 0020cpounotl npogunakmuxu. [1,127]

bepemennbiMm mammentkam ¢ HAO | wm |l Tuma pekoMmeHayeTcs TPOBOIUTH
pozopa3pelieHue B CTalMoOHape Jjisi OOecreyeHHs TOJHOICHHOTO KOHTPOJS 32
COCTOsTHHEM MaTepH u mioja.[1,127]

YpoBenb yOeaurenabHocTH  pekoMeHaaumidi C  (ypoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB 5)

KommeHnTapum:  memoo  pooopaspeuienusi — Onpeoeisiemcs — N0 aKyWepCKum
nokazanusm.[127]

bepemennbsiM ¢ HAO | u Il Tuna pekomenayercs 006ecrneunTs JOCTYITHOCTh HHTHOUTOpA
Cl-3cTepa3sl B KOJUYECTBE JIJIsl KYITUPOBAHUS HE MEHEE, YeM JIBYX aTaK Ha BECh MEPHO]]
POJIOB JIJISl €r0 HEMEJIEHHOTO BBEICHHS IIPU Pa3BUTUH OCTPOro npucryma. [1,127]

YpoBenb  yOenurTenbHOcTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJNbCTB 5)

[lepen HeOCNOKHEHHBIMH €CTeCTBEHHBIMH poaamu mnaruentkam ¢ HAO | u Il tuna ne
PEKOMEHYETCSI NCIIOIb30BAHUE MPEMAapaToB ISl KPATKOCPOUHOM PO HIakTHKU.[1]
YpoBenb  yOenutenbHocTH  pekoMengamuii C  (YypoBeHb  /IOCTOBEPHOCTH
A0Ka3aTeJabCTB 5)

KommenTapum: xoms uzeecmuo, 4umo mexanuueckas mpasma u Cmpecc nposoyupyom
ocmpble npucmynul, iUt y Hemnoz2ux sxcenwyun AO pazsusaemcst 60 pems po00e.[118]
[Marmentkam ¢ HAO | u |l Tuma pexomennyercs BBenenue muHruobutopa Cl-scTepass
JelloBeKa IMepesl poJaMu B TOM CiTydae, KOTjia CUMIITOMBI 9acTO BO3SHUKAIH B TPETHEM
TpUMeCTpe OCpEeMEHHOCTH, W €CIId B aHaMHe3e¢ MAaIlMEHTKH €CTh YKa3aHWs Ha OTEK
MOJIOBBIX ~ OpPraHOB  BCIEACTBHE MEXaHWYECKOW TpaBMBl, a Takxke TMepen
pollopa3pelieHneM MyTeM KecapeBa CeUeHU. [1,127]

YpoBenb  yOeaurenbHocTH  pexkoMeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 5)
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurepuu onieHKHM Ka4ecTBA MeIHIMHCKO MOMOIIM JIJISI aMOVJIATOPHOI0 3BEHA

Ne Kpurepuu xauectsa Ouenka
BBITTOJIHEHUS
1 | IManuenty (mpobaH) BBIIOJHEHO ABYKpaTHOE HccienoBanue ypoBHs Cl- Ha/Het
UHTUOUTOpA U ero (PYHKIIMOHAIBHOW aKTUBHOCTH B KPOBU WJIHM TALUEHTY
BBIMIOJITHEHO  HccienaoBaHue  ypoBHa — Cl-unruburopa U ero
(YHKIMOHATBHON aKTUBHOCTH B KPOBH B COYETaHWU C MPOBEACHUEM
MOJICKYJIIPHO-TEHETUUECKUM uccienoBanreM B reHe SERPINGI.
2 | ITanmenty (ponctBenHuk manueHta ¢ HAO) BBIOTHEHO UCCIEIOBaHHE Ha/Het
ypoBHsi Cl-uHruburopa u ero pyHKUHOHAIBHON aKTUBHOCTH B KPOBH WJIH
MIPOBEJICHO MOJICKYJISIPHO-TeHEeTHYeCKHM nccienoBanue B rene SERPINGL.
3 | [Mament ¢ HAO Ob1 oOecnedeH mpemapaTamMu JUisi KYMUPOBaHUS HeE Ha/Het
MeHee, 4YeM JBYyX aTak: wukarnbant wwmum wuaruoutop Cl-screpassi
YeloBeKa
4 | [TameHT C HAO, npoxomsammii Jr000€ HWHBAa3WBHOE MEIUIIMHCKOE Ha/Her
BMEIIATENLCTBO, ObUT 00ecrieueH nmpenaparaMu JJisi KyIIMPOBaHUS HE MEHEe
JIBYX >KM3HEYTPOKAIOIMIMUX aTak: MKaTHOAHT wiu uHruoutop Cl-acrepass
YeJIoBeKa
5 | [Mammmenty ¢ HAO | u |l THIOB nipoBeieHa KpaTkocpoyHasi MpopuIaKTHKA Ha/Het
nepe JF0OBIMH OTIEpaTUBHBIMUA BMEIIATENILCTBAMHE (B TOM YHKCIIE MaJIbIMH,
TaKMMH KaK CTOMATOJIOTUYECKIE MAHUITYIISALINHY ), THBA3UBHBIMU
MEIUITUTHCKIMH UCCIIETOBAHHSIMH.
6 | IIpoBeneHa KOHCYNbTalMs BPadyOM-XHPYProM IALUEHTY C BBIPAXKEHHON Ha/Her
a0JIOMUHAJIBHOM aTakon
7 | ITanuentka ¢ HAO Ha nepuoj GepeMeHHOCTH Oblia o0ecredeHa Ha/Het
uHruoutopom Cl-3cTepasbl uegoBeka
8 | [Tauuentka ¢ HAO Ha nepuoa poaoB 6bu1a obecriedena uHruouropom Cl- Ha/Het
HCTEpa3bl YeNOBEKa ISl KYMUPOBAHHS JBYX aTaK
9 | [Maumenty c HAO, nonyuatomemy Tepanuto nHruouropamu AIl®, Ha/Het
AQHTOTOHKCTHI PEIETITOPOB aHTHOTeH3WHA ||, BBITOTHEHA OTMEHA ATHX
penapaToB
10 | [MarmenT ¢ AO B 061acTH TOPTAaHU MPH HAPACTAHUN OTEKA FITH Ha/Her
He3(pPEeKTUBHOCTH POBOJMMON Teparuu roCUTATU3UPOBAH B OT/IEICHUE
OTOPWHOJIAPUHTOJIOTUH MJIM PEaHUMAIIMOHHOE OTACIICHHE
11 | [1anMeHTy BBIMIOTHEHO OMpEEIeHHE OCHOBHBIX TPYMI KPOBH IO CHCTEME Ha/Het
ABO u onipenenenne anturena D cuctemsl Pesyc (pe3yc-daxrop)
Kpurtepuu onieHKH kKayecTBa MeANIMHCKOI MOMOLIHM /11 CTAIMOHAPHOIO 3BEHA
Ne Kpurepun xauectBa Onenka
BBITIOJTHEHHUSI
1 | [Tanmenty ¢ oT€kaMu, CIOCOOHBIMH TIPUBECTH K  aC(PUKCHH, Ha/Het

a0IOMUHAIbHBIMU aTakamu u nepupepuIecKuMu oTéKamu,
COTIPSDKEHHBIMH C PUCKOM Pa3BUTHUSl OCJIOKHEHHWH OBUTH  BBEJCHBI
npenaparsl  JUIsl KyOUpoBaHUs OTEKOB He mno3aHee 30 MHH 1ocie
HOoNaIaHKs MAalMeHTa B JIe4eOHO-TIPOPIIIAKTHYECKOE YUPEXKICHHE.
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2 | I[lammenTy <C OTeKka BEpPXHUX JbIXaTeNIbHbIX IMyTeHd  BBINOJIHEHA Ha/Het

KOHCYJIbTAIIHsI BpPa4OM-OTOPUHOIIAPUHTOIOTOM u/unm BpavuoM-
AQHECTE3UO0JIOTOM-PEaHNMATOIOTOM.

