'm Check for updates

e B nomomp npakTukywomemy Bpady / For practitioners e

DOI: https://doi.org/10.36691/RIA1447

HacaencTBeHHblil aHTHOOTEK. KiIIMHMYECKHE peKOMEH AU

© E.A. bmsnen!, E.A. Bukroposa?, E.A. Bumnepa® 4, .M. [Ixo06asa’, H.U. Nabuna®’,
H.B. Ky3bmenko?, E.A. JIateimesa* 7, T.B. Jlateimesa’” 3, I.A. Manro’, JI.C. HamazoBa-bapanosa® 4,
H.M. Henamesa’, A.H. ITamnypa'®, A.B. IToaskos!, JI.P. Cemmm3gnona® 4 !, A .10. I1lepouna?

! Meauko-reHeTMYeCKMiA HaydHbIi HeHTp uMeHn akagemuka H.I1. boukoBa, MockBa, Poccniickas ®enepanyst

2 HaumoHa/IbHbBI MEAULIMHCKUN UCCIEI0BATEILCKUIA LIEHTP IETCKOM r€MaTOJIOTMH, OHKOJIOTUH
1 UMMyHoj1orun nMeHu JImutpus PoradeBa, Mocksa, Poccuiickas ®enepanns

3 LlenTpanbHas KiIMHU4YecKast 6onbHUIIa Poccuiickoit akageMun Hayk, MockBa Poccuiickasg ®enepanys

* Poccuiicknii HallMOHAJIBHBIA UCCIIeNOBaTENbCKIAN MeEIMLIMHCKUA yHUBepcuTeT nMenu H.U. TTuporosa,
Mocksa, Poccuiickas ®enepanns

> 000 I'pynmna knuHuk «Kpene Dkcrepro», Mocksa, Poccuiickas @enepanys

¢ Poccuiickas accolanys ajyieproyioroB M KIIMHUYECKUX UMMYHOI0roB, MockBa, Poccuiickast Deneparivst

" TocymapCTBEHHbIN HaydHbI LeHTp « AHCTUTYT nMMyHOJoruu MenepaibHOro MeaIUKO-610I0TMYeCKOro
areHTCcTBa», MockBa, Poccuiickas @enepanms

8 MOCKOBCKMIi rocyaapCTBEHHBIA MEIUKO-CTOMATOJIOrMYeCKUil yHuBepcuteT nMeHu A.U. EBnokuMoBa,
Mocksa, Poccuiickas ®enepanns

° Poccuiickast MeIULIMHCKAS aKaAeMusl HEITPEPhIBHOTO PO eCcCHOHAIbHOTO 00pa30BaHusl,
Mocksa, Poccuiickas @enepanms

10 HayuHo-KcclienoBaTeIbCKUi KTMHUYECKMI MHCTUTYT IeauaTpuu nMeHu akagemuka 10 .E. Benbruiiesa
DI'AOY BO «Poccuiickuii HallMOHAJBHBIN MCCIIENOBATEIbCKUI MEIUIIMHCKII YHUBEPCUTET
nmenn H.U. IMuporoBa», Mocksa, Poccuiickast Demepanus

' TlepBBIii MOCKOBCKMIA TOCYIapCTBEHHBIM METUIIMHCKUI yHUBepcuTeT uMeHn .M. CeuyeHoBa
(CeuenoBckuit YuusepcuteT), Mocksa, Poccuiickast ®enepanys

AHHOTALINA

HacnenctBeHHBIIT aHTHOOTEK — pelKoe, MOTEHIMAIBHO XKU3HEYTPoXKarollee TeHeTUIeCKH IeTepMUHUPOBAaHHOE 3a-
OoJieBaHMe, TIPOSIBIISTIONIECECS B BUAEC OTEKOB KOXM W CIM3UCTBIX/TIOACIU3UCTBIX 000JI0YeK, BOZHUKAIOIIMX IO BO3-
neiicTBeM OpamukuHMHA. Poccmiickoii acconmaliueil ajyieproyioroB U KIMHUYECKUX UMMYHOJIOTOB, Accolvaieit
MEIUIIMHCKUX TeHeTUKOB, HalmoHaapsHOI accolmalneil 9KCrnepToB B 00J1aCTH MepBUYHBIX UMMYyHoneduuToB, Co-
1030M TienuatpoB Poccum ObIIM pa3paboTaHbl KIMHUYECKHE PEKOMEHIAIMY TI0 HACIeICTBEHHOMY aHTMOOTEKY (KO
o MexnyHapoIHOU CTaTUCTUYECKOI KiaccuduKauuu 0ojie3Hei 1 mpoobsieM, CBSI3aHHbIX co 3MopoBbeM, D84.1). B ne-
kabpe 2020 roga mpoeKT ObUT YTBEPXKIAEH Ha 3aceIaHU HayYHO-TIPaKTUUECKOro coBeTa MUHUCTEPCTBA 3IpaBOOXpaHe-
Hust Poccuiickoit @enepanmu (mpotokoit ot 10.12.2020 Ne 743/12).

IIpencraBieHHbIE KIMHUYECKME PEKOMEHIAIIMH TTOCBSIIICHBI ONTUMU3AIIMK TTOMOIIY GOJIBHBIM HACJIeICTBEHHBIM aH-
TMOOTEKOM. AKTYaJIbBHOCTb TeMBI 00YCJIOBJIEHA TMITOMMAarHOCTUKOM HACIEICTBEHHOTO aHTMOOTEKA U HETOCTATOYHOM
OCBEIOMJIEHHOCTBIO Bpadyeil pa3IMYHBIX CIIEIUAILHOCTE! 0 TTpobieMe, a Takke MHOTOYMCIICHHBIMU CJIOXKHOCTSIMU Be-
JEHUSI TaHHOM KaTeropyuy OOJIbHBIX.

B ximHMYecKUX peKOMEHAAIUSIX CONEPXKUTCA MHGOpPMaLMsI 00 3MUIEMUOIOTUM, STUOJOTUM, KiacCubUKaIuH,
rmaToreHe3e, XapakKTepHbIX KJIMHWYECKUX TPOSBICHUSIX HACIEACTBEHHOTO aHTrMooTéKa. IloapoOHO omucaHbl co-
BpeMEHHbBIE MOIXOIbl K MTUaTHOCTUKE M nuddepeHIIMaTbHONW TMarHOCTUKE HACIeICTBEHHOTO aHTUOOTEKA, cop-
MYJIMPOBAaHbI KPUTEPUHU TTOCTAHOBKM OUarHo3a. M31oxkeH MopsiIoK OKa3aHWs MEIUIIMHCKOM IMMOMOIIM MalieHTaM
C HACJIeNCTBEHHBIM aHTMOOTEKOM Ha JOTOCITMTAJIBHOM M TOCITUTAIbHOM 3Tamnax. OTpaxXeHbl TPUHIUTIBI (hapMaKo-
Tepanuu OOJbHBIX HACJIECTBEHHBIM aHTUOOTEKOM, BKITIOUAIOIIME TOJITOCPOYHYIO TPODUIAKTUKY, KPATKOCPOIHYIO
MpodUIaKTUKY, KYITMPOBAHUE OCTPHIX aTaK. CXeMBbI Jie4eHUs CTpaTU(UIIMPOBAHbBI C YYETOM Bo3pacTa M I1oJj1a Imaliu-
eHTOB. PaccmaTpuBaroTcsi HeMeIMKaMEHTO3HbIE MEPOIIPUATHS TT0 TTpoduIakKTUKe 000CTPeHUI HACIEACTBEHHOTO
AHTMOOTEKA.

B HOBOM M3maHUM KIMHWYECKUX PEKOMEHAAIMII 1o0aBIeHBI pa3ieibl ¢ MHbopMalel I MallieHTOB U MMaclopT
0OJILHOTO HAaCJIEACTBEHHBIM aHTHOOTEKOM.

Kiununyeckue peKoMeHIaly 1Mo HacIeICTBEeHHOMY aHTMOOTEKY MpeTHa3HauYeHbI TS TTPaKTUKYIOIIMX Bpadeil BCex crie-
LIMaJTLHOCTEM, CTYICHTOB U TIpeItofaBaTesicii MeIMIIMHCKIX By30B, OPIMHATOPOB, ACIIMPAHTOB MEMUIIMHCKUX BY30B.

Karoueente caosa: anTmooTEK; HaCIeICTBEeHHBIN aHTHOOTEK; C1-MHTHONTOP; OpaTUKMHITH
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Hereditary angioedema. Clinical guidelines
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ABSTRACT

Hereditary angioedema is a rare, potentially life-threatening genetic disease that manifests with skin and mucous/submu-
cosal swelling that occurs under the influence of bradykinin. The clinical guidelines for hereditary angioedema (code for
the International Statistical Classification of Diseases and Related Health Problems D84.1) were developed in December
2020 by the Russian Association of Allergology and Clinical Immunology, Association of Medical Geneticists, National
Association of Experts in the Field of Primary Immunodeficiencies, Union of Pediatricians of Russia. In December 2020,
the project was approved at a meeting of the Scientific and Practical Council of the Ministry of Health of the Russian
Federation (December 10, 2020 No. 743/12).

The clinical guidelines are devoted to optimizing the clinical care of patients with hereditary angioedema. The topic is rel-
evant owing to the under-diagnosis of hereditary angioedema and insufficient awareness of doctors of various specialties
about this problem, as well as the difficulties in managing this category of patients. The clinical guidelines contain infor-
mation about the epidemiology, etiology, classification, pathogenesis, and common clinical manifestations of hereditary
angioedema. Thus, the paper described actual diagnostic approaches and differential diagnosis of hereditary angioedema
and established its diagnostic criteria. Medical care algorithms to patients with hereditary angioedema at the prehospital
and hospital stages are also described. The principles of pharmacotherapy, including long-term prophylaxis, short-term
prophylaxis, and acute therapy, for hereditary angioedema are also presented. Treatment regimens are stratified accord-
ing to patients’ age and gender. Non-drug measures for the prevention hereditary angioedema attacks are considered.
Sections were also added in the edition of the new clinical guidelines of hereditary angioedema. Clinical guidelines for
hereditary angioedema are intended for practicing doctors of all specialties, students and teachers of medical universities,
residents, graduate students of medical universities.
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Cnmcok cokpamieHmid:

AO — aHTHOOTEK

AIl® — anTHOTEeH3WHIIPEBpaIIaoIINii (hepMEeHT
BK — OpamukuHuH

BUY — Bupyc ummyHoaedunTa yeaoBeka

KT — kommbloTepHast Tomorpadust

JIOP — Bpa4-oTOpUHOIapUHTOIOT

MKB-10 — MexayHapoaHasi cTaTUCTUUYECKas
Knaccudukanys 00JIe3He M Mpo0JieM, CBI3aHHBIX
co 310poBbeM, 10-ro mepecmoTpa, mpuHsaTas 43-i
BcemupHoii accambiieeit 31paBoOXpaHeHUsT

HAO — HacneacTBeHHBIM aHTUOOTEK

PKHM — panapomMu3npoBaHHOE KOHTPOJIUPYEMOE HC-
cJiefoBaHUE

cI'KC — KopTUKOCTEPOUABI IS CUCTEMHOTO TIpU-
MEHEHUsI

C3I1 — cBexe3aMOpoXXeHHas Iu1a3Ma

Y]IJI — ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB
Y3 — ynbTpa3ByKOBOE UCCIIEIOBAHUAE

YYP — ypoBeHb yOeIUTETLHOCTY PEKOMEHIAIWIA
$aCl-UHI' — cdyHkuuoHanbHas akTuBHOCTh Cl-
WHTAOUTOpa

HAO-FXII — HAO BcieactBue Mmytaiuu B reHe XI1I
(hakTOpa CBEPTHIBAHUSI KPOBU

HAO-ANGPT1 — HAO BciiencTBue MyTaliiy B TeHE
aHTMOINOSTHUHA |

HAO-PLG — HAO BcineacTBue MyTaliiy B TeHE
IJIa3MUHOTeHA

TepMuHBI M OnpeieIeHUs

Anrnootéx (AO) — 10KanM30BaHHBIN, OCTPO
BO3HUKAIOIIUMN, TPAH3UTOPHBIN, CKIIOHHBIA K pELIU-
JUBUPOBAHUIO OTEK KOXU WUJIU CIM3UCTBIX 000JI0UEK.
OOBIYHO JUITUTCS OT HECKOJIBKUX YaCOB 10 HECKOJbKUX
THEW W TPOXOIUT CAMOCTOSITEIBHO.

1. Kpatkas undopmManus no 3a00/1€BaHUI0 WK
COCTOSIHHIO (Tpynie 3200JIeBAHUII WM COCTOSTHMIA)

1. 1. Onpedenenue 3a6oae6anus utu cocmosHus
(epynnot 3a004€6aHUT UAU COCIOSHULL)

HacnenctBennsiit anrnooréx (HAO, ycrapesiiee
Ha3BaHUE — HACJIEACTBEHHBI aHTMOHEBPOTUYECKUI
OTEK) — pelnKoe, IMOTeHLIMAIbHO XKU3HEYTrpoXKalolee
Te€HETUYECKHU JETEPMUHUPOBAHHOE 3200J1€BaHUE, TPO-
SIBJISTIOITIEECS] B BUIIE OTEKOB KOXW M CITM3MCTBIX/ IO -
CIIU3UCTHIX 000JI09eK, BO3HUKAIOIINX IO BO3Iel-
ctBueM OpagukuHuHa (BK). XapakTepHbpiMu 0co0eH-
HocTsiMu 0T€KOB ITpu HAO s1BIsTIOTCSI OTCYTCTBHE 3YAa,
TUTIEPEMUUN KOXH, COMYTCTBYIOIIEH KpaIWBHUIIHI,
a TakxXe OTCyTCTBUE 3(pdeKkTa OT JeueHUs: KOPTUKO-
ctepounaMu st cucteMHoro npuMeHeHus (cI'KC)
1 aHTUTMCTAMMHHBIMU TIpenapaTamMu JJIsl CACTEMHOTO
npuMeHeHwus [1—4].

HAO-KNG1 — HAO BcaencTByue MyTalluy B T€HE
KWHWHOTeHa |

UNK-HAO — HAO BcieactBue HEM3BECTHOM MY-
Taluu

B2 — GpagukKnHUHOBBIE PELIENITOPHI 2-TO TUIIA
CI1-UHT — Cl1-uHruburop

C4 — C4-dpakuusi KOMILIEMEHTA

Clqg — Clq ¢ppakuyy KOMIIOHEHTa KOMILJIEMEHTA
FXII — XII pakTop cBEpTHIBAaHUSI KPOBU

MLPA (Multiplex ligation-dependent probe am-
plification) — MynabTUIIEKCHAsI aMIIU(pUKALIUS
JIMTUPOBAHHBIX 30HI0B

SERPING1 (Serpin Family G Member 1) — reH,
komupyomuii C1-uHruouTop

B/B — BHYTPUBEHHO

/K — MOAKOXHO

ME — MexxayHapomHble € TUHUIIBI

I — rpamm

KT — KWJIOTpamMM

MT — MWIIATPaMM

MJI — MWUIWJIUTP

** JleKapCTBEHHBI MpeTnapat, BHECEH B TTepedeHb XKU3HEHHO
HEOOXOIMMBIX U BaXKHEHMIITUX JIEKAPCTBEHHBIX MPENapaToB
st MeguiHCEKoro npuMmeHeHust (AKHBJIIT)

# JIeKapCTBEHHBII NIpenapaT, UCMOJb3YeTCsl BHE 3aperucTpU-
POBaHHBIX MTOKa3aHUI

HAO oTHOCUTCS K NIEPBUYHBIM UMMYHOIEeGUIINTAM
0e3 MH(PEKLMOHHBIX MIPOSIBICHUI [5].

