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Cnucok cokpameHHii

AOQO — aHrnootéx

bK — OpaguKuHUH

B/B — BHYTPUBEHHO

BMK - BbICOKOMONEKYISPHBIH KHHHHOTEH

I — rpaMM

HAOQO - HacnencTBeHHBIH aHTHOOTEK

C1-UHTI - C1-unrudurop

¢$aCl1-UHI" — ¢pyukuuonansnas aktuBHOCTH Cl-nHruduropa

SERPING1 - Serpin Family G Member 1

KT — KMJIOTpaMM

KK — kannukpenn

KT — xomnbliotepHast ToMmorpadgus

JIOP — Bpau-0TOpHHOJIAPUHTOJIOT
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MT — MIJUIHTpaMM |
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UNK-HAO —- HAO BcnencTBre HEU3BECTHON My TallUK



TepMuHBI H ONIpeesIeHHS

Anruooték (AQ) — oxanM30BaHHbI, OCTPO BO3HHKAIOUIKH, TPAH3HTOPHBIH, CKIOHHBIH K
PELUUIUBHPOBAHUIO OTEK KOXXH WJIH CIH3UCTBIX 000s04YeK. OOBIMHO JJIHTCA OT HECKOJBKUX

4acoB 10 HECKOJIBKHUX JHEH U MPpOXOAHUT CaMOCTOATECIIBHO.,
l.Kpatkas wundopmauusa mno 3abosieBaHHIO HWJIH COCTOsIHHIO (Tpynne

3a0oJieBaHMil HJIH COCTOSIHHIA)

1.1 Qupeneaenie 3adoesanis HIH cocTosHust (rpynnel 3adosesanuii HIH COCTOAHIIT)

Hacnencreennwiit anrnoorék (HAQ) - peaxoe, NOTEHOUAIBHO KH3HEYTPOXKAIOLLEE
reHeTHYeCKH JAeTCpMHHHpOBaHHOe 3aboneBaHue, mnpossisiomeecs B Buae AQO KOXU H
CIM3UCTBIX/MOACAN3UCTEIX  000/I0YEK, BO3HUKAIOIMX II04 BO3fAeiicTBHeM OpaaMKHHHHA
(BK). Xapakrepusimu ocoGennoctsMu AO npu HAO saBASIOTCS OTCYTCTBHE 3Y[a, THIIEPEMHH

KOXH, CONYTCTBYIOLIEH KpalMBHHLBIL, a Takxke OTCYTCTBHe Oddekrta OT JeUeHHS
KOPTUKOCTEPOHAAMH CHCTEMHOrO ICHCTBUS W QHTUTMCTAMHHHBIMH CPEICTBAMH CHCTEMHOIO
neiictus [1-4].

HAOQ otHOCHTCS K IEpBUYHBIM UMMYHOAeUUTaM 0e3 HH(PEKIHOHHBIX posABIeHui [5].

1.2 DTnojorust 1 _narorenes sabojgenanns waH cocroanns (rpynnnl 3aGojesanuii uan
COCTOSTHIIT)

B ocuose paszsutus cumntoMoB HAO ¢ nepunmurom Cl-unruburopa (HAO I u II Tuna)

NIeXUT HakollleHue OpaguKHHHHA BeleAacTBUe cHMkeHus cuHTe3a Cl-unruburopa (C1-UHI)
/UK CHIDKEHUS ero GpyHKUHOHaNbHOM akTuBHOCTH. [Ipnunnoit nedpunura C1-UHIT apnsrotes
myTauuu B reie SERPINGI (Serpin Family G Member 1). K HacTosineMy BpeMeHH, U3BECTHO
Gonee 748 xnuHUYECKH-3HAUUMBIX MyTauuii. Hacnenosanue HAO B aGCOMOTHOM OOJBIINHCTBE
CNlyyaeB NPOMCXOAUT MO AyTOCOMHO-JOMHHAHTHOMY THIY, OIHAaKO MMCIOTCA EIHHHYHBIE
JaHHple 00 ayTOCOMHO-PELECCMBHOM  THIE  HAcleJOBaHWS, CIydau C KOMIayHJ-
reTepO3UroTHHIMH JJOMHHAHTHBIMH NMATOTEHHBIMH BapuaHTaMu. [IpumMepHo y 20-25% naiueHTos
3aboneBanue 00yCIOBIEHO BHOBb BO3HHKILEH MyTanueit B rene SERPINGI, 1o ecTh CeMeHHBIiH

aHaMHe3 OTCYTCTBYET [6-8]

Cl uHruburop — cepuHoBas IpoTea3a, KOTOpas INpPUHUMAET y4vyacTHE B pETYJALUH
paboThl CIEAYIOIUUX CHCTEM: CHCTEMBI KOMIUIEMEHTA, KAUIMKPEMH-KUHUHOBOII CHCTEMBI,
CHCTEMBI CBEPTHIBAHUA KDOBHM I10 BHYTpeHHEMY MyTH u (uOpHHOMMTHYECKOH cucteMbl [9].
HanGonbuiee 3HayeHHe HMeeT BIMAHHE (EepMEHTa Ha KAJUIMKPEHH-KHHHHOBYIO CHCTEMY

(pucynox 1): B orcyterBun C1-MHI™ (u/mnu npu cHMkeHuH ero GyHKIHOHATBHON aKTHBHOCTH



(¢paC1-MHT)) mpoucxoauT HEKOHTpPOJUPYEMOe MpeBpalllcHuE NpeKaJIuKpenHa B KaJUIMKPEUH
(KK), mox Bo3zmeiicTBHEM KOTOPOTO paclieIIsieTcss BBICOKOMOJEKYIsapHbli kuHuHoren (BMK) ¢
obpazoBanuem BK. DToT »ddexr ycunuBaer axtuBmianus XII ¢akrtopa cBepThHIBaHUS KpOBH
(PXII) B pe3yinbpTaTe 3amycKa CBEPTBHIBAHHUS KpPOBH IO BHYTPEHHEMY MEXaHU3MY (Takxe

00yCIIOBIIEHHOMY OTCYTCTBHEM HW/WiIHM HapyumeHueM ¢(yHkuuoHanbHOW aktuBHOcTH C1-HHI)

[10- 12]

BK - ocnoBHo#i Mmeanatop AO npu HAO. BcnencrBue B3amMoaeircTBUsl OpaJUKUHHHA C
OpaZuKMHUHOBBIMH peuentopamu 2 Tuna (B2) mnpoucxoaut BazogunATanus, MNOBBIIIAETCS
MPOHULIAEMOCTh COCYIUCTOM CTEHKH C DKCTpaBasaluel KUAKOCTH, 00yCIaBINBaONIE pa3BUTHE
AO pasznmuunoit nokanuszauuu. I[lpu BeIpaxkxeHHOM AQO CciaU3UCTON 000JOYKH KHUIIECYHHUKA
BO3HHMKaeT KJIMHHKA OCTPOH KHIIEYHONW HENMPOXOAUMMOCTH, 3KCTpaBa3zallUsl *KUJIKOCTH B ITOM
ciydae MOXeT OBbITh HACTOJBKO BEJIMKA, YTO MPUBOAUT K 00Opa3oBaHUIO acluTa, BBIPAKEHHOH

THUIIOBOJICMHHU. THIIOTOHHUH. Bpa,I[I/IKI/IHI/IH 6I>ICTpO pacmCIiIgdeTCd Ha MNEOTUABI SHAOTCHHBIMH

MeTannonporennazamu (Bkmwodas AID) [4,11-13]

HecmoTpst Ha akTHBHU3aLMIO NPOLECCOB CBEPTHIBAHMUS KpoBH, y manuentoB ¢ HAO He
OTMEYEHO TOBBILICGHHON CKIOHHOCTH K TpoMOooOpa3oBaHuio, Oyarogaps TOMYy, 4YTO B
orcyrctBun CIIMHI' axTtuBHM3upoBaHa Takxke Hu cucTeMa (GuUOpHHONHM3Aa, YTO MNPUBOAUT K

MOBBIICHHON TpaHchopManuu Niaa3MUHOreHa B mnazMuH [11,14,15]

IIpexannukpenn
Bsaumuo
PXUa AKTHBU3HPYIOT Kannukpeun
ApyT Apyra BMEK
IIponykTst
pacnana acHIeIICHHBI I
puGpua Oubpun OulOpuUHOTeH
D-gumep | ‘1|
- Cucroma pubpunonusa BMK
IIna3smun [InazmMuHOreH
A IloBblmIeHHE MPOHULIAEMOCTH
COCy10B
A Bazogunsramnus
-y- AHTHOOTEK

Cd4a C4b

Pucynok 1. [latorene3 HAO c nepunurom C l-unrudbutopa (I u Il tuna).
[MTatorenes HAO c¢ nopmansasiM ypoBHem CIIMHI' 1o koHma He uH3y4YeH, OJHAKO

CXOACTBO KJIMHHYECKOH KapTuHB C TakoBo mnpu HAO V1l Tumos, maeT OCHOBaHUSA



npearnosarath, YTo KiouesbiM MeauatopoM AQO Tak xe MOXKET ABNAThbes Opanukunud [1]. Yame
BCErO K pasBuTHIO 2ToH dopmbl HAO nmpusoaut myrtaumus B reHe XII dakTtopa ceepThiBanus
kposu - HAO — FXII (npumepHo 25% Bcex cnyyaeB HAO ¢ HopmanbHeIM yposHem C1-HHI).
Hacnenosanue npoMCXoAuT NO ayTOCOMHO-JOMMHAHTHOMY THUIY ¢ HM3KOH NMEHETPAHTHOCTHIO
(Gosee 90% wmyxxunH-HocuTenel myTauun u Oosnee 40% >KEHIIMH-HOCHTENEH MyTalUM He
MMEIOT KIMHHYECKHMX TMposBieHuil 3aboneBanus) [3,16]. Bce omucanHble MyTauuu
noxkanusyrorces B 9 sk3one rena XII ¢akropa, otHocaTes k Tumy «gain-of-function» u npuBoasr
K TIOBBIIICHHIO CHHTe3a akTHBHpoBaHHOro XII daxropa cBepTeiBaHMs KpoBH. Takike OMHCaHbI
cnydan pasButusts HAO c nopmansubiM ypoBHeM C1-MHIT BenenctBue Myrtanuu B reHax
aurnonodtvHa 1 (HAO-ANGPT1); nmnazmunoresa (HAO-PLG); kununorena 1 (HAO-KNG1),
muodpepnuHa (HAO-MYOF), renapancynsdat (HS)-rmoxozamun 3-O-cynbdorpancdepasza 6
(HAO-HS3ST6)

Onnaxo npu HAO ¢ HopmansHbeiM ypoBHeM C1-UHIT BbISBUTH KIIHHHYECKH-3HAYHMYIO
MYyTALHIO Yalle BCETO0 HE YAAeTcs, B TaKOM cilydae NMpH THNHYHOH KIMHHYECKON KapTHHE W
HaJIM4MU ceMeifHoro aHamuesa Beictapistercs auarno3: HAO c venssecTHoit MyTanueil (UNK-

HAO) [1,17-19].

1.3 DunaeMuoa0rus 3a00JCBAHUS HJIH cOCTOSIHUS (TpvHILI 3200JeBaHUil HIH COCTOSIHUIT)

Pacnpocrpanennocts HAO ¢ npeduuurom C1-UHIT 1:50 000 [1,20]. B Hacrosiee BpeMs
Ha Tepputopun P® 3aperucrpuposano 472 nauuenra (tabauua 1) [20]. HecMotps Ha TO, YTO
3abosieBaHME HaclEAyeTcsl HE CLEIJICHO C I0JIOM, KOJIMYECTBO MAllMEHTOB JKEHCKOro Imoja
NpeBAMpPYET Haj KOJMYECTBOM [MAIMEHTOB Mykckoro mnona (tabn.l) [21]. Tounas
pacnpocrpanennocts popm HAO ¢ nopmansiibiM yposiem C1-UHT nenssectna [22].
Tabnuua 1. launsie Poceniickoro peructpa naunentos ¢ HAO (Bkmoyas nanuentos ¢ HAO ¢

nebuuurom C1-UHI u ¢ HopmansHeM ypoBHeMm C1-HHI)

Bospact Mysxuunbl | KeHIUHEI
NalHeHTOB
J0 5 ner 2 1
ot 5 o 10 16 12
or 10 1o 18 23 25
ot 18 10 30 33 54
ot 30 10 45 47 106
crapite 45 45 108
Bcero 166 306
Bceero 472




1.4 OcobennocTn KoqHpOBAHHS 3a00JeBaANHA WIH cOCTONHUS (rpyvnnbl 3adoeBanuii il

cocTosiinii) nmo Mexkavuapoanoii craTuerinueckoil kiaaccunduranuii 6oge3ueii 1 npodiaeMm,

CBHI3AHHBIX CO 310POBLEM

D84.1 — JledexT B cucteMe KOMIIeMEHTa (IaHHBIH KO UCTONb3yeTes A1t KogupoBaHus HAO c
aepuuurom C1-WUHT (I u II Tunos) u anst HAO ¢ nopmanbsieiM ypoBHeM C1-MTHI) [23].
1.5 Kaaccudukama 3adoaeBanist 1 cocTosinist (rpynnbl 3a00JeBaHII HIIH COCTOSTHHIT)

HAO ¢ pepnunrom C1-UHI:

. HAO I-ro tuna oO0yclOBNE€H CHMXXEHHEM KOJAMYECTBA M (HYHKLUHOHAJIBHOM
aktuBHocTH C1-MIHI" B nimasme (85% Beex cinyuyaes HAO) [1].
J HAO Il-ro Tuna o6ycnosnen cunxenuem GpyHkipoHanbHoi akrusHoctu Cl-
MHI, npu stoM yposens C1-MHI" coxpansiercs B npenenax HopMeI UiH nosbimieH (15% Beex
cnyyaes HAO) [1].
HAO ¢ nopmansusim yposuem C1-UHI:
. HAO c mytanueii B rene XII dakropa ceepreiBanust kposu (HAO - FXII);
e HAO ¢ myTtauueii B rene mnazmunoresa (HAO-PLG);
e HAO ¢ myranueii B rene auruonostuna 1 (HAO-ANGPT1);
e HAO c mytauueii B rene kununoresa 1 (HAO - KNG1);
o HAO c myrauueii B rene Muodepauna (HAO-MYOF);
. HAO c myranueit B rene heparan sulfate (HS)-glucosamine 3-O-
sulfotransferase 6 (HAO-HS3ST6);
e HAO c neussectnoit mytauueit (UNK-HAOQO), ycrananuBaercsi npu HOpMaJIbHOM
yposHe Cl-unruéuropa 1 ero pyHKUHOHAIBHOH aKTHBHOCTH B ClIyYae TUITHYHOM

KJIMHUYECKOH KApPTHHBI B COYETAHUH C MOJIOKUTEIbHBIM CEMEHHBIM aHaMHE30M
[1,8,24,25]

1.6 Kaunuueckas kaprinna sadojeBanust wiad cocroanust (rpynnsl 3atogeBaHuii wan
coCTOAHNI)

XapakrtepeH paHHul aebioT 3a0osieBaHus B NEPBOit UM BTOPOH JieKaje JKHU3HH, OJAHAKO

BO3MOXHO OoJjiee NoO3QHee IOsBICHUE MEPBBIX CHMIITOMOB BIUIOTH JIO0 MOKHUJIONO BO3pacTra
[26,27]. Y OonpmuMHCTBA INAIMEHTOB MPOCIEKHUBACTCA CeMEHHBIH aHamHe3, oaHako y 25%
ManMeHTOB OH OTCYTCTBYeT [26]. Knunuueckas KaprunHa 3abosieBanust mnpossiusercs AO
pa3aMyHOll JIoKanM3alMH, HEUyBCTBUTENBHBIMH K TEpalUd QHTUTHCTAMHHHBIMH CPEACTBaMH
CHCTEMHOTO JAeHCTBHS M KOPTHKOCTEpOUIamMu cuctemHuoro aeiictsus [1,3,20].

K Hanbonee 4acThiM KITHHUYECKUM IPpOABJICHHUAM 3aboneBaHUs OTHOCATCS:



Peunnusupyromue nepudepuueckue AQ — Hanbosnee 4acToe KIHHHYECKOE NPOSBIICHHE

3a0osieBanus, BeTpevatomeecs npaktuyeckd y 100% nauuentoB ¢ HAO. AO npu HAO kak
NpaBUJIO HE CONMPOBOXOAIOTCS KpanuBHHLEH. AQO MeIleHHO HapacTaloT, HX CpeaHas
POJIOJIKUTENBHOCTE 2-4 CyTOK. BO3MOXXHO HanMuue NOKaIBIBAaHUS, XOKEHHS, 601€3HEHHOCTH B

Mmecte AO. BepxHue 1 HUXKHHE KOHEUYHOCTH - HauboJiee yactas Jiokanusanus [26,28].

AGIOMHUHANBLHBIE ATAKH — BTOpOfI I10 4aCTOTC CHMIITOM, BCTpC‘IﬁIOIIIHﬁCSI Y NantieHTOB C

HAO (Gonee 80%). KnuHnueckue nposBiIeHust MOTYT BapbHpOBaTh OT AMCKOM(oOpTa 10 OCTpoi
Oonu B obnactu KUBOTA, COMPOBOXIAIOUICIiCS pPBOTOH, AMapeed HIIM 3aropoM, B3AYTHEM,
pe3koit cnaGocThio (MpM  pa3sBUTUM acuMTa BO3HHKAaeT runosojeMus). C MOMOIUBIO
BU3YQJIM3HUPYIOLIMX METOJMOB HccliefoBaHusl (yabTpa3BykoBoe uccienosanue (Y3U) opranos
OpromHoi moynocTH (KOMIUIEKCHOE) M KoMmbioTepHas Tomorpadus (KT) opraHos OproiHoii
I0JIOCTH) MOKHO BBIBUThL OTEK YYacTKa KHINEYHMKA M CBOOOJHYIO XKHAKOCTH B OpIOMIHOH
MOJIOCTH MJIM TIOJIOCTH Maaoro Taza. AONOMMHalbHBbIE aTakM 4YacTO SIBJAIOTCA MPHYMHON
He0OGOCHOBAHHOTO XMPYPrH4ECKOro BMEINATENhCTBA, TaK KaK CHUMIITOMBI HMHTHDYIOT KIMHHKY
«ocTporo >kuBoTa». Hepenko a0moMHHANbHBIE aTakd SBISIOTCS INEPBBIM  KIMHHUYECKHM

nposiBenyeM 3a0osieBaHus, YTO 3aTPyAHAET IOCTAHOBKY AMarHosa [26,28].

AO. crocoOHble npuBectH K achukcun (xusneyrpoxatomme AO): AO ropranu, AO
a3pika, AQO cBa3ouyHoro amnmapara M HeGHoM 3aHaBecku. [Ipm AO s3blka — oTMeuaercs
CYILIECTBEHHOE yBEJIMUYEHHE €ro B 00beMe, HacTO SA3BIK HE IOMEINAeTCs B POTOBOH IOJIOCTH
[26,28-30].

K Oonee penxuM KIMHMYECKUM TMpOSBICHHUSIM 3a00JIeBaHUS OTHOCATCA CIEAyIOLIHE
MposiBJICHUS 3a00NIeBaHuUs:

o HutencuBHbie ronoBHble 0onu (BosHukarouue mpu AO Mo3roBeix 000504eK),

COIPOBOXKIAIOHIMECS OLLYIICHUEM CAABJICHUS IOJIOBBI, OLLYIIEHHEM JaBIEHUS B INIa3HBIX

s0J10KaX, HEUYBCTBUTEBHBIX K JCHCTBUIO aHAJIbTETHKOB;

o CunpHple 0OMM HpPH  MOYCHCIIYCKaHHM, IPEPBIBUCTOE MOUEHCIYCKaHHE,

3aTpyJHEHHE MOYEHCIyCKaHMs BIUIOTH OO aHypuH, BosHukawoume npu AO MoueBoro

Iy3bIpsl H YPETPEI;

o AOQO MpIIL, XapaKTepU3YIOLINECS] OTPAHUYEHHBIM YIUIOTHEHHEM MBILILIb;
. AO cycraBos;
. AO nuimeBona (nposBaseTcs GONBIO W/WIK OLIYyLICHHEM CIaBlcHUS B 00JacTH

TPYOHON KJIETKH, HE COITPOBOXKAAIOLINECST H3MEHEHUAMH Ha 3JIEKTPOKapAHOrpaMme.
o AQ opraHoB MOYEBBIIEIUTENBHOMH cUCTEMEI [28].
V manueHToB MOryT OBITH «mpeaBecTHHKH» AQ: xojeOaHHe HAaCTPOEGHHUS, JENpecCHs,

cnaboCTh, MapecTe3nH, OLLyIIIEHHE YTONUEHUS KOXXH, MapriUHalIbHAas1 dpuTemMa u ap. [26,27];
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MapruHansias spuTeMa — He BO3BLIIAIOLIHECH Had NMOBEPXHOCTHIO KOJKM BBICBHINTAHUA

po30BO-KpacHoro 1sera, ©Oe3 3yJa M LIeNyLIEHUs, npoxoasude OeccleHO B TeUeHHE
HECKOJIBKHX 4acoB — JBYX CyTOK. MOryT OBbITb CaMOCTOSITENBHBIM NPOsBIECHHEM 3a00sieBaHus
WU SBJIATBCA «MpeaBecTHUKaMu» paszutus AO [31].

Tpurrepet AO:
-——  Me€XaHuuecKass TpaBMa (B TOM uHCie, AIUTEIBHOE CHaBlIeHHE, YKOJI, ymuo,

ONEepaTHBHBIE BMEILATENbCTBA, CTOMATOJIOTMYECKUE BMEINATENIbCTBA, WHBA3UBHBIE
METO/Ibl 0OCIEeIOBaHuUs U JIp.);
— ocTpble HH(EKIUN/aeKoMITeH Al JF000H COMyTCTBYIOMIEH MaTOJIOTHH;
— MEHCTpyauus/0epeMeHHOCTh/TaKkTallMs;
—  [IpHUEeM NpenaparoB, COAEPIKALINX 3cfporenm;
— npuem HHrHOHTOpOB AIID, aHTaroHUCTOB penenTopoB aHrHoTeH3uHa II;
crpecc[32].
2. JlnarnocTtHka 3a0o0/1eBaHUS WJIH COCTOSIHUSI (rpynnbl 3aGojieBaHMH HJIH
COCTOSIHUI), MEAHIIHHCKHE NOKA3aHUA U NPOTHBOIOKA3aHNS K NPHUMeEHEHHIO
METOAOB IUATHOCTHKH

Tabnuua 2. Kpurepun auarnoctukn Hacnencteennoro anrnooréxa (HAQ).

Kputepuu HAO ¢ pedunurom Cl1- HAO c nopmanbubim ypoBueM Cl1-
JUarHOCTUKH HHrubuTopa Wuruburopa

10



Juarnoctuueckue
KpUTEpUH s
IIEpBOTO
obcnenyemMoro
NaleHTa B CEMbE

>1 KpuTCpus:
. Penmnusupyioiue
nepudepuyeckue AO
. Peunnusupyrone
a0IOMHUHAJIBHBIC ATaKH
o AO BepxHUX
JBIXaTeNbHBIX TYTEH
JlOmIOJIHUTENBHBII KpUTEPHIL:
CeMeiinbIil aHaMHe3
N =1 kpurtepuii
- IHArHOCTHYECKH 3HAYHMOe
cumxenue C1-UHI u/unu ero
(GYyHKUHOHAIBHOM aKTHBHOCTH B
NOBTOPHBIX HCCAENOBAHUAX
- BBISIBJICHUE MTATOT€HHOM
MyTalluH B reHe SERPINGI

>1 kpuTepus:

. PenummBupyiomue

nepudepudeckne AQ

. Peuunusupyromue

abIOMHHANBHBIE aTaKku

J AQ BepxHHX AbIXaTeJBbHBIX
nyrtei

JlonoMHUTENBHEBIN KPUTEPHii:
Cemeitnnlii anHaMHeE3
U
VYposens C1-UHI u ero
(bYHKIHOHANBHOH aKTHBHOCTH B IBYX
HCCIIENOBAHUAX HE CHIKEHBI, HIIH HX
CHIDKEHHE AMAarHOCTHYECKH
HE3HAYHUMO.
N > 1 kpurepnsn:
®  HaJuyWe ceMeHHOro aHamHesa
3aboJsieBaHuA (CHMIITOMEI Goee, YeM
y 2X YJICHOB CEMBH)
e  BBHIABJICHHE NMAaTOreHHOMU
MYyTalHH B OTHOM U3 T€HOB:
nnasMuHoreHa, XII gaxkropa
CBEPTHIBAHMS KPOBH, aHTHIIOITHHA-
1, xunuHorena 1, Mmuodepnuna,
heparan sulfate (HS)-glucosamine 3-
O-sulfotransferase 6.
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JlnarHoctuyeckue

KpUTCpHU Ans
nmatucHTOB C
KIHHHYCCKHMU
NpOABJICHHAMH

HAO, y xotopbix
€CTb YJIEH CEMBH C
NOITBEPKACHHBIM
nuarHozom HAO u
YCTaHOBIEHHBIM
THIIOM

Y nauHeHTa ecTh POJCTBEHHHK
€ HOATBEP/RACHHBIM
auarnosom HAO n
YCTAHOBJICHHBIM THIIOM
>1 xpurcpus:
. Peunnusupyroumn
e AO
. Peunnusupyromu
€ abJOMHHANIbHBIE aTaKH
. AO BepxHHX
JBIXATEJIbHBIX MyTeH
/NN = 1 kputepus:

o JHArHOCTHYECKH
3nHaunMoe cumxenue Cl-
WHI" H/umnm ero
¢byHKUHOHANBHON
AKTUBHOCTH

. BLISIBJICHHE

MaToreHHOH MyTauuu B
rene SERPINGI (xaxk y
POICTBEHHHKA)

Y nauuenTa ecTb POACTBEHHHUK €
NOATBEPKACHHBLIM auarnHozom HAO
¢ HOpMaabHBIM ypoBHem Cl1-
HHTHOHTOPA
=1 kpurepus:
. Peuuausupyromue AO
. PenumuBupyromue
abIOMHHAIIBHBIE aTaKu
. AO BepxHHX
AbIXaTeNbHBIX My Tei
H/NJIHA (Toabko pus
POACTBEHHHKOB MAIMEHTOB, Y
KOTOPBIX BBISBJICHA MyTALIHs)
. BBISIBJICHHE NATOrE€HHON
MYTalMH B OJJHOM 13 I'¢HOB
(KaK y pOICTBCHHUKA):
miasmMuHoreHa, XII ¢pakropa
CBEPTHIBAHUS KPOBH,
aHruno3THHa- 1, KHHHHOreHa 1,
Muodepnuna, heparan sulfate
(HS)-glucosamine 3-O-
sulfotransferase 6.