3 | IlaumeHTy C BBIp@XECHHON KOMIIPECCHEH IBIXaTelIbHBIX MYyTEH IpHU Ha/Het
Hed(P(HEKTUBHOCTH MIPOBOAUMOM Tepanuu ObL1a BBITNIOJTHEHA
KOHUKOTOMUSI/HAJIOKEHUE TPAXEOCTOMBI/MHTYOAIIHSI TPAXEH

4 | [IpoBeneHa KOHCYNbTallMs BPAauyOM-XUPYProM MAIUEHTY C BBIPAXKEHHOM Ha/Het
a0IOMUHAJILHON aTaKon

5 | Mamumenty ¢ HAO | u |l Tunos npoBeneHa kpaTkocpoyHasi MpopuIaKkTHKa Ha/Het

nepen JIFOOBIMH OIICPaTUBHBIMH BMCHIATCIILCTBAMU (B TOM 4HCJIC MaJIbIMH,
TaKHMMH KakK CTOMATOJIOTNYCCKUC MaHI/IHy.]'IﬂHI/II/I), HMHBAa3HMBHBIMHU
MCIUIMHCKHUMHU UCCIICIOBAaHUAMUA

6 | [lauenty BbIMOAHEHO (eciu He ObUIO BBHIMOJIHEHO Ha aMOyIaTOPHOM Ha/Het
JTane) ONpENENIEHHEe OCHOBHBIX TIpynn KpoBu 1o cucreme ABO u
omnpenenenue anturena D cucremsl Pesyc (pesyc-dakrop)

7 | Manuenty ¢ HAO, nonyyaromeMy Teparuo 3CTpOreHaMH, HHIMOUTOpaMu Ha/Het
AII®D, aHTOrOHUCTBI PELENTOPOB aHrHOTeH3MHa ||, BBIOIHEHAa OTMEHa
ATUX IPEnapaToB
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Ipunoxkenune A 1 CocraB paboueii rpynnbl 1no pa3padorke U nepecMoTpy

KJIMHUYECKUX PeKOMEeH AUl

YsieHsl pabodel IpyIInbL:

1. bnusnen Enena AnexcanipoBHa — CTapIIMi Hay4dHbIH cOTpyAHHK Jabopartopuu JIHK-
nuarHoctuku ®I'BHY «Meauko-reHeTnyeckuii HaydHbId LIeHTp uMeHu akajaemuka H.IT.

boukoBay; K.M.H.
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10.

11.

12.

BuktopoBa Ekarepuna AHnpeeBHa — 3aBedyIOIIMN OpueMHbIM oTaeneHueM HMMUAIL]
JAI'OU um. Imutpust Porauéna, Bpau IMMYHOJIOT-aJUIEPTOJIOT, IEAUATP

Bumnesa Enena AnexcangpoBHa — A.M.H., 3aMECTUTENb pyKoBoauTens no Hayke HUN
nequatpur U oxpanbl 310poBbs Aetet LIKb PAH, nouent kadenpsl ¢akyiabTEeTCKON
neauatpun neauarpudeckoro dakynprera ®I'bOY BO «PHUMY um. H.U. ITuporosay
Mun3zapasa Poccun.

Jxob6aBa Dmrco MypMmaHOBHA - J.M.H., podeccop, WwieH ACCOUUAMi THHEKOJIOTOB —
sHJoKpuHOJNIOroB  Poccum, Accomumanuu — «KBaHTOBasgs — MeaunuHa», Poccuiickoii
accolMaluy aKylIepOB-THHEKOJIOr0B, Bpad aKylep-THHEKOJIOT

WNnpuna Haranes MBaHOBHA — Bule-TIpe3nAeHT POCCUICKON acconuanuy ajuieprojoros
U KIMHAYeCKuX uMMmyHoJoroB (PAAKH), n.M.H., mpodeccop, 3aMeCcTUTENh TUPEKTOpa
OI'BY «'HL| Uncturytr ummynonorun» O@MBA Poccun no kimuHu4eckod pabore —
TJIaBHBIN Bpad.

Ky3pmenko Haransss bopucoBHa — 3aB. OTA. 3NUAEMHUOJOTMM M MOHUTOPUHIA
ummyHnoaeuuros HMUL[ IT'OU um. mutpus Porauésa, k.M.H., Bpad aJuIeprojor-
MMMYHOJIOT, TIeIUatTp

JlaTpiieBa Enena AnekcaHIpoBHa — BEAYIIMM HAy4HbId COTPYJHUK OTACJICHUSA
nMmMmyHonatosoruu B3pocibix OI'BY «I'HL[ MuctuTyT mMMyHnosorun» ®MBA Poccun,
JI.M.H., noueHT kadeapsl Knunuueckas nMmmyHosoruu ¢akyiasrera Mb® I'OY BIIO
PHUMY um. Iluporosa.

JlateimeBa Tarbsna BacunbeBHa — A.M.H., mpodeccop Kadeapbl KIUHUYECKON
ameprogorun W uMmmyHosorun  OIIJIO MI'MCY, 3aBemnyromuii oTaeneHueM
ummyHonaTosoruu B3pocisix ®I'BY «I'HL Unctutyt unmmyHnonorun» ®MBA Poccun.
Manto Mpuna AnekcaHIpoBHa — HAy4YHbI COTPYAHHUK OTAEJICHHS MMMYHONATOJOTUU
B3pocibiX PI'BY «'HI MucTuTyT MtMMyHOosorun» @MBA Poccun.

HamazoBa-bapanoBa Jleiina CeitmypoBHa - akagemuk PAH, mnpodeccop, aA.M.H.,
npesuneHT Hcmonkoma Coroza memamatpoB Poccum; mact-mpesunaeHT EPA/UNEPSA;
pykoBoautens HUW nenmarpum u oxpansl 310poBbs aeteit LIKb PAH, 3aBenyromas
Kadenpoil ¢dakynpTeTckold nenuaTpuu mneauarpuueckoro ¢pakynsrera GI'BOY BO
«PHUMY wum. H.M. [Tuporosa» Mun3npaBa Poccuu, riaBHbIA BHEIITATHBIN JETCKUN
CIIENUATIUCT 0 poduIaKTUIecKor Meauiinae Munsapasa Poccun.