1.2. Dmuonoeus u namoeene3 3a0601e8aHUs UAU
cocmosiHusl (epynnbl 3a004e8aHUI UAU COCIMOSHULL)

B ocHoBe pa3BuTus 3a007eBaHUS JICKUT TEPUILIUT
/WU CHIKeHne yHKUnoHanbHO# aktuBHOCTH Cl-
unruduropa (C1-UHI') BciencTBue MyTaliuu B reHe
SERPINGI (Serpin Family G Member 1). K HacTos-
1eMy BpeMeHM U3BeCTHO Oosiee 450 mpUUMHHO-3HA-
ynMbIX MyTanuii. HacnenoBanne HAO B abcomoTHOM
OOJILLIIMHCTBE CJy4YaeB IMPOUCXOAUT MO ayTOCOMHO-
JTOMUHAHTHOMY TUIly, OJHAKO UMEIOTCH €IUHUYHbIE
JaHHBIE 00 ayTOCOMHO-PEIIECCUBHOM THUIIE HACJIEI0-
Baaus. [IpumepHo y 20—25% maineHTOB 3a00JieBaHNE
00yCJIOBJIEHO BHOBb BO3HHUKIIEH MyTallMeil B reHe
SERPING], T.e. ceMeiHbI aHAMHE3 OTCYTCTBYET |6, 7].

Cl-uHruburop — cepMHOBas MpoTeasa, KOTopas
MPUHMUMAET yJacTre B PEeTYJISILIMK padoThl CIIEIYIOIINX
CUCTEM: CUCTeMbl KOMILIEMEHTa, KaJJIUuKpEeuH-K1-
HUHOBOM CHUCTEMBI, CUCTEMBI CBEPTHIBAHUS KPOBU
10 BHYTpEHHEMY TTyTH, (PUOPUHOINTHIECKOM CUCTEMBI
[8]. HaubGonrblee 3HaueHUe MeeT BausHUe epMeHTa
Ha KaJUTMKPEeUH-KMHUHOBYIO cuctemy (puc. 1): B oT-
cyrctBun C1-MHI u/vnm nipy cHuXKeHuM ero (pyHK-
uoHanbHOM akTuBHOCTU ((haCl-MUHT) npoucxonut
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Puc. 1. [TatoreHe3 HaciencTBeHHOTO aHTMooTéKA ¢ geurutom Cl-unruduropa (I u Il Tuma).

Fig. 1.The pathogenesis of hereditary angioedema with C1-inhibitor deficiency (types I and II).

HEKOHTPOJHUPpYEeMOe IpeBpalleHNe TpeKaTMKpenHa
B KaJUTUKPEWH, MO BO3IEWCTBUEM KOTOPOTO pacIleruisi-
€TCS1 BHICOKOMOJIEKYJISIpHBII KHHUHOT'€H C 00pa30BaHU-
eM bK. Dot adpdexrt ycunuBaer aktuBu3zanus XI1I dpak-
Topa cBépThiBaHus KpoBu (FXII) B pe3dynbrare 3amycka
CBEPTHIBAHUS KPOBU TT0 BHYTPEHHEMY MEXaHU3MY, TaK
K€ 00YCJIOBJIGHHOMY OTCYTCTBMEM U/WJIU HapyllieHUeM
(pyHkumnonanbHoi aktusHoctu C1-UHT [9—11].

BK — ocHoBHoI1 MeauaTop otékoB 1ipy HAO. Benen-
CTBUE B3aMMOAECHCTBUS OpaIuKMHWHA ¢ OpaguKIHUHO-
BbIMU perienTopamu 2-ro tuma (B2) npoucxoauT Ba3o-
IVTATaInsI, TTOBBIIIAETCS MTPOHUIIAEMOCTb COCYIUCTOM
CTEHKH C BKCTpaBa3allueit XKuaKoCTH, 00yCIOBIMBAIOLIEH
pa3BuUTHeE OTEKA pas3auuHOi Jokanu3auu. [Ipu Bei-
paxxeHHOM AO CIM3UCTON 000JIOYKM KUILIEYHUKA BO3-
HUKaEeT KJIMHUKA OCTPO KUIIEYHOM HEMPOXOIUMOCTH,
3KCTpaBa3alusl XUAKOCTU B 3TOM CIyyae MOXET ObITb
HAaCTOJIbKO BeJIMKa, YTO ITPUBOAUT K 00Opa30BaHMIO aClIuTa,
BBIPQXKEHHOU TMIIOBOJIEMUU, TUTTIOTOHUU. bpanukuHuH
OBICTPO paclIeruisieTcs Ha MeNTUabl SHAOTeHHBIMU Me-
TaJIJIONIPOTEMHA3aMU, BKJTIOUasl aHTMOTEH3UMHITIpEBpallia-
ot pepmeHT (AIID) [4, 10—12].

HecMoTps Ha aKTWBU3AIIMIO MPOIECCOB CBEP-
ThIBaHUS KpoBU, y nanreHToB ¢ HAO He oTMedeHO
MOBBIIIEHHON CKJIOHHOCTU K TpOoM000Opa3oBaHUIO,
Onarogaps ToMy, uto B orcyrctBuM C1-MHI akTBu-
3MpoBaHa TakKe U cucTemMa GMOpUHOIN3a, YTO IIPUBO-
IUT K TTOBBIIIEHHON TpaHChOpPMallMKM TUTa3MUHOTEHA
B rutasmuH [ 10, 13, 14].

[Tatorene3 HAO 6e3 nedpuiiuta C1-UHT 1o koH1a
He M3YYeH, OJJHAKO CXOJACTBO KJIMHUYECKOW KapTH-
Hbl ¢ TakoBoii mpu HAO I/I1 TunoB maét ocHOBaHMSI
Mpearnojaararh, 4To KJIIOYEBBIM MEIUaTOPOM OTEKA
TaKKe MOXET SIBISIThCS OpamukuHuH [1]. Yame Bcero
K pa3Butuio 3Toit ¢opmbl HAO mpuBoaut myramust

B reHe XII ¢paktopa cBéprhiBanus Kposu (HAO-FXII)
(mpumepHO 25% Bcex cayuaeB HAO 6e3 nedumura
C1-UHT). HacnenoBaHue MpOMCXOAUT IO ayTOCOM-
HO-JOMUHAHTHOMY TUIY C HU3KOW MMEHETPAHTHOCTBIO
(6omee 90% my>xamH-HOCUTENel MyTatuy 1 6oee 40%
JKEHIIIMH-HOCUTEJIE MyTalluy He UMEIOT KIMHUYECKUX
nposiBeHuit 3aboneBanus) [3, 15]. OnucaHbl TakxKe
enmHUYHBIE ciydau pa3Butusgd HAO 6e3 medummura
C1-HUHTI BcaeacTtBue MyTalluM B FeHEe aHTHOIIO3TU-
Ha 1 (HAO-ANGPTI), mnasamunorena (HAO-PLG),
kuHuHoreHa 1 (HAO-KNG1). Onnako npu HAO
oe3 nepunura C1-UHI BbISIBUTD MPUYMHHO-3HAYN-
MYIO MYTaIIMIO Yallle BCETO He YIagTCs, B TAKOM CIIydyae
MpU TUMMYHON KIMHUYECKONW KapTUHE U HaJIUYUU
ceMeiiHOro aHaMHe3a BbIcTaBisieTcs nuarHo3 HAO
¢ HeusBectHoi mytauueit (UNK-HAO) [1, 16—18].

1.3. Dnudemuonoeus 3a601e6anus Uau COCMOSHUS
(epynnul 3a604e6aHUIL UAU COCMOSIHUIL)

Pacnpocrtpanénnocts HAO ¢ nepunurom Cl-
HWHT — 1:50 000 [1, 19]. B HacTosiee BpeMs Ha Tep-
puropuu Poccutickoit ®eaepanuu (PPD) 3apeructpm-
poBaHo 276 mauueHToB (Ta6a. 1) [19]. Hecmotrps
Ha TO, YTO HacjiefloBaHUe 3a00JIeBaHUS HE CLIETIJICHO
C TIOJIOM, KOJTMYECTBO MAIIMeHTOB XXEHCKOTO IToJIa TIpe-
BaJIUpyeT HaJl KOJIMYECTBOM IMALIMEHTOB MYKCKOTO 10J1a
(cMm. Ta6m. 1) [20]. Tounast pacrpocTpaHEHHOCTH (DOPM
HAO 6e3 nedunura C1-UHI nensBectHa [21].

1.4. Ocobennocmu Koduposanus 3a604e6anus UAU
COCMosiHUsL (epynnbl 3a001e6aHUL UAU COCMOSHULL) NO
Mesxcdynapodnoii cmamucmuueckoii Kaaccugurkayui
bone3Hetl u npobaem, C6A3aHHbIX CO 300POBLEM

D 84.1 ledexT B cucteMe KOMIUIEMEHTa (TaHHBINA
Ko ucnosbayetcs 1 kogupoBaHus HAO ¢ neduim-
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Taomuua 1. /laHHbIe POCCHIICKOTO PETHCTPA NAIMEHTOB

C HACJIEICTBEHHBIM AHTHOOTEKOM ¢ Aeduuurom C1-mHruonTopa
Table 1. Data from the Russian registry of patients with
hereditary angioedema with C1 inhibitor deficiency

Bo3spacr manueHToB, JeT MyKuUnHbI ZKeHIMHBI

1o 5 3 4

or 5 1o 10 16 16
ot 10 o 18 19 19
ot 18 1o 30 15 39
ot 30 1o 45 25 56
crapiie 45 16 48
Bcero 94 182

ToMm C1-UHTI (I u II TunoB) u miiss HAO 6e3 nepuniura
C1-UHT [22].

1.5. Knaccugpukauus 3a601e6anus uiu cocmosiHus
(epynnol 3a004e6aHUIL UAU COCMOSHUIL)

HAO c nedounurom C1-UHT™:

* HAO I tuma oOycjioB/IeH CHMXKEHUEM KOJIM-
yecTBa U (pyHKIMOHANbHOW akTuBHOCTH C1-UHI B
mia3Mme (85% Bcex ciyuaes HAO) [1];

* HAO II Tuna obycioBieH CHUXXeHueM PyHKIIU-
oHasbHOM akTUBHOCTU CIl-WUHT, npu 3ToM ypoBeHb
C1-HMHTI coxpaHsieTcs B IIpeaeiax HOpMbI WX ITOBbI-
meH (15% Bcex cinyuae HAO) [1].

HAO 6e3 ngepuumra C1-UHTI (6e3 maTonoruu cu-
CTEMBbI KOMILIEMEHTA):

* HAO c myranueii B rene XII (pakTopa cBEpThIBa-
Hus kposu (HAO-FXII);

* HAO c myrauumeii B reHe rasmuHoreHa (HAO-
PLG);

* HAO ¢ myranueii B redne anruornostuna 1 (HAO-
ANGPT1);

* HAO c myrauueir B rene kmauHoreHa 1 (HAO-
KNG1);

* HAO c¢ HeusBectHoii myrauuein (UNK-HAO),
yCTaHaBJIMBaeTCsd TMpu HopMajabHOM YypoBHe Cl-
WHIMOUTOpa U ero (PyHKIIMOHAJIbHOW aKTUBHOCTU B
cjlydyae TUMMYHOM KJIMHUYECKOW KapTUHbBI B COUETAHUU
C TTOJIOXKMTEIbHBIM CEMEMHBIM aHaMHe30M [1, 23, 24].

1.6. Knunuueckas xapmuna 3a001€6aHUs UAU
cocmosnus (epynnsl 3a001e6aHUN UAU COCTMOSHULL)

XapakTepeH paHHMI 1e0I0T 3a00JIeBaHusI B IIEPBOA
WJIM BTOPOI JeKajie XKMU3HU, OTHAKO BO3MOXHO GoJiee
MO3/IHee TOSIBIIEHUE TTEPBBIX CUMIITOMOB BILIOTb JI0 T10-
SKIJTOTro Bo3pacTa [25, 26]. Y GoNbIIMHCTBA AallMEHTOB
MPOCIIEKUBACTCS CEMEMHBIN aHaMHe3, OMHaKo y 25%
MalMeHTOB OH OTCYTCTBYeT [25]. KimmHuueckast KapTuHa
3abo0seBaHus NposiBiisieTcss AO pa3InyHOl JIoOKaJIn3a-
LIMU, HEUYBCTBUTEILHBIMU K TEPAITUU AHTUTUCTAMMUH-
HBIMUM MpernapaTaMu JJis CUCTEMHOTO MPUMEHEHUS
ucI'KC[1, 3, 19].

K HaubGosiee yacThiM KIMHUYECKUM MPOSIBICHUSIM
3a00J1eBaHMs OTHOCSTCS ITepudepruIecKre OTEKU, ad-
JTOMMHAJIbHbIE aTakKM M OTEKU BEPXHUX JbIXaTEIbHbBIX
MNyTEen.

IMepudepuyeckue oTéKM — HanbOIEE YaCTOE KU~
HUYeCKOoe TpOosiBIIeHUe 3a00eBaHUs, HabaogaemMoe
npaktnaecku y 100% mammentos ¢ HAO. Otéknu pe-
MUINBUPYIOIINE, HE COIPOBOKIAIOTCSI KPAITUBHUIIEH.
KoxHble TOKPOBBI HAJ OTEKOM HE TMIePEMUPOBAHbI
U OO0bIYHOI TeMmepaTypbl. OTEKM MeIJIeHHO Hapac-
TalT, UX CPEAHss NMPOAOJKUTEIbHOCTb 2—4 CYT.
Bo3MoXXHO HauuMe MoKaJbIBaHUSI, XKeHUsl, 60J1e3-
HEHHOCTU B MecTe oTéka. Haubosiee yacras Jokanu-
3alusi — 00JIaCTh BEPXHUX M HUXKHUX KOHEYHOCTEM
[25, 27].

AOpoMuHaIbHBIE aTAKM — BTOPOM 110 4acTOTE
CHUMIITOM, BCTpeydalomuliica y maumeHTos ¢ HAO
(6onee 80%). KnuHudeckre MpOsIBJISHUS] MOTYT
BapbMUPOBATh OT NIMCKOM@OpTa 10 OCTpOit 60U B 00-
JIaCTM XMBOTa, COIMPOBOXIAIOIIeicsl pBOTOM, Aua-
peeil Mau 3aIropoM, B3AYTHEM, pe3Koil cl1abdoCThio
(TIpm pa3BUTHU acIWTa BO3HUKAET THUITOBOJIEMMUS).
C nomolIblo BU3YaJIU3UPYIOIIUX METOAOB UCCIEI0-
BaHUS, TaKMX KaK yJbTPa3ByKOBOE MCCIEIOBaHUE
(Y3W) u xomnbiorepHas Tomorpadus (KT) opranos
OPIOIIHON MOJOCTU, MOXHO BBISIBUTh OTEK y4yacTKa
KMILIEYHUKA U CBOOOIHYIO XUAKOCTh B OpIOIIHON
MOJIOCTHU WJIM MOJIOCTU MaJIOTO Ta3a. AOIOMUHAJIbHbIE
aTakM 4acTo SIBJISIIOTCSI MPUYMHON HEOOOCHOBAaHHOTO
XUPYPTUUECKOTO BMEIIaTeIbCTBA, TAK KAK CUMITTOMBI
WUMUTUPYIOT KIMHUKY ocTporo xuporta. Hepenko
abJOMUHAIbHBIE aTaKU SBJISIOTCS MEPBBIM KIMHU-
YeCKUM TPOSIBIICHHEM 3a00JIeBaHUS, YTO 3aTPYIHSIET
MOCTaHOBKY AuarHo3sa [25, 27].

OTEKM, CIIOCOOHBIE MPUBECTU K achuUKCHU (MO-
TeHUMATbHO (paTalibHbIE OTEKMU): OTEK TOPTaHU, OTEK
sI3bIKa, OTEK CBSI30YHOTO allliapaTta U HEOHOU 3aHa-
Becku. IIpu OTEKe si3bIKa OTMEYaeTCsl CyILIECTBEHHOE
VBEJIMUEHME €TO B 00BEME, YACTO SI3BIK HE TTOMEIIAeTCST
B pOTOBOI1 TTojiocTH [25, 27—29].