Hpﬂ OTCYTCTBHH Y NIAUHCHTA CUMIITOMOB YCTAHABJIHUBACTCSH

JAOKJIHHHYCCKAA CTAaaHA

HactopaxuBarwuue npusHaku HAO

1. Permnusupyromue AO, KOTopble HE KyNUPYIOTCS (MM COMHUTENBbHBIH 3¢ dekT)

Ha (i)OHC TEpalvn KOPTHKOCTEPOHAaMH CHCTECMHOIO HCﬁCTBHﬂ, AHTUT'HCTAMHHHEIMH

CpeAcTBaMH cHcTeMHOro neiicTBusa (AO He KynupyeTCs B TEUEHHH CyTOK U Ooee);

2. Hamuuue y nanuenrta B anamHese:

. HOBTOPHBIX OOpamieHuii 3a MEIWUIMHCKOHW IOMOUIBIO II0 MHOBOAY «OCTPOTrO

JKHBOTa» O€3 BHIABICHUS O0BEKTHBHOIH ITIpUYHHBEI BOSHUKHOBCHHA 6oteBoro CHHIApOMa,

. pEeLUAHBUPYIONUX ACLUTOB BO BpeMs 00JIeBOro CHHAPOMA 110 JaHHEIM Y 3U.

3. Coueranue y nauventa AO ¢ npuctynaMu ocTpoit 6osM B JKHBOTE 110 AaHHBIM
aHaMHe3a.

4. OtsroueHHbIN CeMeHHbIH aHaMHE3:

. VY nanuenTta ecth (0buH) poACTBEHHUKH ¢ AO ¢ NOBTOPSAIOIMMMHCS IPHCTYTIaMH

ocTpoit 00K B )KHBOTE B aHaMHe3e.

. CMepTh POACTBEHHHKA OT ac(puKCUH.
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5. Tpurrepsr AO: cTpecc, mexanuyeckas TpaBMa (ykon, ymu0, yaap, caBieHHe),
CTOMATOJIOTHYECKHE MaHUIYJIAIUH, XUPYPruYecKHe BMEIIATeILCTBA, MEHCTPYaIlUH U Jp.
6. He6rot/yuamenne/ytsoxenenne AO Ha ¢oHe mpuema NnpenaparoB; COAEPIKALINX
3CcTporeHbl, UHrHOUTOpE! AI1M, aHTaroHUCTH! pelenTopoB aHruoTeH3uHa Il.

. BecemM mnanuentam ¢ nopmospenuem Ha HAOQO pexkomeHayercss NpOBOAMTH
middepeHManbHy0 AHAarHOCTHKY CO  CHNEAYIOIIMMH 3a00JICBaHUSMH C  HEINBIO
YTOUHEHHs AMarHo3a:

- [TpuoGpereHnbiit AHTHOOTEK (TTAO) c JedUIIMTOM/HapyIIeHHEM
byuxnuonanenoit aktusHoctd Cl-unruburopa;

- AQ, BBI3BaHHBIMH TNpHeMOM HHrHOMTOpOoB AIID M aHTAaroOHHWCTOB pPELENTOPOB
aHruoteHsuxa ll;

- AO, BbI3BaHHBIMH MEIHATOPAMHU TYYHBIX KJIETOK;

- WUnnonatuyeckumu AO [3,33];

- [NceBnoanrnoorékamu (rUnONpoOTENHEMHUECKHE OTEKH, CHHAPOM MenbkepccoHa-
Po3zenTans, cuHApOM BepXHeH Nosoif BeHb! u Jp) [34].

YpoBeub ybeanrtenbnoctu pexoMenpauuii — C  (ypoBeHB [J0CTOBEPHOCTH
JA0KA3aTeJNbCTB - 5)

KoMmenTapumn: npu nposedenuu ougpgepenyuanvrnoti ouaznocmuxu AO ¢ niobvim
Opyeum 3aboneganuem (nceGOOAHIUOOMEKYU) DEeKOMEHOYemcs NOMHUMb O MOM, YMmo
cumnmomvr npu AO Onamea om 4aco8 00 HeCKONbKUX CYmox u npoxooam 6eccneouo,
ecau oméx coxpausiemcs Gonee Oonumenvhoe épems, mo ouaznoz AO manogepoamei. B
bonvuunCcmge C1yvaes, uckalovenue omux 3aboneganuil, NpUGOOAWUX K pa3GUMUIO

nCeBO0AHZUOOMEKA, BOIMOIICHO Yoce HA amane coopa anamuesa u ocmompa [34].

2.1 KanoOLl U anamMues

CM pa3zzgen kIMHHYecKast KapTHHA.
2.2 duzukajdLHoe o0caeoBanye

. [Ipu ¢u3nkKamIsHOM OCMOTpE y BCeX MalMEeHTOB ¢ nomo3peHueM Ha HAO mns
YCTAHOBJICHHS] JMarHo3a peKOMEHAYeTCs ONpeNeNuTh XapakTep OTEKa JUIl  BBIIBJICHHS
NPU3HAKOB, THIHYHBIX JUTs aHTHO0O0TEKOB npH HAO (aHrnooTek HECUMMETPUYHBIH, COXpaHseTcs
J0 5 mHeH, IOJHOCTHIO MpoxoauT Oe3 crena) [1,33].

Yposenn yoeauteaninoct pekomengannii — C (ypoBeHb A0CTOBEPHOCTH J10KA3aTeJILCTB -
)
. ITanuenTam ¢ xanoGamMu Ha OLNYIIEHUE OTEKA B ropJie, HapylleHHe AbIXaHHs U TJIOTaHHS,

OCHUIIIIOCTB roJjioca, JlHC(bOHP[IO, CTpax CMEPTH, CTPUAOD PCKOMECHAYCTCA IPOBECTH BU3YAIBHOC
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HCCNIENOBAHHE BEPXHHMX MABIXATENBHBIX IMyTeH C 1EIbl0 OUEHKH HMX IPOXOAUMOCTH,
[29,30,35,36]. YpoBeHb y6eAUTEIbHOCTH pekoMeHAan i — C (YpoBeHb JOCTOBEPHOCTH
AOKa3aTeJbCTB - 4)

Kommentapun: Hanuune AO pomkHO OBITH NMOATBEPXKIASHO IpH ocMoTpe BpadoM. AO
nHapacmaem MeONEHHO, HO GPeMA OM NOSGAEHUS CUMNIMOMOS HAPYUleHUs OblXQHus 00 NOAHOU
acurcuu nenpedckazyemo (8 cpeonem cocmasnsem om 20 0o 40 munym) [29,30].

2.3 JlaGopaTopiible AUATHOCTHYECKHE HCCIeI0BAHUS

HAO [ muna ouaznocmupyemcs @ cayyae, roeda ypogens CI-HHIT u ypogenb eco
HAO II muna

ouazHocmupyemcsa npu Guls8NeHUU CHUdICeHus ynxyuonanvroli axmusnocmu CIl1-HHI 6onee

gynryuonanvHoli  akmugHocmu cocmagnsiom Mmenee 50% om Hopmul

uem Ha 50% om nopmel hpu Omcymcemeuu OUGZHOCMu4ecku 3Hayumozo cHudcenus ypoeus Cl-
HHI (37}

Tabnuua 3. JlaGoparopHas auarHoctuka OpaIMKHHHHOBBIX aHTHOOTEKOB [38].

AKTHBHOCTh
Cl-unruburopa

N)

N)

JlaGopaTopHslit HAO [Tpuo6petennle
MapKep aHTMOOTEKH
HAO Ituna |HAOIITunma |HAO ¢ |ITAO AO,
HOPMAaJIbHBIM
ypoBuem Cl- BBI3BAHHBI
HHrubuTOpa e
uAII®
Cl-unruburop 150% ot |N/t N /N N
N)
OyHKUHOHANBHAS 1(>50% ot |l(>50% ot |N 1(>50% or|N

N)

C4 150%  or|l(>50% or|N ! N
N) N)

Clq N N N N
AHTUTENA K - - - + -
Cl-uuruduropy
[enernueckas SERPINGI SERPING! FXII, PILG, |- -
MyTalus ANGPTI,

KNG,

MYOF

HS3S8T6
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Beem nauueHram-npobanmam ¢ noxospenneM Ha HAO pexomeHayercs  npoOBelEHHE
JABYKpaTHOro uccnenoBanus ypoBHs HHrudutopa Cl-acrepaszet (C1-INH) B kpoBu u
onpeneneHue (QyHKIHOHanpHOH aktuBHocTH Cl-3cTepasHoro HHrHOMTOpa B KpPOBH
METOI0M MMMYHO(EPMEHTHOIrO aHajau3a B KPOBH HIIM HCCIENOBAaHUS YPOBHS MHrHOHTOpA
Cl-screpasnt (Cl-INH) B xpoBu u ¢yHkuuoHanbHoit axktuBHoctH Cl-3cTepasHoro
MHTUOUTOPAa B KPOBH B COYETAHMH C IIPOBEACHHUEM MOJIEKYJISIPHO-TEHETHUYECKOrO
UCCIEeIOBAHUsl MYTallMd B TIeHe SERPINGI ® KpOBH METOJAaMH CEKBCHHPOBAaHHA H
konuuectBeHHoit MLPA nmns moareepkaenus auarHoza HAO I wmu I tuna (tabnuua 2,
tabnuua 3) [1,3,39-41].

YpoBeHb yGeauTesbHOCTH pexkoMmeHaauuii - C (ypoBeHb [JOCTOBEpPHOCTH
A0Ka3aTeJbCTB - 5)
Kommenrapum: usmenennvie noxazameau (unzubumop Cl-acmepa3zvl, (yHkyuonanvHas
axmugsnocms Cl-acmepasnozo uneubumopa) mpebyiom noomeepicOeHuss ¢ UHMepPeaiom He
Mmenee, uem 1 vecay. JKenameavro npogedenue xomsa 6bl 00H020 U3 UCCIEO06AHUA GO GPeMA
paseumus AO, ocobeHno @ cayyae, ec.iu Oannble KIUHUYECKOU Kapmunbsl He COOMBEmMCmaEyIom
pesyibmaman nposedeHHuix uccaeooganuii [3).
Ipunumas 6o euumanue, umo nepuod noaysuigedeHus uneubumopa Cl-acmepa3zvl
cocmagasiem 62 yaca, yerecoobpazno npoBoOUMsb uUMepeHusl He paHee, yem yepe3 3 OHA
noc.ie ommenul npenapama uneubumopa Cl-scmepazvl venogexa. Hxkamubanm ue nusem nHa
cpoku npogedenus ananuzog [42].
V 300posuix sicenwyun yposeno Cl-uneubumop u e2o yHkyuoHanvHol aKmueHOCMU 6 naasme
KpOGU  CHUJICAIOMC GO 6pems  OepeMeHHOCMU U 6036pAWAIOMCA K HOpME nocie
pooopaszpewenus. llosmomy pe3yremamul anHanu306 O0NJCHbL UHMEPNPEMUPOGAMbCA C
ocmopooicHocmblo.  Hccnedoganue ciedyem noemopums  nOCAe  pooopaspeuteHus  0as
nOOMmMGepPICOCHUS ouazHo3a HAO [1].
Omcymcemeue  goiasaennon  yMymayuu He uckiiodaem ouaenos HAQO. [Jlna yeeauuenus
agpghexmusnocmu 2ernemuyeckol OUAZHOCMUKU GO3MOJICHO NpOGedeHue NOUCKA Mymayuii @
oannom eeHe ¢ ucnoivzoganuem memooos NGS wiu MPS (umaccosoe napanneavHoe
ceKGeHUpogane) 6ce20 2eHa, GKIIONAs 6ce IK30Hbl U unmponst (mapzemuas MPS-nanens). B
cryqae, eciu y nayuenma geiacrena namozennas mymayus 6 cene SERPINGI npogedenue
noemopnozo ucciedoganus yposus Cl-uneubumopa 6 Kposu u QYHKYUOHANLHOU AKMUBHOCMU

Cl-Hueubumopa ¢ xposu ne aeirsemcs obsazamenvivim [41,43)].

15




eBceM poacreennukam (B ocobeHHoctu nersam) naiuenta ¢ HAO I u Il tunos (maxe npu

OTCYTCTBMHM KJIMHMYECKMX TMpOsiBIeHUIl 3a0ojeBaHUs) PpPEKOMEHJOBAHO MNpOBeAcHUE
CKPUHHUHIOBOrO 00CNeoBaHHA: HUCCefAoBaHue YPpoBHs HHruOuTopa Cl-acTepassl B KpOBH H
uccaenosanne GpyHKUHOHANBHOH akTHBHOCTH Cl-3CTazHOro MHrHOMTOpa B KPOBH W/HIIH
IIOMCK paHee BBIABJIEHHOH mnaToreHHOR Myrtaumu B reHe SERPINGI y npobGanna
Mosiexyapio-reneTndeckumu Meronamu (s HAO I u Il THIIOB) ¢ 11enbl0 CBOEBpEMEHHOM
aunarnoctuky HAO. (tabnuna 2, npunoxenue b1) [1,20].

Yposenn ydeauresnnocrn pekomenaaunii — C (ypoBeHb A0CTOBEpHOCTH JA0KA3aTENbCTB -

S)

Kommenrapun: panuaa nocmanogka ouaenoza (6 mom uucie Ha OOKAUHUYECKOM Smane)

CHUdICaem puck gamanviiozo ucxoo0a npu pasgumuu nepeozo npucmyna HAO ¢ AO eepxnux

ovixameavhoix nymeii [1,29].

Y ecex Oemeii npu nanuuuu cemeiinoeo anamiesa 00 UCKUOYeHUS Ouazno3a cledyem

npeononazame HAO [20,44).

Buisgnennwiil panee zenemuyeckuii eapuanm oonoicell Obimob KGATUDUYUPOBAH KAK NAMO2enibll,

6 NPOMUGHOM CIyyae yerecoobpasiibl MONLKO UCC1e008aHUs YpoBHA uneubumopa Cl-acmepasul

6 kposu u gynxyuonanenoi axmusnocmu Cl-acmepasnozo unzubumopa 6 kposu. B ciyuae

ROAYHEHUS COMHUMENLHBIX Pe3Y.Ibmamos Ucc.1e0o6anus yposua unzubumopa Cl-scmepasel 6

kposu u pynxyuonanvrot axmugnocmu Cl-scmepasiozo uneubumopa 6 Kpogu, Heobxo0umo

noemopums ucc.reoosanue[37].

e Jletam .o 1 roga (y KOTOpGIX ecTh KiMHMuYeckue NpusHaku HAO w/mmm ectb
cemeitnoro anamie3 HAOQO) pexoMeHzayeTrcss IpPOBOAUTH  MOJICKYJIAPHO-TEHETHYECKOE
uccnenosanve Myrtauuih B reHe SERPINGI B KpoBH METOAaMH CEKBEHHpPOBaHMS U
konuuyectseHHoi MLPA nnst panneii nocranoBku auartnosa (npunoxenue b1) [44-50]

Ypopenn y6eauteannoctu pexomennaniii — C (ypoBeHb J0CTOBCPHOCTH A0KA3ATEILCTB —
4)

Kommenrapun: ¢ nopme y odemeti 0o 1 200a yposuu CI-HHI' u ezo yuxyuonanvioi
AKMUGHOCMU  3HAYUMENbHO Hudice, uYeM Y e3pocavix. Ilosmomy ucnonvsosanue smux
noxazameneii 'y Oemeil 00 2o0a c yeavio ouacHocmuxku HAO neungpopmamueno. Taxoice
HEUHPOPMAMUBHBIM CHUMACINCA UCCIe006ANUe KOHYCHMPAYUU KOMMIEMEHMA 8 RYNOGUHNON
KpOBU OOHOULEHHBIX HOBOPOJICOEHNbIX, MAK KAK €20 YpOGeHb Hudice, 4eM YPOGHU Y G3DOCAbIX.
Ypoenu anmuzena u gpynxyuonanvnan akmusiocme CI1-HHI™ coomeememeyiom 70% u 62% om
noxasameaeii y 63poc.vlx, coomgemcmeenno[1].

Henvnas  kpoee  aensemcs npeonouymumenvubiM — Guomamepuanom OAsL  MONEKVASAPHO-

2enemudecro20 ucc.1e008daNusL.
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e Bcem nanuenram ¢ nogospenneM Ha HAO npu pacxoxIeHHH JaHHBIX KJIMHHUECKOH
KapTUHBl U PE3yNbTaTOB J1abOpATOPHBIX HCCIENOBAHMH HIM NMPH COMHHUTENBHBIX pe3yibTaTrax
nabopaTopHBIX ~ TECTOB,  PEKOMEHIyeTcs  IMpOBENEHHE  MOJIEKYJIIPHO-T€HETHYECKOTO
uccnenopanus Myrtauuii B reHe SERPINGI B KpOBH METOJAaMHM CEKBCHHPOBAaHHS M
KosnuectseHHOH MLPA ¢ nenbio norcka KIHHHYECKH-3HAUUMBIX MyTaluii U1 MOATBEPKACHHS
nnarnosa [1,2,47-50]

Yposens yoeanreabHoeTH pexkomenaanii — C (ypoBenb J10CTOBEpHOCTH 10KA3ATEJILCTB -

4)

Kommenrapun: [Ipogedenue MoaexkyaiapHo-zelnemuyeckozo 00c1e008anus  1e  [61Aemcs

K104e8biM 015 sepupuxayuu ouacnoza HAO I u Il muna npu Haruyuy munuyHod KAUHUYeCKOol

Kapmuibl U OUASHOCMUYECKU-3HAYUMO20  CHUNCEHUA  YPOBHA  W/UMU  QYHKYUOHANLHOU

akmugnocmu  Cl-acmepasnozo uneubumopa. Kpome mozo, omcymcmeue obuapyoicenus

KA3yamuenvlx — 6APUAHMOG NpU MONEKYAApIo-2ellemUuieckom 00C1e006aHUU e UCKAoYaem

ouaenos HAO [1,2].

e lccnenoBanue yposHs C4 ¢pakuuu komnneMedTa B kposu (C4) naipeHTam ¢ nofo3peHuem

Ha HAO pexoMennyertcs ¢ 1enpto ckpuHunra (tabauua 3) [1,51-53].

YpoBenb YOCAHTEALHOCTH pekoMenaaiii — B (ypoBens 10cTOBepHOCTH A0KA3aTEIbCTB -

2)

Kommenrapun: y nayuenmos ¢ HAO I u Il munoe ommeyaemes cuuxcenue C4 xomnonenma

komniemenma (Tabauya 3), ONHAKO OGHHBII NOKA3amelb He MOXCem BGblmb UCHONL306AH OISl

NOCMAHOGKYU OUGRHO3A, MAK KAK OH MOdcem Oblmb CHUJCEH NpU MHO2UX Opyaux 3a001eGanusix

[1,3].

o IMauuenrtam ¢ nogo3pennem Ha HAO ne pekomennyercs onpenenenue yposus C2 u C3

¢ppaxuuit xkomrmementa (MccnemoBaHue YpoBHS KOMIUIEMEHTa M ero (pakiuii B KpOBH,

uccnenosanue yposus C3 dpakuuu KOMIUIEMEHTa B KPOBH) HH C LENBIO CKPUHUHTA, HU C [ENIBIO

MOCTaHOBKU AuarHosa [1,2, 54].

YpoBeHs yoeaureabnocTH pexkomenaanii — C (ypoBeHb A0CTOBEPHOCTH A0KA3ATEIbLCTB -

5)

e Bcem B3pocasiM nauuentam ¢ jaedpuumrom CIl-UHIT u peumpusupylomumu AO 6Ges
KpanuBHULBI, HO 0e3 ceMeiHOro aHaMHe3a WJIH BBIABACHHOH Myrtauud B reHe SERPING!
pexoMennyetcs uccaenoanue ypoHeil Clq ¢paxuun xomnonenra koMmuieMenrta (Clq) B
KpOBU (HMccrleqoBaHHE YPOBHsI KOMIUIEMEHTa M ero ¢pakuuii B KpoBH) M OmNpenesieHHe
Hanuuust anTuten Kk Clq B kpoBH s uckmouenus [NAO (tabnuua 3, npunoxenue B-1) [1-

3,55 1.
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Yposenn yoeanreasnoctn pexkomengaunii — C (ypoBeHb 10CTOBEPHOCTH J0KAa3aTEAbLCTB -
4)
Kommentapnu: ITAO umerom cxoocyto kaunuueckylo kapmuwy u seaaiomces genoxonueti HAO
(ne nacaedyemcs). Ilamonozus 6 cucmeme komniemenma 00yc1061eHa 8blpaboOmMKOU anmumen K
C1-HHI unu nogeiutennbim e2o nompebnenuem. Ipu ITAO C1-HHI mooicem Gbimb 6 HOpMe unu
CHUdICeH, (hyHrkyuonanvias akmuerocmo CI1-HHI donoicna 6vimb cnudicena na 50% om nuoicnei
2paHulbl HOpMbl Y Hekomopulx nayuenmog 603modicHo cHudcenue Clq w/unu nanuyue anmumen
k C1-HHIT1-3,38,55].
 [launenram ¢ HAO, nony4aBumum cBexe3aMOpOKEHHYIO ILIa3My, € LENbI0 CBOCBPEMEHHOM
JIMarHOCTHKH MHQEKUHOHHBIX  3300€BaHUH PEKOMEHAYETCS MPOBENCHHE €XKETOAHOr0
obGcnenosanus:
o Onpenenenue auruten k BUY (Onpenenenue antuten knaccos M, G (IgM, IgG)
K BUpycy ummyHoznedunurta denopeka BY-1 (Human immunodeficiency virus
HIV 1) B xpoBu; Onpenenenue antuten knacco M, G (IgM, IgG) k Bupycy
uMMyHoneduuuTa yesopeka BHMU-2 (Human immunodeficiency virus HIV 2) B

KPOBH.

o Onpenenenne anturena (HbsAg) pupyca renatuta B (Hepatitis B virus) B kpoBu

"
o Onpenenenue antuten k Bupycy renarura C (Hepatitis C virus) B kposu [1].

Yposenb ydeaureasnocTH pekomenaanuii — C (yposeHb J0CTOBEPHOCTH J0KA3ATEJALCTB -
3)

Kommenrapuu: Bee nayuenmur ¢ HAO nomenyuaneno mozym nonyuame npenapambol
KpPOGU  4el08eKa, CONPAJICEHHbIE C PUCKOM hepedayu  MpAanCMUCCUBHBIX  UHQeKyuil:
caeaicezamopodcenas niama u uneubumop Cl-acmepazuvl uenogexa. Ha cezo0nawnuti Oenv ne
3ape2ucmpuposano Hu 00Ho20 ciy4as nepeoayu ¢ npenapamom BHY, zenamumos B u C u
napgosupyca B19 npu eégedenuu konyenmpama unzubumopa CI-scmepa3ser yenrogexa [56].

e Bcem nanuentam ¢ HAO pexoMenayercst onpesenenie OCHOBHBIX rpymnn no cucreMe ABO
u onpenenenue anturena D cuctemsl Pesyc (pesyc-dakrop) s ofecneyenus
BO3MOKHOCTH OBICTPOrO BBEACHHUS CBEXE3aMOPOXKEHHOI IUIa3MBbl IPH BO3HHKHOBEHHH
Takoi HeoOxoaumocTH [57]

Yposenb  yOcaurteanHocTH — pexomenmamuii  C  (ypoBeHb  JO0CTOBEpPHOCTH
J1I0Ka3aTeJbCTB 4)
e [lauuentam ¢ HopMmanbHbiMH NokaszarensMu C1-MHI u ero ¢yHKUMOHAIBEHONH aKTHBHOCTH

NOpH JABYKPaTHOM HCCJIEIOBAHHH, HO MMEOLIMM XapakTepHyro ansi HAO xnuHHueckyro
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KapTHHY W/MIM ceMelHBli anamues, ¢ LeNbIO MOHCKA KITMHUYECKU-3HAUUMBIX MyTauuHi Uit
nontBepxaenus auarHosa HAO ¢ HopmansHeiM ypoBHem CIl-MHIT pexomenmyertcs
NIpOBeICHHE MOJIEKYISPHO-TeHETHYECKOTO UCCIIeJOBaHHs:
o 1 oTam: moMcK 4acThIX KIMHHYECKH-3HAYUMBIX MyTanuii B reHax F12 u PLG
o 2 stan (npH OTCYTCTBUH KJIMHHYECKH-3HAYUMBIX MyTauuit B reHax F12u PLG) -
MOJIHO3K30MHOE CeKBelinpoBanue (Tabauua 2) [17,18,22,58,59].
Yposenn yoeanrteannoctn pekomenpannii — C (ypoBenb 10CTOBEPHOCTH 10KA3aTEIbCTB -
4)
Kommenrtapun: ¢ ciyvae HAO ¢ nopmanvivim yposuem CI1-HHI, 0annbviil 6uo obeaedosanus

A6a51eMes eOUucmeenbira Memooom eepugurayuu ouaznosa [17,18,22,58,59].

Beem poncteennukam (B ocobenHoctu aetaMm) namuenta ¢ HAO ¢ nopmanbheiv yposHem Cl-
WHI (maxxe mnpu OTCYTCTBMM KJIMHHUYECKUX IposiBleHuil 3a0oneBaHus) C  LENBIO
cBoeBpemenHoi anarHocTuku HAQO pexoMmeHayercs NMOUCK paHee BBISBICHHOH y mpoOannia
NaToreHHoi MyTauuu MOJIEKYJIIPHO-TeHETHYECKUMH METOAAMH ¢ LENbIO IIPUUENBHOrO MOHCKa
MyTauuu (tTabnuua 2) [11,37,47,60,61].

Yposenb y6eantenbnocTu pekomenpauuii — C (ypoBeHb 10CTOBEPHOCTH J0OKA3ATENLCTB -

)]

Kommenmapuu: mpebyemcs npuem  (Koucyiomayus) 6paua-zeHemuxa nepeuyHvlil (014

onpeoeaenus makmuxu JHK-Ouaznocmuxu) u nosmopHulii (048 unmepnpemayuyu noay4eHHblx

pesyromamos  JIHK-Ouaenocmuxu).  Koppexmmno  onpedeaums  neobxoOumvlii  memoo,
nocieoogamenvriocms omanos [JHK-Ouaznocmuku, a maxoice Ka3yamueHOCMb GblAGLEHHbIX

UBMEHEHU MOJICem MOAbKO epav-ceHemux.

24 MIICTDVMCHTaJleble JUATHOCTHUYCCKHE HUCCJICTIOBAHUA

e VinTpa3BYKOBOE MCCIeOBalue opraHoB OprowHoi nmonoctu (kommiekcHoe) u/umu KT
opraHoB OpromHoi nonoctu pekoMeHxyercs mauuenTaM ¢ HAO mnpu BeIpaXXeHHBIX
fonsgx B JKHBOTE ¢ Leablo nposencHus auddepeHuanbHOl  AHATHOCTHKM €
3a00/IEBAHUAMH C KJIMHHKOH OCTPOTO JKHBOTa W OTCYTCTBMH 2(PQeKTa oT npoBoJUMOii
Tepanuu [62-65].