HenameBa Haranps MuxaiinoBHa - 1a.M.H., mupodeccop Kadeapbl KIMHHYECKON
ajeprosiorun u ummyHosiornn PMAHIIO.

[Tamnypa Aunekcanap HwukonaeBu4 — pyKOBOAMTENb OTHAENA  AJJIEPrOJOTMU U

kinHuYecko ummyHosiorun OCIT «HUKW neamatpum wumenu akagemuka FHO.E.
46



13.

14.

15.

Benmbtumesa ®I'OY BO PHUMY wum. H.M. IluporoBa MunzgpaBa P®D, n.M.H.,
npodeccop.

[TonsikoB Anekcanap Bnangumuposuu — 3aBenyromuii taboparopueit JJHK-nuarnoctuku
OI'BHY «Menuko-reHeTHYecKui Hay4yHbIi LeHTp uMeHu akajgemMuka H.I1. BoukoBay,
1.0.H., ipod., wi.-kopp. PAH.

CemumzsinoBa Jlumus PoOeproBHa - K.M.H., Beayummii Hay4Hblii coTpynHuk HUU
neauatpuu U oxpansl 370poBbs Aered LIKb PAH MuHucrepctBa Hayku M BBICILETO
obpazoBanusi Poccuiickoit denepanuu, momeHT Kadeapbl neauaTpud W ACTCKOU
peBmatosioruu GI'AOY «llepebiii MI'MY um. U.M. CeuenoBa» MwunznpaBa Poccuu
(CeueHoBCKUl YHUBEPCUTET)

[lepobuna Anna IOpbeBHa - 1. M. H., mpodeccop, 3aMecTUTENlb AupekTopa MHcTuTyTa
reMaToJIOTMM, UMMYHOJOTUU U KieToyHbIX TexHosorud OI'BY «HMUIL JAT'OU um.
Amutpust PoraueBa» MunzapaBa Poccum, 3aBeayromias OTIEIEHUEM KIMHUYECKOU

ummyHosioru ®I'BY «®HKIL AT'OU um. Amutpus Porauea» Munznpasa Poccun.

Ipuioxkenue A2 MetoaoJiorusi paspadoTKu KIMHUYECKUX PEKOMEHAalui

IleaeBasi ayIuTOPHS JAHHBIX KJIHMHNYECKHUX PEKOMEHIAIMI:

LCoNoOARWN B

NNNNNNNNNNNR R RRRRRR R R
OURWNRPOOONOURNAWNEREO

BpavY-aKyHIep-ruHEKOJIOr,

Bpay-aJuIeprojor-nMMYyHOJIOT;
Bpau-aHECTE3UOIOT-PEaHMAaTOIIOT;
Bpay-raCTPOIHTEPOJIOT;
Bpau-TeHETUK;
Bpay-/IepMaTOBEHEPOJIOT;
Bpau-AeTCKUIl XUPYpT;
Bpay-1a00paTOpHBIN TEHETHK;
Bpayd-HEOHATOJIOT;

. Bpau oO11ei npakTuku (CeMeHHbIN Bpay);
. Bpau-OpTOJOHT;

. Bpau-0TOPHUHOJIAPUHT OJIOT;

. Bpau-TIieiuaTp;

. Bpau-TieInaTp ropoickoi (pailOHHbIN);
. Bpau-TIeInaTp y4acTKOBBIN;

. Bpau-TUIaCTUYECKUI XUPYpT;

. Bpau 110 TUTUEHE AETEN U MOJPOCTKOB;
. Bpau 110 TUTHUEHE TPY/a;

. Bpad 1o o011ei ruruexe;

. Bpau IPUEMHOTO OTJEJICHUS;

. Bpau CKOpOH MEINLNHCKON ITOMOIIIH;

. Bpau-CTOMATOJIOT;

. Bpau-CTOMATOJIOT JETCKUM;

. BpPa4-CTOMATOJIOr-OpTOIE;

. Bpau-CTOMaTOJIOT-TEPAIIEBT;

. Bpa4-CTOMATOJIOr-XUPYPT;
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27. Bpau-TepareBT;

28. Bpau-TepaneBT MOJAPOCTKOBHIN;

29. Bpau-TeparneBT yYaCTKOBBIA;

30. Bpau-TepaneBT y4aCTKOBBIH [IEXOBOTO BPAue€OHOTO Y4aCTKa;

31. Bpau-TpaHc(y3uoIIoT;

32. Bpa4 pyHKIIMOHATHHOU TUATHOCTHUKH;

33. Bpau-xXupypr;

34. Bpa4-ueIt0CTHO-JIMIICBOW XUPYPT;

35. Bpau-3HI0CKOIIHCT;

36. cTapmmii Bpay cTaHITUHU (OTIEICHHS) CKOPOH METUITMHCKOM ITOMOIIIH;

MeT01010THS PA3PA0OTKH KJINHHYECKUX PEKOMEeH 1A

2 uneHa padoueit rpymsl (Jlareimesa Enena AnekcannpoBHa u Manto Mpuna AnekcaHapoBHA)
HE3aBHCHUMO JIpYyI OT Jpyra BBIMOJHSJIN CHUCTEMaTHYECKHM MOMCK M OTOOp MyOIHMKaIuii
HezaBucuMo apyr ot apyra ¢ 01.08.2019 mo 23.09.2019. Ilouck mpoBoauiics B IMOUCKOBOU

cucreme PubMed (http://www.ncbi.nlm.nih.gov/pubmed/), KokpanoBckoii  OubnHMoTEKE

(http://www.cochranelibrary.com/), Hay4Ho#i snekTpoHHON Oubnmoreke €eLIBRARY.ru
(http://elibrary.ru/defaultx.asp), Oase JAHHBIX EMBASE

(https://www.elsevier.com/solutions/embase biomedical research), a Ttakxke mno perucrpam

KIMHWYECKHX ucnbiTanuid: https://clinicaltrials.gov/ u https://www.clinicaltrialsregister.eu/ctr

search/search. beiio Haiieno 250 mybnukaruii, 1 U3 HuX ObUT0 oToOpaHo 110 myOmukanuii. B
cllyuae BO3HMKHOBEHHUS DPAa3HOINACHi MpH OTOOpe MyOJIMKalMM TNPHUBJICKATUCh OCTaJIbHBIE
wieHbl pabouelt rpynnbl. Ha ocHoBaHMM OTOOpaHHBIX MyOauKaUui 00a 3KCIepTa HE3aBUCHUMO
JIpyr OT Apyra copMyIupOBaIl TE3UC-PEKOMEHJIAIlMU, KOTOpPbIE ObUIM OLIEHEHBI C MOMOIIBIO
LIKaJI OLIEHKN YPOBHE JIOCTOBEPHOCTHU JOKA3aTENIbCTB U METOIOB JUATHOCTUKH, OLIEHKU YPOBHEM
JOCTOBEPHOCTH JloKa3zarenbeTB (Y /IJ1) nnst MeTtonoB npoduaakTUKY, JeUeHUs U peabuauTaiuu
(mpodmiiakTUYECKUX, JIEUEOHBIX, pPEAOMIMTALMOHHBIX BMELIATENILCTB), OLIEHKH YpOBHEHN
yoenutensHOCTH pekomeraanuii (YVYP) nns meTtonoB nmpoduiiakTHKY, TUArHOCTUKH, JICUCHUS U
peabwimtauuu  (MIpOPUIAKTHYECKUX, JMArHOCTMYECKUX, JIe4eOHBIX, peadMINTallMOHHbBIX
BMematenscTB). (IIpunoxenue 1, Ilpunoxenue 2, Ilpunoxenue 3) B panbHelmem kaxnaas
Te3UC-peKOMEHJaus Obljla THIATeIbHO OOCYyKJeHa Ha o0iieM coOpaHuu padouel rpynmsbl, BO
BCEX CITy4yasiX pa3Horjacus ObUl JOCTUTHYT KOHCEHCYC.