K Gonee penkuM KJIMHUYECKUM IIPOSIBJICHUSIM 3a-
0oJieBaHUST OTHOCSITCS CIIEAYIOLINE:

* MHTEHCUBHBIE TOJIOBHBIE 00U (BOZHUKAIOT NIPU
OTEKE MO3TOBBIX O000JIOUEK), COIPOBOXKIAIOIINECS
OlIYILIEHWEeM CIAaBJIEHUSI TOJIOBbI, OLIYIIEHUEM JaB-
JIEHUS B IJIa3HBIX S0JI0KaX, HEUYBCTBUTEJIbHbBIE K JeTi-
CTBUIO aHAJIBTETUKOB;

* CUJIbHbIE 0OJIM MPU MOYEUCITYCKAaHUU, MpPepbl-
BUCTO€ MOYEHMCITyCKaHWe, 3aTpyIHEHWE MOYEHCITyC-
KaHMS BIUTOTh 10 aHYPUHW, BO3HMKAIOIINE TIPU OTEKE
MOUYEBOTO MY3bIPsI U YPETPHI;

* OTEKM MBIIIILI, XapaKTepu3yIolIecs OrpaHuYeH-
HBIM YIIOTHEHWEM MBITIIIHL;

* OTEKU CYyCTaBOB;

* 00Jb U/WIIN OILIYILIEHUE CHABJIEHUS B 00JacCTU
TPYIHON KJIETKM, HE COMPOBOXIAIOIINECS UBMEHEHU -
SIMU Ha 2JIEKTPOKapANOTpaMMe;
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* 00JIb B 00JIaCTU TTOYEK;
* 0oJb B o0jacTu nnieBona [27].

Y nanuueHToB MOTYT UMETh MECTO «TIPEBECTHUKU»
OTEKOB: KoJIeOaHUE HACTPOCHUSI, IeNPeCcCUsi, CJIaboCTb,
ITapeCTe3NH, OIIYIICHHE YTOIIIIEHMS KOXH, MApTHAITb-
Has spuTeMa U 1p. [25, 26].

MapruHajiabHasi 5puTeMa — He BO3BBILLIAIOLINECS
Hall TIOBEPXHOCTHIO KO BBICHITTAHUS PO30BO-Kpac-
HOTO 1IBeTa, 6e3 3yna W LIeTYIIeHUs, TPOXOAsIue
OecclieTHO B TeYeHNE HECKOIbKIX YaCOB—IBYX CYTOK.
MoryT OBITh CAMOCTOSITEIbHBIM MPOSIBJICHUEM 3200J1e-
BaHMSI WU SBJISITbCS €T0 «ITpeaBeCTHUKOM» [30].

Tpurrepsr:

* MexaHW4ecKas TpaBMa (B TOM YMCIIe JUIMTEIbHOE
cIaBJieHUe, YKOJI, YIIMO, orepaTUBHbIE BMellaTesb-
CTBa, MHBAa3MBHbIE METOIbI OOCIEIOBAHMS U 1P.);

Taommua 2. Kputepun 1MarHOCTHKH HACJIEACTBEHHOTO AHTHOOTEKA

Table 2. Diagnostic criteria for hereditary angioedema

* ocTpble MHGEKIIMN/AeKOMITeH callus JIt00oi co-
MyTCTBYIOIIEH TTaTOJIOTUM;

* MEHCTpyalusi/0epeMeHHOCTh/IaKTaLISI;

* IIpUEM BCTPOTCHOB;

* npuém mHruouropos AIID, aHTaroHUCTOB pe-
LIENTOPOB aHruoTeH3uHa I1;

» ctpecc [31].

2. JIuarHocTHKa 3a00,1eBaHKs HJI COCTOSHHUST
(rpynmbl 3260/1€BaHUIA WJI COCTOSTHMIA),
MeMIMHCKHE TIOKA3AHNUS U IPOTHBONOKA3AHUS
K NPUMEHEHUI0 METO/I0B TUATHOCTHKH

BceMm marmenTam ¢ mono3penuem Ha HAO pekoMeH-
JyeTcs HpOBOAUTH NP depeHINATbHYIO TUAaTHOCTUKY
CO CJIEIYIOIIUMU 3a00JI€BAHUSIMU C LIEJIbI0 YTOUHEHMUST
nuarHosa (Tao. 2):

IHalMeHTa B CEMbE
u

u >1 Kpurepus:

Kpurepun HAO c nedpuumntom Cl-uHruoéurtopa HAO 6e3 neuiura Cl-uHrudéuropa
JlnarHocTuYecKue >1 Kpurepus: >1 kputepus:
KpUTEepUu ® penuauBupylonme repudepuiaeckre AO ¢ peunnuBupylomve nepudepudeckue AO
IUTSI TIEPBOTO ® peuuaMBUpYIOLIMe aOIOMUHANIbHbIE aTakKy ® peLMIMBUpYIOIINE a0IOMUHANIBHbIE aTaKU
obcenyemMoro ® AO BepXHUX AbIXaTeIbHBIX MyTeH ¢ AO BepXHUX JbIXaTeTbHBIX TTyTei

JlOoMOJHUTENbHBI KpUTEpUIt: CEMEHBIN aHaMHe3

IMarHocThuecku 3Haunmoe cHrkenue C1-UHT
WY eT0 (PYHKIIMOHATBHOM aKTUBHOCTH (TIpH
HOpMaJbHOM WM NoBbilIeHHOM ypoBHe C1-HT)

® MUarHoCTUYeCKY 3HaummMmoe cHukeHue C1-UHT
UM ero (PYyHKIIMOHATbHON aKTUBHOCTH (TP
HOpMaJIbHOM WJIM MOBBIILIEHHOM ypoBHe C1-
MHTI') npu moBTOpHOM MCCIIeTIOBAaHUM

® BLISIBJICHHE MPUYMHHO-3HAYMMOM MyTalLluU €
JIoKa3aHHOM nmaToreHHoCcThio B reHe SERPING

JloMOMHUTENbHBIN KPUTEPUIA: CEMEMHBIN aHaMHe3

U

ypoBHU C1-UHTI u ero pyHKUMOHaAIBHOI

AKTUBHOCTHU B IIBYX UCCIIENOBAHUSIX HE CHUXKEHBI,

WJIU UX CHYUDKEHUME TMarHOCTUYECKU HE3HAYMMO.

u >1 Kpurepus:

® HaJIMYMe CEMEHOro aHaMHe3a

® BBISIBIIEHHE TPUUYMHHO-3HAYMMOI MyTalllu C
TTOKa3aHHOU TTATOT€HHOCTHIO B OMHOM 13 TEHOB:
asmuHoreHe, XII ¢akrope cBEpThHIBaHUS
KPOBH, aHTUITIO3THHE- |

® AQO BepXHUX AbIXaTeIbHBIX MyTei
u >1 Kpurepus:

HAO, y xoTopbix
€CThb WIeH CEMbU

C TIOATBEPXIEHHBIM
nuarHozom HAO

M YCTAHOBJICHHBIM

JlnarHocTuyeckue YV nanuenTa ecTb POICTBEHHHK C MOATBEPKIEHHBIM
KPUTEPUU IS nuarno3oM HAO u ycTaHOBJIEHHBIM THIIOM
MaleHTOB >1 Kpurepus:

C KIIMHUYECKUMU ¢ peuuauBupyiomnme AO

TIPOSIBTICHUSIMU ® peLrIMBUpYIOLIYe aOIOMUHANIbHBIE aTaK!

® nuarHocTudyecku 3Haunumoe cHikenue C1-UMHT
WU ero (DYHKITMOHATIbHOM aKTUBHOCTH (TIpU
HOPMaJIbHOM WJIH MOBBIIIeHHOM ypoBHe C1-UHI)

Y nanueHTa ecTh POACTBEHHUK C MOATBEPKAEHHBIM

nuarnozoM HAO 6e3 nepuuura C1-uHruouropa

>1 kpurepus:

¢ peunauBupyomre AO

® peLMIMBUpYIOLINe a0IOMUHANIBHbIE aTaKU

® AO BepXHUX IbIXaTeJIbHBIX MyTEH

4 (TOJBbKO /151 POACTBEHHHKOB MALMEHTOB, Y KOTOPBIX

BbISIBJIEHA MYTaLHs)

® IPUYMHHO-3HAYMMas MyTallusl ¢ TOKa3aHHOI
MMaTOTEHHOCTHIO B OTHOM M3 TeHOB (KaK

KpUTEPUU JJISI
MaleHToB 0e3

cTanust), y KOTOPbIX
€CTh YJIEH CEMbH
C TIOATBEPXIEHHBIM
nuarHozom HAO

CI1-UHI)

(KaK y poICTBEHHUKA)

TUIIOM ® BRISIBJICHHE MPUYMHHO-3HAYMMOM MyTaLluU C y poIcTBeHHUKA): ria3muHoreHe, XII ¢akrope
JIOKa3aHHOW MaToreHHocThio B reHe SERPING 1 CBEPTHIBAHUSI KPOBU, aHTUITO3THHE- |
(KaK y poICTBEHHUKA)

JInarHocTUYecKue Y nanmeHTa ecTh pOACTBEHHUK (KPOBHbIIA) TonbKo 111 pOACTBEHHUKOB MALIMEHTOB, Y KOTOPBIX

¢ noaTBepKaEHHbIM quarno3om HAO c¢ nedumurom
C1-MHru0MTOpa  YCTAHOBJIEHHBIM THIIOM

KIMHUYECKUX u >1 Kpurepus:
npossieHniit HAO ® nuarHoctuuecku 3Haunmoe cHkenne C1-UHTD |[n
(mOKJIMHUYECKast WU ero GYHKIIMOHAIBHOI aKTUBHOCTH (TTpU

HOPpMaJIbHOM MJIM IMTOBBLIIIECHHOM YPOBHE

® BLISIBJICHHE TPUYMHHO-3HAYMMOMN MyTaLluu
C IOKa3aHHOM MaTOreHHOCThIO B TeHe SERPING ]

BBISIBJICHA MyTallusl.
YV nanueHTa ecTh POACTBEHHUK C MOATBEPKAEHHBIM
muarnozoM HAO 6e3 nedumura C1-uaruouropa

® BHISIBJICHA PUYMHHO-3HAYMMAs MyTallust
¢ TOKa3aHHOM MaTOreHHOCThIO B OMTHOM M3 FEHOB
(KaK y poACTBeHHMKA): Tma3mMuHoreHe, XII
¢akTope cBEPTHIBAHMS KPOBU, aHTHUITO3THHE- |
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* NIPUOOPETEHHBIM AHTMOOTEKOM C  JIeUIM-
TOM/HapylleHneM (GYHKIIMOHATBHOM aKTUBHOCTU
C1l-uHruéuTopa;

* AO, BbI3BaHHBIM NTPUEMOM MHTHOUTOPOB AITD
Y1 aHTaroHUCTOB PEeLENTOPOB aHTHOTeH3uHa 11;

* AOQO, BbI3BaHHBIM MeIMATOPaMU TYYHBIX KJIETOK;

» uauonartudeckum AO [3, 32];

* IICEBIOAHTMOOTEKAMU (runornpoTenHeMHUYE-
CKMe OT€Ku, cuHApoM MenbkepccoHa—Po3eHTans,
CHHJPOM BEpXHEN 10JI0i BeHbI U ap). [33].

Yposenb yoeaureabHocTH pekomenaaimii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

Kommenmapuii. ITpu npoBeneHnu nuddepeHrab-

Holi nruarHocTuky AO ¢ J1I00BIM APYTUM 3a00JIeBa-

HUeM (IICEBA0AHTMOOTEKHN) PEKOMEHAYETCS TOM-

HUTB O TOM, YTO CUMITTOMBI ITp1 AO JJIITCS OT 4acoB

JI0 HECKOJIbKMX CYTOK U ITPOXOJSIT OeCcCaeIHO; eCIN

OTEK coxpaHsieTcs 6osiee JUIUTEbHOE BpEMS, TO I1a-

rHo3 AO MajioBeposiTeH. B GoJblIMHCTBE cliyyaeB

UCKJIIOUEHUE 3TUX 3a00JIeBAaHUM, MPUBOASIIUX

K pa3BUTHIO MCEBAOAHTMOOTEKA, BOZBMOXHO YyXe

Ha 3Tare coopa aHaMHe3a 1 ocMoTpa [33].

2. 1. 2Kanobwvt u anammues
(cMm. paznen «KiumHugeckass KapTUHa).
2.2. Qusukanvhoe obcredosarnue

I1pu pu3nKanbHOM OCMOTpPE Y BCEX MALIMEHTOB C I10-
no3peHreM Ha HAO 17151 ycTaHOBJIEHUSI JUAarHo3a peKo-
MEHIYEeTCsI OTIpEeIe/IUTh XapaKTep OTEKA MIJIsI BBISIBIICHUS
MPU3HAKOB, TUIIMYHBIX ST aHTMooTéKOB npu HAO
(oT€K OJIemHBIN W HEe 3yOSIIUil, IUIOTHBIN, IIpY Hama-
BJIMBAHUM Ha HETo He ocTaércs sIMKHM) [1, 32].

Yposenn yoeaureabHocTH pekomenaaimii C (ypoeHb

JI0OCTOBEPHOCTH JI0KA3aTeNbCTB 5).

ITamuenTam ¢ xkamobamu Ha HapylleHUE ObIXaHUS
M TJIOTaHUSI, OCUILJIOCTHIO rojioca, TMC(OHMUEH, CTpaxoM
CMEpPTHU, CTPUIOPOM PEKOMEHIYETCS IMPOBECTU BU3Y-
aJbHOE 00C/IeloBaHUE BEPXHUX IbIXaTeJbHBIX MYTEN,
OLIEHKY 3BYYHOCTH I0JjioCca, BO3MOXHOCTU IJIOTAaHUS
C LIEJIbIO OLIEHKU MPOXOAMMOCTU BEPXHUX AbIXaTEIbHbBIX
nytei [28, 29, 34, 35].

‘VposeHs yoeaurebHOCTH pekoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH 10KA3aTebCTB 4).

Kommenmapuii. OTEK HapacTaeT MeIJICHHO, HO Bpe-

M1 OT ITOSIBJIEHUSI CUMIITOMOB HapyIIIEHNS IbIXaHUS

JI0 TTOJIHOM achUKCUU Henpeacka3yeMo (B cpeaHeM

cocrabisieT ot 20 mo 40 muH) [28, 29].

2.3. JlabopamopHble duazHocmu4eckue uccae0o8aHus

HAO I tuma gmarHocTupyeTcs B cilydyae, Kormaa
ypoBeHb C1-UHI u ypoBeHb ero yHKIIMOHAIbHOM
aKTUBHOCTU cOCTaBJsTIOT MeHee 50% ot Hopmbl. HAO
II Tumma nuarHocTUpyeTCs MPU CHYKEHUM (HYHKIIM-
onanpHOM aktuBHOCcTH C1-MHT Gosee yem Ha 50%
OT HOPMBI TTPH OTCYTCTBUU AMATHOCTUIECKH 3HAYMMOTO
cumxenus yposus C1-UHT (ta6a. 3) [36].

Bcem manmeHTaM-npobaHaaM ¢ MOAO3pEHUEM
Ha HAO pekoMeHayeTcsl IByKpaTHOE MCCleIOBaHUE
ypoBHsI C1-uHruouTopa B KpOBU U (DYHKIIMOHAIBHOM
akTUBHOCTU C1-MHIMOUTOpPA B KPOBU WM UCCIIEIOBa-
Hue ypoBHs C1-UHIMOMTOPA B KPOBU U (DYHKIIMOHANIb-
Holt akTuBHOCTY C1-mHrnouTopa B KpOBH B COYETAHNU
C MOJIEKYJISIPHO-TEHETUIECKIM HUCCIIeIOBAaHIEM MyTa-
1uii B reHe SERPING I B KpoBU ME€TOJaMU CEKBEHUPO-
BaHUS U KoandecTBeHHOW M LPA nist monrBepKaeHus
nuartHo3a HAO I unu 11 tTuna (cM. ta6n. 2, 3; Ipuno-
xenwme b1) [1, 3, 37-39].