Yposennr yGeaureabHOcTH pexkomenpaunii — C  (ypoBenb  10CTOBEPHOCTH

A0KA3aTeJbCTB - 4)
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2.5 Uuble AHATHOCTHYECKIE HCCJIeN0BAH NS

Hns B3pocneix manuentoB ¢ HAO B xayecTBe HHCTPYMEHTOB ISl IPHHATHS PEILCHUS O
Ha3HAYeHUU JOJNTOCpO4HOi npoduiIakTHkK M OUeHKH 3ddexkTHBHOCTH HazHAYeHHOI
TepaniH PeKOMEHAYIOTCS CJIEAYIOLHE 1IKANb], TECTH U ONPOCHUKH:

o AE-QoL (Angioedema quality of life/Onenxa xauectBa xu3HM y mnauueHta ¢ AQO)

(ITpunoxenue I'l)
o AAS28 (Angioedema activity score 28/ lllkana akrusHoctu AO 28) (ITpunoxenue ['2)
o AECT (Angioedema control test/ Tect kontpoas AQO) (IIpunoxenue I'3) [66-70].

Yposens yOeanreabHocrn pexomenpamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTC/IbLCTB -5)
J IIpuem  (ocMoTp, KOHCYyNbTalMs) Bpaya-aJlIeproyiora-MMMYHOJIOra  IE€pBHYHBIH
pPEKOMEHI0BAH nanydeHTam ¢ noao3peduem Ha HAO c ob6s3arenbHBIM Ha3zHAUEHHEM KOMILIEKCA
Ul WarHOCTHKM HAacJeICTBEHHOrO0 aHTHOHEBPOTHUECKOro oTeka (AedeKkToB cHcteMe
koMmiiemenTa) [1,2,3].
Ypogeus yoeauteasnocTn pexomenaaii — C (YpoBeHb 10CTOBCPHOCTH 0KA3aTE/ILCTB
-5)
e BceMm nanueHTaM ¢ ycTaHoBjleHHbIM audarHozoM HAQO ans konTpons teueHust 3aboneBaHus,
KOPpPEKLUHN TEeparuu, CBOEBPEMEHHOrO BBISABIEHUS M KOHTPOJSI OCJOXKHEHHUIT peKOMEHIyeTcs
NpOBEJIEHUE KOHCYIbTAlM Bpaya ajuleprosiora-uMmMyHosora He pexe | pasa Brox [1,2,3].
Yposens yoeanreannoctu pekomenaamnii — C (ypoBenb 10CTOBEPHOCTH /IOKA3ATCILCTB -
S).
) Bcem poacrBenHukam nauueHToB ¢ HAO ¢ NOATBEPXKISHHBIM  MOJIEKYJISIPHO-
FeHETHYECKUMHU METOJaMU JMarHo30M PeKOMEHAyeTcs npHeM (0CMOTp, KOHCYJbTalus) Bpaya-
T€HETHKA C 11€N1bI0 NPOBEJACHUS MEAUKO-T€HETHYECKOr0 KOHCYJIbTHPOBAHUS IS IJIAHHPOBAHHSA
cembu [1,3,11,17,18,22,37,39,40,41,47,58,59,61].

Yposens yoeanrennnoctn pexosenaaiuii — C (yposens 10CTOBCPHOCTH J0KA3aTEIbCTB -
S).
o IlpuemM (ocMOTp, KOHCYJBTAllMs) Bpaya-XUpypra TII€pBHYHBIA, IpueM (OCMOTD,

KOHCYJNbTallMsl) Bpaya — JETCKOrO XUpypra TIEpBHYHBIH; PEKOMEHIOBaH MHalEHTaM C
BBIp@)KCHHOM abooMMHaNbHOH aTakoif M OTCYTCTBHEM 3¢ (eKTa OT UCTIOIB30BAHHUS TIpenapaToB
s KynupoBauus atak npu HAO [71].

Yposens yoeaureabHocTH pekomenaauuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB -
3)
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o [TpreM (0CMOTp, KOHCYJIBTAIMs) Bpaua-0TOPHHOIAPHHIOJIOTa IEPBUYHBINH H/UIH OCMOTP
(KOHCYJIbTAUSI) BPauOM-aHECTe3UOJIOrOM-pPEeaHUMAaTOIOrOM HMEPBUYHBIN W/UJIH OCMOTP
Bpa4yoM CKOpPOH MEIMLMHCKOW MoMOUIM (BpauoM-CIIELHAINCTOM) MPU OKa3aHWM CKOpPOH
MEIUIMHCKON TOMOIIM PEKOMEHJOBAH MalleHTaM ¢ MpU3HAKaMH OTEKA BEPXHUX
JBIXATENBHBIX MyTel ¢ 1enpl0 OOBEKTUBU3AIMH KO0 M OLEHKM IPOXOAHUMOCTH
JbIXaTenbHbIX nyTeit [1,36].

Yposeun ybeaureannoctn pexoMenganuii — C  (YPOBeHb [J0CTOBEPHOCTH
AOKA3aTENALCTB - 5)
o [Tannentam ¢ HAO pexomenayeTcs npoBeeHNe KOPPEKIUK COMYyTCTBYIOLIEH MaTONOIHU

BpayaMH JPYTUX CIENUATBHOCTEH, TaK KaK 3TO MOMET IPUBOAUTB K YTSKEICHHIO
teyenust HAO [1,32].

YpoBenb ybGeautennlioctH pexomengamuii - C  (ypoBeHb  J0CTOBECPHOCTH
J0Ka3aTeJbCTB - 4)
. BepemennpiM xeHmuHam ¢ HAO I u Il Tuma pexomeHmyercs COBMECTHOE

BeleHMe OepeMEHHOCTH MMoJ HaONIOAEHHEM Bpada-ajyiepronora-MMMyHosiora U Bpava-
aKyepa-rHHeKoJIora JJIsl CHIXKEHHsS! pucka ocyioxkHenuit 1].

YpoBens  y0eaHTEAbHOCTH pexkomenpamuiiC  (ypoBenb  JOCTOBEPHOCTH
J0KA3aTeJbCTB - S)

o bepemennriM manuentkaM ¢ HAO [ u Il Tuna pexomeHnayercs nmpoBOAMTH
pomopaspellieHHe B CTalMoHape A oOecrnedyeHus MOJMHOLEHHOIO KOHTpONs 3a
cocTosiiueM Matepu u moaa [1,72].

Yposens  ybeauteannoctH  pexomengamuii  C  (YpoBeHb  A0CTOBepPHOCTH

A0KA3aTE/JILCTB S)

Kommenrapuu: memoo pooopaspeutenus onpedensiemcs no aKyuepckum Noxkazanuam
[80].

3. Jleuenne, BK/IIOYAA MEAMKAMEHTO3HYH0 H HEMEAMKAMEHTO3HYIO TepalluH,
JAHETOTEepalHIo, o0e300JMBanHue, MeAHLIUHCKHE NMOKa3aHUA H
IPOTHBONOKA3AHHUA K NIPHMEHEHHIO METOA0B JIeUeHHA
Tepanus HAO coctout U3 Tpex OCHOBHBIX HalpaBieHuii (tabnuua 4):
e xynupoBanus AO;
®  KpaTKOCPOH4HOMH NMpodUIaKTHKH (NpeMearKalus);

e 0JrocpovHoil mpodunakTHky (MpohuNakTuKa pelUAUBOBR).

Ta6nuua 4. Tepanust HacnencreenHoro anruooréka [48,73,74].
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Hanpagnenue

[Ipenapats! 1J1 B3pOCIBIX

[Ipenapare! ans nereit

Tepanuu
Kynupopanne AO . HkaruGanr; ) Hkatubant (y nereit
° Wnru6utop Cl- | crapme 2-x yet); [03a OOKHA OBITH
3cTEpasbl yeJoBeKa (s | CKOPPEKTHPOBaHAa  COMNIACHO — BeCy
BHYTPHBEHHOTO BBEICHHUA); [75].
. Caexe3amMopoKeHHas . WUuruburop Cl-
miasma 3CTEPA3L YyenoBeKa VISt
BHYTPUBEHHOro BBeAcHUs (y nmereid
crapiue 2-X JIeT)
o Caerxe3aMOopoKeHHas
iasma
Kparkocpounast o Huruburop Cl- o Huruburop Cl-
npoduaaKTHKa acTepasbl YEJIOBEK acrepasbl yesoBeka (y AeTeit crapuie
o #lanazon 200-600 wmr |2-x jet) 15-30 ME/kr Macchl Tena B/B
3a 4 nua 0o u 4 pus nocne. Ecnu . Caexe3amopoxeHHas
MalHeHT yxKe NOJIy4aerT | miasma;
JIOJITOCPOUHYIO npoUIaKTHKY o #Ilanazon (TONBKO NpH
#1anazonoM, Jo3a  JAO/KHA  OBITh | OTCYTCTBHMH UHrHbUuTOpa Cl-
yBenuueHa Bagoe (He Gosiee, 4eM [0 | acrepassl): 2,5-10 MI/KT Maccel Tena
600 mMr B cyTkH, paznencHHast Ha 2-4 ([3a 5 gueit go M 2 ;OHA mocie
npuema) [76]; (MakcuManbHas cyrouHas nosza 600
o Ceexezamopoxennast | Mr) [44,77]
iasma ‘
Honrocpounas o Jlanapenymab; . Jlanapenymab (¢ 12
npoHIaKTHKA . Unruburop Cl1- | ner)
JcTepas3pl YeNnoBeKa s MOAKOKHOTO . # MWuruburop Cl-

BBEJCHHS.

. #UHru6urop Cl-
3CcTEpPa3L 4eJI0BeKa JUIst
BHyTpuBeHHOro BBenenusa 500-3000

ME B/B 2 pasa B Hememo.
[2,20,44,78-81]

° Janasom;

o #TpaHexcaMoBast

kucnora** nepopansho 20-50 Mmr/kr
Macchl Tejla B CYTKH, pa3fieJIeHHbIE Ha
2-3 npueMa (MakcumyM 4-6r B CyTKH)
[39]

. ['ecrarensl  (TONBKO
s YKEeHIIMH JETOPOJHOTO
BO3pacra).
#ne3orectpen,

nepopanbio 0,075 mMr B cyTKH
#MUHOCTPEHON
nepopayibHo 10 Mr B cyTkH [82-86]

acTepasbl YesloBeKa Ul MOAKOXKHOIrO
BBEJCHHUSA Y AeTel, cTapuie 12 ner

o #urnburop Cl-
acrepasbl uenoBeka (y JAereii crapiue
2-X JIeT) o BHYTPHBEHHOIO
BBeneHus 20 ME/kr maccrl Tena B/B 2
pa3a B Heznemo; [81]

o #Jlanazon (TosbKO
aersM, JocTurimuM V. cTamuu
II0JIOBOTO co3peBanus 1o Tanuepy)
#2,5 Mr/xr Maccel Tena B CYTKH
HepopajibHO (MakcumaisHast
cytoyHas go3a 200 mr) [2,44]

22




3.1 Kyvuuposanue aHrHOOTEKOB

e [lammentam ¢ HAO I u Il TtunoB ¢ AQO, cnocoOHbIMH NpPUBECTH K acpHUKCHH,
abnoMHHaNbHBIMU aTakamMu ¥ nepudepuueckuMu AO, CONpsXKEHHBIMU C PUCKOM pa3BUTHSA
OCJIO’)KHEHMH, pPEeKOMEHIyeTcsl Ha3HauyeHHEe IpenapatoB aias KynupoBanus AQO ¢ wuenblo
KOHTpOJIs HaJl cuMnToMaMu (Tabnuua 5, npunoxenue b-2) [1,2,29, 75,87-96] .

Jas B3pocasix u aeteii ot 8 JieT: ypoBeHb yOeAHTEILHOCTH peKoMeHAalHil A (YpoBeHb

JOCTOBCPHOCTH 10KA3ATC/ILCTB 2)

das pereii maamme 8 Jer: ypoBenb yGeaurteabHocTH pexkomenaamuii C (ypoBeHb

JOCTOBEPHOCTH A0KA3ATCJILCTB 4)

KomMeHnTapuu: uxamubaum — GblCOKOCENeKMUGHBIN  aHmMAazoHucm OpaouKuHuHOGLIX

peyenmopog 2 munda (npenapamvl,  nNpuMeHseMmvle  NpU  HACIEOCMBEHHOM

anzuonespomuyveckom omexe) [75,87,88,95,97). Hneubumop Cl-acmepasel uenosexa -

KOHYenmpam, noayuaemulii u3 OoHopckou kpogu [1,44,98] .

e [Jlammmentam ¢ HAO I u II TumoB c¢ AQO, crnocoOHBIMH INpPUBECTH K acQHUKCHH,
abJoMUHaNbHBIMH aTakamMu M nepudepuueckumu AO, CONpPSXEHHBIMH C PUCKOM
Pa3BUTHUS OCJIOKHEHHUI, pEKOMEHIYETCSl Ha3HAuYEHHE TIpenapaToB Ui KynupoBaHus AO
B MakCHMaJIbHO KOPOTKHE CpOKH TIIOC/Ie TOoNajgaHus NalMeHTa B JedeGHo-
npopHIaKTHYECKYI0 MEOULMHCKYIO oOpraHuzanuio: ukarubant unum unHruburop Cl-
acTepasbl uenoBeka ¢ uenbio KynupoBanus AO (tabmuua 5, npunoxenue b-2) [1,29,75,
87-96,99].

Yposeus yoeaureannoctu pexkomenaauuii C (yposeHb A0CTOBEPHOCTH J0KA3ATEJLCTB

)

o bepemennsiM u kopmsmuM skenmmHaM ¢ HAO I u II tunma pexomenpayercs
ucnosnb3oBaHue uHruduropa Cl-screpassl yenoseka i Kynuposanus AO [1,72].
YpoBenn  ybeaurtciabHocTH  pexkomeHpaunid  C  (YypoBeHb  JOCTOBCPHOCTH

JI0KA3aTeJILCTB S)

Tabnumna 5. [Ipenaparst, Ha3nayaemble nanentam ¢ HAO ansa kynuposanus AO

Ipenapar B3apocnrie | Hern

MkaTtnbaut 30 mMr n/k C 2-x neT, B 3aBUCHMOCTH OT
MacchI Tea.

12 xr-25 kr 10 mr

26 kr—40 kr 15 mr

4] kr- 50 xkr 20 mr

51 kr- 65 kr 25 mr

> 65 kr 30 Mr

J103a JI0JDKHA OBITh
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CKOPPEKTHPOBaHA COTJIACHO BECY
[75]
Nurudurop Cl-acrepassl | 20 ME/kr B/B C 2-x nert:
yenoBeKka (IJ1s1 BHYTPHBEHHOTO 20 ME/kr B/B
BBEJIEHHUS)
CsexezamopoxkeHHas  rasMma | 400 mu B/B 10 My1/kr Maccel Tena B/B
(Tonbko  MpH  OTCYTCTBHU
JpYTHUX ONLMiA)

MamuenroB ¢ HAO I u Il TumoB (B TOM 4uCje Ha JOKIHHUYECKOH CTaIuM)
PEKOMEHYETCsl 00eCeynTh NpenaparaMi s KynupoBanus AO Ha A0My M 0Oy4HTb
TEXHHKE CAMOCTOSTENBLHOTO  BBENGHHS JUIsl  paHHero kynuposanus AO u
npenoTBpauienus paransHoro uexoaa [100-102].
Yposenb yoeantensHocTH pexomenaaniii C (ypoBeHbL J0CTOBEPHOCTH J0Ka3aTelbCTB
4)
Kommcumfmu: Hxamubanm u unzubumop Cl-acmepaszel uenosexa mozym Obimb
UCNONBL306AHLL CAMOCMOAMENLIO hayuenmamu 6 oomawnux ycaoeuax [20,75,100-102] .
Camocmosameaviioe 66edenue npenapamos umeem pewianoujee 3navenue 0148 d2¢hgexmuenoil
mepanuu 0CmpelXx NPUCMYN0G, NOCKONbKY paHHee JledeHue npu pagumuu npucmyna 6oiee
agppexmusno u npedomepawjaem pasgumue ocaodichenuii [1,89,91-94). lHosouee nasuauenue
npenapamog Mmooicem npugecmu K gpamanvHomy ucxooy npu AQ eepxHux OvixamenbHulxX
nymeti [92,103). ITayuenmeor Ha doxkaunuyeckoii cmaouu 3aboneeanus O0NJICHbl bbb Maxoice
obecneyenst npenapamamu 015 Kynuposanus AQO.
J Bepemennpix xeHmH ¢ HAO 1 u II tuna pexomenpyercs oOecrneuutsb
uHrubutopom Cl-3ctepasbl  [uis paHHero kynupoBaHHss AQO M IpenoTBpallieHUs
¢aranpHoro ucxoxa [1,72].
Yposenb yoeaurteabuocti pekomenaaumii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTE/ILCTB
3)
. BepemennpiM ¢ HAO I u Il Tuma pexomeHayercs oOecneunTh AOCTYNHOCTH
unrubutopa Cl-3cTepassl B KOMMUYECTBE I KYIHPOBAHUS HE MEHeEe, YEM JIBYX aTak Ha

BECH NEpHOA pOIlOB AN €ro HEMEJICHHOrO BBCACHUA NIPpH Ppa3BUTHH OCTPOI‘O npncryna
[1,72].
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Yposens  yoeaureannoct  pexomengaunii C (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTCJILCTB J)

o [Taunentam ¢ HAO c nopmansHbiM ypoBHeM CI1-MHI" ¢ AO, cnocoOHBIMH NpHBECTH K
acukcun, abJOMHHAJILHBIMH aTakaMH H TsOKeNbIMU nepudepruueckumu AQ, cConpssKeHHBIMH
¢ pa3BuTHEM OClIOXHeHUI (Hampumep, AO NMONOBBIX OPraHoB C OCTPOH 3aAepXKKOH MOYH Y
MYX4HH) pPeKOMEHIyeTcs BBecTH HKartuOaHT u/mnu MHruOutop Cl-acTepassl uenoBeka c
uesbio Kynuposauus AO (1o3upoBkH cMOTpH B Tabiuue 5, npunoxenue b-2) [75,104-110] .
Jas B3pocabix: Yposenn yoeanreasnoctu pekomenaannii - C (yposenb 10CTOBEPHOCTH
A0KA3aTeJbCTB -4)

Hdas gereii: Ypopeusn yoennteannocrn pexomenganuii - C (ypoBenb J0CTOBCPHOCTH
A0KA3ATEALCTB -5)

KomMmeunrapun: Jis HAO ¢ nopmanvneim yposuem Cl-HHI oannvix panoomusupoganivix
ucciedosanuli no oyenxe spgexmusHocmu uxamubanma, xonyenmpama uneubumopa ClI-
acmepazbl 4el06eKq, CEedCe3aMOopodiceHHol naasmul Hem. [annvie 06 3ghgexmusnocmu
npumenenus uxamubanma u unzubumopa Cl-ascmepasvl yenosexa npomugopeuugel. Ilpu
nesghpekmusHocmu  YKA3aHHLIX NPenapamos ciedyem HNpoGoOUMb CUMRIMOMAMUYECKYIO
mepanuio [104-107,111].

[Tanuentam ¢ HAO c¢ HopmanbHeiM ypoBHem CI1-MHI' ¢ AO, cnocoGHBIMH NpHUBECTH K
achukcuy, aOOJOMHHATBEHBIMU aTakaMyu 1 neprupeprueckumMu AQO, CONPSKEHHBIMU C PHCKOM
Pa3BUTHS OCJOXKHEHMH, peKOMEHIYeTCsl Ha3HaueHHe MpenapaToB st KynupoBanus AO B
MakCUMaJIbHO . KOpPOTKHE CpPOKM TIIOCNie TMOCTYIJIEHHS B J1e4yeOHO-NPOdUIAKTHYECKYIO
MEMIMHCKYIO opranusanuio: ukatubant uwnu uHrubutop Cl-scTepassl yesoBeka € 1EJbIO
xynuposanust AO (Tabnuua 5, npunoxenue b-2) [75,99,104-110] .

Ypogenb yoeaureapHocTH pekoMenaanmii - C (ypoBeHb J0CTOBEPHOCTH 10KA3aTebCTB
-4)

o PexoMeHayercst obecnevuuTh AOCTYNHOCTb s nauueHtoB ¢ HAO (B ToM uMcne Ha
JIOKJIMHHYECKOH CTafuM) Ui CaMOCTOSITEJbHOTO BBEACHHS IIpernaparoB HKaTHOAHT W /WM
unrudurop Cl-acTepasbl yenoBeka A1 KyIHPOBaHUS HE MEHee YeM ABYX aTak Jisl JOCTHXKEHUs
pazpemenuss AO npu HedpPEeKTHBHOCTM MEPBOrO BBEINCHUS [penapaTtoB W/WIM AN
KYTUPOBaHUS peUUNBOB [1].

Yposens yoeaureannoctn pexovengaunii C (yposens 10cTOBEpHOCTH A0KA3ATEALCTB )
KommenTapun: B 6oavwuncmee ciyuae@ O0OHOKDAMHO20 6GEO€HUSL  NAMO2EHEMUYECKUX

npenapamog (ukamubanm, npenapam uxeubumopa Cl-acmepasvl yenrogexa) 0ocmamouno oas
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kynupoganua cumnmomod HAO. Oonaxo 6 Hexomopwlx cayuasx 00HOKPAMHO20 68e0eHUs

npenapama (ocobenno npu no3oHem egedenuu) bvigaem Hedocmamoyno 0as Kynupoganus AQO,

makoice ne UCKIIOUCHO pa36umue nOGMOPHbLIX, 6 MOM HUCTE IHCUIHEYZPONCAIOWUX, npucmynoe
[75,87-90,112] .

[MTanmentam ¢ HAO ¢ AO, criocoGHBIMM NPHBECTH K acPUKCHHU, a0OMHHANBHBIMU aTakaMH
u  nepudepuueckumu  AQO, CONPSDKEHHBIMHM C PUCKOM  Pa3BHTHS  OCIIOKHEHHH
PEKOMEHAYETCS HCIOB30BAaTh CBEXKE3aMOPOXKEHHYIO IIIa3My KpPOBU B CIIydae OTCYTCTBHA
ObicTpOro moctyna K KoHueHtpaty uHruduropa Cl-asctepassl u uxatubaHTy (IO3MPOBKH
CMOTpH B Tabnuie 5, npunoxenue b-2) [20,44,112-116].
Hdast maunentoB ¢ HAO I u Il Tunos: ypoBeHb yO0eaureabHocTH pekoMeHaauuii - C
(YpoBeHBb 10CTOBEPHOCTH A0KA3ATEAbCTB 4)
Jus nanuenroB ¢ HAO ¢ nopmansusim  ypoBuem Cl-uHrnOuropa: yposeHb
ybeaureannocti pekomeHaauii - C (ypoBenb 10CTOBEPHOCTH 10KA3ATEILCTB S)
KommMenrapuu: ceeoicezamopooicennas  niasma  He  Modicem  paccmampuéamscs  Kak
OKGUGANIEHM NAMO2eHeMU4eCcKOl mepanuy, max Kax He CMaHoapmu3upo6ana no KOIu4ecmey
unzubumopa Cl-acmepasvl U KOMNOHEHMOG, NOMENYUANLHO chocobubix ewizéamb AO y
nayuenma ¢ HAO. Bgedenue nnasmvl cOnpsoiceHo ¢ puckom nepeoaiu mpancMucCuGHblx
unghexyuil, a maxace pazeumusi 6ONLULO20 HUCIA HEICEIAMmeNbHbIX PeaKyuti (6 mom vucie
avagpuraxmuyecrkozo wioxa) [2,103].
o Bepemennriv xeHmnHam ¢ HAO I u Il Tuma pexkomeHnayercss UCHONB30BaHUE
CBE)KE3aMOPOXKEHHOM mmasMbl  Juis  Kynuposauus AQO u g xpaTKOCpOYHOH
npodUIaKTHKHU B ciiyyae oTcyTcTBHst uHrHOuTopa Cl-acrepassi [1,72].
YpoBenn  ybGeaurteabnocty  pexoMenpanmuii C (ypoBeHb  10CTOBepHOCTH

JI0KA3aTeJbCTB )

[Taumentam ¢ HAO I u Il TunoB He pexkoMeHAyeTCs Ha3HaueHHE #H#TpaHEKCaMOBOM
KUCHOTBI* * 1 naHazona st kynuposauus octpbix AO [1,103-117].

YpoBenb yoeanreapnocT pexomenaaiii - C (yposelb J0CTOBEPHOCTH J0KA3aTe/AbCTB
-5)

[Mannenram ¢ HAO [ u [l THNOB HACTOATENBHO HE PpEKOMEHIYETCS Ha3HAuUeHHE
KOPTHKOCTEPOMIIOB CHUCTEMHOrO NeHCTBUS, dnuHedpuHA**, aHTUrHCTAMMHHBIX CpPEACTB
cucTeMHoro aeficTBus ans Kynuposanust cumntomoB HAO [1,118] .

YpoBens yoeauTteasHocTH pekomenaanii - C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB
-5)
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[Taunentam ¢ HAO ¢ AO B obnactu ropranu npn HapactaHun AO uian HeahdeKTHBHOCTH
NIPOBOJAHMOI TepanuM HACTOATENBHO PEKOMEHIYETCS TOCIHUTANIM3alUs B OTACICHHE
OTOPUHOJIAPHHIOJIOTHH MJIM PEaHUMALMOHHOE OTAEJIEHHE C LENIBIO CO3IaHHs YCJIOBHH Ui
NpOBeASHHUs peaHUMallHOHIBIX Meponipusituii [1,35,36].

YpoBeHb yoeaureasHocTn pekomenaanuii — C (ypoBeHb JOCTOBEPHOCTH A0KA3aTe/LCTB
- 5)

[Taunentam ¢ HAO ¢ AO B oOnacti ropranu npu HedpGEeKTUBHOCTH TPOBOAMMOI Tepanuy U
NpU3HaKax Hapacrtaiouield OOCTPYKUMH JBIXaTENbHBIX MyTeil peKOMEHIyeTcs paHHee
NpoBeleHHE KOHHOTOMHH/IIOCTAHOBKA BPEMEHHOI  TPaxeoCTOMBI WM  INpOBEAEHHE
UHTYOauuu Tpaxeu i obecrieueHus MpoXoAUMOCTH JbixaTenbHbix nyteit. (IIpunoxenue b-
3) {29,30,35,36].

Yposens yoeanreasnoctu pekomenaannii — C (ypoBeHb J0CTOBEPHOCTH JA0KA3aTe/ILCTB
-4)

3.2 Kparkocpounas npodHIakTHKA

[Ipuem npenapamo@ 0ns 00A20CPOUHOU NPOPUIAKMUKYU HE omMensem Heobxooumocmu

HU3HAYeHuss Kpamkocpounou npogunakmuxu. HAO wne mooicem paccmampueamsca Kax

NPOMUBONOKA3aHUEe K CMOMAMON02UYECKOMY/OUAZHOCMUYeCKOMY/0nepamueomy

CMEUUAMEIbENIGY, saKyulayuu.