IIpunno:xenue 1. [llkana oneHku ypoBHEH qocToBepHOCTH HokazatenbcTB (Y1) ans meronoB
JUArHOCTHKY (IMarHOCTUYECKUX BMEIIATEIbCTB)

YA | Paciuugposka

1 CucrtemaTndeckue 0030pbl HMCCIEAOBAaHUN C KOHTpOJIEM pe(epeHCHBIM METOIOM WU
CUCTEeMAaTUYECKUH 0030p paHJAOMHU3UPOBAHHBIX KIMHUYECKUX HUCCICOBAaHUHA C
NMPUMEHEHUEM MeTa-aHaan3a
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OTnenbHbIE MCCIEIOBAHUS C KOHTPOJEM pepepeHCHBIM METOAOM WM OTICNIbHBIC
PaHIOMHU3UPOBAHHBIE KIMHUYECKUE WCCIICAOBAHUS W CHUCTEMaTHYecKue 0030pbI
UCCIIEIOBaHMIA J1I000T0 AM3aiiHa, 3a UCKIIOUYEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIEI0BAHNM, C IPUMEHEHUEM METa-aHalIn3a

HccnenoBanus 0e3 MOCIEAOBATENBHOTO KOHTPOIS PEPEPEHCHBIM METOIOM WU
UCCIICIOBAaHUS C pEPEepeHCHBIM METOJIOM, HE SBJSIOIIMMCS HE3aBUCHMBIM OT
UCCIIElyeMOT0 METOJa MM HepaHAOMHU3UPOBAHHbIE CPAaBHUTENIbHbIE MCCIEIOBAHUS, B
TOM YMCJI€ KOTOPTHBIE UCCIIeI0BAHUS

HeCpaBHI/ITeHBHBIe HCCICO0BAHUS, OIIMCAHUE KIMHUYCCKOTO Cliydas

5

MmeeTcs auiiib 000CHOBAHHE MEXaHU3Ma HGfICTBPISI HJIM MHCHUC DKCIICPTOB

Ipunoxenne 2. Illkana oneHKH ypoBHEH 1ocToBepHOCTH JnokazarenbcTB (Y /) mis meromos
npoMIAKTUKY, JICYCHUS U peadmmTanuu (TpoQuIakTHIECKUX, JIEYeOHBIX, peadMInTaIlHOHHBIX

BMEIIIATEILCTB)

YA

Pacummgposka

1

Cucrematnueckuii 0630p PKU ¢ npuMenennem mera-ananusa

2 Otnenvabie PKM u cuctemarnueckue 0030pbl MCCIICIOBAHHMA JIFOOOTO JM3aifHa, 3a
ncximouyennem PKH, ¢ npumenennem Mera-ananusa

3 HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHHUTCIIbHBIC HUCCIICAOBAaHUA, B T.4. KOI'OpTHBIC
UCCIIETOBaHUS

4 HecpaBHuTenpHble HCCIEAOBAaHUSA, ONMCAaHUE KIMHUYECKOIO Cllydas WIH CEpUHU
CIIy4aeB, UCCIIEOBAHMS «CIIy4ali-KOHTPOJIb)

5 Nmeercs nuiib 000CHOBaHME MEXaHU3Ma JIEHCTBHS BMELIATENbCTBA (JIOKIMHUYECKUE

I/ICCJ'ICI[OBaHI/IH) HJIM MHCHHUEC SKCIICPTOB

Ipunnoxenne 3. [kana oneHku ypoBHel yoenuTensHocT pekoMenaanuit (YVYP) nis meronoB
OpodWIAaKTUKK,  JUArHOCTHKH,  JIedeHHs M peabuiautauuu  (IpopHUIaKTHUECKUX,

JTUAarHOCTHYECKUX, JICUEOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

Yyp

Pacuu¢poska

A

CunbHas pekoMeHJalMs (Bce paccMaTpuBaeMble KpuTepuu 3(hdeKTuBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMM, BCE UCCIIEJOBAaHHUS HMMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBHOE  METOJIOJIOTMUECKOE  KAaueCcTBO, MX  BBIBOABI IO
MHTEPECYIOIINUM UCXO0aM SIBJISIFOTCS COITIACOBAHHBIMHU )

VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTEepUH d()PEeKTUBHOCTU
(McXofpl) SIBIAIOTCS BaXXHBIMH, HE BCE HCCIEIOBAaHHUS HMMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTENBHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM MX BBIBOJBI IO
MHTEPECYIOIIUM UCX0IaM HE SBIISIOTCS COTJIACOBAHHBIMH )

Cnabast pekoMeHanus (OTCYTCTBUE JTOKA3aTEIhCTB HAJJICKAIIETO KauyecTBa (BCE
paccMarpuBaemMbie Kputepuu 3(PQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HCCIIEAOBAHUA UMEIOT HU3KOE METOHOJIOTHUECKOE KAYeCTBO U UX BBIBOIBI I10
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HHTCPCCYIOIINM UCXOAaM HE ABJISAIOTCA COFHaCOBaHHBIMI/I)

IlopsigoK 00HOBJIEHUS KJIMHHUYECKNX PEKOMEHIAIIM.

Mexaau3mM OOHOBJICHHS KIMHUYECKUX PEKOMEHIAIMA MPEAyCMaTPUBACT UX CUCTEMATHUYECKYIO
aKTyaJIM3alHI0 — HE PEXKE YEM OJIMH Pa3 B TPU I0Jla, @ TAKKE IIPU MOSBICHUHU HOBBIX JAHHBIX C
MO3UIMHN J0Ka3aTeIbHOM MEAMIIMHBI MO BOMPOCAM JUArHOCTUKH, JICUCHUS, NPODUIAKTHUKU U
peaOuIuTalMu KOHKPETHBIX 3a00JIeBaHMM, HaJUUYUd O0OOCHOBAHHBIX JOMOJHEHUI/3aMeYaHui K

panee yrBepxkaEHHbIM KP, HO He yamie 1 pa3a B 6 mecs1ieB.