YpoBens yoemureabHOCTH pekoMenaanmii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3ATEJbCTB 5).

Kommenmapuii. Izmenénubie nokasartenu (Cl-

MHTUOUTOp, PYHKIMOHAIbHAs aKTUBHOCTH Cl-

MHTUOMTOpa) TPEOYIOT IMMOATBEPXKISHMS C UHTEPBa-

JIoM He MeHee 4eM 1 Mec. ZKenaTeabHO MpoBeAeHNE

XOTs1 ObI OTHOTO U3 UCCJIEIOBAHUS BO BpeMsI pa3Bu-

THSI aHTMOOTEKA, OCOOEHHO B Cllyyae, eC/id JaHHbIe

KJIMHUYECKOI KapTUHBI HE COOTBETCTBYIOT JAHHBIM

MPOBEAEHHBIX MCCIeToBaHMi [3].

[MpuHUMas Bo BHUMaHUE, YTO TIEPUOJ TTOTYBBIBE-

neHust maruouTopa Cl-scTepasbl cocTaBiseT 62 4,

11eJIeco00pa3HoO MPOBOIUTH U3MEPEHUS HE MEHee

yeM uepes 3 IHsI ITocjIe OTMEHBI IIperapaTa MHIMOu -

Topa C1-3cTepassl yenoBeka. MKaTMOAHT He BIUSIET

Ha CpOKH NpoBeaeHUS aHanu30B [40].

¥ 310poBbIX XeHIIUH YpoBHU C1-MHIrMOMTOpA U €TO

(GYHKUMOHANbHON aKTUBHOCTHU B IJIa3Me KPOBU

CHIXXAIOTCS BO BpeMs OepeMeHHOCTH 1 BO3Bpallia-

JOTCS K HOpME TIOCIIe POIOpPAa3peIIeHHUsI, TI0O3TOMY

pe3yabTaThl aHAJTM30B JOJKHBI MHTEPIIPETUPOBATH-

cs ¢ OCTOPOXKHOCTBIO. PeKoMeHIyeTCsl TTOBTOPUTh
aHAJIM3bI TIOCJIe POAOpA3PEIIeHUS IS TIOATBEPK-

nenus auardHosa HAO [1].

B ciydae ecnu y mauueHTa BbISIBieHA TPUYMHHO-

3HauumMasl myTtaius B reHe SERPINGI (oTHOCUTCS

K ITaTOT€HHBIM WU BEPOSITHO-TTATOIeHHBIM, COTJlac-

HO TIPUHSITBIM KPUTEPUSIM), IIPOBEIEHIE TIOBTOPHO-

Taommua 3. JIabopaTopHas IMArHOCTHKA HAC/IeNCTBEHHOro aHrnooTéka ¢ nedunutom Cl-unruduropa (HAO I u I Tunos)

Table 3. Laboratory diagnostics of hereditary angioedema with C1-inhibitor deficiency (HAO types I and IT)

ITokazarenb

I Tun HAO II Tum HAO

YposeHb C1-uHrubuTopa

1 (<50% ot HOpMBI) N/t

®yHKIMoHambHasI akTUBHOCTH C1-mHTMOUTOpA

1 (<50% ot HOpMBI)

c4

1 (<50% ot HOpMBI)
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ro ucciaeaoBaHust ypoBHsi C1-uHruoéuTopa B KpoBu

U pyHKIMOHaIbHOM akTuBHOCTU Cl-mHruburopa

B KPOBHU He SIBJIsieTcsl 00s13aTeibHbIM [39, 41].

Bcem nanmMeHTaM-poACTBEHHUKAM C MOIO3PEHUEM
Ha HAO pekoMmeHayeTcss OMHOKPAaTHOE UCCIeI0BaHUe
ypoBHs C1-uHruoéuTopa B KpoBU M (DYHKIIMOHAIBHOM
akTuBHOCTH C1-MHIMOMTOpPaB KPOBU WJIM TOMCK pa-
Hee BBIIBJICHHOU y TIpoOaHaa MPUYMHHO-3HAYNMOM
myTtanuu B reHe SERPING 1 MoleKynsipHO-TeHEeTUYE-
CKMMU MeTOAaMU JJIs1 TIOATBepKaAeHUs nruarHoza HAO
1 wu 11 Tuna (cM. ta6u. 2, 3; Ipunoxenue b1) [1, 3,
37-39].

YposeHs yoeaurebHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

BceM ponctBeHHUKaM (B OCOOEHHOCTU JIETSIM)
nauuenTa ¢ HAO I u Il Tunos (maxe mpu OTCYTCTBUU
KJIMHUYECKUX TIPOsIBIEHU U 3a00JieBaHNs) peKOMEH-
JIOBAaHO CKPMHUHTOBOE 00C/ief0oBaHUE: UCCIeIOBaHNE
ypoBHs Cl-uHruburopa B KpoBU U (PyHKIIMOHATIBHOMN
akTuBHOCTU Cl-MHrubuTOpa B KPOBU U/WUJMU TTOUCK
paHee BBISIBAEHHOW MPUUYMHHO-3HAYMMON MyTalluu
B redHe SERPING1 y npobaHaa MOJIEKYISIPHO-T€HETH -
yeckumu Metonamu (st HAO 1 u I Tumnos) ¢ uesnbto
cBoeBpeMeHHoM nruarHocTuku HAO (cM. Ta6i1. 2; I1pu-
noxenue B2) [1, 19].

Yposenb yoeaureabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

Kommenmapuii. PaHHss mocTaHOBKaA AMarHosa,

B TOM UMCJIe Ha JOKJIMHUYECKOM 3Tare, CHUXaeT

pUcK (daTaibHOTO UCXOAa MPU Pa3BUTUU MEPBOTO

npuctyna HAO ¢ oT€KOM BEpXHUX JbIXaTeJIbHbIX

nyteit [1, 28].

VY Bcex meTeil mpu HaJIWYMK CEMEMHOTO aHaMHe3a

JI0 VCKJIIOUEHUST AUarHo3a cienyeT mpearnosiaraTb

HAO [19, 42].

BrisiBneHHast paHee MyTamusl JOJKHA OBITH IIpH-

YUHHO-3HAYUMON (OTHOCHUTBHCS K MaTOT€HHBIM

WA BEPOSITHO-IATOT€HHBIM, COIJIACHO MPUHATHIM

KPUTEPUSIM), B IPOTUBHOM CITydae I1eJIeco00pa3Ho

ToJbKO ucciaenoBaHusi ypoBHs C1-UHI B kpoBu

U pyHkmoHanbHo# akTuBHOCTH C1-MHI B KpoBu.

B ciydae morydeHNsT COMHUTEBHBIX Pe3yIbTaToOB

uccaenoaHust ypoBHst C1-UHI B kpoBu u ¢yHK-

nuoHanbHoM akTuBHOCTU C1-MHI B KpoBuU He00-

XOIMUMO TIOBTOPUTH UccienoBaHme [36].

Hetssm mo 1 roga (y KOTOPBIX €CTh KIMHUYECKUE
npuszHak HAO u/unu ectb ceMeiiHblii aHaMHe3 HAO)
peKOMeHayeTCsl IPOBOAUTh MOJIEKYISIPHO-TEHETUYE-
cKoe uccienoBaHuve myraunii Brene SERPING I B KpoBu
METOJaMU CEKBEHMPOBAaHMS M KolmdecTBeHHOT MLPA
IJIsl paHHEW MocTaHOBKM nuarHo3a (cm. IIpunoxe-
Hue B2) [42—44].

Yposenn yoeaureabHocTH pekomenaammii C (ypoBeHb

JI0CTOBEPHOCTH JI0KA3aTeNbCTB 4).

Kommenmapuii. B HopMe y neteii 1o 1 rona ypoBHU

C1-UHTI u ero ¢pyHKIMOHAIBHON aKTUBHOCTU

3HAUUTEJIbHO HUXKE, YEM Y B3POCIBIX, TTOATOMY MC-

MOJIb30BaHUE ATUX TOoKa3zaTeseil y nereit 1o roga

¢ ueabpio puarHoctuku HAO HemHdoOpmaTuBHO.

Taxkxe HeMH(MOPMATUBHBIM CUYMTAETCS UCCIIEI0BA-

HUE KOHIIEHTpAllMX KOMILJIEMEHTa B MyITOBUHHOM

KPOBU JOHOIIIEHHBIX HOBOPOXIEHHBIX, TaK KaK e

YPOBEHb HUKE, YEM Y B3POCIIbIX. YPOBEHb aHTUTEHA

M pyHkumoHanbHasg akTuBHocTh C1-MTHI cooTBeT-

CTBYIOT cOOTBeTCTBeHHO 70 1 62% OT TIoKa3ateneit

y B3pocbix [1].

LenpHass KpoBb SBISETCS MPEAMOYTUTEILHBIM

OuoMaTrepualioM ISl MOJIEKYISIPHO-T€HETUYECKOTO

uccienoBaHus. OMHAKO NPU TPYIHOCTSX MPeaoCTaB-

JIEHWST KPOBU MAHHOE MCCIIEAOBaHUE MOXHO TIPO-

BOJWTb Ha JIIOOBIX TKaHAX yejoBeKa (OyKKalbHbIN

SIUTEINNA CIIOHBI, KJIETKU B MO4Ye, OMOIICUITHBIN

1 CEKIIMOHHBIN MaTepra u T.I1.).

Bcem manmenTam ¢ nomo3penuem Ha HAO mipu pac-
XOXIEHUM JAaHHBIX KITMHUYECKOW KapTUHBI U pe3yJibTa-
TOB JTaADOPATOPHBIX UCCIICTOBAHWI VTV TP COMHUTEITh-
HBIX pe3yJibTaTax JabopaTOPHBIX TECTOB PEKOMEHTYeTCsI
MPOBEIeHUE MOJIEKYISIPHO-TEHETUYECKOTO MCCen0-
BaHus mytaumii B reHe SERPINGI B KpoBY METOIaAMU
CEKBEHUPOBAaHUS U KoiumdecTBeHHOU MLPA c nensio
ITOVICKa IPUYMHHO-3HAYMMBIX MyTALIVI TSI TOATBEPXK-
JIeHus nuarHosa [1, 2].

'Yposensb yoenutenpHocTH pekomenaanuii C (ypoBenb

JI0OCTOBEPHOCTH JI0KA3aTEJbCTB 5).

Kommenmapuii. IIpoBeneHue MoJeKyJJIsIpHO-TEHE -

THYECKOT0 00CIIeIOBaHMS He SIBJIsIeTCs 00s13aTelb-

HbIM 111 Bepudukanuu guarioza HAO I u I Tuna

MpY HAJIMYMU TUTTMYHON KJIMHUYECKON KapTUHbI

U IMarHOCTUYECKY 3HAYMMOTO CHUKEHU S YPOBHSI

u/unu QyHKIMOHATbHON aKTUBHOCTU WHTH-

outopa Cl-actepassl. Kpome TOro, orcyrcraue

OINMMCaHHBIX MyTaLIUii TPU MOJEKYISIPHO-TEHETH -

YecKoM 00CIeTOBaHUM He MCKII0YaeT AUarHo3a

HAO [1, 2].

OmnpeneneHue ypoBHs C4 ¢pakiiiu KOMILUIEMEHTA
(C4) manuenram ¢ nomo3peHneM Ha HAO pexkomeH-
JyeTcsl ¢ LieJIblo CKpUHMHTA (cM. Taba. 3) [1, 45—47].

YpoBeHb YOeAMTEIbHOCTH peKoMeHaanuii B (yposeHn

JIOCTOBEPHOCTH J0KA3aTeIbCTB 2).

Kommenmapuii. Y naumentoB ¢ HAO I u 11 Tunos ot-

MeuaeTcs cHukeHue C4 KOMITOHEHTa KOMIUJIEMEHTa

(cM. Tab:1. 3), oMHAKO JaHHBIN ITOKa3aTeIb HE MOXET

OBITh UCITOJIB30BaH JIJISI IOCTAHOBKM IMAarHO3a, TaK

KaK OH MOXET OBITh CHIDKEH MPY MHOTHX IPYTHUX

3abosneBaHusx [1, 3].

ITanmenram c momo3peHnem Ha HAO He pekoMeHay-
etcs onpeneneHue ypoBHsa C2 u C3 ppakiimii KOMILIe-
MEHTAa HY C LIeJIbI0 CKPUHUHTA, HU C LIeJIbIO TOCTAHOBKU
nuarHo3sa [1, 2, 48].

YpoBeHb yoeauTeasHocTH peKomenaanmii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB ).

Bcewm B3pociabim manueHTam ¢ aepunurom C1-MTHI
W PEIUINBUPYIOIINMH aHTHOOTEKAMM 0e3 KpaTTmBHM -
11bl, HO 0€e3 ceMeHOro aHaMHe3a WJIM BBISIBIEHHOM
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myTaunu BreHe SERPING I pekoMeHIyeTcs MCCiieioBa-
Hue ypoBHeli Clq ¢ppakiimy KOMIIOHEHTa KOMIUIEMEHTA
(Clq) BkpoBu u onpeesieHrne Hanuuus aHturen kK Clq
B KPOBU JIJI51 UCKJTIOYEHUS TPUOOPETEHHOTO AaHTMOOTEKA
(cM. IMpunoxenue b1) [1-3, 49].

YpoBeHb yoeautebHOCTH peKomenaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3ATEJbCTB 4).

Kommenmapuii. IIprnoOpeTéHHBIA aHTMOOTEK

MMEET CXOXYI0 KIMHUYECKYIO KapTUHY U SIBJIs-

etrca ¢penokonueit HAO (He Hacnenyetcs). Ila-

TOJIOTUS B CHCTEMe KOMILJIEMEeHTa 00yCIIOBIeHA

BbIpaboTKoit aHTuTea K C1-UHI unu mosbiiieH-

HBIM ero morpednenuemM. Ilpu mabopaTopHBIX

HWCCIEeMOBAHUSIX OTMeYaeTCsd CHUXKCHHUE KOJIM-

yecTBa UM (PyHKUMOHaANbHON akTUBHOCTH Cl-

WHTHOMTOpA, KaK TpaBUio, MEHee BHIpaXKeHHOE,

yem mpu HAO [1-3, 49].

[Tamentam ¢ HAO, nmonyyaBImuM cBexke3aMOpo-
KEHHYIO TJ1a3My, C IIeJIbI0 CBOEBPEMEHHOM TMarHo-
CTUKM MH(EKIIMOHHBIX 3a00JIeBaHUI PEKOMEHTYeTCS
MPOBEACHUE eXXEeTOJHOTO 00CIeTOBAHUS:

* OIpelesieHre aHTUTENl K BUPYCY MMMYHOIEeDM-
uuta yenoBeka (BUY) [onpeneneHue aHTUTEN Kiac-
coB M, G (IgM, IgG) x BUY-1 (human immunode-
ficiency virus, HIV 1) B xpoBu; onpeneneHne aHTUTEN
knaccoB M, G (IgM, IgG) x Bupycy uMMyHoaeuu-
Ta yenoBeka BUY-2 (human immunodeficiency virus,
HIV 2) B xpoBu];

» onpeneneHue antTureHa (HbsAg) Bupyca renatu-
Ta B (hepatitis B virus) B KkpoBu;

* olpelesicHWEe aHTHTeN K BHpycy rematuta C
(hepatitis C virus) B kpoBu [1].

YpoBeHb yoenuTeabsHOCTH peKomMennanuii C (ypoBeHb

JOCTOBEPHOCTH JI0KA3aTEJbCTB 5).

Kommenmapuii. Bce nanuenTsl ¢ HAO noreHm-

aJlbHO MOTYT IOJy4aTh IpernapaTbl KPOBU YeJio-

BeKa, COMNpPSIKEHHDBIE C PUCKOM Tepeaayr TpaHC-

MUCCHUBHBIX WHGEKINH: CBEXe3aMOPOXEHHYIO

niaa3My u uHruoutop Cl-acTepasbl yesloBeKa.