[Tannnentam ¢ HAO I u Il TumoB (B TOM uymCie MalMeHTaM Ha JOKJIMHUYECKOH cTaauu
3a00JieBaHus) PEKOMEHIYETCS IIPOBOAMTHL KpPAaTKOCPOUHYIO mnpoduiakTuky (Tabnuua 6)
nepea JOOBIMH ONEpPaTMBHBIMHM BMeLIATENLCTBAMHU (B TOM YHCIIE MANIBIMH, TaKUMH Kak
CTOMATOJIOTHYECKHE MAaHHUIYISIUHUK), WMHBa3UBHBIMM MEAMLIMHCKAMH HCCICIOBAHUSIMH,
0cOOCHHO B 00J1aCTH ABIXaTEJLHBIX MyTEH, BEpXHUX OTHENaX IUUIEBAPUTEIIFHOIO TpaKTa
(npu OTCYTCTBMM MEOHMIIMHCKHX NPOTHBOIMOKA3aHU) MU nmpeaoTBpailieHds pazButus AO
[2,44,76,77,119-121]

YpoBens yoeaureannocTu pexoMengaiuiii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEbLCTB
4)

Kommenrapuu: AO, ceazanHble ¢ OaHHbIMU npoyedypamuy, 0ObIYHO GO3HUKAIOM 8 meyeHue

48 uacos om mMomenma npogedenusn manunyaayuu [1).

Tabnuna 6. [Ipenaparsl, HazHauaemsle nanentaM ¢ HAO I u Il Tunos mng xparkocpoynoit

npo¢UIaKTHKH.

[Tpenapar B3apocieie Hetu

27



Unruburop Cl-acTepasbl
4enoBeKa

1000 ME B/B

C 2-x net:
15-30 ME/kr maccel Tena
B/B ‘

Ceexe3aMopoKeHHas mia3Ma
(TONIBKO MY OTCYTCTBUH
uHrubutopa Cl-3crepassl
Yel0BeKa)

400 mn B/B [2,39]

10 ms1/KT Macce! Tena

#Jlanazon

200-600 Mr 3a 4 qus 00 u 4 ous

nocne. Eciu mauueHt yxe
TNI0JIy4aeT I0JArOCPOUHYIO

#Jlanazon TONLKO NpU
OTCYTCTBHH JIpyTHX
IIpenaparos:

npodHIaKTHKY #1aHA30JI0M, 2,5-10 Mr/kr maccel Tena
Il03a J0JIKHA OBITh YBEeNHYeHa |3a 5 aHel no u 2 aHs
BABoe (He Oonee, ueM 10 600 nocsie (MakcCUMabHast
MT B CYTKH, pa3jiesieHHas Ha 2-4 | cytouHas nosa 600 mr)

npuema) [76]. [44,77] .

[Tanuentam ¢ HAO I u I TunoB mepea mpoBeaeHHEM CPOUHBIX U IJIAHOBBIX ONEPATHBHBIX
BMELIATEILCTB (B TOM HYMCIE MAJBIX, U CTOMATONOTHYECKUX MaHUMYNslMi), WHBA3UBHBIX
MEIUUMHCKHX MCCNEAOBaHUH B KauecTBE INpEMEIUKALUH PEKOMEHAYETCS BHYTPHUBEHHOE
BBeJeHMe: npenapata uHrubutopa Cl-3cTepasbl 4enoBeKa IS CHUKEHHMS PUCKA Pa3BUTHS
AO nocne JaHHBIX MHTepBEHUU (03UPOBKY CMOTPH B Tabnuue 6) [44,77,119-122] .
Yposenb yoeaureabHocTH pekoMeHaanHii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTe/ILCTB
4)

Kommenrapuu: npenapam uneubumopa CIl-acmepaser uenosexa s614emcs npenapamom

gvlbopa 0115 Kpamkocpoynou npogpunakmuku. Ezo npumenenue naubonee sghgpexmugno
cuudicaem puck passumus AO nocire meduyunckuil npoyedyp 6 CpaGHeHuu ¢ Opyeumu
npenapamamu [77]. Hueubumop Cl-acmepazvl uerogexa 001JCeH NPUMEHAMBCS O
npogunakmuueckoli  npeMeOUKAyUU KAk  MOJICHO  Onudice K nasany  npoyeoypol
(onmumanvuwlil nepuood 3a 1-6 wacoe 00 Manunyrayuu) (IO3UPOBKH CMOTPH B Tabuuue 6)
(1]

. bepemenneiM n xopmamum sxkeHmuHaM ¢ HAO [ u II THnma pexomennyercs

ucnons3oBanue uurudutopa Cl-screpassl yenoBeka sl KPaTKOCPOUHOH NpodHIaKTHKH

AO [1,72].

(ypoBeHb

Yposenbr  yOeauresqbHocTH  pekomeHpammii C JOCTOBEPHOCTH
JA0KAa3aTe/JIbCTBS)
o Kosxmenmapuu: bepemennwvim nayuenmram ¢ HAO I u Il muna pexomenoyemcs

seedenue unzubumopa Cl-scmepasel uelrogexa neped pooamu 6 moM ciyyae, ko20d
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CUMPMOMbL  4ACMO GO3NUKAIU 6 mMpembeM mpumecmpe bGepemeHnocmu, u eciu 6
anamuese nayuenmku ecmv ykaszanua Ha AQ nonosuix opeanog 6cheocmeue
MeXaHUYecKol mpaemel, @ maxdice neped pooopaspeuieHuem nymeM Kecapeea cedenus
[1,72]. Ilepe0d neocrooicnennblMu ecmecmeeHHbiMu pooamu nayuenmrkam ¢ HAO I u 11
muna He  peKoMeHOYemcs  UCHONb30GAHUE Npenapamog O  KpamxKocpOouHOU
npogurakmuxu  [1]. Xoms usgecmHo, umo Mexauuyeckas mpaema U cmpecc
npoGoYyUPYIOM OCmpble npucmynsl, Iuuib y HemHo2ux oiceHujun AQ pazeusaemcsa 60

8pems pooog [123]

[Manuentam ¢ HAO [ wu Il TuHnoB s NOArOTOBKM K IUIAHOBBIM  ONEPATHBHELIM
BMELIATENLCTBAM (B TOM YHCIE MabIM, TAKMM KaK CTOMATOJIOTHUECKHE MAaHUMYIALHUH),
MHBA3HBHBIM MEAUIIMHCKUM HCCIICIOBAHUAM B Cllyyae OTCYTCTBUs MHrHOUTOpa Cl-3cTepassl
YeJJOBeKa PEKOMCEHIYeTCA HayaTh IpHeM #naHazosna (DO3UpOBKHM cMOTpU B Tabmume 6)
[2,44,76,77,121].

YpoBeHb yGeauTesIbHOCTH pekoMeHaanuid C (ypoBeHb AOCTOBEPHOCTH
A 0Ka3aTebCTB 4)

Kommenrapuu: y demeii #oanason mooicem Obimb UChoIv306an 6 Kaiecmee memooa
KpamKOCpOUHOU npoghunakmuxku moavko ecau omcymcmgyem unzubumop CIl-acmepa3bi
yenoeexa [124]. #/Janazon xamezopuyecku 3anpeujer 05 UCHONb30BAHUA Y DepeMelnblX U
KOPMAWUX DICCHWUH HA GeCb nepuod Gepemennocmu u aakmayuu, max kax #oamaszon
HpoHukaem u uepes niayemmy, u @ epyonoe monoxko. K ux nobounvim oghgexmam
OMNOCAMCI MACKYAUNUZAYUSL N100A JICENCKO20 NOAA, NAAYeHMAaApHas He0oCmamoyHocms u

3adepocka pocma nrooa. [1,72).

[Mauuentam ¢ HAO I u Il THNOB A1 MOArOTOBKH K CPOYHBIM U MJIAHOBBLIM ONEPATHBHBIM

BMEIIATENBCTBAM (B TOM HHCJIE MajlblM, TAKMMH KaK CTOMAaTOJIOTHYECKHE MaHUIYJISIUM),

WHBa3UBHBIM MEIUIHHCKHM ﬁccneAOBaHmM B cny4yae otrcytctBus uHruburopa Cl-

acTepasbl U #aaHa3o/ia peKOMEHIYeTCSl BBOJUTD CBEXE3aMOPOXKEHHYIO IUIazMy (I03HPOBKH

cmotpu B Tabnuite 6) [1,2,44,114,125,126] .

Yposens yoeanreabnoctn pexkomenganuii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeILCTB

S)

e [lamumentam ¢ HAO I u Il TumoB ¢ mempl0 MOArOTOBKH K JIOOBIM HMHBA3HBHEIM
MEIUIHHCKUM BMEINATENbCTBAM HE PEKOMEHIYETCsI BBOAUTH KOPTHKOCTEPOMJbI
CUCTEMHOIO JEeACTBUA M aQHTUTHCTAMHHHBIE CpPEACTBA CHCTEMHOrO JOEHCTBHS I

npodunaxTiky pazsutus cumnromos HAO [2,20].
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Yposens ydeaureapnocrn pexomennaiii C (yposeHb A0CTOBEPHOCTH A0KA3aTEIbCTB

5)

e Bcex manuedram ¢ HAO [ u I Tunop (BxiItouas NauyeHTOB Ha JOKIMHUYECKOH CTaauH),
NpPOXOASIIUX JIOObIC MHBA3WBHBIE MEIMIMHCKHE BMEIIATENbCTBA, PEKOMEHYETCH
obecrieunth mnpenaparamMM I KyNUpOBaHMSA He MeHee 2-X aTak: MKaTHOAHT WM
uurudurop Cl-3crepaser uenosexa [1,2,103].

Yposeun yéennreannocrn pekomenaaumii C (yposenb 10CTOBEPHOCTH A0KA3aTENLCTB

)

Komyentapun: Jho6as npounakmuueckas npemeduxayus He uckuioudem paseumus

«NPOPLIGHBIXY NPUCIYNOB, NOIMOMY nayuenmst O0NJICHbL 0CMABAMbCA ROO HabwodenueMm,

npu 3mom QondcHo GblMb OOCMYNHO npogedeniue mepanuu, HaNPaeleHHOU HA Kynupoeanue

npucmyna [77,119,122].

Jloxazameavnoii  6azer 0 Heobxooumocmu U dhghekmusHocmu  KpamxKocpouHou
npoguraxmuru y nayuenmos ¢ HAO ¢ nopymanenoiy yposuem C1-HHI nem [111].

3.3 loarocpounas npodbuiakTuka

OcnoBHas 3ajava JOJrOCPOYHOH MpOGHIAKTHKM — YMEHBUIEHHE 4YacToThl M|
unrencusiocty atak HAO u MuHuUMM3auus BAMsSHUS 3a00N€eBaHUS HA IOBCEAHEBHYIO
AKTHBHOCThH HalHMeHTa. Tepanuio peKoMEeHAYeTCd HHIAWBUIY JIU3HPOBaTh B 3aBUCHMOCTH OT
0cOOEHHOCTECH TeueHMs, HaTU4Msl NPOTHBONOKA3aHWH, TEXHHUYECKHX BO3MOXHOCTEH A
TnoJiyuyeHust ToH Win MHOH Tepanuu. IIaTe rpynn npenaparos MCIONBL3YIOTC Ul AOJITOCPOYHOM
npodunaxrukun HAO I, II Tuna (tabnuua 7): nanagenyma6, #unruourop Cl-3cTepass! uenosexa
JUIsl BHYTPHBEHHOTO/TIOAKOXKHOTO BBEJICHHS, aHA30J1, #TpaHeKcaMoBas KuciaoTa**, recrarensl.

Tabnuua 7. [lpenapatel, HazHauaeMble nauueHTaM ¢ HAO I u Il tunoB ana monrocpouHoii

npoQuIaKTHKY.

IIpenapatst B3pocasle Hetn

Jlanagenymab 300 Mmr 1 pa3 B 2 nemenu |C 12 ner:
(uurepBan BeeneHus ModxeT |300 mr 1 pa3 B 2 Hexnenu (MHTepBan
ObITh yBesMUyeH o 1 pasza B 4 | BBeZIeHHS] MOXKET OBITh YBENHUYEH RO
HeJlenn) 1 paza B 4 Hezxenn)

Harubutop C1-{60 ME/kr maccer Tena psa|C 12 ner:

acTepasbl yesoBeka | pasa B Hememo (kaxnasie 3-4 | 60 ME/kr maccel Tena asa pasa B

(mast MOJKOXHOTO | IHS). Heaemo (kaxasle 3-4 nus).

BBEJICHHS)
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#Unrubutop C1-|{500-3000 ME B/B 2 pasa B|C 2-x ner 20 ME/kr macch Tena 2
SCTEPA3E] AL | Heenio pasa B Hememo [81]

BHYTPHBEHHOTO
BBeaeHus [2,20,44,78-
81].

Hanazon 200 wMr/cytku nepopansHo | Tonpko aersm, gocturum V crauu
(pa3neneHnHble Ha 2-4 | nonoBoro cospeanus rno TaHHepy
npuema), C  BO3MOXHBIM | #2,5 MI/Kr Macchl Telna B CyTKH
MOCTENIEHHBIM CHHIKEHHEM NepopanbHo (MaxcuManpHast
IIpH OTCYTCTBMM oGocTpeHwii | cyTouHas mosza 200 mr) [2,44]

unu nopeliieHuem go 600 B
CYTKH TIpd  OTCYTCTBHH
Joctato4Horo adgexra

#TpanexcamoBast 20-50 wmr/kr maccel tena B| He npumensercs
Kucnora** CYTKH, pasfenecHHbie Ha 2-3

npueMa (MakucMyM 10 4-6 T

B CyTKHU)[39]
['ectarensl Tonsko Jil) xeHuuH | He mpumMenstores

IETOPOIHOro BO3pacTa.
#IlesorecTpen  IepopajibHO
0,075 Mr B CyTKH
#JIMH3CTpEHONT  MEepOpaILHO
10 Mr B cyTKH

[82-86].

Pewernue o nasnavenuu 00220CpovHON NPOGUIAKMUKY NPUHUMAIOM 1A OCHOBAHUU QHAAU3A
UHOUGUOYANLHBIX NAPAMEMPOE nayueHma: oyeHku uacmomul u maxcecmu AQ, Hanuuus
KOMOPOUOHOT namonozuu, npu Hedocmamoynom g pexme npenapamos oas kynuposanus A0, 6
cayuasx ozpanudennozo oocmyna x cpedcmeam xynupoganusa AO, ¢ yvemom npeonoumenui
nayuenma U e20 HABLIKOG NpUMEHeNUs JeKapcmeeHnvlx npenapamog oas neyenuss HAO.
HonoanumenvivlmM — UHCIMPDYMeNMOM — Oljenki  nompebnocmu  nayuewma 68 nposedenuu
00120¢pOUNOL NPOPUIARMUKY AGASEMCS ANATU3 YPOGHS KAYECmEA JICUSHU.

Bvibop  mpenapama  Oas Oonzocpounoi  npogunakmuku  0ondceH  Ovimb
NEPCOHUPUYUPOBANHBIM, OCHOBAMbCA 1A UHOUBUOYANbHOU dghghekmusHocmu U docmynHocmu
KOHKpemHno20 Jexapcmeentozo npenapama. Ilpu evibope npenapama ciedyem y4umul6ans
ocobennocmu nayuenma (8o3pacm, NOAX, OAA JHCEHWUH — @OAKMOP KOPMAEHUS, HAluyue
bepesennocmu) (npunodicenue A3.2)

V nayuenmos, noayuaiowyux nOCmMosHHO npenapamvl 00N20CPOYHOU NPOPUIAKMUKY,

He0OX00UMO pe2yIapHO oyeHugamv dpgexmugnocms u beszonacnocme mepanuu, Ho
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NOKA3AHUAM — nepecMampueamv 003y UW/UIU UHMepBATbl JeYeHUusl 8 COOMBemCcmeUU C
KAUHUYECKUM OMGEMOM.
Bce nayuenmu, noayuaiowyue 00120cpounylo npo@uaarmuKy, marice 00ACHbL UMEmb
docmyn K aexkapcmeam 0aa kynupogarusi AO.
Kpumepuu naznuauenus 0onzocpounoii npoguraxmuxu y demeii u 63pocivix
Ocnogueie (012 nazuaiyeHus 00A20CPOYHOU NPOPUIAKMUKU OOCMAMOYHO HAMUYUE O00HO20
Kpumepus)
o Hanuyue 3nauumervno2o omexka 6 obiracmu auya-uiey, 0cobeHHO ¢ Hapyuilenuem
NpoxooumMocmu Ovixamenvnvix nymeti (2 u 6onee ¢ mevenue nocreonux 3-x mecayeg)
e Hanuuue aboomunanvhvix amax (2 u 6onee 86 meyenue nocieonux 3-x mecsayees)
e Hanuyue couemanus pasnuyHuLIX MUNOG DJICUINEYSPOICAIOUUX amaK (Hanpumep,
auyo-uiest u aboomunanvrvie amarxu) (2 u 6a¢ee 6 meyeHue nocreonux 3-x mecayees)
o Hanuuue @uipadicennvix nepugepuyeckux 0mexoe, Meularoujux 00blYHOU HCUSHEHHOU
AKMUGHOCMU UTU nepugeputeckux 0meKog ¢ 8blpadiceHHulM bonesvim cunopom (2 u
bonee edceMecsauno Ha nPomadICeHUY e Melee 3-X MecAyes unu He menee 6-mu 3a
nocaednue 3 mecaya)
Hononnumenonvlie (014 naznaueHus 00120CPOYHOU NPOPUAAKMUKU docmamouno  nanuvue
00HO20 Kpumepus)
e  Omcymcmeue omgema w/unu Haiudue nobounvix aghghexmos om npenapamog 014
KYRUpOBAaHus, 1e no3eoasioujue UCnonb308ams ux 015 KyRUPOGAHUSL OCIPbIX AmMakK
o  Hanuuue 6 meyenue 200a 2ocnumanu3ayuy N0 dKCMpenNsblM NOKA3AHUAM G CBA3U C
amarkamu, HecCMOmps. HA UCNOIbL3IOGANHUE NPEeNnapamos HeoOm0NUCIOU NoMowu &
oomautHux ycio6usix
o Pexomenayercsi BceM nanuentam ¢ HAO I u Il TumoB ounenuBats HeoGX0auMOCTH
Ha3HA4eHHUs MPENnapaToB AN JOJIroCpOUHOi MpodMIIaKTHKH Ha KakaoM Busute [1,103].
Yposenn yoeaureabHocTH pekoMengauuii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTebCTB
-5)
Kommentapuu: B xauecmge oOonoanumenvHozo uncmpymenma OAsi OYeHKU CMeneHu
msdcecmuy medenus 3a601esanus y 63pocaeix mMozym Obime UCHOAb30GAHLL MECHIbL U ULKALbL
akmueHocmu anzuoomexos AAS28 (Ilpunoaxcenue I'2), AECT (npunoowcenue I'3), a maxoice
onpocrux no kavecmey oicuznu AEQoL (IIpunodicenue I'l) 6 nHekomopwix ciyuasx modcem
buimb  YerecoobpasHo HasnayeHue nNpenapamog 0N 00420CPOYHOU NPOQPUIAKMUKU HA
KOpOmKuUe nepuoosbl 6030elicmeus mpuzzepnozo ¢akmopa, Komopoe yxyouiaem meueHue

3abonesanus (ceccus, nepee3o, uHpexkyuonHsie 3a601e6anus)
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e Bspocnem u getam crapure 12 ner ¢ HAO I u Il Tunos npu HeoGXoauMOCTH NpoBeaeHUSA
JOJIFOCPOYHOIA NPO(UIAKTHKH peKOMEHAYETCS HazHAuYCHUE Mpenapara Ajist MOJKOKHOTO
BBEICHHUS - TaHaienyMaba unu #unrudburopa Cl-scTepassl yeioBeka, B KaUeCTBE NEpBOM
nuHuM npodunakTuku [48, 78, 127-133]

YpoBelb yoeauTeabnocTH peKoMenaaniii — A (ypoBelb J10CTOBEPHOCTH J0KA3ATEIbCTB
~2)
KoMmmeHTapun: pexomendyemasi Hayarbnas 003a anadeaymaba cocmasnsem 300 me 1 pas/2

neo. Ilayuenmam, y komopeix Ha gone mepanuu cmabunoHO OMCYMCMEYIom NPUCMYnsl, 0034
aanaoeaymaba modcem 6vimo cnudicena 00 300 me 1 pas/4 ned. Peoicum eeedenus nanadeaymaba
Mooicem  Oblmb NepecMOmMpPen 8 CMOpPONY YMeHbleHUa nocie OOCMUICEHUs CmabunbHO20
cocmosanus. Yuumweigas ebicokuii npogunv aghgexmugnocmu/bezonaciocmu, NOOKOICHbIU
chocob eeedenus npenapama, aanadeaymab - npenapam nepeol MUHUYU 0N Mepanuu RayueHmos

cmapute 12 1em npu masicérom mevenuu HAO [48].

BspocneiM manmentam u peram crapuwe yetslpex et ¢ HAO 1 u II Tunmos npu
HEOOXOIUMOCTH TPOBEACHUs NoArocpouHoit npodunaxktuku AO pekOMeHayeTCs pacCMOTpETh
Haszuauenue #unrudurtopa Cl-scTepasnl Uit BHyTPUBEHHOrO BBEAECHHS (I03MPOBKaA CM. TabiHLly
7) [2,20,44,78-81).

Ypogens yoeaureannocrn pexomenaannii C (ypoBeHb JOCTOBEPHOCTH [I0KA3aTeIbCTB
4)

KomMenTapun: 011 Qocmudicenust  dicenaemozo  agpgexma 003y  peKomenoyemcs
aoanmupogams K uUHOUGUOYanblbIM nompebnocmam nayuenma. IIpenapam Heo0xo0umo
6600UMb He peoice, yem 2 pasa 6 nedelnlo, MAaxK KAax nepuoo nonygvigedenus cocmaensiem 48
yacos [2,20,44,79,80].

o bepeMeHHbIM U KopMsmuM skeHuHaM ¢ HAO I u II Tuna npu HeoGxoaumocTu

JONTOCPOHHOH MNpOQUIAKTHKH PEKOMEHAYETCs Hcnonb3oBanue #unrudburopa Cl-

acTepassl yenopeka [1,134-136].

YpoBeHb y6eAauTe/IbHOCTH pekoMeHpaauuii C (ypoBeHb JAOCTOBEpPHOCTH

Jl0Ka3aTeabCTB 4)

Kommenrapun: #uneubumop Cl-ascmepaszer uenogexa naubonee 6e3onacHulii npenapam,

KOMOpblti Modicem Obimb UCNO1b306aH y Depemennbix u kopmauyux dcenuyun [137).

B3pocneiv nanventam ¢ HAO I u Il tuna npu HeoOXOAHMOCTH MPOBEACHHA IOJrOCPOYHOMH
NpoGHIAKTUKH peKOMEHIYeTCs Ha3HaueHUe HTPaHeKCaMOBOM KUCHOTHI** 1yist mpoduinakTHKu

pasButuss AQO (103upoBKM cMOTpM B Tabnuue 7, npunoxenue A3.3, nmpunoxenue A3.4)
[1,2,39,138].
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Yposeub yoeaureasnocTu pekomengannii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTE/ILCTB
-4).
KomMmenTapun:  #mpanexcamosas kucioma**  umeem Goree  Gbicokuti  npoghune
OesonacHocmu no cpasHeHul0 ¢ O0AHA3010M, OOHAKO G Kayecmee O0N20CPOYHOU
npochurakmuxu HAO ospghexmuenvl moavko y neboreutozo yucaa nayuenmog. Yuumoigas
6O3MOJICHOC eauAnUe anmudubpunoiumuseckux cpeocms (#mpanexcamosas xucioma**) na
CeepMLIBAIOWYIO  CucmeMy — Kpogu,  6ceMm  G3pPOCNbIM — NAYUEHMAaM,  NOAYyHaloujum
anmugubpunonumuyeckue  cpedcmea 8  kauecmee  OON20CPOYHOU — NPOPUIAKMUKY,
npogooumcs: obcedosanue Ha Hawudue NPOMUGONOKA3AHUU K npuemy OaHnHOU 2pynnbl
npenapamos [1,2,39,139].
o BepemennsiM u kopmsiuM ckeHiuHaM ¢ HAO [ u Il Thuma npu nersxenom
TEUCHHH M XOopouied NepeHOCUMOCTH PEKOMEHIYETC MCHONB30BaHHE #TpaHeKcaMOBOii
KUCIOTEI** 1 ponrocpouHoit npodunaktuku [1,72].
Yposeub  ybeaureabHocTn  pexomenmauuii  C  (ypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB 5)

[Tanuentkam B Bo3pacte oT 18 mo 45 ner ¢ HAO I u II TumoB nmpu HeobXxoaumocTu
HPOBEACHHS JOJITOCPOYHOH MPOQUIAKTHKM PEeKOMEHIYETCs Ha3HayeHHE IecTareHoB JUis
JonrocpouHoit npodunaaktikd AO (IO3UPOBKM CMOTPH B Tabauue 7, npunoxenue A3.3,
npunoxxenue A3.4, mpunoxxenue A3.5) [82-86].
YpoBenb yoeauTeanHocTH pekomenaannii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB
-4)
Kommenrapun: Hasnauenue 2ecmazenoé 603MOJCIHO MONbKO hnocle npuema (ocmompa,
KONCYIbMAyul)  6paya-aKyuiepa-eulekonoea  nepguyiozo.  lecmazenbl  0kazeleaiom
no10oICUmebHbI dhexm na mevenue 3a601e6anus 6nAO0Mb 00 hoano20 omcymemeus AQO
be3 neobxooumocmu npuema opyzux npenapamog bonee, 4em 6 60% cryuaes (a npu npueme
2ecmazenos ¢ GblPAdICEHHbIM AHMUSOHA00MPOnHbLIM dhpexmom — bonee yem ¢ 80% cayuaeg)
[82,123] . IIpenapamamu gvibopa sensiomes 2ecmazelivl 6 gude MOHONpenapamos (max Kax
npuem npenapamos, coodepacawgux dcmpozenvl nayuenmam ¢ HAO 3anpewjen) [82-85] .