IIpuioxkenune A3. CnpaBouHble MAaTepHajbl, BKJIKYAs COOTBETCTBHE
NMOKA3aHMH K NMPUMEHEHUI0 U NMPOTUBONOKA3AHUI, CIOCO00B NMPUMEHEHUS U
103 JIEKAPCTBEHHBIX CPEJACTB MHCTPYKUMHU MO MPUMEHEHUIO JIEKAPCTBEHHOT0

npemnapara.

IIpuniaoxenue A3.1. CBi3aHHBIE JOKYMEHTDI

1. ®enepanbHbiii 3aKk0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHWH U3MEHEHHUH B cTaThio 40
@enepanbHoro 3akoHa "OO o00s3aTelbHOM MEIUIIMHCKOM CTpaxoBaHUM B Poccuiickoit
Oenepanun” n deaepanbHblii 3akoH "OO OCHOBaX OXpaHbl 370pPOBbsl TpakJaH B
Poccuiickoit deneparuun' mo BompocaM KIMHUYECKUX PEKOMEH 1AL,

2. Ilpuka3 Munsnpasa Poccun Ne 103H ot 28.02.2019 r. «O6 yTBep>KA€HUU NOPsiIKA U CPOKOB
pa3pabOTKU KIMHUYECKUX PEKOMEHJAIMM, UX MepecMOTpa, TUIOBOM (OPMBbI KIMHHUUECKUX
pexomMeHnauuii U TpeOOBaHUM K HX CTPYKTYpe, COCTaBy M Hay4dHOH OOOCHOBaHHOCTHU
BKJIFOUAaEMOM B KIIMHUYECKHE PEKOMEHAAIMHU HH()OPMALIUN».

3. Ipuxa3z MunsapaBa Poccumn ot 13.10.2017 N 804n "OO yTBepKIE€HHMM HOMEHKJIATYPHI
MEIULMHCKUX yCIyT".

4. Tlpuka3z MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanuu (Munznpas Poccun) ot
20 nexabps 2012 r. N 1183u r. MockBa "O6 yrBepkaeHuun HoMeHKIaTyphl JOKHOCTEH
MEIAUIMHCKUX PaOOTHUKOB U (papMarieBTHUECKUX paOOTHUKOB".

5. TlocranoBnenue IlpaBurensctBa PO ot 26 ampens 2012 r. N 403 "O nopsiake BeneHHUs
@denepallbHOTO PETUCTPA JIML, CTPAJAIOLIMX >KU3HEYIPOXKAIOIIMMUA M XPOHHUYECKUMU
MPOrPECCUPYIONMMU  peAKuMU  (opdaHHbIMH)  3a00JEBaHUSIMHU, MPUBOAAIIUMH K
COKpAaILICHUIO MPOJOKUTEIbHOCTH JKU3HU TpaXJAaH WIM WX HWHBAIMIHOCTH, M €ro
PETHOHAIIBHOTO CETMEHTa"

6. Ilpuxa3z MunucrepcTBa Tpyna u counanbHoro pasputus PD ot 27 asrycra 2019 r. Ne

5851 "O wxmaccuukanusax U KPpUTEPUsIX, UCIIOIB3YEMBIX MPHU OCYIIECTBICHUH MEIUKO-
50




COLIMAJILHOM SKCHEPTU3bI IpaxaaH (eaepalbHbIMU FOCYAAPCTBEHHBIMU YUPEKACHUSIMU
MEAMKO-COLIMAIbHOM 3KCIIepTU3bI"
7. Ilpuka3 MuHucTepcTBa 3ApaBOOXpPAHEHUS U cOLMaIbHOTO pa3sutusa PO ot 16 anpens 2012
r. N 3661 "O06 yrBepxaenuu [lopsiaka okazaHus neauaTpuyeckoi momomu"
8. Ilpmka3 MunucrtepcrBa 3npaBooxpaHeHus P® "OO yrBepxknenun Ilopsnka oxazanus
MEIWIIMHCKOW TOMOINM OONBHBIM C BPOXJACHHBIMU W (WIM) HACJIEICTBEHHBIMU
3aboneBanusMu" ot 15 HOsOpst 2012 1. Ne 917H.

9. TocymapCTBEHHBIH peecTp JIEKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru

IIpunaoxenne A3.2. IIporuBonokazanuss U 1nodoyHble d(PdexkThl 0T npenaparoB s

TOJTOCPOYHOH NPOPHIAKTHKH.

ITpenaparsl IIpoTnBONOKa3aHus ITo6ounbIe 3P PEKTHI
Hanazon e Jletu (0o noctuxkenus V craguu e Cebopes;
MOJIOBOM 3peniocTH 1o TaHHepy); ® aKHE;
e OepeMeHHbIC U KOPMSAIIUE ® THUPCYTHU3M;
JKCHIIINHBI; ® HapylUIeHHE MEHCTpYyalluu,
® DPaK MOJIOYHBIX JKEJIE3; ®  BHUPHWJIM3AINS;
® KapIHWHOMA IIPOCTATHI; e arpodust/ runorpodust
e He(pOTUYECKUIN CHHIPOM; MOJIOYHBIX KEJIEe3;
® TsDKeJble IeYeHOYHAs U/ MU ® TeMmaTOTOKCUYHOCTH;
cepleduHas W/WIIM TTOYEeUHas ° pa6 JIOMHOJIN3;
HEJ0CTaTOYHOCTH; ®  TOJUIUTEMUS,
* mopdupus; e HapylIeHHEe JUIUAHOrO oOMeHa
e TpoMO03MOOIHS U TPOMOO3HI B (0’KHpeHHe, aTePOCKIIEPO3);
aHaMHE3C ® apTcpuajibHas TMICPTCH3US
#TpanexcaMoB | e TpoMOO3bI HIIM PUCK HX Pa3BUTHSI; e (CnalocTh U OCTypabHas
ast kuciora** e Hapyenus 3peHus u TUIIOTEH3 U,
LBETOBOCTIPUSTHUS e uapes;
e 0OJIM B )KUBOTE;
® JMCMEHOpes;
e TpoMOO3HI;
®  MBIIIEYHBIE CYIOPOTH;
® HEKpOJIU3 MBIIII]
#UuarnduTop Jerckuii Bo3pacT 10 2-X JIeT e Tpombo3;
Cl-3crepassl ® MECTHBIE PEaKIIMU B MECTE
yeJioBeKa WHBEKITIH.
#lIporecraren |o KpoBOTeUYEHHS U3 MOJIOBBIX MTyTEH e KpOBSIHUCTHIE BbIICTICHUS
BI HESICHOM ATHOJIOTUH; ® aKHe,;
® pakK MOJIOUHBIX XeJie3 (B TOM YHclie ® CMEHa HaCTPOCHHS,
B aHaAMHeE3e); e TOIIHOTA;
® TspKenble 3a00J1eBaHus IEUEHU; ® pBOTA;
® MHIPEHb C OYaroBOM e TOJI0BHAs 0OJIb;
CUMIITOMATHUKOH, e Habop Beca;
® TpoMOO3bI U TPOMOOIMOOIHS (B TOM e  OHKOJIOIHUECKHE
YKCIIE B aHAMHE3E); 3a0071eBaHus.



https://grls.rosminzdrav.ru/

NBC (B ToMm unciie B aHaMHE3€);
CKB ¢ aaTudochonunuaHbMu
AHTHUTEIAMH,
['emaromnenronsipHas KapIuHOMA;
3J10KaueCTBEHHAs TernaToMa.