Ha ceronHsiIHUU neHb HE 3aperMCTPUPOBAHO

HU OJHOTO CJIy4das nepenadu ¢ nmpenapatom BUY,

renatutoB B u C u napBoBupyca B19 npu BBe-

JIeHUM KOoHIeHTpaTta nHruouropa Cl-acTepasbl

yenoBeka [50].

Bcem nanmenTam ¢ HAO pekoMeHayeTcst oripeeie-
HUE OCHOBHBIX I'pymiIl 1o cucteMe ABO u onipeneneHue
anTureHa D cucrembl pe3yc (pe3yc-dakrop) mist ode-
CIIeYeHUs] BOBMOXHOCTU OBICTPOTO BBENECHUSI CBEXE-
3aMOPOXEHHOM IIa3Mbl TP BO3HUKHOBEHUM TaKOM
Heobxoaumoctu [51].

‘YposeHs yoeaurelbHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH I0KA3aTeNbCTB 5).

[TauneHTaM ¢ HOpMaJibHBIMU MoKazaTeasmu Cl-
WHI u ero ¢yHKIIMOHAIbHOI aKTUBHOCTH IIPU ABY-
KpaTHOM HCCJIeTOBAaHNN, HO NMMEIOIIM XapaKTepHYIO
111 HAO KIMHUYECKy0 KapTUHY U/WUJIM CeMeHHbII
aHaMHE3, C LIEJIbIO MOUCKA MIPUYMHHO-3HAYMMBbIX MyTa-

LM 17151 moaTBepxkaeHus nruarHo3a HAO 6e3 neduiiura
C1-HMHT pexomenayeTcs MpoBeAecHNE MOJIEKYJISIPHO-
TeHETUIECKOTO UCCIIeTOBAHMS:

* 9Kk30Ha 9 reHa F 12 MeTo10M CEKBEHUPOBaHUSI;

* reHa ANGPTI MmeTonoM CeKBEHUPOBAHMUSI;

* reHa KNG MeToI0OM CEKBEHUPOBAHUS;

* Ha Hanuuue myTauuu c.988A>G (p.Lys330Glu)
B reHe PLG MeTogaMu IIPULIEILHOTO ITOMCKA MyTalli
(cm. ta6u. 2, Mpunoxenwue b1) [16, 17, 21, 52, 53].

'Yposens yoenutensHocTH pekomenaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeAbCTB 4).

Kommenmapuii. B cnyyae HAO 6e3 nepunura Cl-

WHTI nmanublili BUg oociaenoBaHus SIBISETCS €IUH-

CTBEHHBIM METOIOM BepU(UKAIIMK ArarHosa |16,

17, 21, 52, 53].

Bcem poacTBeHHUMKaM (B 0COOEHHOCTH IETSIM)
nanueHTa ¢ HAO 6e3 nedunura C1-UHT (naxe
IIPY OTCYTCTBMU KIMHWYECKMX TIPOSBICHUIT 3a60I1€e-
BaHUsI) C LIeJIbI0 CBOEBpeMeHHOI auarHoctuku HAO
0e3 nepunura C1-UHI pekomeHayeTcs: mouck pa-
Hee BBISIBJICHHOM Yy MpobaHaa MpUYMHHO-3HAYMMOM
MYTallU¥ MOJIEKYJISIPHO-TEHETUIECKUMU METOIaMU
MPULIETLHOTO ToucKa MyTtanuu (cMm. tabia. 2) [10, 36,
54-56].

'YposeHs yoenuTerbHOCTH peKoMenaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB 4).

2.4. HucmpymenmanvHsle duaznocmuieckue
uccnedoeanus

Y3U u/unu KT opraHoB OproLIHON MOJOCTU pe-
KOMEHIyeTCs TallMeHTaM IPU BBIPaXKEHHBIX OOJISIX
B JXMUBOTE C LIEJbIO TIpoBeneHU TuddepeHITnaTbHON
MIUAarHOCTUKY ¢ 3a00JIeBaHUSIMU C KJIIMHUYECKON Kap-
TUHOM OCTPOTO XMBOTa [57—60].

VposeHs yoeaureabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeAbCTB 4).

2.5. Hnwle duaenocmuueckue uccae0oeanus

KoHcynbranimg Bpava-xupypra peKoMeHIOBaHa
nanMeHTaM ¢ BbIpaxKeHHOM aOJoMUHAJIbHONM aTaKoi
1t nuddepeHIIaTbHO IMarHOCTUKY ¢ 3a00JIeBaHN-
SIMU, IPUBOISIIMMU K KJIMHUKE OCTPOro KUBOTa [61].

'Yposens yoenuTerbHOCTH peKoMenaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB ).

PexoMmeHmyeTcs KOHCYNIBTAIMS Bpaya-OTOPHUHOA-
punrosiora (JIOP) u/unu Bpaya-aHecTe3noyora-pea-
HUMATOJIOTa MalleHTaM C IPU3HAKaMU OTEKA BEPXHUX
JBIXaTebHBIX IyTe C LIeJIbI0 00heKTUBU3AIUY Kal00
M OLICHKU ITPOXOIMMOCTH AbIXaTebHBIX ITyTel [1, 35].

YpoBeHsb yoeauTeabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB ).

IMTauuentam ¢ HAO pexoMeHmyeTcsl IpoBeaeHUE
KOPPEKIMU COMYTCTBYIOLIEH MaTOJIOTMU BpauaMu ApY-
TUX CITELIMAJIBHOCTEH, TaK KaK 3TO MOXET IMPUBOIUTD
K yrskeneHuio reaenuss HAO [1, 31].

‘YpoBeHb yoeaAMTEIbHOCTH peKoMeHaanuii B (ypoBeHn

JIOCTOBEPHOCTH JI0KA3ATEJLCTB 3).
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3. Jleuenue, BKII0YAS MEAUKAMEHTO3HYIO

1 HeMeIMKAMEHTO3HYI0 TePaNuio, JHETOTEPAIHIO,
00e300,IMBaHNE; MeTUIMHCKHE TOKA3aHUSA

¥ IPOTUBONOKA3aHUA K NPUMEHEHHIO METO/IOB
JIeYeHus

Teparmusg HAO cocTouT 13 TpEX OCHOBHBIX KOMIIO-
HEeHTOB (Tao. 4):

* KyIIMPOBAHUS OTEKOB;

* KpaTKOCPOYHO MpodMIaKTUKU (Mepen orepa-
TUBHBIM BMEIIATEILCTBOM M CTOMATOJOTUYECKUMU
MaHUIYJISLIUASIMU);

* NOJITOCPOYHOU NPOMPUIAKTUKM MPU TSKEIOM
TEYEHUN WJIM YaCTBhIX MPpUCTyMNax 3abojieBaHUsT (ITpo-
(hrtakTHKA pELIUIUBOB).

3.1. Kynuposanue oméxos

Bce oTéku abixaTesbHBIX TyTeil, OTEKU B 00JacCTU
JIMLIA U 1IeU, TSKENbIe aOMoMUHAIbHbIE aTaKy, a B psiie
cy4yaeB U TSLKEble nepudepudyeckre oTéKu (Hampu-
Mep, OTEK ITOJIOBBIX OPTaHOB Y MY>KUMH ) TPeOyIOT aKTUB-
HOI1 TepaIuu B CBSI3U C pPUCKOM Pa3BUTUSI CMEPTEJIbHOTO
HUCXOJa BCIeACTBHE ac(UKCUU VI WHBAJIUIN3ALNU
(ocnoXHEHUS IJTUTEIbHOM TMITOKCHUM TOJIOBHOT'O MO3TAa,
HaJIOXKEHHE LIMCTOCTOMBI TTPU JUTUTEILHOM OOCTPYKLIMI
MOYEBBIBOASIIIINX MyTel, HAJOXEHUE TPaXeOCTOMBI
u ap.) [1, 19, 27, 28].

IMaunentam ¢ HAO I u Il TunoB ¢ orékamu, cIio-
COOHBIMM TIPUBECTU K ac(PpUKCHUM, a0IOMUHATBHBIMUI
arakaMu 1 iepuepruyecKuMu OTEKAMU, COMPSKEHHBI -

Ta6mna 4. Tepanusa HACIENCTBEHHOTO AHTHOOTEKA
Table 4. Hereditary angioedema therapy

MU C PUCKOM Pa3BUTHUS OCIOXKHEHU I, pEKOMEHAYeTCsI
Ha3HavyeHUE MpernapaToB [JIs1 KYIUPOBAHUS OTEKOB
C LeJblo KynupoBaHus oTéka (Tadna. 5; [punoxe-
nue B3) [1, 28, 62—71].

J11s1 B3pOCIIBIX M IETE OT 8 JIET: YPOBEHb yOeIuTe b~

HOCTH peKoMeHAanuii A (ypoBeHb JOCTOBEPHOCTH

JIOKA3aTeIbCTB 2);

IUTS AeTei MiTamiie 8 JIeT: ypoBeHb YOeaUTeIbHOCTH

pexomenaamuii C (ypoBeHb J0CTOBEPHOCTH J0Ka3a-

TeJIbCTB 4).

Kommenmapuii. IKaTnOaHT — BBICOKOCEJIEKTUBHBIN

aHTaroHUCT OpPaAUKUHUHOBBIX PELEITOPOB 2-TO

tnma [62, 64, 65, 72]. Uaruburop C1-3cTepassl ue-

JIOBEKA — KOHLIEHTPAT, MOJy4YaeMbli U3 TOHOPCKOM

KkpoBu [1, 42, 73].

[Tammentam ¢ HAO I u II TunoB ¢ oTékamu, cro-
COOHBIMU MPUBECTU K acUKCUU, aOIOMUHAIbHBIMU
aTakaMu U nepru@epuIecKUMI OTEKAMHU, COTTPSDKEHHBI-
MU C PUCKOM Pa3BUTHUS OCIOKHEHUM, pEKOMEHIYETCS
Ha3HAYeHUE MperapaToB IJIsI KYIUPOBAaHUS OTEKOB
He no3aHee 30 MUH TTOCjIe MoINagaHus MalueHTa B Jie-
yeOHO-IIPOPMIAKTUIECKOE YUpeXKIeHUe: MKaTUOaHT
win uHruouTop Cl-acTepasnl UyesioBeKa C LEIbI0 Ky-
nupoBaHus oTéKa (cM. Tadia. 5; Ilpunoxenue b3) [1,
28, 62—71].

'Yposenb yoenutenbHocTH pekomenaanuii C (ypoBenb

JIOCTOBEPHOCTH JI0KA3aTEJbCTB 5).

[TammentoB ¢ HAO I u Il TummoB pekomeHayeTcs
obecrneyunTh TperaparaMu JIJisl KyITMpOBaHUS OTEKOB

Hanpasienue
IIpenapaTsl 111 B3pOCIBIX [IpenapaTtsl 11 geteit
Tepanuu penap . P perap e
o VkatuGant e JAkatubaHT (y nereii crapiie 2 JeT)
Kynuposanue | e Uurudutop Cl-actepassl yenoBeka (y netei
.. e Nuruourop C1-3cTepassl 4eaoBeKa
OTEKOB . ) crapiie 2 JIeT)
CBexe3aMOpOXKeHHas Iia3Ma o CBexe3aMopoXeHHas I1a3va
e Muruourop Cl-acTepassl yeaoBeKa eren
e Nuruourop Cl-acTepassl yeaoBeKa (y B3pOCIIbIX crapime 2 HI; ) P v a
KpartkocpouHas U JeTeit cTapuie 2 JIeT) o CBexe3aMopoXeHHas I1a3va
npoduaakTuKa e JlaHazon
pod A e #JlaHa30 (TOJBKO MPU OTCYTCTBUU UHTMOUTOpPA
¢ CBexe3aMOpOXeHHasI Tuta3mMa Cl-screpase)
o Mlanason o #urudutop Cl-acTepassbl yesioBeka (y geTeit
o crapiie 2 JieT)
JonrocpouHast ® #TpaHekcamMoBasi KUCIOTA o T sese
npoduiakTuka e #[IporecrareHsl (#ae3orectpes, #IMHICTPEHON)? PaHekcaMoBas Kuciora
p p A pes, P e #J1aHa30 (TOJBKO NETSAM, JOCTUTIIUM V CTaiuu
o #Wurudurop Cl-3cTepasbl yensoBeka [IOJIOBOTO CO3PEBAHMS nojTaHHepy)

! Ha treppuropuun P® 3aperucrpupoBat To1pk0 nHrnouTop C1-3cTepassl yeIoBeKa /ISl BHyTPMBEHHOTO BBEIEHHSI, TO3TOMY 3/IECh U Hajiee OyaeT

YKas3bIBaTbC Mpenapat UMEHHO [J1s1 BHYTPUBEHHOTO BBEACHUA.

2

2 Cpexe3aMOpOXeHHasl Tla3Ma JOJKHA UCIIOJIb30BAThCS TOJBKO MPU OTCYTCTBUU OBICTPOTO AOCTYIA K Tepanuu ¢ JoKa3aHHOH a(hdeKTUBHOCTBIO

(MKaTOaHT, KOHLIEHTpAT MHIHOUTOpa Cl-3cTepasbl UesoBeKa) U He MOXKET PAcCCMaTPUBATLCS KAK IKBUBAJICHT MaTOTEHETUYECKOU Tepanuu
(KaK B KOHTEKCTe KyMMPOBaHUsI OTEKOB, TAK U B KOHTEKCTE KPATKOCPOYHOI MPO(UIAKTUKM), TaK KaK HE CTaHAAPTU3MPOBaHA MO KOJTUYECTBY
uHruoutopa Cl-3cTepasbl U KOMIIOHEHTOB, TOTEHLIMAJILHO CIIOCOOHBIX BbI3BaTh aHIMOOTEK Y natueHTa ¢ HAO.

3 ToNbKO JUIS XKEHIIMH JIETOPOIHOTO BO3pacra.
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Taomua 5. IlpenapaTsl, Ha3HAYaeMble MANMEHTAM C HACJIECTBEHHBIM AHTHOOTEKOM, /LISl KYNIMPOBAHMS OTEKOB

Table 5. Hereditary angioedema on-demand therapy

[Ipenapat

Bapocibie

Jletn

HWxatnbanrt

Mo 30 mr m/x

C 2 51eT, B 3aBUCUMOCTH OT MAacChI TeJia:
12—25 kr — no 10 mr
26—40 xr — mo 15 mr
41—50 kr — mo 20 Mr
51—65 kr — 10 25 mMr
>65 kr — o 30 mr*

Wuruourtop Cl-acTepassl yeloBeKa

ITo 20 ME/kr B/B

20 ME/kr B/B

CBexe3aMOpoXXeHHas Tuia3ma
(TOJIBKO TIPY OTCYTCTBUY APYTUX OTIIIUA)

ITo 400 mu B/B

ITo 10 mi/KT Macchl Tenna B/B

Ha IOMY U O0Y4YUTb TEXHUKE CAMOCTOSITEIbHOTO BBE/IE-
HUsI 7151 paHHETo KyMMPOBaHUs OTEKA U MpeA0TBpallie-
HUA daTajabHOro ucxona [74—76].

Yposenn yoeaureabHocTH pekomenaammii C (ypoeHb

JI0CTOBEPHOCTH I0KA3aTeNbCTB 4).

Kommenmapuii. Ukatu6ant u uuruourtop CI-

acTepas3bl YeJ0BeKa MOTYT OBITh MCIOJIb30BaHbI

CaMOCTOSITEJIBHO TTAIlUEHTAMM B JOMAIITHUX yCIIO-

Busix [19, 70, 74—76]. CamocTosITeETbHOE BBEJCHNE

MpernapaToB MMeeT pelaroiee 3HaueHue s 3¢h-

(beKTMBHOI1 TEpary OCTPHIX IPHCTYIIOB, IIOCKOIBKY

paHHee JieueHNe IPY Pa3BUTHH IIPHUCTYIIa 6ojiee 3¢-

(beXTMBHO 1 MpeaoTBpalllacT pa3BUTHE OCIOKHEHU

[1, 66, 68—71]. I1lo3nHee Ha3sHaYeHUE IIPEIIapaToOB

MOXKET IPUBECTH K (PaTaTbHOMY MCXOIY TIPU OTEKE

BEepXHUX IbIXaTeJbHBIX TTyTeit [69, 77].