Heobxooumo ounamuueckoe HabaioOeHue aKyuiepa-eulexkon0ea Ha 6ecb Nepuoo npogeodenusl

JeYeHUus cecmaceHamu.

e BspocnpM manueHTaM M A€TAM, JOCTUTUIMM V CTaguyu MOJIOBOrO CO3PEBaHHS IO
Tannepy, ¢ HAO 1 u 1l Tunos, npn HeoGXOMUMOCTH IPOBEAEHHUS LONrOCPOUHON

npodUNaKTHKH peKOMEHYETCsl HasHaueHue #1anasona (J03UpoBKY CMOTPH B Tabnule 7,
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npunoxenne A3.3, npunoxenue A3.4) ana nmpodunaktuku paszsutus AO [2,44,140-
142].
e VYposenb YyOeaureabHOCTH pekoMengamnii — B (ypoBeHb [J0cToBepHOCTH
| JI0KAa3aTeIbCTB — 2)
Kommenrapuu: odanason e3pocivim uasHauaiom ¢ cmapmogou 0oze 200 me 6 cymku, a
3ameM NOCMENeHHO CHUICAIOM 003y 00 MUHUMAALHOU HeoOXOOUMOU 0N OmMCymcmeus.
KAUHUYECKUX NpOAGLeHUuli 3a601e6anus UAU NOCMENEHHO NOGLIUAIOM NpU OMCYymcmeuu
00CmMamo4H020 KIUHUYeCck020 aghghekma (Marcumanvro 0o 600 m2 6 cymxu). B mobom cayuae
11e006X00UMO GbIAAGUMb U NPUMEHAMb HAUMENbULYIO d(hgekmugHyo 003y, 4mo no3gorsem
cruzUNG pucK pazeumusl noboublx agpghexmos [1,2,20,48].
[103). Lanazon ne credyem nasnavame 8 kauecmee npenapama nepeoll AUHUU JHCEHUJUHAM
oemopoonozo eospacma. Jlemam #Hoawazon wnasHavaemca 6 Kavecmee 00J20CPOYHOU
NPOHUNGKMUKY MONLKO NPU OMCYMCMEUU GOIMONUCHOCMU npuMenenus Aanaderymaba u
#uneubumopa Cl-acmepasvl uenogexa u 1e Mmooicem Oblmb paccMompeH 6 Kkadecmee mepanuu

nepeoL Iunuy

o TMarienTaM, MONYYAIONMM JaHA30] B KAueCTBE JOJTOCPOUHON MPOQHIAKTHKH,
nepel HayaloM Tepanmud M Ha IPOTSXKEHHMH BCEro Iepuoja IpHeMa Mpernapara
peKoMelIyeTcss TNpOBEIACHHE pPErylspHbIX OOCHefoBaHMII IS OLEHKM HalU4us
HIPOTHBOIIOKA3aHUH M KOHTpOd No00uHBIX dddekron (npunoxenue A3.3. npunoxeHue
A3.4)[1,2,20,103,143].
Yposenn yoemreasnocti pexomenaanuii — C (ypoBenb 10CTOBEPHOCTH J0KA3aTe/ILCTB
~5)
. BepemennpiM skeniuHam ¢ HAO I u Il tuna nacrostensHo He pexoMeHayeTcs
HCIIONB30BaHUE JaHnasona uls JONrocpoyHoii npodunaxruku [1,72].
Yposeus  yOeaureabnoct  pexomenpgamuii C (ypoBeHb  J0CTOBepHOCTH
JA0KA3aTeJILCTB )
KomMmenTtapuu: danazon kamezopuyecku 3anpeujen 015l UCHONb306AHUA Y bepemeHnblX U
KOPMAWUX JICEHWUH HA 8eCb hepuol bepemennHocmu U 1aKmayuy, maxk KaK O0anason
nponukaem u uepes naayenmy, u 6 2pyonoe monaoxo. K ux no6ounvim oghgpexmam
OMHOCAMCA MACKYAUHUIAYU NA00A HCEHCKO20 NONA, NAAYEHMAPHAS HEOOCMAMOYHOCMb
u 3a0epacka pocma nnooa. Ecau nayuenmra ¢ HAO, nonyuarowasn 6 kavecmse 6a3ucHotl
mepanuu 0anason, nianupyem bepemMennocms, Heodxo0uMo 3apanee nooobpame Opyzyio

cmpamezuio 00120cpoynoli npoghurakmuxu [1,72].
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e Bcem mnaupwentam ¢ HAO [ u Il Tuma pexoMenmyercs oueHuBath 3PQeKTHBHOCTDL
nonoOpaHHOlt Tepanuu Ha KaXXIOM BH3HUTE C umepBanoM 3-6 MecAlEB WM IPH cTabUNBHOM
COCTOSIHUM He pexxe 1 pasa B rof A KOPPEKIHH A03bI M/MIH HMHTEpBATA BBEACHUS
npenapara ¥ Ui oleHKH no6ouHpIx 3¢ dexToB oT Tepanuu [1,44,144] .

YpoBeHb yoeauTeabHocTH pekomenaauuii —~ C (YpoBeHb J0CTOBEPHOCTH 10KAa3aTe/ILCTB
-5)
. Bcem manuentam ¢ HAO [ u Il Tuna He pekomenayercs npepsiBaTh NPUEM IIpenapaToB
JUISL JOJITOCPOUYHON mpodMJIaKTUKH Ha BpeMsl BBEJCHUS NPENapaToB AJs KyNHpOBaHHS
AO u KpatkoCpouHOH NPOPHIAKTUKH I NOCTHXKEHHS JIy4IIEro KOHTpOJsS Hal
AKTHBHOCTBIO 3a0onenanus [145] .
Yposenb yoenureabHoctn pexkomenaaunii — C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTe/IbLCTB
-5)

o [Mamuenram ¢ HAO c¢ nopmaneusiM ypoBHem CI1-MHIT pexomennmyercs ¢ uelbio

aonrocpouHoii npopunaktuky AO npuMeHeHHe:

- #TpaHexcaMoBoit KHCIOTEI** (TOJBKO B3pOCHBIM ManueHTam) ot 1,5 10 4 r B cytku [116,145].

Yposens yoeaureasHocr pexomenaauiii — C (ypoBeHb J0CTOBEPHOCTH A0KA3ATEIbCTB -4)

Kommentapuu: ¥V nayuenmos ¢ HAO ¢ nopmaneneim yposuem CIl-HHI #mpanexcamogas
xucroma** Gonee sppexmusna, vem y nayuenmos ¢ HAO I u Il muna, [22,116,146].
MIIH:

- nananenymaba (tosupoBka cm. Tabnuny 7) [129,147,148] .

Yposens yoenureasnocrn pekomenaaunii — C (ypoBeHb 10CTOBEPHOCTH A0KA3aTEAbCTB -4)
UM |
- uuruburopa Cl-screpasn! yesoBeka 119 NOJKOXKHOIO BBEJIEHUS (IO3MPOBKA CM. TabaHLly
7) [86,146,149,150].
YpoBeHb YOeQHTCJIBLHOCTH PEeKOMEHIAlHIl — A (YPOBEHB 10CTOBEPHOCTH 0KA3aTE/IbCTB
-1)
HJIH
- #unruburopa Cl-scTepasbl yenoBeka Al BHYTPUBEHHOTO BBEHEHHS (HO3MPOBKA CM.
Tabnuny 7) [86,146,149,150] .
YpoBeHb yoenuTeIbHOCTH PEeKoMeHalii —~ A (YPOBCHDb 10CTOBEPHOCTH J0KA3aTe/IbCTB
-1)
UIu

- JlaHa30J1a (TOJIbKO B3pOC/IBIM NanueHTam) (1o3upoBka cm. Tabauny 7) [146,151] .
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Yposennb yoeaureaniiocrn pekomenaaniii — C (ypoBenn 10CTOBEPHOCTH A0KA3ATENbLCTH
-4)
WK
- reCTareHoB - TOJIBKO JUIsl JKEGHIIMH AETOPOJAHOrOo Bo3pacta (HO3MpoBKa cM. Tabnuuy 7),
npunoxxenue A3.3, npunoxenue A3.4, npunoxernde A3.5) [82-86,116,146].
Yposenub yoeaurteabHoctn pekomenaaiii — C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEILCTB
-4)
Kommenrapun: Hazuauenue cecmazenog 603M04CHO MONLKO NAYUEHMKAM 6 803pacme om
I8 0o 45 1em nocie npuema (ocvompa, Koucylemayuu) Epava-aKyulepa-zuUHeKoI02a
nepeuunoeo . Ilpenapamamu evibopa aeisiomes 2ecmazensvl 8 GUOE MOHONPenapamoé (max
Kax npuem npenapamog, cooepoicaujux scmpozenvl nayuenmam ¢ HAO 3anpewen) [82-85].
Heob6xo0umo ounamuueckoe Habnooenue axyulepa-2uHexono2a Ha 6ecb nepuoo nposedenus

Jdeyenus eecnmaeenamu.

o [lauuenram ¢ HAO I u Il tuna u nanuentam ¢ HAO ¢ vopmanshbmm yposHem CI1-UHI se
PEKOMEHIyeTCs HCIONb30BAaHUE AHTUIMCTAMHUHHBIX CPEICTB CHCTEMHOTrO JCHCTBHA W
KOPTHKOCTEPOUIOB CUCTEMHOTrO AeHCTBUSA A JoarocpouHoit npodunaktuku [116,152].

Yposennb yoeaureantnoctn pexomengaunii — C (yposellb JOCTOBEPHOCTH J0KA3ATEILCTB
-4)
4. Meannunckass peaObHJIHTAIHA H  CAHATOPHO-KYPOPTHOEe JieUeHHe,
MEIHUHHCKHE MOKA3aHHUS M NPOTHBOMOKA3aHHA K NPHMEHEHHI0 METOI0B
peaOHAMTALMH, B TOM 4YHCJIC OCHOBAHHBLIX HA HCMOJbB30BAHHH NMPHPOAHBIX

JieueOHbIX (pakTOPOB
He pa3paborana

S. IlpodunakTuka H aAucnaHcepHoe HabaoaeHHe, MEAHIHHCKHE NOKA3AHHSA H

NPOTHBONOKA3aHNHA K NPHMEHEHHIO METO10B NPOoHIAKTHKHU

Bcem cembsam ¢ HAO 1 u II Tuna 1 HAO ¢ HopmansueiM yposaeMm C1-UHI pexomennyercst
npueM (OCMOTpP, KOHCYJIbTalusl) Bpada-reHeTHKAa MEPBHYHBIA C [ENbI0 IMONYyYEeHHS
HH(opMaIMHU O IIAaHHPOBAHUHU ceMbH [47,72].

Yposenn  ybemuteannocrn  pexomeHpammii —~ C (ypoBeHb  A0CTOBEpHOCTH
JI0KA3aTEAbCTB -5)

Kommenrapun: y nayuenmos ¢ HAO I u Il muna eepoamnocme  podcdenus pebenxa c

nooobHvIM 3aboneéanuem cocmasasem 350% [72]). B cembsax nauuentoB ¢ HAO I u Il muna
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u HAO 6e3 oepuyuma CI1-HHI" ¢ gvisgnennoii namozennot mymayueii 8 00HOM U3 2€108
803MOJICHO NpOGedeHUe NPeHamanbHol OUAZHOCIMUKY C Yeablo GblAGNEHUs 2eHeMUYECKO20
Ooegherma nnoda u peuteHus 6ONPOCa 0 NPOOONICeHUU DepeMenHOCU, Makdice G03MOICIO
npogedeHue  NPeUMNIAHMAYUOHHO20  2eHemu4eckoz0 mecmupoganusa. Monexyasapuo-
2enemu1eckuti ROUCK cneyuphuveckoll Mymayuy npogoOUMCea 8 KIemKax uz obpasya 60pcun
xopuona, 63amozo nocie 10-il nedeau bepemennocmu unu u3 o6pas3ya OKOAIONIO0OHBIX 60O,
noczae 15 neoeau 6epemennocmu [20,44,47,72).

. PexoMmenayercs uHbopmupoBath mnaumentoB ¢ HAO o0 Bcex BO3MOXKHBIX
TpUrrepax 3aboJyieBaHus C LENbI0 MAaKCHMAaNbHOrO OrpaHH4YeHHs UX Bo3aeiicTus [32,105].

Yposens yoeanteantocti pexomenaamuii C (ypoBenb J0CTOBEPHOCTH 10Ka3aTe/bLCTB
4)

. Bcem manuentaM ¢ HAO ne pexoMeHAyeTCsS UCHOB30BAHHE NPENApaTtoB U3
rpynnsl unrubutopos AIld u antaroHucToB peuentopoB anrumoreHsuHa II ¢ wnensio
npenoTBpauieHus nposokauuu AO [1,105,144].

Yporeun yoeaurteabnoctn pexomenaaiuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTEJIbLCTB
5)

Kommenmapuu: npenapamel u3z 0annelx 2pynn npugoosm K Hakonaenuio Opaouxkunuua,
ROGMOMY MOZYM  CIYoCUMb  (haxmopamy, ymsadxceisiomumu meyenue 3a601e6anus u
A6UMbCA mpuzeepamu pazeumus pamanrvnvix amax [1,105,144].

e Bcem maruentam ¢ HAO I u II tuna u ¢ HAO ¢ HopMansHbiM ypoBHeM CI1-UHIT ne
peKOMeHIyeTcs MCIONE30BaHUe NPENapaToB, COAEPKALIMX 3CTPOreHbl B CBA3M C PHCKOM
BO3HUKHOBeHUS xu3neyrpoxaromux AO [105,123,134] .

Yposeub yoeaurteabnocti pexomeraaunii C (ypoBeHb A10CTOBEPHOCTH A0Ka3aTC/ILCTB
4)

Kommentapun: YV 80 % nayuenmox ¢ HAO nabmooaemcs yxyouieHue meveHus
3abonesanus. Ha (one nNpueMa Npenapamos, cooepicaujux ICMpoeHvl  (6Kmouas
rkombunuposannvie npenapamet) [123] . Heobxoouro 3amenumsv npenapam, coOepicauyuil
acmpoeen, Ha npenapam, codeporcauguii zecmazenset [72,105,123,153].

. Bcem mnanmentaMm ¢ HAQO pexoMenayeTcs mNpoBeAcHHE BaKUMHALMH B
cootBeTcTBUHU ¢ HaunonanbHeM KaneHapeM npohHIakTHYECKUX PUBUBOK IIst TPOQHIAKTHKN
BAKIIMHOYNpaBiasieMblx HHbexuuit [1].

YpoBeub yéeaureabuocti pexomenaanuii C (ypopelb I10CTOBEPHOCTH A0KA3aTEIALCTB

3)
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eBcem namuentam ¢ HAO pexoMennyercs nposeAeHHe BaKLMHALMM OT rematura B i
CHIKEHUS pHCKa 3apa){eHHs STUMHU 3a0oJieBaHUSIMH B pe3yibTaTe TPaAHCMHCCHH O3THX
HHQEKIHH ¢ npenapaTaMi KpoBH (B 0COOEHHOCTH CBEXe3aMOpOKeHHOI mna3mel) [1].

Yposenb yoenuTeabHocTH pekomenaamnii C (ypoBenb J0CTOBEPHOCTH JA0KA3aTEJLCTB
)

6. Opranmaunﬂ OKA3aHHS MEIHLHHCKOH NMOMOLIH

1. [Tanpenram ¢ peuuausBupyroiiuMd AQO, B 3aBUCHMOCTH OT HEOOXOAMMOCTH,
MOXEeT OBITh OKa3aHa MEAMIMHCKAss MOMOLIbL JI00O0ro BHIA, YCJIoBUS, (OpPMBI,
NpeayCMOTPEHHBIX 3aKkoHoAaTenbcTBOM Poccuiickoit denepauns.

2. Bce manuents! ¢ peuuauBupyomuMi AO JI0KHEI OBITH TPOKOHCYNBTHPOBaHbI
BpavyOM-aJlJIeproyIoroM-uMMYHOJIOTOM.

Ilocnie nocTaHoBKH AMArHo3a MalueHT:

o JlomxeH nony4yuTs nacrnopt 6onbHoro HacneacTBeHHbBIM AO (IIpunoxkenune B-2);
o JoyxeH OBITH BHeCeH B perucTp peakux (opdaHHbIX) 3aboneBanuii Mun3apasa
PO.

[Tanent ¢ ycraHoBneHHbIM auarHozoM HAO nomkeH HaxoAuThCs HA JAUCNAHCEPHOM
HaOJIOJIEHUH Bpava-creurdanncta (IpearnoyYyTUTENBHO y Bpaya-aJuleprojaora-uMMyHoIIora,
a IIpH €ro OTCYTCTBHH Y Bpaua JpYroii CrielaJbHOCTH) 10 MECTY KHUTEIbCTBA U SIBJIATHCH
Juis KoHTpoJisa Tepanuu 1 pa3 B 3 Mecsiua. [Ipy KOHTPONEHOM MOCEIIEHHH Bpaya JOJKHEI
ObITb 3aperMCTPUPOBAHBl JIOKAIM3ALMf, YacTOTa W TKECTh CHMITOMOB, 4YacTOTa
MCIIOJIb30BaHHA M I(PPEKTUBHOCTh Tepanuu JAns KYNMHPOBAHUS OCTPBIX IPUCTYIOB.
HeobGxomuMo npoBecTd oOOWMH  OCMOTp U COOTBETCIBYIOLEE  JabopaTOpHOE
oOcnenoBanue.

B cootBetcTBHH ¢ [TocTanoBnenuem [pasurensctea PO ot 26.04.2012 N 403 "O nopsnke
BeacHus DenepasbHOrO  perucTpa JML, CTPAJAIOMIMX  JKHU3HEYTPOXKAIOIIUMH U
XpPOHHYECKHMMH  NPOTrPEeCCUPYIOINUMH  peaxknMu  (opdaHHBIMH)  3aboNeBaHHAMM,
NPUBOAAUIUMHM K COKpAIEHHIO NPOAOJDKUTENBHOCTH JKH3HHM TIpaXJaH WIH HX
UHBAIHIAHOCTH, W €ro peruoHanpHoro cermenra" (Bmecte c¢ "[lpaBunamu BeneHus
denepaabHOro perucTpa JHUL, CTPAJAIOIIMX >KU3HEYIPOXKAIOUIMMHU M XPOHHYECKHUMHU
nporpeccupyroiiiMu  peakuMu  (opdaHubiMM)  3a00NEeBaHMAMH, NPUBOAAIIMMH K
COKPALICHUIO MNPOJOJLKUTEIBHOCTH JKU3HH TPaXHAH WM MX HHBAIMAHOCTH, MU €ro
PETHOHAJILHOTO  CerMeHTa") mMauueHThl (BKIIOYas MalMeHTOB 0e3  KIHHHYECKHX
NPosiBJIEHUH ) TOMDKHEI OBITH 0becredeH npenapaTamMy Ul NpoQUIaKTHKUY U NpenapaTtamu

JUI KYMUWPOBAHHS OCTPBIX COCTOSHHMMA. Y mnauueHra (B TOM uyMcie y naunueHta 6e3
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knuHudeckux nposienennii HAO) Ha pykax Bcerna momkHo ObITh Mpemaparsl JUld
KyNMpOBanus HE MEHee uYeM JABYX aTak: ukatubanT unu unrudurtopa Cl-ascrepasbi
yenoBeka u3 pacuera 20 ME/kr Macchl Tena. [1pu ucnons3oBaHMH NpenapaToB NalMEHT
JomkeH ObITh MM BHOBb ofOecnedeH. [lauueHTBI MOMKHBI OBITE OOyYEHBI TEXHHKE
BBEJICHHSI MPENaparoB.
[TauuedtaM ¢ YCTaHOBNEHHBIM JAHMArHO30M JOJDKHBI OBITH BBEACHBI Ipenapathl s
KynupoBanus xusneyrpoxaroniix AO (Mxatubant unn unruOurop Cl-sctepassl uenoBeka),
KOTOpBIE MPEAOCTaBUI CaM MAalHEHT B CIydae OTCYTCTBHS 3THX HpPENapaToB B MERULHHCKOM
YUPEKICHUH.

6.1 Mokazanus K NJIaHOBOM FOCIIUTAJTH3IALIHU

[Tpu Hea(HeKTUBHOCTH NPOBOAMMOI Tepanuy, MalUeHTaM ¢ TsokesnsiM TeueHneM HAO
NOKa3aHa TrOCHUTAJM3alus B CTalHOHAp AJIA KOPPEKUHH TaKTHUKH JIEYEHHS M ONpPENEEeHHUs
UHIUBUILYaNbHOH JO3BI.

6.2 IToka3zaHuy K HIKCTPEHHOI rOCIHUTAJH3IAIHA

1) Hanuyre npyu3HaKoB KOMIPECCHUU AbIXaTEAbHBIX My TEH;
2) Tspkenas abnoMunanbHas ataxa,
3) OtcyTcTBHE WM HelocTaTouHbIH 3¢ dekT aMOy1aTOpHOro JIeUeHHs: NPH TSHKEIOM

AO i AO Ku3HeyTposKaroLeit JJoKanu3auu.

6.3 HHokazaHuga K BLINHCKE MAIHEHTA H3 CTAIHOHAPA

1) Kynuposanue AO;

2) [TonGop anexBatHOil 3¢ pexkTHBHON Tepanuu

7. HonojguurtenbHass uHgopmauus, (B ToM uuciae (pakTopbl, BJAHSIOLNIHE HA

HCXO0/ 3a00J/1eBaHUA HJIH COCTOSIHHS)

7.1 Ilporuos

. AO ropraHy npu HeOKa3aHHH CBOEBPEMEHHOMN M afIcKBAaTHOH Tepanuu ¢artayeH.
J [Tporno3 GraronpUsATHBIA IpU aIeKBaTHOMN MOXKU3HEHHOH Teparnui.

7.2 bepeMeHHOCTh H POALI.

Bepemennocmob HenpeOckazyemo gausem Ha medenue 3a001e6aHUSL U MONCEM CMA2UAMD,
ymaicenams Wiy He 0KA3bleamb HUKko20 6osdeticmeus. Kpome mozo, meuenue npedwioyujeil

OepemeHHOCMU He nN0360Asiem NPOZHO3UPosams meuenue creoyoueii [1,72,123].
KpuTepuu OUCHKH KadeCTBAa MCIIHIIHHCKOﬁ NMOMOIIH

KpuTepuu olleHKH KayecTBa NEPBUYHON MEIUKO-CAHHTAPHOM MOMOLIM B3POCIIBIM U ACTAM MpPU
HacieacTBeHHOM anruooteke (koanl no MKbB - 10: D84.1)
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Ne /i

Kpurepuu oleHku kauecTna

Onenka
BBINTOJIHEHUS

Beimonxen npueM (0CMOTp, KOHCYIBTALlUA) Bpaya-ajjeproyora-
UMMYHOJIOTa IIePBUYHEI nauueHTa ¢ nogospenneM Ha HAO ¢
00s13aTeIPHBIM Ha3HAYCHHUEM KOMINIEKCA JJIsl IUarHOCTHKH
HACJIEICTBEHHOTO aHTHOHEBPOTHYECKOTO OTeKa (1e(eKTOB cHCTEME
KOMIIJIEMEHTA)

Ha/Her

Haznaueno npoBeaeHue MOJEKYJISIPHO-TEHETUYECKOTO 00CIENIOBAHUS C
1enpto Bepudukanuu auarsosa HAO.

Ha/Her

[Tlpuem  (ocMOTp,  KOHCyJNbTaUHUsl)  Bpavya-OTOPHHOJIAPHUHIONIOTA
MEePBUYHBIH HW/UNH OCMOTp (KOHCYJBTALUsl) BPauOM-aHECTE3UOJIOrOM-
pPEAHHMATONIOroM MEepBUYHBIE W/HIM  OCMOTP BpauyoM CKOpPOH
MEIUIHHCKOM MOMOIH (BpauOM-CIIELHAIICTOM) IIPH OKa3aHHH CKOPOH
MEIMIMHCKOH MOMOIIM pEeKOMEHI0BAaH MalUeHTaM C [pH3HAKaMH
OTEKA BEPXHUX AbIXATEJIbHBIX NYTEM.

Ja/Het

Brinonnen npuem (0CMOTpP, KOHCYJbTAlls) Bpaya-Xxupypra/Bpaya-
JIETCKOr0 XUpYpra INepBHYHBI NpH BHIPAXKEHHOH abAaOMUHAIBLHON
aTake U OTCYTCTBUH 3(ddekra OT HCMONB30BaHUS IPENapaToB IUis
KynuposaHus atak npu HAO.

Ja/Het

[Iposenena tepanusi ukaruGanToMm w/unu uHruburopom Cl-acTepasel
yeloBeka MM CBEXE3aMOpPOXEHHOHW rmasMoil (fIpH  OTCYTCTBHH
JAHHBIX  MpemaparoB W Npd  OTCYTCTBUM  MEAMUHMHCKHMX
NpPOTUBOIMOKA3aHUI) MAllHEHTy C YCTAaHOBIEHHBHIM auarHozom HAO
npu AO, crioco0HOM IMpUBECTH K acPUKCHH, aOOMHHANBHOI aTake H
nepudepudeckom  AQO, CONpsHKEHHBIMM € DHUCKOM  pasBUTHS
OCJIOHEHHI.

Ha/Her

Hasnauena kparkocpoutas npoduiaktuxa nHrubutopom Cl-screpassl
YeJIOBEKA MM CBEXXE3aMOPOXKEHHOH MiIa3MoH, MNM JaHa30JIOM IpU
HacneacTBeHHoM anruooreke I u Il TumoB (B ToM dHcne Ha
JIOKIMHUYECKOH  cTaguu)  meped  JOOBIMM  ONEPaTHMBHBIMH
BMewliarenbcTBaMd (B TOM  uMcle  MaulbIMH, TakMMH  Kak
CTOMATOJIOTHYECKUE MAHMIYJISILUM), HHBA3UBHBIMH MEIUUHHCKUMHU
HCCIeI0BaHUSAMHU, 0COOCHHO B 00aCTH ABIXATENbHBIX MyTeH, BEPXHUX
OTAeNax MUILEBApUTENBHOTO TpaxkTa (NpH OTCYTCTBUH MEAMUHHCKHX
IIPOTHBOIMOKA3aHu) st npenoTBpalueHust passurus AQ.

Ha/Het

[Maument ¢ HAO (B ToM usMciie Ha JOKITMHUYECKOH cTaguu) Opn
o0ecrieveH npenapaTaMu ukaTubauT u /unu uarudurop Cl-octepassl
YEJIOBEKA JUT CAMOCTOSTE/IBHOTO BBEACHHUA U1 KyIIHPOBaHUSA HE
MEHee, YeM JIBYX aTak.

Ha/Her

[Mauuentka ¢ HAO I u Il Tuna Ha nepuon GepeMeHHOCTH U po1oB ObLIa
obecneueHa nHruouTopoM C1-3cTepassl yesoBeka

Ha/Her

[Tauuenty ¢ HAO, nonyyaroiiemy tepanuto nuruburopamu Alld,
AQHTArOHUCTAMHU PeLeNTOpOB aHruoTeH3uHa lI, actporen-
COZIeP>KalllMMH IIpenapaTaMy BBIIOJIHEHA OTMEHA OTHX NPENaparos.