52




Ipuaoxenue A3.3. Oo0caenoBanye nepex HAYAJIOM H BO BpeMs NpHeMa NpenaparosB s

OJTOCPOYHOH NPOPHIAKTUKH

[Ipenapatsl O0cienoBanue O6cnenoBanue 1 pa3 B 6 E>xxeronuoe
nepen MECSI1IEB oOcliefoBaHMe
Ha3HAYCHUEM
Hanazon e  OOmwuit e [Ipu ocMoTpe: CTUTMBI e V3U opranos
aHaJu3 KpOBHU; BHUpWINM3ALIMM, Macca Tena, OpIOIIHOM
e VY3U opranos AJl; IIOJIOCTH;
OpIOLIHOM e 00U aHANTU3 KPOBU; * 0-
MOJIOCTH; e V3U oprano OpromrHon deronpoTenn
® [ICYCHOYHbBIE MOJIOCTH;
(hepMeHTHI; ® TICYCHOYHBIC (PEPMECHTHI;
®  JIMIHHBIA ® JIUIUAHBIN TPOUIIb;
npoduIb; e OOmMii aHAIU3 MOYU
e 00wmuii aHau3
MOYH
#TpanekcamoBast | Koarynorpamma |e OHOXMMHYECKHI aHAIU3 OcmoTp Bpaua-
KHCJIOTa™™* KPOBU: [1I€4EHOYHBIE odranpmosora
(dbepMeHTHI, moKa3aTean
pabotsl mouek, KOK;
e 001K aHAJIU3 MOYH
#uarudurtop C1- | Cepomorudeckoe Ceponoruyeckoe
3CTepasbl HCCIIeIOBaHKE Ha UCCIIEIOBaHKE Ha
YyesoBeKa BHY, Bupyc BUY, Bupyc
remarurta B, Bupyc remarurta B, Bupyc
rematuta C, renatuta C,
napsosupyc B19 napsosupyc B19
#llporectareHbl | KOHCYJIbTalUs He npoBoautcs KOHCYJIbTaIHsI
aKylepa- aKyluepa-
T'MHEKOJIOTa T'MHEKOJIOTa

Hpuiaoxenue A3.4. #IlporecrareHbl B Ka4eCTBE A0JAroCPOYHON NPoGnIakKTHKH

Ipenapat[117,127]

Jo3upoBka

#JlezorecTpen

0,075 Mr/cyTkn

#JInadCcTpeHOoN (B BEICOKUX 03aX)

5-10 mr/cyTku
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Ipuioxkenue b. AJiropuT™Mbl AeHCTBUI Bpaya

Ipuaoxenue b1. Aaroputm nuarnoctuku HAO | u || THIOB V pOACTBEHHUKOB NAIMEHTA.

Ilpu nonyuenuu comHumenbHbIX pe3yILmamos 00CAIe008aHUL NPU HATUYUU PACXONCOCHUS
MedHCOY OAHHBIMU KIUHUYECKOU KApMuHbl U OAHHBLIMU 00C1e008aHUs He0OX00UMO NposedeHue

obcredosanuu no anzopummy KakK y nepeo2co 6blA6/1€HHO20 nayuenma 6 cembe.

VY 00cnenyeMoro ecTh POJACTBEHHUK C MOATBEPKICHHBIM
nuarHozom HAO ¢ nepunurom C1-unruduropa ¢

VOTATNARTAHHALIN TUATIONM

HET na
[TanmenT crapme
W v
A 4 O0cnenoBanue 1 U3 METOIOB:
[Towrck myTanuu * Tlouck myTanuu poICTBEHHUKA B
POJICTBEHHHKA B reae SERPING !
rene SERPINGI * MUccnenoBanue yposus C1-UHI

u ypoBHs GaCl-UHI

Jlnarno3 noaTBepxaeH 1 U3 METONOB:
* Bprianena MYTalAu
ponctBenHuka B rene SERPING 1
* BrsiBneno cumxkenue yposHs Cl-
WHI" w/unu paCl-UHIT

A\ 4

na NalUEeHTa €CTh HET
Kimanueckune
nposisiaerust HAO?
[ HAO I nin II Tuna ] HAO I s 11 wma

JOKJIIMHHUYECCKaA CTaaust
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Hpuiaoxenue 52. KynupoBaHue aTaky v NAIMEHTA ¢ YCTAHOBJEHHBLIM auartosom HAO

V manuenTa oTéK,
CHOCOOHBIN IPUBECTH K
ac(hUKCUU WM BBIpAKCHHAS
a0 oMUHAIbHAS aTaKa UJIN
TSDKEJIBINA TTepudepruIeCKUii

uaruourop Cl-
3CcTEpasbl YeJoBeKa

Ha pyKax y
aleHTa

T'octiuranuzanu

[TarueHT 0Oy4UeH

TEXHHUKE
CaMOCTOSTEIHLHOTO
BBEIEHUA?

HET

CaMOCTOSITEILHOE
BBeZieHHE | 1035l
MKaTHOAHTa WU
unrudutopa Cl1-

JCTEpa3hl YEI0BEKA

B CTAl[MOHAp

Hkarnbant nin
unru6urop Cl1-
ACTEpa3bl UeIOBEKa
B HaJIM4Ynuu?

ITepBoe nnm
MTOBTOPHOE
BBEJICHHE
MKaTuOaHTa MU
unrudutopa Cl-
ACTEPa3bl YEIOBEKA

Orék na

Bsenenune C3I1

Oréx
Ky[IUpOBaH?

Y

Ky[IUpOBaH?

HET

Koncynperanus
JIOP-Bpaua nys
OILICHKH CTEIIEHU

KOMIIPECCUU

JIBIXaTeIbHBIX

yTei

[TatmeHT HyXaaeTcs
B obecreveHnu
MIPOXOANMOCTH
JIbIXaTEeIbHBIX MTyTEH?,
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Ipuno:xkenne b3. KparkocpouHas npoUIAKTHKA V NANMEHTOB € YCTAHOBJEHHBIM

auarao3zom HAO | uiau |l Tunos

[TanmeHnTy ruIaHUpyeTCs IPOBEICHUE
OIIEePAaTUBHOI0/CTOMATOIOTNYECKOTO/ TUarHOCTUYECKOTO METUITTHCKOTO BMEIIATEIhCTBA

O0ecIeynTh:
* BO3MOXXHOCTb IIPOBEJIEHUS] pEAaHUMAIIMOHHbBIX MEPONIPUATHH;
* JIOCTYI K IpenapaTam JJjs1 KymUpOBaHUs OTEKOB

Hcnons30BaTh UHTUOUTOP
Cl1-acTepassl uenoBeka AJis
KPaTKOCPOYHOM
npoUIaAKTUKN

B nammunm m
unaruoutop Cl1-
acTepasbl
yeJIoBeKa?

Hcnons3oBars C3I1 qa
KPaTKOCPOYHOU
npoUIaKTUKN

CAUIINHCKOC
BMEIIATENbCTBO
cpoyHoe?