[Taumentam ¢ HAO 6e3 nepunnra C1-UHT ¢ or-
€KaMHu, ClIOCOOHBIMM MPUBECTU K aC(PUKCHUU, aOTOMU-
HaAJIBHBIMM aTaKaMU U TSKETBIMU TTeprudepruIeCKIMUI
OTEKaMU, COMNPSIKEHHBIMU C Pa3BUTUEM OCJIOKEHUN
(HarpuMep, OTEK MOJIOBBIX OPTaHOB C OCTPOM 3a1epK-
KO MOYM Yy MYXXUWH), peKOMEHIYeTCSI BBeCTU #UKa-
nbanT u/uan #uaruourop Cl-screpa3sl yenoBeKa
C LIeJIbIO KYTIMPOBaHMS OTE€KA (HO3MPOBKHU CM. B Ta0JI. 5,
ITpunoxenun b3) [78—85].

1 B3pOCIHBIX: YPOBEHb YOEIUTEIbHOCTH PEKO-

Menaanuii C (ypoBeHb J10CTOBEPHOCTH JA0Ka3a-

TEJNbCTB 4);

IJISI IETEiA: ypOBEeHb YOeAUTEIbHOCTH PEKOMEHIAIUii

C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIBCTB ).

Kommenmapuii. 1nss HAO 6e3 nepuiiura C1-UHT

JaHHBIX PAaHAOMU3UPOBAHHBIX UCCIETOBAHUII

no oueHke 3P(GpeKTUBHOCTU MKAaTHUOAHTa, KOH-

neHTtparta nHruomropa Cl-acTepashl dejoBeKa,

CBEXXe3aMOPOXKEHHO M1a3Mbl HeT. JlaHHbIe 00 a-

($EeKTUBHOCTH MPUMEHEHMSI MKaTUOaHTa U MHIH-

outopa Cl-acTepasbl 4ejoBeKa IMPOTUBOPECUMBHI.

IIpn Hea(pPeKTUBHOCTU YKa3aHHEIX IIpeIapaToB

cjenyeT MPOBOAUTh CUMIITOMATUYECKYIO TePaItuio

[78—81, 86].

PekoMeHayeTcs o6ecreuynTh JOCTYITHOCTD 11 ca-
MOCTOSITEIbHOTO BBEICHMS TPEINapaToB C 1ENbI0 Ky-
IMMPOBAHMS HE MEHEe YeM IBYX aTak ISl TOCTVKEHUS
paspenieHnsT OTéKa npu He3(PGHEKTUBHOCTU IIEPBOTO
BBEJEHUS TIpernapaToB U/WJIM IJIsI KyMUPOBaHUS pe-
ouauBoB [1].

YposeHns yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB ).

Kommenmapuii. B 6071bIIMHCTBE CJIydyaeB OJHO-

KpaTHOTO BBEJCHUS ITAaTOTeHETUUECKUX ITPeTapaToB

(uxatubaHT, npemapaTt uHruouropa Cl-acTepasbl

YyeJI0BeKa) JOCTaTOYHO ISl KYITMPOBaHUST CUMIITO-

moB HAO. OnHako B HEKOTOPBIX C/Iydasix OqHOKpaT-

HOTO BBeJIeHUsI Ipenaparta (0COOeHHO IPpY MO3AHEM

BBEICHUN) OBIBAET HETOCTATOYHO JIJIST KYITUPOBAHUSI

oTéKa, He MCKJIIOUYEHO TaKXe pa3BUTUE MOBTOP-

HBIX, B TOM YHMCJIe XKU3HEYTPOXKAIOUINX, IPUCTYTIOB

[64—67, 87].

IMauuenram ¢ HAO pekoMmeHayeTcs UCMOb30BaTh
CBEXX€3aMOPOKEHHYIO TJ1a3My KPOBU JUISI KyITMPOBaHUSI
OTE€KA B CJIyyae OTCYTCTBUS OBICTPOro JOCTYIIa K KOH-
neHTpaty nHruouropa Cl-screpassl 1 UKAaTUOAHTY
(mo3upoBkM cM. B Tabu. 5, [Ipunoxenun b3) [19, 42,
88—91].

Hnst naunentos ¢ HAO 1 u 11 Tutios: ypoBens yoeau-

TeJibHOCTH pekoMenaaimii C (ypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJibCTB 4);

s nanupeHToB ¢ HAO 6e3 neduiura yposHsa Cl-

WHTHOWTOpPA: YPOBEHb YOEIUTEIHHOCTH PEKOMEH A -

mmii C (ypoBeHb 1OCTOBEPHOCTH J0KA3ATEIbCTB ).

Kommenmapuii. CBexxe3aMOpOXeHHas mJja3ma

HE MOXET pacCMaTpUBaThCS KaK 9KBUBAJICHT IaTO-

TeHEeTUIECKOW Tepalliy, TaK Kak He CTaHIapTU3H-

poBaHa 1o kosauvectBy uHruouropa Cl-acrepasbl

U KOMIIOHEHTOB, MOTEHIIUAJbHO CITIOCOOHBIX BbI-

3BaTh AO y nauuenta ¢ HAO. BeaeHue mia3mbl

COTIPSTKEHO ¢ PUCKOM TIepenayr TPAaHCMICCUBHBIX

WH(EKIMI, a TakKKe pa3BUTUsS OOJIbIIOTO Yyucia

HexXesaTeJbHbIX peaklMil (B TOM yucie aHadbua-

TUYeCKOoro 1oka) [2, 77].

4 MHCTpYyKLMS 110 MEIUIIMHCKOMY TIPMMEHEHHIO JIeKapCTBeHHOTO Tiperapara @upasup®. Pexkxum moctyna: https://apteka.hk/instrukciya/firazyr.pdf.

Jara obpauieHust: 15.02.2021.
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[Tanmentam ¢ AO BepXHUX AbIXaTeJIbHBIX MyTel
B ciay4yae He3((OEKTUBHOCTU Tepallui aHTUTMCTAMUH-
HBIMHU TIperapaTaMi IJISI CUCTEMHOTO TTpUMeHEHUS
u cI'KC u Haiuumu xapakTepHbiX npusdHakoB HAO
B KJIMHUYECKOU KapTUHE PeKOMEH/YeTCsl BBECTU CBeE-
>K€3aMOPOXEHHYIO T1a3My KPOBU IJIsI KyMTUPOBaHUS
otéka [88, 92, 93].

Yposenn yoeaureabHocTH pekomenaammii C (ypoBeHb

JI0CTOBEPHOCTH 10KA3aTeNbCTB 4).

[Taumentam ¢ HAO I u 11 TIioB He peKOMeHIyeTCs
Ha3zHayeHue #TpaHeKCaMOBOIl KUCIOTHI ™ 1 maHa30Jj1a
JUIST KYITUPOBAHUSI OCTPBIX OTEKOB [1, 77, 94].

YpoBeHb yoenuTelbHOCTH peKomMennanuii C (ypoBeHb

JI0CTOBEPHOCTH I0KA3aTeNbCTB 5).

ITanuentam ¢ HAO I u Il TunoB HacTosITeIbHO
He pekomeHnyercs HazHaueHue cI' KC, anmHeppuHa™™,
AHTUTUCTAMUHHBIX IIPETIapaToB T CUCTEMHOTO TIpIMe-
HEHUs C LIeJIbIO KYITMPOBaHMS JIIOOBIX BUIIOB OTEKOB [93].

‘Vposens yoenutensHocTH pekoMenaanuii C (ypoBeHnb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

ITammenTtam ¢ HAO ¢ AO B 06/1acTu TOpTaHM IIpY Ha-
pacTaHuu OoTéKa Ur Hea((HEKTUBHOCTU MTPOBOIUMON
Tepanuu HACTOSITEIbHO PEKOMEHAYETCSl TOCIIUTAIN-
3alMs B OTAEJIeHUE OTOPUHOJAPUHTOJOTUM WK pea-
HUMAILIMOHHOE OTIEJICHUE C LIEIbIO CO3MAaHMST YCIOBUI
IUTS TIPOBENEHMST peaHNMAIIMOHHBIX MEPOTIPUATHIA |1,
34, 35].

‘YposeHsb yoeaurelbHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

IMTamumenTtam ¢ HAO ¢ AO B 06macTul TOpTaHM IIpY He-
3 (HEKTUBHOCTU MTPOBOAMMON Teparuu 1 MpU3HaKax
HapacTawlleil 00CTPYKLIUU IbIXaTeJIbHbIX MYyTeH pe-
KOMEHIYeTCsl paHHee MpoBeAcHe KOHUKOTOMUM/Ha-
JIOXXKEeHWEe TPaXeoCTOMBI MJIW TIPOBENeHNE MHTYOAIuU
Tpaxeu [Tt 06eCTIeYeHUST IIPOXOTMMOCTH AbIXaTeIBHBIX
nyteii (cMm. [Ipunoxenne b3) [28, 29, 34, 35].

‘Vposensb yoenutenpHocTH pekoMenaanuii C (ypoBeHnb

JOCTOBEPHOCTH JI0KA3aTEJbCTB 4).

3.2. Kpamkocpounas npopusakmura

3aboseBanue HAO He MOXeT paccMaTpUBaThLCS
KaK MPOTUBOIOKA3aHKNE K CTOMATOJIOTMYeCKOMY/IHa-
THOCTHUYECKOMY/OTNEPATUBHOMY BMEIIATEILCTBY.

[Tammentam ¢ HAO I u Il TunoB pekomMeHmyercst
MPOBOIUTH KPATKOCPOUHYIO MPOMPUIAKTUKY (Tad1. 6,
IIpunoxenue b3) nepen a0OBIMUA ONepaTUBHBIMU
BMeIIATEIbLCTBAMU (B TOM 4YMCIIE MaJIbIMU, TAKUMU
KaK CTOMATOJIOTMYeCKre MaHUITYISIINN), NHBA3UB-
HBIMM MEIULMHCKUMU MCCIEIOBAHUSIMU, OCOOEHHO
B 00JlacTU IbIXaTeJbHBIX MyTel, BEpXHUX OTAeaax
MUIEBApUTEILHOIO TpaKTa, IJs MpeaoTBpalleHUs
pa3Butus otTéka [95—98].

‘YposeHs yoeauTeabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB 4).

KommenTapuii. OT€KU, CBSI3aHHbIE C JaHHBIMU

MpoleaypaMu, OOBIYHO BO3HUKAIOT B TeUueHHUE 48 U

OT MaHuITyIsIIuu [1].

[Tanmentam ¢ HAO 1 u 11 TummoB nepen mpoBeicHUEM
CPOYHBIX U TLJIAHOBBIX OMEPATUBHBIX BMEIIATEIbCTB
(B TOM 4HMcIie MaJIbIX U CTOMATOJIOTUYECKUX MAHUITY-
JISIIWi), UTHBA3UBHBIX MEIMLIMHCKUAX UCCICAOBAHUIA
B Ka4yeCcTBe MpeMeINKallui PeKOMEHIYETCS BHYTPHU-
BEHHOE BBeJicHMe npenapata uHruouropa Cl-acrepassl
yesioBeKa ISl CHUKEHUSI pUcKa pa3BUTHSI OTEKOB MOCIIe
TAHHBIX THTEPBEHINH (I03MPOBKH cM. B Tab1. 6, [Tpu-
noxennn B3) [42, 95-99].

‘VposeHs yoeaureabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB 4).

Kommenmapuii. Ipenapar uaruouropa Cl-3crepasbl

YyeJIoOBeKa SIBJISIETCSI IIperapaToM BhIOOpa it Kpa-

TKOCPOYHOU TMpodunaktTuku. Ero npumeHeHue

Hauboisiee 3¢pGhHEeKTUBHO CHUXAET PUCK Pa3BUTHUS

OTEKOB TOcJIe MEAUIIMHCKUX TIPOLEAYP B CpaBHe-

HUU ¢ IpYyrUMU Tipenapatamu [96]. UHrunéurtop

Cl-3cTepa3nl yejgoBeKa JOJXKEH MPUMEHSITHCS

JUTSI TIPO(UITAKTUIECKOM TTpeMeINKAIIN KaK MOXHO

OJIMKe K Hauajly IpoleAyphbl, ONTUMAIIbHBIN TTIepU-

omn — 3a 1—6 4 10 MaHUITYJISIUK (IO3UPOBKU CM.

B Ta6i. 6, [punoxenun b3) [1].

[Tarmmentam ¢ HAO I u Il TumoB oj1g MOATOTOBKU
K TJIAHOBBIM OIEPaTUBHBIM BMeELIATEIbCTBAM (B TOM
qyclie MaJlbIM, TAKUM KaK CTOMATOJIOTMYeCK1Ue MaHU-
MyJISIUUY), UTHBAa3UBHBIM MEIULIMHCKUM KMCCJIeI0Ba-
HUSIM B cllydae OoTCyTcTBUS nHruouropa Cl-acrepasnl
YyeJloBeKa peKOMEHAYeTCs HauaTh NpUEM JaHa30Ja
(mo3mpoBKHU cM. B TabI. 6, [Ipmroxenun b3) v yse-

Ta6auua 6. Ilpenapatbl, Ha3HAYAEMBblE NAIMEHTAM C HACIEACTBEHHbIM aHrHO0TEKOM I 1 11 THIOB 1151 KpaTKOCPOYHOIA

npoHIAKTHKH

Table 6. Hereditary angioedema of types I and II short-term prophylaxis

IIpenapat

B3pocnbie

Jetn

Wuruourop C1-3cTepasnl yeloBeKa

ITo 1000 ME B/B

ITo 15—30 ME/Kr macchl Tena B/B

CBexxe3aMOopOoXeHHasI Tia3Ma
(TOJIBKO IIPH OTCYTCTBUM MHTUOMTOpPA
Cl-acTepa3sbl yesioBeKa)

I1o 400 M B/B

ITo 10 mu/KT Macchl Tena

JlaHazon

ITo 2,5—10 Mr/xr Maccel Tena
3a 5 mHel 10 u 2—3 OHS Tocie
(MakcuMaibHasg 103a 600 Mr)

#JlaHa30J1 TOJIBKO TIPU OTCYTCTBUU APYTUX
npenaparos: 1o 2,5—10 Mr/Kr Macchl
Tena 3a 5 mHel 1o v 2—3 IHS 1ocie
(MakcuManbHast no3a 600 mr)
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JIMYUTh 103y AaHa3oJjia B 2 pa3a OT UCXOMHOM (ecau
MMaIlMeHT TT0JIyJaeT 0a3CHYIO Teparunio 3TUM IIpera-
patoMm) 3a 5—7 gHel 0o IUIaHUPYEeMOM MaHUMYJISLIMU.
UYepes 3—4 aHs mociie orepaTUBHOTO BMEIIATeIbCTBa,/
WHBa3MBHOTI'O UCCJIEIOBaHMSI PEKOMEHAYETCSI OTMEHUTD
JMaHA30JI WJIM BEPHYTHCS K MCXOMHOM M03e Ga3MCHOM
Teparnuu [42, 96, 98, 100].

YposeHb yoeaureabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 4).

Kommenmapuii. Y neteil #1aHa30J1 MOXeT OBITb UC-

MOJIb30BaH B KaueCcTBE METOAa KPATKOCPOUHOI Ipo-

(brnakTUKM, TOJBKO €CJIM OTCYTCTBYET MHTMOUTOP

Cl-acrepa3ssl uenoBeka [101].

IMamuentam ¢ HAO I u I TumoB 1151 NOArOTOBKU
K CPOYHBIM M TIJITAHOBBIM OINEPAaTUBHBIM BMeEIlIATE/Tb-
cTBaM (B TOM YHCJIC MaJIbIM, TAKUM KaK CTOMAaTOJIOTH-
YeCcKMe MaHMMYJISILMY), WUHBa3UBHBIM MEIUITMHCKUM
HUCCIeA0BaHUSIM B cllydae OTCYTCTBMSI MHTUOUTOpPA
C1-3cTepa3sbl 1 TaHAa30J1a peKOMEHIYETCS BBOIUTD CBE-
KE3aMOPOXEHHYIO TJ1a3My (IO3UPOBKM CM. B Ta0II. 6,
IMpunoxenun B3) [1, 2, 42, 89, 102, 103].