Ha/Het

10

[MTanuent ¢ AO B o0nacTv ropTaHy NpU HApacTaHUU OTEKA HITN
1e>¢$GEeKTHBHOCTH POBOIMMOI1 Tepanuy rocnuTalu3upOBaH B
oTAeeHHEe OTOPHHOJIAPUHIONIOTHH HIIM PEaHUMallHOHHOE OTIEJICHUE

Ha/Het

11

[TanueHTy BBITOJIHEHO ONpEeAEIEHUE OCHOBHBIX IPYIIIT KPOBH IO
cucteme ABO u onpenenenve anturena D cucremsr Pesyc (pesyc-
dakTop) (Ipu IHArHOCTHKE)

Ja/Het
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Kputepnn olieHKH KauecTBa CHELHATM3HPOBAHHOH MEIUIMHCKOM [MOMOIIM B3POCHIBIM H
JETSM IIpU HacleacTBEeHHOM anruooreke (koasl mo MKbB - 10: D84.1)

Nen/n | Kpurepuu onieHku KavecTBa Ouenka
BBINIOJIHEHHS

] Brimonnen npueM (0cMOTp, KOHCYBTalMs) Bpada-aJieprosora-

. Ha/Her
UMMYHOJIOra MEPBHYHBIN

2 Brinonnen npueM (0cMOTp, KOHCYJIBTallUs) Bpaya-
OTOPUHOJIAPUHIOJIOTA HJIH OCMOTP (KOHCYJBTAlMs) BpAuOM-
AHECTE3HOJIOTOM-PEAHUMATOJIONOM (TTPH OTEKE BEPXHUX JNBIXATENbHBIX
nyTeit)

Ja/Het

3 BrimonHeH npueM (0CMOTp, KOHCYJIbTallMA) Bpada-Xupypra/spava-

. . Ha/Het
JIETCKOT0 XHpypra (Ipu BeIpaXeHHO# aboMUHATIBHOI aTake)

4 ITpoBenena tepanust ukarubantoM w/unu uHrubutopom Cl-3cTepasbl
4elOBEKa MM CBEXE3aMOPOXKEHHOH 1mia3Moit (mpuH  OTCYTCTBHH
JAHHBIX MpPEMapaToB) C YYETOM MEIUIIMHCKHUX IIOKa3aHWH |
MeIUIMHCKUX IPOTHBOMOKAa3aHHUH.

Ja/Her

5 BrinonHeHa KOHHOTOMMSI MJIM TOCTAHOBKA BPEMEHHOM TPaXeoCTOMBI
WJIM MHTYOaLUs TpaXxeu NpH Yrposkarome »KU3HH KOMIIPECCHH
JbIXaTeNbHBIX MyTel U npu HEI(D(HEKTUBHOCTH JIEKAPCTBEHHOMH
Tepanuu

Ha/Her

6 ITpoBeneHa kpaTkocpouHas npodunaktuka uHrubuTopoM Cl-3cTepasbl
YeJIoBeKa UJIH CBEXe3aMOPOKEHHOIT Ma3Moil HITH JaHA30JI0M Nepen
XUpPYpPrHUYeCcKHUM BMEIIATEILCTBOM MIIM MHHOM HHBa3WBHOM Ha/Her
MEIHIIMHCKOM BMeEIIaTeNLCTBE NP HacieACTBeHHOM aHruooteke I u 11
THUIOB (B TOM 4HCJIE AlIMEHTaM Ha JOKJIMHHYECKOH CTaun)

7 [Taunenty ¢ HAO, nonyuaromemy tepanuio uurubutopamu AIID,
AHTArOHHCTaMU pPeLieNnTOPOB aHrHoTen3uHa I, soctporen- Ja/Her
COJEPKalIHMH BBINOJIHEHa OTMEHA ITHX MPenaparoB

8 [IpoBeneHo ynbTpa3ByKOBOE HCCIIEOBAaHHE OpraHoOB OpIOLIHOM
nosnocty (kommiekcHoe) u/unu KT opranos GprolHoii monoctu
NalMEeHTY MPH BBIPAXKEHHBIX 00X B dUBOTE € LEJIBIO POBEACHUS - Ja/Het
nuddepenianbHoit TMarHOCTHKH ¢ 3a00JIEBAaHUSAMH € KIIMHUKON
OCTpPOTO XHUBOTA U OTCYTCTBHH 3 deKTa OT IPOBOAUMOI TEpaHu
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KJIMHHYECKHX PeKOMEHAaLHii

Unenp! paboueli I'pynmnel:

1. AnucuMoBa MHMura BamumoBHa ~— K.M.H., Bpay-r€HETUK, 3aBeAylollas OTAEIOM
opranusanuu MemuuuHckoit momou GI'BHY «Menuko-reneTnyeckuif HAy4YHbIH HEHTP UMEHH
akanemuka H.II. Bouxosay, unen Accouvanuu MeIUIMHCKUX FreHETHKOB

2. bausnen Enena AnexcanapoBHa — K.M.H., CTapUIMH Hay4yHBIH COTPYIHHK jabopaTopuu
JAHK-nuarnoctukn ®I'BHY «Menuko-renernyeckuii HayyHslil ueHTp uMeHH axkaaemuka H.IL
Boukosay.

3. BukropoBa ExarepuHa AHapeeBHa — 3amecTuTenb riaBHoro Bpauya, ®I'BY «HMUL
JATOU um. [imutpus Porauesa» Munsapasa Poccuu, Bpau MMMYHOJIOT-J1/1eprosior, neinaTp

4. Bummuesa Enena AnexcanaposHa — 1.M.H., npodeccop PAH, 3amecturens pykosoauresns
0 Hayke, Bpad ajuleproyor-ummyHonor HUM nexuarpuu u oxpansl 3goposes aeteit HKLL Ne2
(IKB PAH) ®I'BHY «PHIIX um.akan.B.B.ITerpoBckoroy, npodeccop kadeaps! GakyabTeTcKoi
neawatpud neadarpuyeckoro ¢akynerera ®I'BOY BO «PHUMY um. H.HU. Tluporosa»
Munsapasa Poccuu.

5. Jxo6ara Dnuco MypmaHOBHA - A.M.H., Tpodeccop, wieH AccolualiMd IMHEKOJIOroB —
sHIoKpuHONoroB Poccun, Accoumanmnu «KBaHToBas MeauuuHa», Poccuiickoil accolmanuu
aKylIepoB-THHEKOJIOr0OB, Bpay aKyuep-ruHeKoIor

6. WUnbuna Haranes HWBanoBHa — a.M.H., npodeccop, Bule-npe3uneHT Poccuiickoii
accouualiy aJUIeprojoroB U kiuHu4yeckux ummynonoros (PAAKH), samectutens avpexkropa
®I'BY «'HL Uucturyt ummynonorun»y OMBA Poccun no knmHHYeckoil paboTe — rNIaBHBIA
Bpau.

7. Ky3pmenko Haranbs bopucoBHa — K.M.H., Bpad auneprojor-iMMYHOJIOT, MeAHaTp, 3aB.
OTA. JMHAECMHONOrHH 1 MOHuTOpHHTra uMMyHonebuuutos ®I'bY « HMUL AI'ON um. AMutpus
Porauesa» M3 Pd,

8. Kynes Cepreit WBanosnu — axagmemuk PAH, nm.H., mupexkrop ®I'BHY «Menuko-
reHeTHYecKUil HaydHblii LeHTp uMmeHu axanemuka H.II. BouxoBa», mpe3uaeHT Accoupanuu
MEIUIIMHCKUX T€HETHKOB;

9. JlateimeBa  Enena  AnekcaHapoBHa —  JAM.H.,  3aBedyoliasd  OTACICHHEM
ummysonatonorut GI'BY «'HL Uuctutyt ummyHonoruu» ®MBA Poccun, noueHt Kadeapst
KIHHH4Yeckoi uMMmyHonorun daxynsrera Mb® OI'AOY BO PHUMY um. H.H. Iluporosa

Munznpasa Poccnu.
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10. JlatbineBa TaTthsna BacunbeBHa — AM.H.,, mnpodeccop, 3aseaymoouas OTACICHHEM
uHTeHCHBHOH Tepanuu u peanumauuy OI'BY «'HL UnctutyT nmmyHnonorun» ®MBA Poccuu.
11. Manto HMpuna AnexcaHapoBHa — Hay4HBI COTPYAHUK OTAENEHUS HMMYHOIATOJOTHH
B3pociblx PI'BY «'HL UnctutyT uMMynonoruu» OGMBA Poccun.

12.  MenyununsiHa ExarepuHa HuxonaeBna — crapmiuii Hay4HBI COTPYAHMK OTICNIEHHA
ummyHomnaronoruu OI'BY «['HL UuctutyT ummynonoruu» GMDBA Poccuu.

13.  Hawmasosa-bapaHosa Jleitna CeiimypoBna - axagemuk PAH, npodeccop, a.M.H.,
npesupent Coroza nexuarpoB Poccnu; nact-npesunent EPA/UNEPSA; pykosoaurens HUU
neauaTpud M oxpausl 3mopoBest  gereit  HKI[ Ne2 (LIKB PAH) ®I'BHY «PHLX
um.axaa.b.B.Ilerposckoroy, 3aBeayIoIas kadenpoit ¢baxynbTeTcKOi neauaTpun
neauarpuueckoro dakynasrera ®I'bOY BO «PHUMY um. H.U. Tluporosa» Munsgpasa
Poccuu, rnaBHbld BHEIUTATHBI AETCKUH clieUHalMcT 1O NPO(MIAKTHYECKOH MeIMLMHE
Munsapasa Poccuu.

14,  Henawesa Haranes Muxaitnosua - a.M.H., npodeccop, 3aBeayiomas Kkadeapoii
ateprosioruu ¥ uMMmyHosnoruu ®I'BOY JAINNO PMAHITO Muunsapasa Poccun

15. [Tamnypa Anexcauap HukonmaeBuu —~ pa.M.H.,, npodeccop, PyKOBOAMTENL OTAENA
anneproyorun U kaunuyeckoir mmmyHonorun OCIT «HMKM neamatpum MMeHH axaaeMuka
10.E. Benastumesa ®I'6OY BO PHUMY um. H.U. Iluporosa Munsapasa Poccun

16.  Tlonsxos Anexcaunp BnamumupoBuu — n.0.H., mpod., un.-kopp. PAH, 3aBemyromui
naboparopueit JITHK-anarnoctuxu ®I'BHY «Menyxo-reneTnueckuii HaydHblii LEHTp MMEHH
akanemuka H.I1. boukosan

17. Pemnna Csemnana AdanacbeBHa Bpay-reHeTMK — K.M.H., Bpay-FeHETHK OTaesa
opranuzauuu Meauuuickoi nomomn OI'BHY «Meanko-reneTHuecKMi HayUHbIH LIEHTP UMEHH
axanemuka H.II. BoukoBay, unen Acconpanuu MeAHIIMHCKHUX FEHETHKOB

18.  Ceupunosa Banepus BanepbeBHa — Bpau-reHeTHK OTA€NAa OPraHM3alUH MEIULIUHCKOM
nomotuu ®I'BHY «Menuko-renernueckuil HayuHslii ueHTp uMenu akafemuka H.I1. Boukosa»,
ujieH ACCOLMAMN MEAULIMHCKUX T€HETUKOB

19. Cenumszsropa Jlumua PobeproBHa - K.M.H., 3aBeAyromas OTAEIOM CTaHIAPTU3ALUH U
ocHOB JokasarennHoit Meauuunsl HUM nenuarpuu u oxpausl 310oposbs aeteit HKIL Ne2 (LIKB
PAH) ®I'BHY «PHUX um.axkan.b.B.I[letpoBckoro», noueHT kadeapsl neauaTpud W ASTCKOM
pesmatonorun  OI'AOY  «Ilepeoiit MI'MVY um. WM. Cevenosa» Munsapasa Poccuu
(CeueHOBCKHIT YHUBEPCUTET)

20. Cy60otun JImutpuii MuxailnioBuu — Bpay-r€HETHK, CHELHAIHCT OTAENA OPraHu3aluy
memuuunckoit nmomom ®I'BHY «Menuko-reneTuueckuii HayuHbli LEHTP MMEHH aKaaeMHKa

H.I1. BouxoBay, wien Accouranun MEIUIIHHCKUX F€HETHKOB
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21.  llepbuna Anna lOpbeBHa - A. M. H., podeccop, 3aMECTUTEND AUpeKTopa VIHCTUTYTa
reMaToJIOTMH, UIMMYHOJIOTHH U KJIETOYHBIX TexHosornii ®I'BY «HMUL] AI'OU um. Amutpus
PoraueBa» Munsapasa Poccun, 3aBenyiomas otaeneHueM KIMHHYeckoif nmmyHonorun OI'BY
«HMUL AI'OX uM. Jimutpus Porayera» Munsapasa Poccun.

22.  ®omuHa [lapbs CepreeBHa - K.M.H., JIOLEHT, PyKOBOAUTENb MOCKOBCKOro ropoackoro
uentpa amwieprosorun u ummyHosorun JI3M, I'bBY3 «I'’Kb 52 JI3M», nouent xadenps
KIHHUYeckol amnepronorud W ummyHonorun «llepseii MI'MY um. UW.M. Ceuenona»

Munzapasa Poccun (CeueHoBckuil YHuBepcHTET)
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Hpunoxenne A2 MeronoJiorust paspadoTkn KJINHHYECKUX peKOMEeHauH i

Henenan AVAHTODHSA TAHHLIX KJIHHHYECCKHX peKOMEeHIAIIHI:

Bpau-aKylep-ruHeKOoorT;
Bpay-aJlIeproJor-uMMyHOJIOT;
Bpau-aHECTE3HOJI0T-PEaHUMATOJIOT;
BpaY-racTpo3HTEPOJIOT;

Bpa4-reHETHK;
Bpay-epMaTOBEHEPOJIOT;
Bpay-JE€TCKUM XMPYPT;
Bpay-J1abopaToOpHEIi reHeTHK;

. Bpay-HEOHATOJIOT;

10.  Bpau obuweii npakTHKU (ceMeHHBI Bpay);
11.  Bpay-opTONOHT;

12.  Bpa4-OTOPHHONAPHHIOJIOT;

13.  Bpau-nenuarp;

14.  Bpau-neauatp ropoAckoi (paHOHHBIN);
15.  Bpay-nemuatp y4acTKOBBIIi;

16.  Bpay-ITACTHYECKHN XHPYPT;

17.  Bpay mo ruruene aereil U noAPOCTKOB;
18.  Bpau no rurueHe Tpyna;

19.  Bpau 1o o0uieii rurueHe;

20.  Bpay NpPUEMHOrO OTACIEHHUS;

NS BN

21.  Bpay CKOpOil MEAUIHHCKOH IIOMOLIH;
22.  Bpay-CTOMATOJOT;

23.  Bpay-CTOMATOJIOT ACTCKMUii;

24,  Bpay-cTOMaTONOr-OpPTONEN;

25.  Bpay-cTOMATOJIOr-TEPAIEBT;

26.  Bpay-CTOMATOJIOr-XUPYPT;

27.  Bpay-TepanesT;

28.  Bpay-TepaneBT NOAPOCTKOBBIMH;

29.  Bpau-TepamneBT yYacCTKOBBIil;

30.  Bpay-TepamneBT YYaCTKOBBIi 1[EXOBOro BpayeOHOro y4acTKa;
31.  Bpau-Tpancdy3uoor;

32.  Bpay QyHKIHOHAIBHOH AMarHOCTHKH;

33.  Bpau-xupypr;

34.  Bpau-yeNIOCTHO-JIMIIEBOH XUPYPT;

35. Bpa4-3HAOCKOMUCT;

36.  crapuuuii Bpa4 cTaHuuM (OTAENEHHUA) CKOPOH MEAUIIMHCKON IIOMOLIH;

MCTO[IOJ'IOFHH pamaﬁonm KJIHHHYECKHX PEKOMEH/aAIHA

2 uneHa paboueii rpynnsl (Jlatsiuepa Enena Anekcanaposna 1 Manto Mpuna Anexcanaposna)
HE3aBUCHMO Jpyr OT JApyra BBIMOJAHSIM CHCTEMaTHYECKHH IOMCK M OTOOp myOnuxaumi
HezaBucumo apyr ot apyra ¢ 01.08.2019 no 23.09.2019. Ilouck mpoBoAgHMICS B NOMCKOBOMH

cucteme PubMed (http://www.ncbi.nlm.nih.gov/pubmed/), KoxkpaHoBckoii 6Gubmamnoreke

(http://www.cochranelibrary.com/), Hay4Hofi 3nektponHoi Oubmnoreke eLIBRARY.ru

(http://elibrary.ru/defaultx.asp), Oaze JaHHbBIX EMBASE
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(https://www.elsevier.com/solutions/embase biomedical research), a Takke no perucrpam

KIMHHYECKUX HcnbITaHuil: https:/clinicaltrials.cov/ u https://www.clinicaltrialsregister.eu/ctr

search/search. Beuto naitmeno 250 nyGnukanuii, 1 u3 Hux 66110 oToOpano 110 nybnukanuii. B
Cllyyae BO3HMKHOBEHHS pa3zHornacuii npu orbope nmyOnnkanuu NpuBIEKAIHCh OCTATbHBIE UIEHEI
pabGoueii rpynnel. Ha ocHoanuy oroOpaHHbIX myOnukauuii 06a skcnepra HE3aBUCHMO ApYT OT
apyra copMyIMpoBaJiM TE3HC-PEKOMEHIALUH, KOTOPble OBLIM OLEHEHB! C IOMOMUIBIO ILIKAJ
OIEHKH YpPOBHE IOCTOBEPHOCTH IOKA3aTENBCTB U METONOB AMArHOCTMKH, OLEHKH YpPOBHEH
noctoBepHocTH Aokazatenscts (Y1) mnst MetonoB npodunIakTHKY, JEUEHUS U peabHIIMTalHu
(mpodunakTHueckux, ne4yeOHbIX, peaOHIHTAUMOHHEIX BMEIUATENLCTB), OLEHKH YpPOBHEH
y6enutensHocTu pekomenaauuit (YYP) nnsa meronoB npodHIaKTHKH, AHATHOCTHKH, JIEYEHHS H
peabunutauun  (MPOQHUIAKTUUECKHX, —AMArHOCTHYECKHX, JICUCOHBIX, peabHIHTALHOHHBIX
smetnarenscts). ([Ipunoxenne 1, Tlpunoxenune 2, Ilpunoxenne 3) B npanpueiiniem kaxiuas
Te3UC-peKoMeHaalus OblIa TUATeNnbHO o0cyskaeHa Ha obem coOpanuu paboyeil rpynmel, BO
BCEX CIIydasx pasHorjacus ObUT JOCTUTHYT KOHCEHCYC.

Ta6auna 1. Illkana onenku ypoBHeit mocrosepHocTH JokazatrensctB (YJ) ana meronos
JMAarHOCTHKH (IMaTHOCTHUHECKUX BMEILATENBCTB)

Y/ |Pacuudposka

1 CucremaTtuyeckue 0030pb! UCCAEIOBAaHUH ¢ KOHTpOJIEM pedepeHCHBIM METOAOM HIIH
cucTeMaTHueckuii 0030p panAOMH3MPOBAHHBIX KJIMHUHYECKHX HCCICAOBaHUH C
IIPUMEHEHHEM MeTa-aHalu3a

2 OtnenbHBIE MCCIEAOBAHUS C KOHTpOJeM pehepeHCHBIM METOIOM HIIH OTAENBHEIE
PaHIOMH3HPOBaHHble KIHHUYECKHE HCCIECIOBAHUS M CHCTEMAaTHUYECKHE O0030pHI
HCCIeIoBalnit  mo0oro  OusaiiHa, 3a  MCKJIIOYEHHEM  paHIOMU3HPOBAHHBIX
KJIMHHYECKUX HCCIEA0BaHUH, C TPUMEHEHHEM METa-aHalu3a

3 Wccnenosanns 6e3 MOCNENOBATENLHOTO KOHTPONS pedepeHCHBIM MEeTOJIOM MM
HcciienoBaHust ¢ pedepeHCHBIM METOAOM, HE SBIAIOIMMCSA HE3dBUCHMBIM OT
HCCIIelyeMOro METOA3 WJIM HepaHJOMH3HPOBAaHHBIE CPABHUTENBHBIE HCCIIEN0BAHMS,
B TOM YHCJIe KOTOPTHBIE UCCIIEOBAHUS

4 HeCpaBHI/ITCHBHHe HCCJICA0BAHUA, OITHCAHNUE KIUHUYCCKOro Cliy4dasd

5 HMMeercsa b 000CHOBaHHE MeXaHN3Ma JSHCTBUS HIIM MHEHHUE OKCNICPTOB

Tab6anua 2. Illkana oumeHkd ypoBHe# AocToBepHOCTH JjokasaTenbcTB (YJJ) and metonos
npodUIAKTUKH, JICYEHHs, MEJMUMHCKONH peaOMIHTalMH, B TOM 4YMC/IE OCHOBaHHBIX Ha
MCIIOJIb30BAHWM  NPUPOAHBIX  JieueOHBIX  (akTOpoB  (MpODHMIAKTHUECKUX,  JICUEOHBIX,
peabHIMTAIIMOHHBIX BMENIATEIBCTB)

YA | Pacundposka

1 Cucremaruyeckuit 0630p PKHU ¢ nmpumenenunem mera-aHanusa
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2 Oraenbuble PKU u cucremarndeckue 0030phl uccieoBaHUi noboro ausaiina, 3a
uckmodenueM PKH, ¢ npumenennem Mera-ananusza

3 HepannomMusupoBaHHble  CpaBHUTENIbHBIE  MCCJIECAOBAHUS, B T.Y. KOTOPTHBIE
HccrIe10BaHus

4 HecpaBuuTenbHble McCNenoBaHUs, OMHCAHHE KIMHUYECKOrO Ciiydyas WM CEPUM
CllyyaeB, HCCACAOBAHHS «CITydail-KOHTPOIbY

5 Hmeetcs nuius 000CHOBaHHE MeXaHHU3Ma JeHCTBUS BMEILATENBCTBA (AOKIMHUYECKHE
HCCIIeI0BaHNs) U MHEHUE DKCIIEPTOB

Tadmuna 3. llkana ouenxu yposHeil ybenurensHoctu pexomeHnauuit (YYP) mng metonos
npopUIaKTHKH, [HACHOCTHKH, JleUeHHs, MEAULHMHCKOH peabHIuTauMu, B TOM YHCIE
OCHOBaHHBIX Ha HCIIOJB3OBAHHH MPUPOIHBIX JIEYeOHBIX (akTOpoB (MpOQUIaKTHYECKHX,
JQHarHOCTHYECKHX, JIe4eOHBIX, peabuIHuTalliOHHBIX BMEIIATEILCTB)

yyp

Pacuwudposka

A

CunpHass pekomengauust (Bce paccMmarpuBaeMple KpuTepud 3G GEKTHBHOCTH
(MCXOObl) SBISIOTCS BaKHBIMH, BCE HWCCIENOBAHUSA HMEIOT BBICOKOE HIH
yIOBJICTBOPUTENILHOE  METONOJOTHUECKOe KayecTBO, MX  BBIBOABI 110
MHTEPECYIOUINM UCXO0JIaM SBJISIOTCS COIJIACOBAHHBIMHU)

YcnosHas ~— pexomeHpauus — (He  Bce  paccMaTpHUBaeMble  KpUTEPUHU
3¢ dexTuBHOCTH (MCXOMBI) SBIAIOTCA BA’KHBIMH, HE BCE HCCIENOBAHHUA UMEIOT
BBICOKOE MJM YJOBJIETBOPHTEIbHOE METOJIONIONHYECKOE KayeCTBO H/WIM HX
BBIBOJIbI 110 MHTEPECYIOIUM UCXOaM HE ABJISIOTCS COTVIACOBAHHBIMH)

Cnabast pexomeHpanus (OTCYTCTBHE HOKa3aTeJIbCTB HAIIEXKALIEro KauecTsa
(Bce paccMaTtpuBaeMble KpUTEpHH 2((EKTMBHOCTH (MCXOOBI) SBJIAIOTCS
HEBXXHBIMH, BCE UCCIIEJORAHHS HMEIOT HU3KOE METOJO0JIOTHYECKOE KAUeCTBO U
UX BBIBOJBI 110 HHITEPECYIOLIMM UCXOAaM He SIBJISIOTCS COrIaCOBAHHBIMM)

[Topslok o0HOBJIENN KIHHHYECKHX DEKOMEHATIHIL.

MexaHu3M OOHOBJICHUS] KIMHUYECKUX peKOMeHﬂauHﬁ npeaycMaTpuBacT uX CUCTEMATHYCCKYIO

aKTyalau3aluo — HE pEXKe HEM OAMH pa3 B TPU IoJa, a TaKXe NpH I1OABJICHHH HOBBIX NaHHBIX C

[IO3UIMH A0Ka3aTeJILHOH MEOUUMHBI 110 BOInpocaM AHArHOCTHKH, JICHEHMA, HpO(bPIIIaKTHKI/I H

peabuIUTalMKd KOHKPETHHIX 3a0onieBaHuil, HAMMYUKM OOOCHOBAHHBIX JIOIOJHEHUI/3aMeuaHuil K

paHee ytBepxaéHubIM KP, HO He yaiue 1 pasa B 6 MecsiLeB.
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[Ipuaoxenne A3, CnpaBounble MaTepHa/ibl, BKJIIOYAsl COOTBETCTBHE
NOKAa3aHHH K IPHMEHEHHIO H NMPOTHBONOKA3aHHIi, CMOCO00B NMpHMeHEeHHs H
A03  JIEKAPCTBEHHBIX  NpenapaToB  HHCTPYKNHH 1O  NOPHMEHEHHIO

JICKApCTBEHHOI0 Npenapara.

IIpiaosxenne A3.1. Ceszaniibie J0KVMEHTbI

1. ®denepaneublii 3akoH oT 25.12.2018 Ne 489-D3 «O BHeceHHM M3MeHEHHit B cTaThio 40
Qenepanpnoro 3akoHa "OO6 oO0s3aTeNbHOM MEAMIMHCKOM CTpaxoBaHMM B Poccuiickoit
®enepaunn" n denepaneuplit 3akoH "OO6 ocHOBaxX OXpaHBI 310pOBbs rpaxaaH B Poccuiickoit
®deaepaunn” Mo BONpocaM KIMHAYECKUX peKOMEHAAIUIN.

2. Ilpukas MunzapaBa Poccun Ne 103H ot 28.02.2019 r. «O0 yrBepxaecHHH HOPSIAKA H
CPOKOB pa3pa0OTKH KIMHUYECKUX peKoMeHAauul, HX mepecMOoTpa, THIOBOH (GopMbl
KIMHHYECKHX peKOMeHZauuil M TpeGoBaHMH K MX CTPYKType, COCTaBy M Hay4HOM
060CHOBaHHOCTH BKJIIOYAEMOI B KIIMHUYECKHE peKOMEeHIalluu HHGOPMAaLIHy.

3. ‘Tlpuxaz Munsapasa Poccun ot 13.10.2017 N 804n "OG yTBepxAeHUH HOMEHKJIATYPbI
MEIHIIMHCKHX yCyr".

4. ~ llpuxaz MunucrepcTBa 3apaBooxpanenus Poccuiickoit ®epepanuu ot 02 mas 2023 r.
N205n "O6 ytBepxkaeHun HoMeHKNIaTypsl HOMKHOCTEH MEAMIMHCKUX pPabOTHHKOB U
¢dapMarieBTHUECKHX pabOTHUKOB".