HET
B manuuuu nu

nmaHazoin ?

Hcnonb3o0Bars qaHas3oln Ais
KPaTKOCPOYHOM
npoUIAKTUKN
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Hpuiaoxenue B. Undopmauus A4 namueHra

IIpunao:xenue Bl. UndopManus st nalueHTa

HacnenctBennsbrit anrnoooték (HAO) — penkoe 3a0osieBaHue, CBSI3aHHOE CO CHIDKCHHEM
WIM HEJOCTATOYHON (PyHKIMOHAIBbHON akTHBHOCTHIO Cl MHrHOMTOpa CHCTEMBbI KOMILIEMEHTa
YeJIOBEKa, YTO MPUBOJUT K PA3BUTHUIO YACTHIX OTEKOB Pa3IMYHBIX YacTed Tesa: pykK, HOT, JIULA,
OpIOILIHOI MOJIOCTH, TOPTaHH.

OTéku opraHoB OpIOIIHOM TOJOCTU BBIPAXKAIOTCA CUIBHBIMH OOJSIMH B KHBOTE,
TOIIHOTOM, PBOTOM, MHUJAKUM CTYJIOM M HEPEIKO OMIMOOYHO TPAKTYIOTCA KaK OTpaBJICHHUE WIIU
KaK OCTpas XUPyprudeckas IaTojorvs, YTO MPUBOIUT K HEOOOCHOBAHHBIM XUPYPrHUYECKUM
BMemareabcTBaM. OTEKM TOpTaHM MOTYT MPUBECTH K YAYIIBIO, TTO3TOMY OHHM TMOTEHIIMAIBHO
OTACHBI JJI KU3HM, MPU UX Pa3BUTHHU 00s3aTeNbHAsl TOCHUTAIU3ALMS B MHOTONPOQHIbHBIN
CTalroHap.

HAO — 310 HacnencTBeHHOE 3aboneBanue. [Ipu oOHapykeHUH 3a00JICBaHHS Y OJTHOTO U3
YICHOB CEMbH BCE OCTAJIBHBIC JIOJDKHBI OBITH OOCJIECIOBaHBL. Y YETBEPTH IMAlIUEHTOB HET
MPEIIeCTBYIONIEr0 ceMeiiHOoro aHamHe3a Oone3Hu. Puck HacnemoBanuss HAO peGenkom
cocrasisieT okoso 50%.

[TanenTsl MOMKHBI OBITH OOECIIEUEHBI MpernapaTaMyd i KYIMUPOBAaHUS OTEKOB U
0o0y4eHBl TEXHUKE WX BBeleHUsA. [Ipemaparbl miis KynmupoBaHUsS OTEKOB JOJDKHBI BCETIa
HAXOJHUTHCS TPH MAIUEHTE.

[TaruenTam 3anpereHo nmpuMmeHenue, THruoutopos AIld/6mokatopoB AT-perentopos,
ACTPOTEHOB (KOHTPAILIEITUBOB, 3aMECTUTEIHLHOM TOPMOHAJIBHON Tepanuu), TaKk KaK JIaHHbBIC
mpenaparbl MOTYT TIPHUBECTH K TIOSIBICHHIO OTEKOB (B TOM YHCIE >KH3HEYTPOXKAIOIIEH
JIOKAIN3alUH).

Pexomenayercss m3berarb MEXaHHYECKOTO BO3JEHCTBUS (HaBleHWe, ymud W T.1.) Ha
MATKHE TKaHU W CIM3UCThIE 00o0souku. KaTeropwyecku 3ampemieHpl 3aHSATHS, CBSI3aHHBIE C
GU3UYECKUM, MEXaHWYECKHUM, TICHXOIMOIMOHAIBHBIM HAMNPSHKEHHEM, TEePEeOXJIaXKICHUEM.
[TpotuBomnoka3ana paboTa, COMpPSOKEHHAs C BBICOKOW (DM3MUECKON HArpy3KOi, OMacHOCTHIO
TpaBMaTh3aiuu. Bce ykasaHHbIe (PakTOphl MOTYT MPUBOJUTH K OOOCTpEeHHIO 3ab0JeBaHMS,
MOSIBJIEHUIO OTEKOB (B TOM YHCIIC KU3HEYTPOKAIOMIEH JTOKATU3AIINHN ).

CBoeBpeMeHHasi W aJeKBaTHas KOPPEKIUs JI0O0H COMyTCTBYIOIIEH MATOJOTUH, B TOM
YUCJI€ OHJIOKPUHHBIX, HEBPOJOTUYECKMX HapylmieHud. PerymspHas caHanus 04Yaros
xponnueckor uHpekruu. Tak kak 000CTpeHHe 000N COMYTCTBYIOMICH MATOJIOTHH MOKET

MPUBCCTHU K YTAKCIICHUIO TCUCHUSA OCHOBHOT'O 3a00JIeBaHUs.
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ITpuiao:xenue B2. IlacnopTt 600a6H0ro HacjiencTBeHHBLIM AHTHOOTEKOM.

MNACHOPT BOJIBHOI'O HACJEJCTBEHHBIM AHTHOOTEKOM

JJIS MAUMEeHTOoB crapuue 18 et

(dedexT B cucTeMe KoMIieMenTa - D84.1)

Bnanenen 1aHHOTO TOKyMEHTA CTpaJlaeT PEAKUM KU3HEYTrpokaromuM 3aboneBanueM: [ledext B
cucreme komiuieMenTa (D84.1) — HacnencrBennsiii anrnooték (HAO). Knnanueckum
MIPOSIBJICHUEM SIBJISICTCSI PA3BUTHE OTEKOB PA3JIMYHON JIOKAJTU3AIMH, B TOM YU CIIE
KU3HEYTpoXkaouux (a0JOMUHAIBHBIX, OTEKOB TOPTaHN).

dUO

JATA POXJIEHUA

HOMEP CTPAXOBOT O ITOJINCA

I'PVIIITA KPOBU 1 PE3YC ®AKTOP

JOMAIIIHUI AJIPEC

®UO POJICTBEHHUKA

TEJIE®OH POJICTBEHHUKA

®UO JIEHAILIIEI'O BPAUA

KOHTAKTHbBIM HOMEP JIEYAIIIEI'O BPAYA JJI SKCTPEHHOW MEIUIIMHCKON
KOHCVYJIbTALIUN

[Tacniopt Beigan B ®I'bY «'HL «MHCcTUTYT M*MMyHOnorun» ®MBA Poccum ...... (4ucno)
[Toanuck Bpaua, BbIIABLIETO YIOCTOBEPEHHE
Ileyats

PEKOMEH/JIALIMU TTO OKA3AHUIO HEOTJI0KHOI MEJULIMHCKOU TTOMOILU:

1. Ilpu BosnukHoBeHuun KU3SHEYI'POXAIOIIMX orékoB B o0nacTu ToJIOBBL, LIEH U
BBIpaXXEHHOTO abgoMuHaiIbHOrO cuHApoMa BBecTH Ukatubant 30 Mr m/k (MakcuMmajbHas
cyrouyHas no03a 90 mr) miau Marndurop Cl-3crepassl yesnoBeka 20 ME/Kr B/B mMeaseHHo.
[Tpu oTCyTCTBHM yKa3aHHBIX MPENapaToB HEOOXOIMMO BBECTH CBEXKE3aMOPOKEHHYIO 1azmy 10
MJI/KT Macchl Tena. [IpenapaTel BBOOUTH KaKk MOKHO paHblIe OT Hayauaa OTeKa.