YpoBeHb yoeauTelbHOCTH peKomenaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeNIbCTB 4).

ITanuentam ¢ HAO 1 u II TumoB ¢ 1esbio Ioaro-
TOBKM K JIIOOBIM MHBAa3UBHBIM MEIUIIMHCKIM BMellla-
TeJbCTBaM He pekoMeHmyeTcs BBonuTh cI'KC n aHTHTHI-
CTaMUHHBIE TIpeTiapaThsl VISl CHCTEMHOTO TPUMEHEHU S
C LEJIbI0 PO UIAKTUKY pa3BUTHUS OTEKOB [2, 19].

YpoBeHb yoeautelbHOCTH peKomenaanuii C (ypoBeHb

JI0CTOBEPHOCTH JI0KA3aTeNbCTB 5).

Bcex mauuentam ¢ HAO I u 11 TunoB, mpoxoasimx
JII0Oble MHBa3MBHbIE MEIUIIMHCKNE BMeIaTeIbCTBA,
peKOMEHAyeTCS 00eCIeUnTh TIperapaTaMu U KyTIi-
poBaHMS HE MeHee 2 KU3HEYTPOXKAIOIIMX aTak — UKa-
THOaHTOM WK uHTHOuTOpoM Cl-3cTepa3bl yeaoBeKa
(ITpunoxenue b3) [1, 2, 77].

Yposennb yoeaureabHocTH pekomenaammii C (ypoBeHb

JI0CTOBEPHOCTH JI0KA3ATEJbCTB 5).

Kommenmapuii. JIro6ast npodunakrudeckas mnpe-

MEeIVKaIIAs He UCKITI0YaeT Pa3BUTHUS «ITPOPBIBHBIX»

MPUCTYIIOB, TTIO3TOMY MALIMEHTHI JOJLKHBI OCTABATh-
¢S 1o HaOJoAeHWeM, IIPU 3TOM MOJKHBI OBITh
CO3IaHbl YCJIOBUS IJ1s1 KyIMPOBaHUS mpUcTyIa [95,
96, 99].

HokazaTenbHOI 6a3bl 0 HEOOXOTUMOCTU U 3 eK-
TUBHOCTU KPaTKOCPOYHOI MPOMUIAKTUKU Y Ta-
muenToB ¢ HAO 6e3 nepunnra C1-MHT wer [86].

3.3. loaeocpounas npoghuraxmuxa

OcHoBHasl 3a/1a4a 10JT0CPOYHOM MPODUIAKTUKY —
YMEHbBIICHHE YaCTOThl 1 MHTeHCUBHOCTU aTak HAO
Y MUHUMM3ALIMS BIUSHUS 3200J1€BaHUS HA TTOBCEHEB-
HYIO aKTUBHOCTb NalueHTa. Tepanuio peKOMeHAyeTCs
WHAWBUAYAJIU3UPOBATh B 3aBUCUMOCTU OT OCOOEHHO-
CTeil TeueHusl, HAJIM4Yus TTPOTUBOINIOKA3aHUMN, TEXHU-
YEeCKMX BO3MOXHOCTEH IJ1s1 MOJYyYeHHUS TOU WU MHOM
Teparnuu. YeTbIpe rpyniibl pernapaToB peKOMEHI0BaHO
KCMOJIb30BaTh AJIsI JOJTOCPOUHO mpoduaakTuku HAO
I, II Tuna (tabm. 7): maHa3oj, #mpemnapaT UTHIMOUTOpa
Cl-3crepasbl yelloBeka, #TpaHeKcaMoBast KMCI0Ta**,
#IporecTareHsbl.

Bcem maumnentam ¢ HAO I u I TunmoB pekoMeHayeT-
CsI OLIEHMBATh HEOOXOAMMOCTb Ha3HAYEeHYSI ITPerapaToB
IUJISI TOJITOCPOYHOM MPO(WIAKTUKY HA KaXKI0M BU3UTE
[1,77].

YposeHs yoeauTeabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTEJILCTB ).

Bapocabim nauuentam ¢ HAO I u I Tunos nipu He-
00XOIMMOCTHY TTPOBEACHMUSI JOJITOCPOUHOM Mpoduiak-
TUKU PEKOMEHAYETCsl Ha3HAaUeHUe JaHa301a (103U POoB-
KM cM. B Ta0i. 7, IIpunoxenusx A3.2, A3.3) nist npo-
dUIaKTUKU pa3BUTHs OTEKOB [104—106].

‘VposeHsb yoeauTeIbHOCTH peKoMeHaanuii B (yposeHn

JIOCTOBEPHOCTH J0KA3aTEIbCTB 2).

Kommenmapuii. Iana3on HazHayalOT B CTApTOBOM

no3e 200—600 mr/cyT, a 3aTeM ITOCTEIEHHO CHU-

2KaloT 103y 10 MUHUMAJIbHOM HEOOXOAUMOM 10 OT-

CYTCTBUSI KIMHUYECKUX MPOSIBJIEHN I 3a00JIeBaHUSI.

BoamoxkHa ajibTepHaTMBHAs cXeMa: HauyaJlo Teparuu

C HeOOJIbIIOM O3bI ITperapara ¢ oCTENeHHbIM YBe-

Taﬁ.lmua 7. HperlapaTbl, Ha3HaYaeMble NAMEeHTaM C HACJIeACTBeHHbIM aHTHOOTEKOM I u 11 TunoB ajisa llOJII‘OCpO‘-IHOﬁ

npoduIaKTHKH

Table 7. Hereditary angioedema of types I and II long-term prophylaxis

IIpenapatsl B3apocibie

Hern

Hanazon

ITo 100 mr yepe3 1 geHn — 600 mr/cyr

Tonbko neTaMm, TOCTUTIINUM V CTaaiuM MOJOBOTO
co3peBaHus 1o TaHHepy.
[To #2,5 Mr/Kr Macchl Tena (MakcuMaabHast
onHokpartHas n1o3a 200 mr)

#TpaHekcaMoBas KucioTa**

ITo 30—50 mr/KT Macch Tena,
pasnea€HHBIX Ha 4 mpueMa (10 6 1)

Crapie 3 net: mo 20—40 Mr/Kr Macchl Tefa,
pas3nenéHHbIX Ha 4 mpuéMa

#Unruourop Cl-acrepassl

ITo 500—3000 ME B/B 2 pa3a/Hen

ITo 20 ME/kr maccel Tena 2 pa3a/Hen

#I1porecrareHbl

TonbKo AJ1s1 XKEHIIIUH JeTOPOAHOTO
BO3pacTa, COMIaCHO MHCTPYKIMU
K KOHKPETHOMY TIperapary

He npumenstorcs

Russian Journal of Allergy 2021;18(2)

89



B ITOMOILIDb TPAKTUKYIOLIEMY BPAUYY

DOI: https://doi.org/10.36691/RIJA1447

JTuyeHueM. B 11000M ciiyyae HE0OXOIMMO BBISIBUTH

U IIPUMEHSTh HaUMEHBINYI0 3((EKTUBHYIO A03Y,

YTO TMO3BOJISIET CHU3UTD PUCK Pa3BUTHS TTOOOTHBIX

addekToB [1, 2, 19, 77].

IMamueHTaMm, TMOJTyJYarOIIUM JaHA30J B KaueCcTBe
JOJITOCPOYHON MpoduIaKTUKHU, Mepea HayaaioM
Tepanuyu U Ha MPOTIKEHUU BCEro rmepuoja rnpuéma
Ipernapara peKOMEHIYETCST IIPOBEIECHNE PETYIISIPHBIX
o0cienoBaHW AJIs1 OLIEHKW HaJIMUMSI TPOTUBOIOKA3a-
HUI 1 KOHTPOJIsI T0O0YHBIX 3¢ dekToB (IIpunoxeHus
A3.2,A3.3)[1, 2,19, 77, 107].

Yposenb yoeaureabHocTH pekomenaaimii C (ypoeHb

JIOCTOBEPHOCTH JI0KA3ATEJbCTB 4).

Hetssv ¢ HAO I m 11 TumoB npu He00X0IMMOCTH ITPO-
BeJEHUSI JOJITOCPOYHOI MPO(PUIaKTUKU PEKOMEHAYET-
csl Ha3HayeHue #uHruouropa Cl-3cTepasbl yeloBeKa
17151 Ipo(pUIaKTUKK OTEKOB [2, 19, 42].

‘Vposens yoenutensHocTH pekoMenaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

Hetsim, mocturmuM V CTaguu MOJOBOM 3PEIOCTUA
no Taunepy, ¢ HAO I/l TunoB mpu He0OXOIMMOCTHU
MIPOBEACHUS TOJITOCPOTHOMN TPOGUIAKTUKI PEKOMEH-
JIyeTcsl Ha3HauyeHue #aaHa3ofa 1 NpodUuIakKTUKU
OTEKOB CTPOTO IO XM3HEHHBIM MOKa3aHUSM (4aCThble
PEAULIMANBUPYIOLLINE OTEKM, B TOM UKCIIE XKU3HEYTPO-
Kawlle JoKaJIU3aluu) ¢ Moag00pOM MUHUMATbHO He-
00XOIMMOM 103kl MO PEIISHUIO BpaueOHO KOMUCCUU
[1,42].

Yposenb yoeaureabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

Kommenmapuii. Jlanazon MOXHO Ha3zHayaTh off

label neTsasM, nocTUTIIMM V CTaauM ITOJIOBOM 3pe-

noct 1o TaHHepy, TOJIBKO B CIydae KOTaa IoJib3a

OT TIpuéma TpenapaTa MpeBbIlIaeT PUCK (YacThie,

TSKETIbIe OTEKM, B TOM YMCIIE XKU3HEYrpoXKalolei

Jokajauzauumn). PekoMeHmyemast mo3a — 2,5 Mr/Kr

C TocJieayollel KoppeKiuei Tepanuu 10 MUHU-

MaJIbHOW 2 (PEeKTUBHOU M03bl (MaKCUMaJIbHAS

omHOKpartHas mo3a coctapisgeT 200 mr/cyt). Ilpu-

MEHEeHHe JaHa3oJja y JeTeil TpedyeT THIaTeJIbHOIro

KOHTpOJIST Oe3omacHoCTH [1, 42].

BspocabiMm natmmenTam u getam ¢ 1 u I tuna mpu xHe-
00XOIMMOCTH MPOBEACHUS JOJTOCPOUYHOIT Mpoduiak-
TUKU PEKOMEHIyeTCs Ha3HauyeHUe TpaHeKCaMOBOM
KUCIOTHI** 111 MpodUIakKTUKU pa3BUTUSI OTEKOB
(mo3upoBkM cM. B Tabia. 7, [Tpunoxenusix A3.2, A3.3)
[108, 109].

YpoBeHb yoenuteabHocTH pekomennanmii C (ypoBeHb

JIOCTOBEPHOCTH I0KA3aTeJIbCTB 4).

Kommenmapuii. TpanekcaMoBasi KMCJI0Ta UMEET

0oJ1ee BEICOKMIA ITpOod I 0€3011aCHOCTH 1O CpaBHE-

HUIO C IaHA30JI0M, OJHAKO B Ka4eCTBE JOJTOCpPOY-

Hoii mpodpunakTuk HAO a¢dexTrBHA TOIBKO y He-

OOJIBIIIOrO YKC/Ia MAllMEHTOB. YUUTHIBasi BO3MOX-

HO€ BIMSIHME aHTU(UOPUHOIUTUISCCKUX CPEICTB

(#TpaHekcamoBasl KMCJIOTa**) Ha CBEPTHIBAIOIIYIO

CHCTEMY KPOBHM, BCEM MallMEHTaM, IMOJyYarolIuM

aHTUGUOPUHOIUTUYECKHUE CPEACTBA B KAUeCTBE

JOJITOCPOYHOM MPOPUIAKTUKUA, PEKOMEHIYETCS

MPOHTU 0oOciefoBaHWE HAa HaJIWYMe MPOTUBOIO-

Ka3zaHu# K NpuEMY JaHHOM I'pyIINbI IIpernapaTos [ 1,

2, 37, 110].

[TanenTaM crapiie 18 JeT ¢ TSXKENbIM TeUeHUEeM
3a00JIeBaHUsI ITPU HEOOXOIUMOCTH ITPOBEACHMSI JOJTO-
CpOYHOH ITpOoGMIAKTUKI PEKOMEHAYETCS Ha3HAYeHIe
nHruoutopa Cl-3ctepas3sl IS JOJTOCPOYHOM TIPO-
¢umakTuKu oT€KOB (cM. Tabum. 7) [2, 19, 42, 111, 112].

YpoBeHb yoeauTeasHOCTH peKomennanmii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB 4).

Kommenmapuii. Ipenapat uaruouropa Cl-3crepasbl

yesioBeKka 00J1ajaeT HauaydIliuM npoduiemM 6e30-

MacCHOCTU M3 BCEX IpenapaToB IJIs1 JOJITOCPOYHOM

npodUIaKTUKM, OH IPOAEMOHCTPUPOBAI CBOIO

BBICOKY10 06€30I1acHOCTb KaK B OOIIEl MOIMyasiiun

nauueHToB [50], TaK 1 B OTAEIbHBIX IpyIinax (1eTu,

MOJAPOCTKH, OepeMeHHbIE XEHIINHBI, TOXUIbIe

monu crapire 65 net) [73, 113, 114]. dng moctu-

XXKeHUs xemaemMoro 3ddeKTa 103y peKOMEHAYETCS

aJanTUpOBaTh K MHANBHUAYaJIbHBIM IIOTPEOHOCTIM

mauueHTa [2, 19, 42, 111, 112].

ITaunenTtkam B Bo3pacte ot 18 mo 45 nerc HAO Tu 11
TUIOB MPU HEOOXOIUMOCTHU MPOBEACHUS JOJTOCPOYHOI
MpoUIaKTUKU OTEKOB PEKOMEHIYeTCs] Ha3HAYeHUE
IporecTareHoB (I03MpPOBKU cM. B Tabj. 7, I1punoxe-
Husix A3.2, A3.3, A3.4) [115—117].

‘YpoBeHs yoeaureabHocTn pekomenaamnmii C (ypoBeHb

JIOCTOBEPHOCTH J10KA3aTeIbCTB 4).

Kommenmapuii. HazHaueHue #nporecTtareHoB

BO3MOXKHO TOJIBKO MOCJ€ KOHCYJIbTAallMM Bpaya-

TMHEKOJIOTa, C KOTOPBIM B HaJIbHEMIIEM ILIaHU-

pyeTcss COBMeCTHOe BeleHue MalueHTKu. I1po-

rectareHbl OKa3hbIBalOT MOJOXKUTEIbHBIN d2(PhEKT

Ha TedyeHHe 3a00JIeBaHMUS BILJIOTH IO ITOJTHOTO

OTCYTCTBHUSI OTEKOB 0e3 HEOOXOIMMOCTH MpHUEMa

IPYTUX IpernapatoB 6oyiee yeM B 60% ciydaes

(a mpu mpuéMe MpOTrecTareHOB C BHIpaXKeHHBIM

aHTUTOHAJZOTPOITHBIM 3 deKToM — 0OoJice yeM

B 80% cnyuaeB) 115, 116]. IIpenmaparamu BeiOOpa

SIBJISIFOTCSI IPOTeCTareHbl B BUJe MOHOMPENapaToB

(Tak Kak Tmpuém acTporeHoB nanueHtaM ¢ HAO

3anpeméH) [115, 118—120].

Bcem nmamnmenTam ¢ HAO I u 11 Tuna pekomeHayercs
oleHUBaTh 3PPEKTUBHOCTh MMOAOOpaHHON Teparuu
Ha KaXXJI0M BU3UTE He pexe 1 paza B 3 Mec IJ11 ONTUMU-
3allUU Tepaltuu JJisi KOpPeKIMU 103bl U/UIU NUHTepBaJia
BBeneHud Tpernapara [1, 121].