5. [TocranoBnenue IlpaBurensctea PO ot 26 anpenst 2012 r. N 403 "O nopsaxe BeneHus
denepanbHOro  perucrpa Jimil, CTPajalOlMX IKU3HEYTPOKAIOIMMH H  XPOHHUECKHMH
nporpeccupyouMMu peakuMu (opdaHHbIMH) 3a00JIeBaHUAMH, NPHBOMSIIIMMH K COKpAIIEHHIO
TIPOJOJIKHTEILHOCTH JKU3HH TpakIaH WIM UX MHBAJIMAHOCTH, ¥ €0 PerMoHaNbHOro cerMenTa”
6. [Ipnkaz MunucrepcTsa Tpysaa u couuansnoro passutus PO ot 27 asrycra 2019 r. No
5851 "O kmnaccupuKaLUsAX M KPHUTEPHUSX, HCIONB3YEMBIX IIPH OCYIIECTBJICHUH MeEIMKO-
COUHMANBHOIl OKCTIEPTH3BI IpakaaH (enepanbHbIMU roCy 1apCTBEHHBIMHU YUPEKACHUSIMH MEIUKO-
COLHANIBHOM 3KCIepTU3bI"

7. IIpuka3 MuHnuCTEpPCTBA 3APABOOXPAHEHUA U COLMaNbHOro paszsutus PO ot 16 anpens
2012 r. N366n "O0 ytBepxnenuu Ilopsaka oxazaHus neauaTpu4ecKoil moMomu"

8. [Tpnkaz Munucrepcrpa 3npaBooxpanenns Poccuiickoit ®enepanuu ot 21 anpenst 2022 r.
N274n."06 ytBepxkaenun Ilopsaka oxa3aHHs MEOMIMHCKON IIOMOIUM TalMEHTaM ¢

BPOKACHHBIMH U (MJIH) HACJIEACTBEHHBIMHU 3200JI€BAHUAMU"

9. [ocyrapcTBeHHBII peecTp JeKapcTBEHHBIX CpeCcTB: https://grls.rosminzdrav.ru
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ITpuaoxenne A3.2. HepconundpunmnupoBalnniii

1nmoaxoa_ Inpu BblﬁQQe HOJIFOCDO‘-lHOﬁ

HpoPHIAKTUKH
[pynna Hpeanourureabuplii | AJTbTePHATHBHBI He Mpumeuanns
[Maunenron npenapar il npenapar pa3penieHHbIi
npenapar
Hetu - Jlananenymab - #Jlanazon - FECTareHsl - Jlanapenyma6b
- Uuaruburop Cl- -TpaHekcamoBas | ¢ 12 net
3CTEpas3bl UeJIOBEKA Kucnora** - #UHTUOUTOD

JUTsL TIOAKOXKHOTO
BBEJICHUS

- #unruburop Cl1-
acTepasbl YeJoBeKa
JUTSl BHYTPUBEHHOTO
BBEACHUS

Cl-scTepassl
yeJoBeKa ¢ 2-x
aer

- Uuruburop
Cl-acrepasst
YesioBeKa A
MOJKOXKHOIO
BBeJieHUs ¢ 12
ner

- #Jlanazon
(TosibKO IpH
OTCYTCTBUH
BO3MOXKHOCTH
NPUMEHEHHUS
HHrubuTOpa
Cl-3kctepassl
YeJIoBeKa H
naHagenymaba)
JETAM,
JocTHrmuM V
CTauu
II0JIOBOTO
Co3peBaHus Mo
Taunepy,

#2.5 Mr/kr
Maccel Tesia B
CYTKH
IIEpOPAJILHO
(MaxcrManbHas
CYTOYHas 1032
200Mr) B
KauecTBe
JOJICOCPOYHOH
Tepanuu

u

TOJIBKO IPHU
OTCYTCTBHH
BO3MOYKHOCTH
OpHMCHEHUS
uHruéuropa
Cl-3kcTepassl
yejioBeka) 2,5-
10 Mr/kr Macchl
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I'pynna IpeanoururebHbI | AJIbTEPHATHBHDI He Ipumeuanusn
[lannenTos npenapar it npenapar pa3peuieHHbIi
npenapar
Tena 3a 5 qHei
JI0 ¥ 2 THA
nocie
BMeLIATEIbCTBA
(MakcumanbHas
CyTOuHast 1032
600 mr) B
KauecTBe
KpaTKOCPOUYHO#
tepanuu [44,77]
B3pocneie - Jlanapenyma6b - #Tpanekcamonas | - Jlanazon
YKCHILIUHBI, - #nruburop Cl1- kucnota** (MeHee | (MHOXKECTBEHHE!
HE ‘ 9CTepasbl YeJOBEKa sddexTuBHa, ¢ noOouHbIE
TUIAHKPYIONT MOXeT ObITh addexThI)
ue paccMoTpeHa npu
OepeMeHHOCT JIETKOM TE€UEHUH)
b, HE recrareHsl
6epeMEHHBIE,
ne
KOpMSLIHE
Bepemennste | - #luruburop C1- - #Tpanexcamonas | - [lanazon - #]le3orectpen
M KOpMsili[He | DCTepasbl UeJoBeKa Kucnora** (Menee | rectareHsl paspelueH
WEHIIUHBI JUISL MOJIKOXKHOTO UK | 3¢ (deKTUBHa, KOPMSILLIUM
JUISt BHYyTPUBEHHOTO | MOJKET OBITH KEHILUHAM ¢ 4-
BBEICHHS paccMoTpeHa NpH oii Heslenu
JIETKOM TEYEHHH) 1ocje poaos
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Mpuao:xkenne A3.3. IIporusonokazannsg H_1nobounble 3ddeKThl 0T Npenaparos s

noJirocpoutoi NpodpUIAKTHKH,

NepHoOJ rpyIHOr0 BCKapMJIMBaHHS.

Ipenapatsi [TpoTHBONOKA3aHUS [ToGounsIe 3 PexTh
Jlanagenyma0 ° Ioppnuennas Mecmmnbie peakyuu: oueHb 4acTo -
HyBCTBUTCJIBHOCTD K| 6onw, spuTemMa, KPOBOINOATEK,
naHaznenyMaoy; auckoM¢opT, reMaToMma,
. JETCKHii BO3pacT 10 12 neT | xpopoTeueHue, 3y, NPUILYXJIOCTb,
o OepeMEHHOCTD, YILUIOTHEHHE, IApPECTe3us,

OMIYUICHHE TCIJIa, OTCK U CBIIIb.

Co cmoponbt UMMYHHOU
cucmembl: 4acCTo - peakUHu
TUIIEPUYBCTBUTENLHOCTH, KOTOPHIE
BKJIIOYAIOT 3y, AUCKOMGOPT U
OLIYIIEHUE [TOKATBLIBAaHUS S3bIKA.

Co cmoponvl HepeHoll
cucmeMpl: 4acTo -
rOJIOBOKpY KEHHE.

Co cmopoibl K0JICU U NOOKOICHBIX
mKaHeii: 9acTo - MaKyJo-
narnyJje3Has Chlllb.

Co cmoponbr neyenu: 4acTo -

nospiienne aktusHoctd AJIC u
ACT.

Janazon . Hetu (no noctuxkenus V . Cebopes;
CTaauH MOJIOBO 3PENIOCTH MO o aKHE;
Tannepy); . THPCYTH3M;
. OepeMEHHOCTD, IEPHUO.T . HapyIleHNe MEHCTPYyaluH;
TpYyJIHOrO BCKapMIIHBAHMUS; o BUPHIIH3ALHS;
o paK MOJIOUHBIX JKEINe3; o arpodus/ ruIoTpodus
. KapUuHHOMAa NIPOCTAThI; MOJIOYHBIX KEJIE3;
. HepOTHUECKUH CUHIPOM; | e renaToOTOKCUYHOCTD,
L TSKEJbIe [IEYEHOYHAA ° pabomMuonus;
H/WM cepaeyHast U/ UK [oYeHHas | o OJIULUTEMUS,
HEIOCTAaTO4HOCTH; o HapyIICHHE JUIHIHOTO
¢ nopgupus; oOMeHa (0)KupeHue, aTepOCKIIEPO3);
* TpOMO0OMOOIHS 1 . apTepHalibHas TUIIEPTEH3HUA
TpoMGO3bl B aHAMHE3E
#TpanexcamoBas . Tpom6b036! WIIH pUCK HX . CnaGocTb 1 nocTypanbHas
Kucyora** pa3BUTHS; THITOTCH3HS;
J Hapyuenus 3peHus 1 o auapes;
IIBETOBOCIIPUATHS . 00/ B )KHUBOTE;
o JHUCMEHOpesT;
o TpoMOO3BI;
o MBILIEUHBIE CYZ0POTH;
[ ]

HEKPOJIN3 MBI
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#Uuru6utop Cl- JleTckuit Bo3pact Ao 2-x JneT ° Tpom6o03;
3CTEPa3bl UEIOBEKA . MECTHBIE PEaKLIUU B MECTE
HHBEKIIHH,
["ecTarensl . KpoBoteuenins 13 N0ONOBLIX | @ KpoBsHHCTBIE BBIICTEHUS
IyTel HeACHOU 3THOJIOTHH; . aKHe;
o paK MOJIOUHBIX XKeJe3 (B o CMEHa HACTPOCHHS;
TOM YHCJIE B aHAMHE3E); . TOIIHOTA,
. TSKENBIE 3a00€BaHus . pBOTa;
IIEYUCHH; . rojoBHas 00Jb;
. MUTPEHB C OYaroBoi . nabop Beca;
CUMIITOMATHKOM, . OHKOJIOTHUECKHE
b TpOMOO3BI H 3aboyieBaHus,

TpoMG03MOOIUA (B TOM HHCIIE B
aHaMHe3€);

o WBC (B TOM uncne B
aHaMHe3se);

o CKBc
aHTUQOCHOTUNUAHBIMU
aHTUTEJIaMU;

. I'enarouemmonsapuas
KapIMHOMa;

. 3J10KaueCTBEHHAA
renaroma.
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punoxenne A3.4. OdcnenoBanne nepea Ha4ajaI0M H BO BpeMs IpHeMa NpenapaToB JJis
10JroCpOUHOil MPOPHIAKTHKH

[Ipenapats!

O6cnenosanue nepen
Ha3HaYeHHEM

O6cnenoBanne 1 pa3 B 6
MecsieB

Exeronuoe
oOclenosanue

Jlananenyma0

. Onpenenenne
AKTHBHOCTH
aJlaHMHAMHHOTpaHC(hEpPassl B
KPOBH, OIIpeJieNIeHHe
aAKTHBHOCTH
acrapraTaMHHOTpacgepassl B
KpOBH.

Janazon

o O0wmuit
(KMHHUYECKUI) aHAIN3
KpOBH;

. VY bTpa3ByKOBO
€ HCCIIeI0OBaHHE
opraHos Opromnoi
OJIOCTH
(xoMILIEKCHOE);

o Onpenenenue
aKTHBHOCTH
acrnapratamunorpacge
pasbl B KPOBH,
olnpejeneHue
aKTUBHOCTH
allaHMHaAMHHOTpaHchep
a3bl B KPOBH,
HCCIIe0OBaHUE YPOBHS
obuiero GunupyOnHa B
KPOBH, HCClle0BaHKe
ypoBHS cBOOOANOIO U
CBSI3aHHOTO
OunupyOuHa B KpOBH,
UccieI0BaHuE
yPOBIIS/aKTHBHOCTH
n30()epMEHTOB
mesno4Hoi ¢gocdarassl
B KPOBH, OIpE/ICIICHUE
aKTHBHOCTH ramMMa-
rioTaMunTpacepasbl
B KpOBH,

. AHanu3 KpoBHU

110 OLICHKE HAPYLIEHU

JUIKAHOrO 00OMeHa
OMOXHMHYECKH

° O6mwmit
(kMuHUYeCKHi) aHamu3
MOYH

J [Ipu ocmoTtpe:
CTHIMBI BHPHUIIM3ALIMY, Macca
Tena, Al

o OObuit
(KIMHUYEeCKUid) aHamu3
KpOBH;

. YipTpa3BykoBoe
UccleI0BaHHE OPraHoB
OPpIOLIHOI 1MONOCTH
(KOMILIEKCHOE);

L Onpenenenue
AKTUBHOCTH
acrapraraMHHoTpacdepassl B
KpOBH, orpenesieHue
AKTUBHOCTH
aJlaHMHAMHHOTpaHC(epassl B
KPOBH, HCCJIEIOBAHHE YPOBHS
obwero  OunupybuHa B
KPOBH, UCCIIEI0OBAaHUE YPOBHS
CBOOOMHOrO MW CBA3aHHOIO

OunupyOuna B KpOBH,
Hccie10BaHue
YPOBHSI/aKTHBHOCTH
M30()epMEHTOB  IIEJIOYHOI
docdaraszer B KpOBH,
olnpeneneHue AKTUBHOCTH

ramma-rioraMmuirpachepassl
B KPOBH,

. Aananu3s KpoBu 1o
OLICHKE HapyIIeHni
JTUNHAHOrO oOMeHa
OMOXUMHYECKHH)

. O6muit ananus
(knMHHMYECKUH) MOYH

o Y bTpa3ByKOBO
€ HccleoBaHue
OpraHoB OpIoLIHOH
TMIOJIOCTH
(KOMILIEKCHOE)

o Wccnenosanue
ypOBHS anbda-
deronpoTenHa B
CBIBOPOTKE KPOBH.
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#Tpanekcamo
Bast
Kucynora**

Koarynorpamma
(OpUEeHTHPOBOUHOE
UCCIeI0BaHHE
CHCTEMBI reMOoCTasa)

o Omnpenenenue
aKTHBHOCTH
acrmapTataMHHOTpacgepassl B
KPOBH, onpenencHue
aKTHBHOCTH
alaHHHaAMMHOTpaHcdepassl B
KpOBH, UCCJIEJOBAHHE YPOBHS
o0uero OuupyoHHa B
KpOBHU, UCCJIENOBAHHE YPOBHS
cBOOOJIHOrO U CBA3aHHOTO
OunupyOuHa B KPOBH,
HCcrIeloBaHHe
YPOBHS/aKTHBHOCTH

130G epMEHTOB LUETOUHON
docdarassl B KpoBH,
onpezeneHHe akTHBHOCTH
ramMMa-riiroTaMHaTpacgepassl
B KPOBH, UCCII€0BaHHE
YPOBHS KpeaTHHHHA B KPOBH;
UcceJoBaHie YPOBHSI
MOYEBHHBI B KPOBH,
ompe/ieNICHUE aKTHBHOCTH
KpeaTHHKHHA3B! B KPOBU

. O0mwmi
(KIMHUYECKHUI) aHaTU3 MOYH

[Tpuem ocmotp,
KOHCYJIbTal}sl Bpava-
oransmornora
NEepPBUYHBIN

#Unruburop
Cl-acrepa3st
yeloBeKa

. Onpenenenne
aHTUTEN K BUY
(Onpenenenue anTUTEN
knaccoB M, G (IgM,
IgQ) K BUpYCY
UMMYyHOneduLuTa
yeJIoBeKa BHU-1
(Human
immunodeficiency
virus HIV 1) B xpoBu;

. Onpenenenne
antuten xiuaccos M, G
(IgM, IgG) x Bupycy
UMMyHO eduIIHTa
YyeJoBeKa BUY-2
(Human
immunodeficiency
virus HIV 2) B xpoBu.

. Onpenenenue
aHTUrena (HbsAg)
BUpyca remarura B
(Hepatitis B virus) B
KPOBH;

. Onpeae:ienue

o Onpenenenue
anturen k  BUY
(Onpenenenue
aHTUTEN KiaccoB M, G
(IgM, IgG) x Bupycy
UMMYyHozAehHLIHTa
yeloBeka BUY-1
(Human
immunodeficiency
virus HIV 1) B kpoBu;

. Onpenenenue
aHturen knaccos M, G
(IeM, IgG) x Bupycy
UMMyHOJepHULUHTA
YeJIOBeKa BUY-2
(Human
immunodeficiency
virus HIV 2) B kpoBu.

. Onpenenenune
aHTHIeHA (HbsAg)
BUpyca rematura B
(Hepatitis B virus) B
KpOBH;

. Onpenenenue
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aHTUTEN K  BHpYCY
renatuta C (Hepatitis
C virus) B xposy,

. Onpenenexue
aHTHUTEN K
IIapBOBUPYCY B19
(Parvovirus B19) B
KpOBH;

aHTHTE]l K  BHpYCY
renatuta C (Hepatitis
C virus) B KpoBH,

. Onpenenenue
aHTHUTEN K
[IapBOBUPYCY B19
(Parvovirus B19) B
KpOBH;

[ectarensl

. Mpuem
(ocmortp,
KOHCYJIbTallWs1) Bpaya-
aKyllepa-rHHeKoIora
NepPBUYHBIA

He nposonutcs

. [Tpuem
(ocmortp,
KOHCYyJIbTallMs) Bpaya-
axKyl1uepa-ruHeKoJIora
MEePBUYHBI
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Mpuaoxeniie A3.5. Fectarenn! B KAUCCTRE JOATOCPOUHON NMPODUIAKTUKH

[Tpenapar [82,86] HosupoBka
#]le3orecTpen 0,075 mr/cyTtku
#JIMH3CTpEHON (B BBICOKMX 7103aX) 10 mMr/cyTiu
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[Ipusoxkenue b. Aaroputmel aeiicTeHii Bpaya

Aaroputm aiarnoetukd HAO I u I THIOB vV poACTBEHHHKOB NAIMENTA.

[Ipu noayueHuu COMHUMEIBILIX pe3y1bmamos 00C1e006anUs NPU HATUNUU  PACXOACOeNUs

Medicdy OAHHBLIMU KAUNUYECKOU KapmuHul U Oannuimu obcredosanus 1eo0xo0umo npogeoeHue

obcredosanuu no anzopummy Kax y nepeo2o 6bliaGleHH020 hayuenma 6 cembe.

Y ob6cneayeMoro ecTb pOACTBEHHUK C [TOATBEPHKIEHHBIM

nuarnozom HAO ¢ aeduuurom Cl-uHrubuTOpa ¢ yCTAaHOBIEHHBIM THIIOM

HECT Ja

|

[Tonck myTtanuu
PoncTBEHHHUKA B
I'ene SERPINGI

[Tanuenr crapie
1 rona?

OGcnenoBanue 1 U3 METOIOB:
- ITouck MyTanuy poacTBEHHHKA B FeHE
SERPINGI
- Uccnenosanue yposus C1-UHI" u yposus
¢aCl1-UHI

Juarno3 noaTBep:ka€H 1 U3 METOIOB:

- BbissBaena MyTaluuu poACTBEeHHHKaA
B rene SERPINGI h—
- BpissBaeHO cHUXeHHe YPOBHA
CI1-UHT u/unu ¢paCl-UHI

l

VYV nauueHra ecTh
Knunuueckoe
[Iposenenne HAO?

[ HAO I wnu II tina ]

HAO I v Il Tuna

JoknuHuueckas cragus

66




KV“HDOBRHHB ATAKH V NAIHCHTA ¢ YCTAHOBJEeHHLIM Aarnozom HAQO

Y naunenta AO, cnocodubiit
NPUBECTH K ac(hUKCHU HNK
BbIpaXceHHas a0AOMUHANbLHAS
araka WiIn TAKeIb
nepudepuuecknit 0TEK

HMkarnGant nau TMauuent oSyuen

A

unruGurop Cl- TEXHUKE
JcTEpasbl Ha pyKax y L CaMOCTOSITeIIb;lOI'O
naumeHTa? BBCACHHA?

CamocToaTenbHoe
BBEACHHUE J03bl
ukatubanTa unu
unruburopa Cl-3crepass!
yeaoBseka

HETl

HET

locnuranusauus B
cTaluoHap

A

l

AO xynuposan?

UKATUBART nan
nHrnbutop Cl-actepassl
4€N0BEKA B HANNYUN?

JA MNepBoOe UNK NOBTOPHOE BBEAEHME
nkatnubanta nnmn nHrmbutopa C1-
3CTepasbl Ye/I0BEeKa

A\ 4

HET

AQ kynupoBaH?

BBeﬂ,eHHe c3n /

JA

HET

h 4

KoHcyasTauyma JIOP-
BPa4a ANA OLEHKK
CTENeHNn Komnpeccumn
AbIXaTeNbHbIX NyTeH

NauuneHT HyxAa3eTca B
obecneyeHnu NpOXOANMOCTH
AbIXaTeNbHbLIX NyTeir?

O6ecneunTb NPOXOANMOCTb AbIXaTENbHBIX NyTei
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[Ipuaoxkenne B. Undopmanns nist naumeHTa

Hudopmaltyis s nanuenTa

Hacnencreennslit anrnoooték (HAQO) — peaxoe 3aboneBanue, CBSI3aHHOE CO CHHXKEHUEM
WM HEJOCTAaTO4HOM ()YHKUMOHANBHON akTUBHOCTBIO C1 MHrubuTOopa CHUCTEMBI KOMILIEMEHTA
YeJIOBEKa, YTO MPHUBOJUT K PA3BUTHIO YacThIX aHTMOOTEKOB Pa3/IMYHBIX 4acTeill Tena: pyk, HOT,
JuLa, OpIONUIHOM MOJNIOCTH, FTOPTaHHU.

AHTHOOTEKH OpraHoB OpPIOLIHOM MOJOCTH BBIPAXAIOTCSI CHIIBHBIMU OOJSIMH B KHMBOTE,
TOILIHOTOM, PBOTOM, XHUAKUM CTYJIOM H HepelKo OUIMOOYHO TPAKTYIOTCS KaK OTpaBIEHHE HIIH
KaK OCTpas XHUpypruuyeckas NaToJIOTHs, 4TO INPHUBOAMT K HEOOOCHOBAHHBIM XHPYPrHUECKHM
BMeluarenbeTBaM, OTEKM rOpTaHu MOTYT NMPHUBECTH K YAYyUIBIO, TO3TOMY OHH NMOTEHLHUAIBHO
Onacub! UIA KM3HH, NPH HX Pa3sBUTHH oOs3aTeNbHAs TOCMUTAIM3ALMSA B MHOrONpodHIbHEINR
CTaLlHOHAP.

HAO - 310 HacneacTBeHHOe 3a0oneBanue. [1pu obHapyxeHuu 3aboneBaHus y OJHOTO U3
YJeHOB CEMBH BCE OCTAJBHBIE JOJDKHBEI OBITH OOCHemoBaHbBl. Y YETBEPTH NAaLMEHTOB HET
IpeAlecTByIoNero ceMeliHoro anamuesa Oone3nu. Puck Hacnenosanus HAO pebenkom
cocTaBnsieT okono 50%.

[TaupeHTsl TOMKHEI OBITH oOecreyeHsl penaparaMi s KyIUPOBAHUS aHTHOOTEKOB U
o0yueHbl TeXHHKe UX BBeAeHHs. [IpemapaTsl A KynmMpOBaHHS aHTHOOTEKOB JOJDKHBI BCETAa
HaXOAUTLCS TPU NalUEHTe.

[Tanuentam s3anpeleHo npuMeHenue, uHrubutopos Alld/6noxaropos AT-penentopos,
HpernaparoB, COAEPXKAIUX JCTPOreHs! (KOHTPAlCNTHBOB, 3aMECTHTENBHOX TOPMOHAIBLHOM
Tepanuu), TaKk Kak AaHHBIE Npenaparbl MOTYT IPUBECTH K IOSBIEHHIO aHTHOOTEKOB (B TOM
YHKClIe KU3HEYTPOKAIOILE TOKanu3aiu).

PexomeHnnyercss usberarb MEXaHHYECKOTO BO3ACHCTBHMS (ZaBineHue, ymud U T.4.) Ha
MATKHE TKaHH W CIH3HUCTBIe o0onoukd. KaTeropuuecku 3anmpeuIeHBbl 3aHSATHSA, CBSI3aHHBIC C
GU3MYECKHM, MEXaHMYECKHM, [CHXOIMOLHOHANBHBIM HAaNpPsHKEHUEM, I1E€PEOXIIaKICHUEM.
[IpoTHBONMOKA3aHA paboOTa, CONPSIKEHHAS C BBICOKOH (DM3MYECKOH HArpy3koif, ONacHOCTHIO
TpaBmarusauuu. Bee ykasaHHble (akTOpbl MOTYT NpPHBOAUTH K 00OCTpeHHIO 3aloseBaHusl,
10SIBJICHHIO aHTHOOTEKOB (B TOM UYHKCJIE KU3HEYTPOIKAIOLIEH JTOKATH3alun).

CBoeBpeMeHHass H ajleKBaTHas KOppeKuus Jo0oH COMyTCTBYlOUIEH NMaTOJIOTHH, B TOM
YHCJIe SHAOKPUHHBIX, HEBPOJIOTHUECKHNX HApYyIUEHUH. PerynsipHas caHalus o4aroB XpOHH4ECKOH
uHdexkuuu. Tak kak obocTpeHue moOOOH COMYTCTBYIOLIEH NaTOJOTHM MOXET IIPHBECTH K

YTSXKEJICHHIO TCUCHUA OCHOBHOI'O 3a00JIeBaHu .
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IMacnopT OGoanoro HaciienerpenHbIM aHTHOOTEKOM,

[MACHOPT BEOJIbLHOI'O HACJIEJCTBEHHBLIM AHIMMOOTEKOM
JJ1S1 nauHenToB crapiue 18 ger
(HedekT B cucTreme KoMmiiemenTa - D84.1)

Brnanenen 1aHHOrO JOKyMEHTa CTpalaeT pellkUM XKH3Heyrpoxarolum 3abosneanuemM: ledekr B
cucreme komiutementa (D84.1) — Hacneacreennsrit anrnootéx (HAO). Knunuyeckum
HIPOSIBICHHUEM SBJIACTCS PA3BUTHE OTEKOB PA3NUUHOM JIOKANH3ALKH, B TOM YHCIIE
AM3Heyrposkarouux (ab1OMHHANBHBIX, OTEKOB TOPTaHH).

®UO

IATA POXJIEHUS

HOMEP CTPAXOBOI'O TTIOJIUCA

I'PYTIIIA KPOBU 1 PE3YC GAKTOP

JIOMAILHU AZTIPEC

®UO POJICTBEHHUKA

TEJIE©@OH POJICTBEHHUKA

®UO JIEYALIETO BPAYA .