2. Hcnonb3oBaHWe AaHTUTMCTAMMHHBIX MPeNaparoB /Jsi CHCTEMHOI0 IPUMEHEHHs,
Koprukocreponnos niasi cucremuoro npumerenusi (I'KC), snunedgpuna 1 KynupoBaHus
0TEéKA HewleJaeco00pa3Ho BBUAY OTCYTCTBUS 3P PeKTUBHOCTH.

3. Ilpu orcyrcTBUM/HemocTaTOuHOM 3¢ (EKTe OT Tepanmuu MaIUMEHT JOHKEH OBITh CPOYHO
rocnutanu3upoBad. [Ipu oréke roprann 000CHOBaHA PaHHSS TPAXEOCTOMMS/KOHUKOTOMHUS.

4. Tlo »U3HEHHBIM MOKa3aHUSAM 3alpelleHo UCIoIb30BaHne HHruouTopoB AIld/aHToroHncTOB
penienTopoB anruoTensuHa ll, sacrporeHos.

5. Ilpemenukanust 10 ONEpaTUBHOrO BMemlarenbcTBa 3a 1-6 yacos: Muruburop Cl-sctepasbl

yenoBeka 1000 ME B/B, mpu oTcyTcTBHHU - cBexke3amopoxeHHas 1uiazma 400 mu. Heobxonumo
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o0ecreunTh HaTUYME IPEenapaToB A KYNUPOBAaHUS >KU3HEYTPOXKAIOUIUX OTEKOB BO BpeMs

IIPOBEJEHUS ONEPaTUBHOIO BMELIATENLCTBA (CM. 1I.1).

IHACITIOPT BOJIBHOI'O HACJIEACTBEHHBIM AHTHOOTEKOM
IS ManueHToB mJuaamie 18 jger

(dedexT B cucTeMe KommieMeHTa - D84.1)

Brnagenen 7aHHOTO JOKYMEHTA CTPAaeT PEIKUM KUZHEYTpOKaroIM 3aboneBannemM: [ledekr B
cucreme komiuieMmenTa (D84.1) — Hacneacrsennsrii anrnooték (HAO). Kimnanueckum
IIPOSIBIICHUEM SIBIIICTCS PA3BUTHE OTEKOB PA3JIMYHOM JIOKAJIM3ALMH, B TOM YHUCIIE
KU3ZHEYTpoXkKaroumx (abJOMHUHAIBHBIX, OTEKOB TOPTAHH).

(6]

JIATA POXJIEHU S

HOMEP CTPAXOBOI'O IIOJIUCA

I'PYIIIIA KPOBU U PE3YC ®AKTOP

JIOMAILIHUI AJIPEC

®H1O POJICTBEHHHMKA

TEJE®OH POJICTBEHHUKA

®UO JIEYAILIETO BPAYA

KOHTAKTHBI HOMEP JIEYAIIIETO BPAYA JUUISI DKCTPEHHOM MEIUIMHCKOI
KOHCYJIbTALIMU

[Tacniopt Beigan B ®I'bY «'HL «MHCcTHUTYT M*MMyHONorun» ®MBA Poccum ...... (uucino)
IToanuce Bpaya, BBIAABLIETO YIOCTOBEPEHUE
Ileyats

PEKOMEH/IALIMU 10 OKA3AHUIO HEOTJIOXXHOM MEULIMHCKON TTOMOLLU:

1. Ilpu BosnukHoBeHHu JKMU3HEVYI'POXAIOINUX oTékoB B 00NacTH TOJIOBBI, ILEU U
BBIPAXEHHOI'0 a0JJOMMHAILHOTO CUHApoMa BBecTH UkaTMOAHT m/K U3 pacuéra Ha Maccy Tena:
12 -25 xr 10 mr, 26 — 40 xr 15 mr, 41 - 50 xr 20 Mmr, 51 - 65 xr 25 Mr, > 65 kr 30 MT /K WK
Nuarnéurop Cl-3crepasnl yesaoBeka 20 ME/kr B/B. IIpu oTcyTCTBUM yKa3aHHBIX IIpEnapaToB
HE00XO0/IMMO BBECTH CBEXE3aMOpOkeHHYI0 TazMmy 10 mu/kr maccel Tena. [Ipenaparsl BBOAUTH
KaK MOXHO paHbllle OT Hayajia OTeKa.

2. Hcnonb3oBaHne AaHTUTMCTAMMHHBIX MpPeNapaTroB [Jisi CHCTEMHOI0 INpPHUMEHEHUs,
KOPTHKOCTEPOUJIO0B JIsi CHCTEMHOI'0 NPUMEHEHMs, JNMUHePPUHA Il KyIIHPOBAHUSA OTEKA
Hele1eco00pa3Ho BBHAY OTCYTCTBUSA 3(P(PEeKTHBHOCTH.

3. Ilpu orcyrcTBUM/HemocTaTOUHOM 3¢ (EKTe OT Tepanmuu MaAIUMEHT JOHKEH OBITh CPOYHO
rocrnutanusupoBat. [Ipu oTéke ropTaHr 000CHOBaHA paHHSS TPAXEOCTOMHUS/KOHUKOTOMHUS.

4. Tlo >KM3HEHHBIM TOKa3aHUSAM 3aIPELICHO HCIOJIb30BaHHe UHTHONTOPOB AIID/aHTaroHNCTOB
peuenTopoB anruotensuxa ll, acrpoernos.
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5. Ilpemenukarus 3a 1-6 yacoB 10 omepatuBHOro BMemiaTenbcTBa: MHrnoutop Cl-3cTepassl
yenoBeka 15-30 ME/kr maccel Tena B/B, pU OTCYTCTBHH - CBEXe3aMOpOKEHHas Iuiazma 10
MI/KI Macchl Tena. HeoOxoammo obecrieunTh HaluuuMe TNpenapaToB i KyIHPOBAaHUS

YKU3HEYTPOKAIOUINX OTEKOB BO BpeMsl IPOBEICHHUS OTIEPATUBHOTO BMeEIIATENIbCTBA (CM. 1. 1).
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IIpunoxenue I'l - I'N. IIIkajbl OleHKH, BONPOCHUKH M APyrue OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHMS NAIMeHTAa, MpPHUBEACHHbIE B KJIHHUYECKHUX

PEKOMEHIAIUAX

[IIxansl OLIEHKH, BOIIPOCHUKHU U APYTHE OLIEHOYHBIC HHCTPYMEHTBI COCTOSIHUS MAllUEHTa,
NPUBEJICHHBIE B KIIMHUYECKNX pekoMeHaanusx aius HAO He pa3zpaboTaHsbl.
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