KOHTAKTHbBIM HOMEP JIEYALLIETO BPAYA JUISI DKCTPEHHOIM MEJUIIMHCKON
KOHCVYIJIbTALINH

[Tactiopt Biman B ®I'BY «'HI «MucTutyT itMMyHonoruu» ®MBA Poccun ...... (uucno)
[Toanuce Bpava, BELIABLIETO YIOCTOBEPEHHE
[TewaTn

PEKOMEHIALIU [10 OKA3AHUWIO HEOTJIOXHOM MEJIUIIMHCKOM [TOMOI[U:
1. Tlpn BosuuxHoBenuuH JKXU3HEVI'POXAIOIIMX oTéxkoB B 061aCTH TOJIOBBI, IIEHM H
BBIpAKEHHOro abaoMuHanbpHOro cuxapoma BeecTH Mkatnbant 30 mMr n/k (MakcuMaabHasi
cyrounas go3a 90 mr) wan Hurnéurop Cl-acrepasst uesosexa 20 ME/kr B/B meanenno.
I[Ipn OTCYTCTBMM YKA3aHHBIX MpENapaToB HEOOXOAMMO BBECTH CBEXE3aMOpPOKEHHYI0 mnamy 10
Ma/kr Macch! Tena. [TpenapaTbl BBOAUTE KaK MOXHO paHblLIE OT Hayalla OTeKa.
2. HUcnoan3oBanHe AHTHTHCTAMHHHBIX IIpeNapaToB Qs CHCTEMHOro IIPHMCEHEHS,
Koprurocreponnos mas cucremuoro npumenenis (FKC), snnnedpuna ansa Rynuposanust
oTéKa neue1ccoodpa3no BBIY OTCYTCTBHSA 2P PeKTHBHOCTH.
3. Tlpu orcyrcTBHM/HenocTaTouHOM O deKTe OT Tepanuu MAUMEHT JODKEH OBITH CPOYHO
rocniutanu3upoBad. [Ipu otéke ropranu 060CHOBaHA paHH:AS TPAXEOCTOMHUA/KOHUKOTOMHSL.
4, Mo KM3HEHHBIM MOKA3aHUAM 3aNpelIeH0 UCIoNb30BaHUe UHrHOuTOpoB Alld/aHTOroHHCTOB
pelenTopoB aHruoteHsuna I, npenaparos, coaepXamux SCTPOreHLL.
5. lpemenukanus 1o onepaTHBHOro BMewaTenscTBa 3a 1-6 wacos: Murubutop Cl-scTepassi
uenoseka 1000 ME B/B, nipu oTCYTCTBUMH - CBexe3amopoxxeHHasd mnasma 400 mi. Heobxonnmo
obecrneunTh HaNMYME NPEMaparoB IS KyINHPOBAHUS JKU3HEYTPOKAIOIUX OTEKOB BO BpeEMS

NpoBeaeHHUs ONEPATUBHOTO BMeLIaTenbeTBa (CM. 1. 1).

IMACIIOPT FOJIbHOT'O HACJEACTBEHHBIM AHTHOOTEKOM
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IS manHenTos mJaaaie 18 jger

(AedekT B cicreMe komnjiemenra ~ D84.1)
Braneneln 1aHHOro JOKYMEHTA CTPAAAET PEAKUM KH3HEYyTpoKalouuM 3aboneBanueM: JledekT B
cucteme kommnementa (D84.1) — Hacnenctrenueiit anrnooték (HAO). Knuunueckum
IPOSIBIICHHEM SIBJISETCS Pa3BUTHE OTEKOB PA3NMYHOM JOKANN3auuH, B TOM YUCIE

XKU3HEYrpoxKaromux (abA0MHHANBHBIX, OTEKOB TOPTaHH).
®UO

JIATA POXJIEHUS

HOMEP CTPAXOBOTO [TOJIUCA

I'PYTINIA KPOBU U PE3YC ®AKTOP

JOMALIIHUM AJIPEC

®1O POJJICTBEHHUKA

TEJIE®OH POJICTBEHHUKA

®UO JIEYAILIETO BPAYA

KOHTAKTHbBII HOMEP JIEUYALLIETO BPAYA JUISI SKCTPEHHON MEIULIMHCKOM
KOHCVYJIbTALIMU

[Macnopr Beinan B ®I'BY «'HL «MHcTuTyT HMMyHONoruuy ®MBA Poceuu ...... (uucno)
[Tonnuck Bpaya, BHIAABLIETO YIOCTOBEPEHHE
[Teuats

PEKOMEHAALIMY TTO OKA3AHUIO HEOTJIOXHOM ME,HPILII/IHCKOP'I TTOMOLIN:
1. IMpu BosHuxHoBeHuu JKUZHEYI'POXAIOIUNX orékoB B oOnactv rojioBbl, LIEH H

BBIPOKEHHOTO a0OMHHAJIBHOTO cuapoMa BBecTH MkaTtnGant n/k u3 pacuéra Ha mMaccy Tena:
12 - 25 kr 10 mr, 26 — 40 kr 15 mr, 41 - 50 kr 20 Mr, 51 - 65 kr 25 Mr, > 65 xr 30 Mr n/k wan
Hurndurop Cl-acrepasnl uyenosexa 20 ME/kr B/B. Ilpu oTcyTcTBHM yKa3aHHBIX IpEnapaToB
HeoOGX0AMMO BBECTH CBeXXe3aMOpokeHHylo rasMy 10 mn/kr maccel Tena. IlpenapaTsl BBOAMTH
KaK MOHO paHblie OT Ha4yaj1a OTeKa.

2. HUcnoan3opaniie AHTHMHCTAMHMHHBIX MpenapaToB /JIsl CHCTEMHOI0 NpHMeHeHMHsl,
KOPTHKOCTEPOHAOB /IJI1 CHCTEMIIONO MpiMenenis, snunedpuna s Kynuposanust oTéka
Heres1eco00pa3no BBIAY 0TCYTCTBHS I(PCKTHBHOCTH.

3. Ilpn otcyrcTBUM/HenocTatouHoM JddexTe OT Tepamuu MNAUMEHT MOIDKEH OBITH CPOYHO
rocnutanusuposai. [Ipu otéke ropranu 000CHOBaHA paHHSs TPAXeOCTOMUSA/KOHHKOTOMHSI.

4, TTo ;KM3HEHHBIM MOKA3aHUAM 3AMpPELICHO HUCIONb30BaHue MHrHOuTOpoB Alld/aHTaroHuCTOB
penentopoB aHruoreH3uHa I, acTpoerHos.

5. Tlpemenukanus 3a 1-6 yacoB 10 onepaTMBHOTO BMewatenbeTBa: Muruburop Cl-acrepassi
yenoseka 15-30 ME/kr maccel Tena B/B, pH OTCYTCTBHM - CBEXKE3aMOpOKeHHas Iuasma 10
MI/kr  Maccel Tena. HeoOGxoaumo ofecneyuTb Hauuuue IIpenapaTtoB Ul KyNHMpPOBAaHHUS

JKU3HEYTPOKAIOIIUX OTEKOB BO BpeMs IPOBEAEHHUS O1IEPAaTHBHOIO BMEUIATENLCTBRA (CM. 11.1).

[Ipunoxkenne I'l — I'N, Hlkajabl oleHKH, BONPOCHHUKH H ApyrHe oueHoO4YHbIC
HHCTPYMEHTbI COCTOSIHHSI NAaUNEHTa, INpHBeACHHble B  KIHHHYECKHX

pPeKoOMeHaAAHAX
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ITpugoskenne I'l. AE-Qol. Angioedema quality of life/Onenka kavecTBa SKH3HH V

namMenTa ¢ aHrnoorekamu [66-701

Hazsanne Ha pycckoMm si3bike: OlCHKa KauecTBa KU3HH NAllHEHTOB C aHTHOOTEKAMU
OpurnnansHoe HazBanue: AE-QoL Angioedema quality of life

Uctounux: Weller K. u ap. The Angioedema Quality of Life Questionnaire (AE-QoL) -
assessment of sensitivity to change and minimal clinically important difference // Allergy. 2016.
T. 71, Ne 8. C. 1203-1209

Tumn: (MoAYEepKHYTH):

- LIKaa OLUEHKH

- HHJIEKC

- BOIIPOCHUK

- Jpyroe (YTOYHUTb): ONPOCHUK

Ha3uauenne: OueHka kayecTBa )KU3HU MAIIUEHTOB C aHTMOOTEKAMHU

Conepuxanune (madsaon): IlanuenTa Hy»HO 03HAKOMHTB ¢ HHCTPYKUHMEHN K TECTY U NONPOCUTD
BBIOpATh K KXXIOMY BOIPOCY OJMH HauGosee MoaXoJsInil OTBET U3 MATH NPEITOXKEHHBIX.

AE-QoL (OnpocHuK AJ1sl O11eHIKH Ka4€CTBA JKU3HH [MAIHEHTOB ¢
aHTHOOTEKAMH)

@ . 1.0 naumenra:

JlaTta 3anonHeHus (A1 MM TITIT):

Hnerpykuust 1o 3anoJiHenio; B JAQHHOM ONPOCHHKE MPUBEACH DPSA BOIPOCOB.
[ToxkanyiictTa, BHUMAareNbHO NpPOYMTAiTE KaxIblii BOMPOC M BBIOEpUTE U3 IIATH
OTBETOB OAMH Haubonee noaxomsamuit. [lpocum Bac He xymMarh 1onro Haj KakAbM
BonpocoM. Iloctapaiitech OTBETHTH Ha BCE BONPOCHI, OTMEYAsd KPECTHKOM TOJBKO
OJIMH NOAXOASIINKN OTBET.

[MoxanyiicTa, ykaxure, kak

4acTO B TE€YCHUE NOCIEAHUX 4~ - e L T R

X HeZleNb Bbl HCIBITBIBATH Huxoraa- | Peaxo.. | . Huora: | . UYacro:: | - Ouenn.
OTpaHUYEHUs B MPUBEACHHBIX S . a0 | vacTo
HIDKE cepax NOBCEAHEBHOM -~ : g v =

KU3HH U3-3a OABNEHUS -

oTekoB. (Jlaxe eciu 3a 3ToT -

nepuoA oTekoB y Bac He 6bL10)

1. PaGoTa o = = o o

2, du3znyeckasi AKTUBHOCTD O = a o =

3. CBoGoaHoe Bpems = o aQ Q o

4. Couna/ibHasi aKTHBHOCTDb = o B o o

S. Murauue = o o o o
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C noMoLIBI0 YKA3aHHBIX
HHKE BOMPOCOB MBI OBl
- XOTeJH MOIYHHTE Gonee
nogpobuyio - - -
uHpopMaLUIO 0
TPYJAHOCTSX U
npobnemMax, KOTopble -
MOryT GbITb CBA3aHBI C
NOBTOPAIOLMMHCS
oTeKaMH 1
(MPUMEHHUTENBHO K ;.
nociaeiHum 4-m:
HeAeJIAM) y

Hlmqma; E

Peaxo .

- OYeHb

. 4acTo .

6. Bl TpyaHo 3aceinaere?

7. Bel npocsinaereck no
Houyam?

8. YyscrByere a1 Bol
ceOs1 yCTabIM B TeUeHHe
JHst, OTOMY 4TO IJI0XO0
CHAaJIH HOYbIO?

9. Tpyano au Bam
COCPeaoTOYHTELCA?

10. UyBcTByeTe i Bbi
ccOs1 NOAABJCHHBIM?

11. BoiHy:kaeHb1 1 Bbl
OrpaHH4YHBATEL cedst B
BbIOOPE HAMMMTKOB H eAbl?

12. YraeraT/mMeualoT JH
Bam cayuan otekoB?

13. UcnbiTbiBaeTe Ju Bol
CTpax OKHAAHHS
BHE3AMHOr0 MOsBJIeHHS
oTteka?

14. Boureck au Bei TOrO,
4TO OTEKH MOTYT
NOSIBJATbLCS Yaiune?

15. CrecHserech JH Bol
NOSABJSATLCA B
00IIeCTBEHHDBIX MECTAX
H3-3a MepHOANYecKH
MOSIBJSAIONIHXCH 0TEKOB?
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16. OurymaeTe s Bbl

CMyLLIEHHE Ml poGoCTD B o = o =
CBS3H ¢ NEPHOAIYECKN
BO3HHKAIOWHMH
oTeKaMH?
17. Onacaerechb JH Bbl
u} O o O

TOro0, YTO JieyeHHe
MOBTOPSIOUIHXCS OTEKOB
MOKET B A0JITOCPOYHOI
nepcneKTHBEe HMETh I
Bac HeratueHbIe
nocjaexcTeua?

Kaiou (unrepuperauns):
Crpykrypa onpocHuka AE-QoL. AE-QoL coctouT U3 4 noMeHOB U 001IEro pe3ynbraTa

Kpurepnuii

[Tynxrs!

DOYHKUHOHUPOBaHHE

1. Hapyuenue paborocnocoGHoCTH

2. Hapywmenue ¢puznueckoll akTUBHOCTH

3. HapyieHue 10Cyroroit akTHBHOCTH

4. Hapyuienne contanbHbIX CBsi3eit

VYcTanocTs/HacTpoeHHE

6. TpyziiocTH npu 3acbIaHHH

7. Hounble npolyxaeHus

8. OuryieHye ycTalocT B TEYSHU ST JHS

9. TpyHOCTH € KOHIEHTpalLHei

10. Omymenue yHbIHHA

Crpaxu/cThin

12, OutynieHne yrHeTeHHOCTH 13-3a IIPHUCTYTOB
OTEKOB

13. Ctpax nepen BHE3anHbIM pa3BUTHEM OTEKa

14. Ctpax nepen yBeJIHUEHHEM YaCTOTHl OTEKOB

15. CrecHsercs noceimars nyonnyHble MecTa

16. CMy1aeTcs n3-3a BHEIIHUX MPOSBICHUH OTEKa

17. Ctpax HeONaronpHUsITHLIX OTAAJNEHHBIX
IIOCJIEACTBHII IIpHEMA JICKapCTB

[Iutanue

5. O6uue orpaHH4eHus B €4€ U yNoTpebaeHHH UM

11. Orpanuuenus B BEIOOpE MHMIUEBBIX IPOAYKTOB H
HaluTKOB
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O6muit Gann Hynkreic 1 mo 17

Ouenka AE-QoL 1o oTenbibIM JIoMeHaM U oO1IMii pe3yabTaT

[Mpennonaraercs, uro AE-QoL oueHuBaior no 4 kpurepusM (ONPOCHUK — HHCTPYMEHT JUIS
onpeeeHus Ipoduiis), HO ero MOXKHO HUCIOJIB30BaTh U JJIA ONpeNeICHHS CYMMapHOro o01ero
Oanmna (ONMPOCHMK — MHCTPYMEHT JUIsS OINpejefeHus o0wero ypoBHs). 3a KaxAblH BOIPOC, HA
KOTOpBIH OTBETHJ MAUMEHT, MOXHO NMOMY4UTh 0T O 10 4 OajIOB B 3aBUCHMOCTH OT OTBETa. 3a |-
it BapuanT oTBeta Hauuciasercss O Gannos, 3a 2-it Bapuant — 1 Gami, 3a 3-it — 2 bamna U T.A.
Bannnl mo otaensHbeIM Kputepusm AE-QoL, a Takxe obwmit 6ann AE-QoL paccunTthiBaioT 1o
cnenytolueit Gopmyie:
¥ 6asuioB nauuenTa / makc X 6aaios x 100

Mosicuenus:

Tak Kak TONBKO BONMPOCHl, HAa KOTOpbIe OBUIM Aanbl OTBETHI, YUUTHIBAIOTCA NPH Noacdere (a
BeIYMCsEMBIE O0lMe Oalibl ¥ Oauibl MO OTAEABHBIM JOMEHAM SBISIOTCS HE HCXOAHBIMU
Gannamy, a JInHeHHBIMH IpeoOpasoBaHusamHu no wkane ot O no 100), mpomycku B OTBETax He
BAMSIOT WM BJIMSIOT JIMIIL HE3HAYUTEIBHO Ha MONy4YeHHYIo oueHKy. OtaensHbli Oamn no
ONnpeaeaeHHOMY JOMEHY He JOJIXKEH PacCHUHTBHIBATHCS B Cllydae, eciu Obpul npomnyueH 6omnee Yem
onMil Bompoc B jAaHHoM pgomeHe. O6wmmit 6ann AE-QoL He cneayer paccuMTBIBaTh, €CIH
OTCYTCTBYIOT OTBETHl Oosiee dem Ha 25% BompocoB (Oojiee 4 Bonpocos). MUHHMMAaNBHBEIH H

MaKCUMAIBHBIHN Oant 1o AoMeHaM H oouruit 6amt — 0 u 100 cooTBeTCTBEHHO.
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Mpuaokenne I'2, AAS28 (Angioedema activity score 28/ lllkana aktushoctu AQO 28)
[70,154,155]

Hassanue na pycckom sizbike: [llkana aktupnoctu aurnoorexon AQO 28
Opurnnansioe Hazpanne: AAS28 (angioedema activity score 28)
Ucrounnk (opunnanshbiii calit pazpaboTurkoB, myOIuKalys ¢ BaINIalNei): aBTOPCKUE
npasa: Moxie GmbH (www.moxie-gmbh.de). Weller K, Groffik A, Magerl M, Tohme N, Martus
P, Krause K, Metz M, Staubach P, Maurer M. Development, validation, and initial results of the
Angioedema Activity Score. Allergy 2013.
Tun: (MoAYEPKHYTH):
- [IKAJIa OLIEHKH
- HHJEKC
- BOIIPOCHUK
- Apyroe (yTOYHHTB):
Hasnadcenie: olleHKa aKTHBHOCTH QHTHOOTEKOB Y B3POCIBIX NIALMEHTOB, PETPOCIEKTHBHAS (3a 4
HEIenu).
Conep:kauie (maodsom):
AAS coctout u3 1iectu Borpocos. OTBET Ha NEpBblii BONPOC HE HMeeET OaIoB U HE BKIIOYaeTCs
B rnoxacyer 3HaueHuit AAS, ero MOXXHO HMCIOJb30BaTh JUIS TIOJCUETAa KOJMYECTBA JOHEH,
CBSI3AHHBIX C AQHrMOOTEKOM. JIJIST OCTaBIIMXCS MATH BONMPOCOB 3HaueHus Mexay 0 u 3
PAcCUMTHIBAIOTCS A KQXKAOro M0, KOTOPOe MOXKET OBITh 3aM0IHEHO NaLUEHTOM.

AAS28 (Angioedema activity score 28/ IlIkana akrustocri AQ 28)

®.U. O. nauuenra:

Jlata 3anoaHeHus (0. MM.TTTT):
Henensn :

IMoxanyiicra, 1 pa3 B gens ormeuaiite B yKasannbix Hipke Tabannax Bamm kano0bi

3a nocaeanne 24 yaca, [Ipocum Bac napars noansie oTBeTH! HA BCE BONPOCHL.

Heunb
1[12]3[415|6]7

B au y Bac otexu 3a Her
nocaeanue 24yaca? Jla

J

IIpocum Bac 3anonuste ykasannsle HIxKe NOJH TONBKO B TOM CjyYae,
ecan B Teuenue nociaeanix 24 yacos y Bac na6éaioaancs xorst 661 01HH 0Tek!

B Teuennn Kakoro BpeMenu +0:00~8:00u4
NPHCYTCTBOBAJ OTEK/0TeKN " 8:00-16:00 4y e \
(nmoxkanyicra, OTMETLTE BCE 16:00=24:00y< = o Lot
NOAXOAAINMENPOMEKYTKH BpeMeru!) |- -~ - 7 v o
Hackonbko cHIbLHBIMH SIBJISIIOTCH CumnromoB HeT/He 6bUTO
HJIH SIBJISUUTHCH BbI3BAHHbIE Jlerkue
0TeKOM/0TEKAMHCHMIITOMBI Cpennue
(uanpumep, 604b, xKeHne, 3ya)? CHNbHbIC
be3 orpanuuenuii--
. Hemuoro -
Hackoabko oTek/oTeKn 3HAYUTENLHO
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orpanHuHBalOTHIN OTPAHHYHBAH [TonHocTeo (3aHUMaThes - | -

Bamy . MOBCEMHEBHOH - < <
NOBCEIHEBHYIO AeSITEAbHOCTD? © AeATeNbHOCTBIO(6BLI0) -
' HEBOBMOXKHO) ~© .+~ -
Her
Kaxk Bsl cunraere, RauHblit Hemuoro
OTEK/OTEKHHETATHBHO YMepeHHO
oTpaxkalorcs (OTpasHaAnCh)HA ChabHo
Bawmem BHewunem Buae?
- HecyuniecreeHHas -
Kak 0b1 B! ouennian o6iyto “Cnabas.
BBIPAXKEHHOCTL/TAKECTb JAHHOTO - Cpeansa. ... - -,
orexa/oTexon? Cunsnas .

Kaou (unrepnperanus):
Bce mons, OTMEYeHHBIE NALUEHTOM, CYMMHUpPYIOTCS. COOTBETCTBEHHO MUHHUMAIBHOE H
MakcuManbHoe 3HadeHust AAS pasubl O u 15.
MMoxanyiicra, Haiinure 3HadeHust s Kaxporo nons B Gopme Hixe. Ota (dopma JomKHA
HCII0JIB30BATECA TONBKO JUIA MOACYETa 3HA4YeHUit AAS MeaUIIMHCKNM nepcoHaioM. IlanueHTel
HE IOJIXKHBI €€ BHAETD.
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TEUYCHHIO,

Exenneenan
cvana 6a/L108
Cymya Ganior

3a HeJeJH0
TSPKETIOMY

Oanios

33 HeaeTio
75

Exexneenan
cvana faaion
HEERE
Cymya Sanaos
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Oonee

3a HeJe 1
TSKECTH,

INEENI

cYMMa 041108
Cymyya 6a10s

E:xeaneBnas

V3

cpenHeil

33 HeJe/110

E:xeanepnas
cvyMa Gasior

HERENR
Cvyia Satos

li:y.\ma 33 28 gneii
fannon

Hosicuenus: mxana npeaHasiayeHa Ui peTPOCIEKTUBHON OLIEHKH aKTHBHOCTH aHTHOOTEKOB y
nauuenTos crapiue 18 ner 3a 4 nenenu. OleHKa TSHKECTH aHTMOOTEKOR 3a 4 Henmenu (AAS 28).

Konnuectso Oaton no mxane AAS 28 meHee 25 6anioB COOTBETCTBYET JIEFKOMY TE€YEHHIO, 25-
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Mpuaoxenne I'3. AECT Angioedema control test/ TecT KoHTpOJasL aHrHooTeKkos [67,70,156]

Haszsanne na pycckom sizbike: TecT KOHTPOJIb aHTHOOTEKOB

Opurunannnoe naspanue: AECT Angioedema control test

Herounnk (oduumansHeiil caitt pazpabotdyukoB, nmyonukauus ¢ anupamueit): Weller K. u ap.
Validation of the Angioedema Control Test (AECT)—A Patient-Reported Outcome Instrument
for Assessing Angioedema Control // J. Allergy Clin. Immunol. Pract. 2020. T. 8, Ne 6. C. 2050-
2057.¢4.

Tun: (moa4epKHyTh):

- IIKaJ1a OLEHKH

- UILJICKC

- BOTNPOCHHUK

- Apyroe (YTO4HUTB): TecT

Haznauenue:

TecT npennasHayeH Ass CaMOCTOSATENLHOIO 3aII0JIHEHUS MAIMEHTOM, HCIOJIB3yeTCs JUI OLIEHKH
KOHTPOJIS HaJ PELUIUBUPYIOLIUMH aHTHOOTEKaMH.

Conep:xkanue (madiaon):

[TaunenTa ny>xHo o3nrakoMuTs ¢ uctpykuueii k AECT u mompocuts oTBETHTH Ha 4 Bonpoca.
AECT (Angiocdema control test/ TecT KOHTPOJIL AHIHOOTEKOB)

®. U. O naguenra:
Jara: (A1 MMM ITIT):

Hucrpykuun: y Bac nepuoanuecku BO3HMKAIOT PELMAMBHPYIOIIME aHTHOOTEKH. AHIHOOTEKH — 3TO
BPEMEHHbBIE OTEK KOXH MM CIH3UCTHIX 000/I0ueK, KOTOpble MOIyT BO3HMKATh B JIOOOH uacTu Tena, HO
yatie BCero 3aTparusatoT ryObl, riasa, sa3blk, KACTH PYK M CTONbI U MOTYT JUIMTBCA OT HECKOJIbKHX 4acoB
[0 HECKONLKMX JHeH. Y HEeKOTOpbIX MallMeHTOB pa3BUBAETCA OTEK OpIOLIHON MONOCTH, KOTOPLIA He
BHaeH, HO yacTo ObiBaeT GonesHeHHbIM. Hekotopbie ¢Gopmbl OTEKOB Takke MOTYT COMPOBOXKIAATHLCA
CbINbIO, U3BECTHOMW MO/ HA3BAHHEM «KPAMUBHULIAY.

B crneayroumx ueThipex Bonpocax oueHusaerca Baiue Tekylee coctostue. B kakaoM nyHkre Beibepute
HauGonee noaxoasawuii Bawed cuTyauuu OTBET W3 MATH MpemnoXeHHbIX BapHautos. [loxkanyicra,
OTBETHTE Ha BCE BONPOCH! M AalTe TONLKO OAMH OTBET HA KaxblH BOMpOC,

1. Kax uacTo B TeueHue nocneanux 3 mecaues y Bac 6bu1 anrnoorex?
¢ OYEHb HacTo O 4yacTto  © MH o o He 6b110
(0 6annos) (1 6ann) orga penKo COBCEM
(2 6anna) 3 6anna) (4 6anna)
2. Hackonbko CHIbHO aHMHOOTEK Cka3blBalIcs Ha kauecTse Baluelt ’U3HU B TEUEHHENOCIEAHUX 3
Mmecauen?
o OuEHb o CUIBHO © yMmepe o o COBCEM HE
CHUNBLHO (1 6ann) HHO HEMHOTO CKazblBaJICA
(0 6annog) (2 6anna) (3 6anna) (4 6anna)
3. Hackonbko cunbHo Bac 6ecniokouna HenpeackazyeMoCTb aHTHOOTEKa B TEUEHHEINOCEAHNX 3
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mecauen?

o OUEHBL o CUIILHO © ymepe o o COBCEM He
CHUABLHO (1 6ann) HHO HEMHOro Oecnokouna
(0 6annos) (2 6anna) (3 6anna) (4 G6anna)
4, Hackonbko xopouio neueHue, koropoe Bl nosmyuanu, caepkMBano aHrHoOTeK BTEUEHHUE

nocjaeaHux 3 Mecsaues?

o COBCEM HE O HEMHOT O YMEPEHHO © o OYEHb
CAEPIKUBAIIO 0 (2 6anna) XopoLuo XopolLuo
(0 6annos) (1 6ann) (3 6anna) (4 6anna)

Kurou (muTepnperauns) u nosicHeHue:

Heo6xoaumo nocuutats o6umii yposens AECT. J{ns sToro 3nauenus ot 0 10 4 MpHcBauBalOTCS
Kaxao# onuuu oreeta Ha kaxablii AECT Bonpoc, 1 3HaueHHUs,, COOTBETCTBYIOIINUE BEIOpaHHBIM
OTBETaM CYMMHpYIOTC. MHHHMalpHAas M MaKCHMallbHas BO3MOXKHas Ccymma OasioB
coctaBsioT 0 u 16 6anoB COOTBETCTBEHHO, MPUYEM, YEM BBILIIE CYMMAapHBIH Oai, TeM Jydiue
KOHTponb Haj 3a0osneBanueM. O6a papuanta AECT (na 4 Hezend ¥ Ha 3 Mecsla OLEHHBAIOTCS
onunakoso). AECT>10 6amnoB — xopouinit KoHTposb Han anrdootekamu. AECT<10 Gamnos —
TJIOXOH KOHTPOJIb HaJl aHTHOOTEKAMH
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