YpoBeHb yoenuTeabHocTH pekomenaammii C (ypoeHb

JIOCTOBEPHOCTH J0KA3aTeJIbCTB ).

BceMm nanmentam ¢ HAO I u 11 Tuna He pekoMeHay-
€TCsl IPepbIBaTh MPUEM TTPETNAPATOB /151 OJTOCPOYHOM
Mpo¢UIaKTUKKY Ha BpeMsl MpUéMa ImpernaparoB s Ky-
MYPOBaHUS OTEKOB U KPaTKOCPOUHOM MPOPUIaKTUKU
C L0 JOCTUKEHUSI JIydIlleTo KOHTPOJISI Hal aKTUB-
HOCTBIO 3a00JieBaHus [122].
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Yposennb yoeaureabHocTH pekomenaamnmii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

ITauunentam ¢ HAO 6e3 nedunura C1-UHT
PEKOMEHIYeTCsI MCITOJIb30BaHMe #TpaHeKCaMOBOM
KMCJIOTBI** 1151 PO MIIaKTUKY Pa3BUTHS OTEKOB [21,
82, 91, 123].

Yposennb yoeaureabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH 10KA3aTeNbCTB 4).

Kommenmapuii. Y nanuentoB ¢ HAO 6e3 nedu-

muta C1-UHI #1panekcamoBas Kuciora** Oojee

a¢pdexTuBHa, yeM y nanueHToB ¢ HAO I u Il Tuna.

Pexomennyemast mo3upoBka — ot 1,5 mo 4 r/cyr

[21,91, 123].

IManuenTkam B Bo3pacte ot 18 mo 45 mer ¢ HAO
6e3 nepunura C1-UHI pexoMeHmyeTcsa UCIIOIb30-
BaHWe #IIPOrecTareHoB I MPOPUIAKTUKI Pa3BUTHS
OTEKOB (I03UPOBKU CM. BTa0. 7, IIpmnoxenmsax A3.2,
A3.3,A3.4) [91, 115, 123].

Yposenn yoeaureabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeNbCTB 4).

IMTamuentam ¢ HAO I u 11 Tuna n mammmentam ¢ HAO
6e3 necpuniura C1-MHI He pekoMeHIyeTCsI MCIIOIb30-
BaHNE aHTUTHCTAMUHHBIX IIPETapaToB 1T CHCTEMHOTO
npumeHeHust u cI'’KC st nonrocpouHoit mpoduiak-
tuxu [91, 124].

Yposenn yoeaureabHocTH pekomenaaimii C (ypoBeHb

JIOCTOBEPHOCTH I0KA3aTeNbCTB 4).

4. MemumuucKas peadHInTanus; MeIHIHHCKIe
MOKAa3aHUA M NMPOTHBONOKA3AHUA K NPHMEHEHUIO
METOIOB Pea0onINTAINH

He pa3pabotaHsbl.

5. IlpoduaakTKa U AUCHAHCEPHOE HADJIIOIEHHE;
MEIUIMHCKHE MOKA3aHUA U NPOTHBONOKA3AHUSA
K NPUMEHEHUIO METO/I0B NPOGUIAKTHKHI

CembsiM ¢ HAO I u II Tuna u HAO 6e3 nedunura
CI1-MHI pexomeHayeTcsl mpoBeaeHe KOHCYIbTallu1
Bpaya-reHeTUKa ¢ LeJblo Moay4yeHus: uHpopMauuu
0 IJIJaHMPOBaHUM ceMbH [54, 125].

Yposennb yoenureabHocTH pekomenaamuii C (ypoBeHb

JIOCTOBEPHOCTH J0Ka3aTeJbCTB 5).

Kommenmapuii. Y nauuentoB ¢ HAO I u II tumna

BEPOSITHOCTh POKACHUS peOEHKA C IMTOJOOHBIM 3a-

6oneBanueM coctaBiseT 50% [125]. Bo3amoxHo

MpoBeAcHNE TTPEeHATATbHONM TUAaTHOCTUKMY C IIEJIbIO

pelLlIeHus] Bonpoca O NPOAOKEHUU OEpEMEHHO-

CcTU. MoJIeKyJISIpHO-TEeHETUIECKOEe TECTUPOBAaHE

Ha creupuIecKyIo MyTaInio TIPOBOIUTCS C KIIET-

KaMM M3 00pa3iia BOPCMH XOPMOHA, B3SITOTO TTOCTIe

10-i1 Hegenu GepeMEeHHOCTH, WIM U3 00paslia 0Ko-

JIOTTOAHBIX BOJ Tocie 15-ii Heaenu 6epeMeHHOCTU

[19, 42, 54, 125].

PexoMmenayercsa nHGOpMUpPOBATh IIAllMEHTOB
¢ HAO o Bcex BO3MOXHEBIX TpUITepax 3ab0JieBaHUSI
C 1LIeJIbI0 MAKCUMAaJIBHOTO OTPaHUYEHMST UX BO3IEHi-
crBud [31, 79].

VposeHs yoeaureabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeNbCTB 4).

Bcem manmentam ¢ HAO He pekoMeHoyeTcsT uc-
ITOJIb30BaHUE TIpeIapaToB M3 TPYIIITEI HHTHONUTOPOB
AIlI® 1 aHTaTOHUCTOB PELIETITOPOB aHTHOTeH3WHa 11
C LEJbIO MPEeIOTBpAIlEHUST MTPOBOKAIIMUA OTEKOB |1,
79, 121].

YposeHns yoeaureabHOCTH pekoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTEIbCTB 5).

Kommenmapuii. [1permapatsl 13 JaHHBIX TPYTIIT ITPH-

BOJISIT K HAKOTUIEHUIO OpaTuKIHUHA, [TIO3TOMY MOTYT

CIYXUTh (haKTOpaMu, YTSIXKEISIOIMUMU TeUyeHue

3a00JIeBaHUS U SIBUThCS TPUTTEpaMU pa3BUTUS da-

TaJIbHBIX aTaxk [1, 79, 121].

Bcem manmentam ¢ HAO [ u Il tuma v ¢ HAO 6e3 zie-
¢unura C1-UHI He pekoMeHayeTCsl UCTIOJIb30BaHe
SCTPOTEHOB B CBSI3M C PYCKOM BO3HHMKHOBEHHUS JKNU3HE -
yrpoxarommx oTékos [79, 116, 126].

YposeHns yoeaureabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeabCTB 4).

Kommenmapuii. Y 80% nanuentok ¢ HAO Ha6mo-

JaeTcsl yxyalieHue TedeHus 3a0oj1eBaHus Ha (hoHe

npuéMa 3CTPOreHOB (BKJII0Yasi KOMOMHUPOBAHHBIE

npenaparthl) [ 118]. Heo0xommo 3aMeHUTh 3CTpOreH

Ha nporecrareH [79, 116, 125, 127].

Bcem manmentam ¢ HAO pekoMeHyeTcst mpoBee-
HHUe BaKIIMHAIIMM B COOTBETCTBUM ¢ HallmOHAIBHBIM
KajJieHaapeM NpopUIaKTHIeCKUX TPUBUBOK IS TIPO-
(GUIAKTUKY BaKLIMHOYIIpaBIsieMbIX MHMeKLA [1].

‘YposeHnb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB 5).

Bcem manmentam ¢ HAO pekoMmeHayeTcs IIpo-
BelcHME BaKIIMHALIMK OT I'efaTuTa B Iirst cHUKeHUS
pUCKa 3apakeHUs1 STUMU 3a00JIeBAaHUSIMU B PE3YJIb-
TaTe TPAHCMUCCHUM 3TUX MHGEKIIMI ¢ TIpenapara-
MU KpOBHU (B OCOOEHHOCTU CBEXE3aMOPOXKEHHOM
miaa3Mmel) [1].

'YposeHns yoenuTerbHOCTH peKoMenaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeJIbCTB ).

6. Opranu3zanus oKa3aHusg MeIUIIMHCKOI MOMOIIN

1. Bce maumeHTHI ¢ peIMANBUPYIOIIMMHA aHTUOOTEKA-
MU JOJXKHBI OBITh TPOKOHCYJIbTUPOBAHBI BpauyoOM
aJIJIeproJioroM-MMMYHOJIOTOM.

2. Tlocne nmoctraHOBKM AMArHo3a NalMueHT:

* JIOJDKEH TOJYYUTh MacropT OOJIbHOTO Hacien-

CTBeHHBIM aHTHo0TEKOM (ITpunoxenue B2);

* JOJIKeH ObITh BHECEH B PErUCTp peaKux (opdaH-

HBIX) 3a00eBaHuii MuH3apasa PO.

3. IlamueHt ¢ yctaHOBIeHHBIM nuarHo3oM HAO moi-
>K€H HaXOIUTbCS MO/ IUCTIaHCEPHBIM HabI0eHUEeM
Bpaya 1o MeCTY KUTEIbCTBA U SIBJISITHCS 151 KOHTPO-
Js1 Tepanuu 1 pa3 B 3 Mecsitia. I1lpu KOHTpOJIbHOM
MOCENIEHU M Bpaya JOJKHBI ObITh 3apeTUCTPUPOBA-
HbI JIOKAU3allus, YaCTOTa U TSKECTh CUMIITOMOB,
4acToTa UCMOJb30BaHUs U 3(P(HEKTUBHOCTh TEpANun
JUIS1 KyTTMPOBaHUS OCTPhIX MpUcTyroB. Heobxomnu-
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MO TIPOBECTU OOIIMIA OCMOTP U COOTBETCTBYIOLIEE
J1abopaTopHOe 00CIeI0BaHNUE.

4. B coorBetrctBuu ¢ IloctanoBineHuem IlpaBu-

teabctBa P® or 26.04.2012 Ne 403 «O mopsiake
BedeHus1 MenepalibHOTO perucTpa Juil, cTpajaa-
IOLIMX XKU3HEYTPOXKAIOIIUMU U XPOHUYECKUMU
MPOTrpecCUpPYOIIUMU peaAKUMU (OpdaHHBIMU)
3a00JIeBaHUSMU, MMPUBOASIIUMU K COKPALIEHUIO
MPOAOJKUTEIbHOCTU XU3HU TpaxXIaH WU UX
WHBAJIUIHOCTU, U €0 PETMOHAJILHOTO CETMEHTa»
(BMmecte ¢ «IlpaBunmamu Bemenust PenepaaibHOTO
perucrpa iull, CTpanarolnX XU3HEYrpoKaoumMu
U XPOHUUYECKUMU MPOTrPeCCUPYIOIIMMU PeIKUMU
(opanHbIMU) 3a00JI€eBAHUSIMU, TIPUBOASIIUMU
K COKpalleHUI0 NPOAOJXKUTEIbHOCTU XU3HU
rpaxjaaH WU UX UHBAJUAHOCTU, U €r0 PEeruo-
HaJIbHOTO CETMEHTa») IMalMueHT AOJXEH OBITh
obecrieyeH npenapataMu s NpoduiakTUKU
U mperapaTamMu JJsl KyIUPOBAHUSI OCTPHIX CO-
CTOSIHUI. Y TallMeHTa Ha pyKax BCeraa JOJIKHbI
OBITH TMpemnapaThl A1 KyNMMPOBaHUS HEe MeHee
yeM JIBYX aTakK: MKaTUOaHT miu mHruoutop Cl-
acTepasbl yesoBeka U3 pacuéra 20 ME/kr macchl
tesa. [Ipu ncnonb3oBaHUM NpenapaToB NALIUEHT
TOJIXKeH OBITh UM BHOBb obecmedeH. [lanueHTs
JOJKHBI OBITh 00YYE€Hbl TEXHUKE BBEIECHMS Mpe-
naparos.
TTalueHTaM ¢ yCTaHOBJIEHHBIM TUaTHO30M AOJIKHbI
OBITh BBEJEHDI MpernapaThl Jj1s1 KyITUPOBaHUS XKU3-
HEYIPOXKaIOIIMX OTEKOB (MKAaTUOAHT WM MIHTMOUTOP
C1-3cTepasbl yesoBeKa), KOTopble ITpe1oCcTaBUl caM
MalMeHT B CJyyae OTCYTCTBUS 3TUX IpemnapaToB
B MEIULIMHCKOM YUPEXIEHUU.

6.1. Ilokazanus Kk nAAHOBOI 20CNUMANU3AUUU

I1pu He>(PpHEKTUBHOCTHU IIPOBOAUMOM TepaIum,
nauudeHTaM ¢ TskE€abpM TeueHneM HAO moka3aHa
rocOouTaJdM3anusa B CTallMOHAp IS KOppPEeKIUU
TaKTUKU JICUCHUS U ONpelesieHUus] UHIMBUAYaTb-
HOW DO3HI.

6.2. [lokaszanus Kk SKCMpPeHHol 20CNUMANU3AYUU

1) HaaMuyve NPU3HAKOB KOMIIPECCHUU IIbIXaTesb-
HBIX ITyTe SIBJISIETCS TTOKa3aHUEM 11 TOCTTUTATU3alMKI
B CTallMOHap;

2) Tskénas abgoMMHAaNIbHAS aTaka sSIBJISIETCS I10-
KazaHUEM JIJISl TOCTIMTaIM3alliU B CTallMOHap;

3) OTCyTCTBME WJIM HEAOCTATOUYHBIN 3(pdeKT am-
OynaTopHoTo JedyeHus mpu TskeénoM AO unu AO Xu3-
HeyTpoXalolllei JoKaau3aluu SIBIsIeTCsl TTOKa3aHueM
JUJIS1 TOCTIMTAIM3alluY B CTallMOHAp.

6.3. llokaszanus K évinucke nayuenma
U3 cmayuoHapa

1) KynupoBaHHUE OTEKA;
2) moabop anekBaTHOM 3(h¢heKTUBHOM Tepanuu

7. NonoaHuTeabHas HH(OPMAIUs
(B TOM 4ymcCie (PAKTOPBI, BIUSIONIME HA UCXOT
3200/1eBAHNS WJIM COCTOSTHUS)

7.1. Ilpoenos

* OTEK ropTaHu IPHU HEOKA3aHUU CBOEBPEMEHHOMN
U aJieKBaTHOM Tepamnuu ¢paTajeH.

* IIporHo3 0jaronpusITHBIN NPU ageKBaTHOM I10-
KMU3HEHHOU Teparuu.

7.2. Bepemernnocms u pooot

bepeMeHHOCTb HepeacKa3yeMo BIUSIET Ha TeUeHUe
3a00IeBaHMsI U MOXKET CMSITYaTh, YTSDKEJISITh WM HE OKa-
3BIBaTh HUKOTO Bo3meiicTBusi. KpoMe Toro, TeueHme
MIpeabIAyIeit 6epeMeHHOCTH He TO3BOJISIET ITPOTHO3H -
poBath TeyeHue cienytomeii [1, 116, 125].

bepemennbiM xkeHumHaMm ¢ HAO I u II tuma pexko-
MEH/IyeTCsl COBMECTHOE BeieHe OepeMeHHOCTH IO/ Ha-
OJI0JIcHUEM aJlJIEProjiora-MMMYHOJIOTa M aKylliepa-Tu-
HEKOJIOTA C 1IEeJTbI0 CHIDKEHUST pUCKa OCJIOKHEHMH [1].

YpoBens yoemureabHOCTH pekoMenanmii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3ATEJbCTB 5).

bepemennbiM u KopmstimmM xkeHimrHam ¢ HAO T 11
TUIIa peKOMEHIYeTCsI MCIIOIb3oBaHue nHruoutopa Cl-
3CTepas3bl YETOBEKA 151 KyITMpOBaHUs OTEKOB [ 1, 125].

‘YposeHs yoeauTeabHOCTH peKoMeHaanuii C (ypoBeHb

JI0CTOBEPHOCTH 10KA3aTeJbCTB 5).

bepemenHbix xeHiuH ¢ HAO I u Il tTuna pexo-
MeHayeTcsl obecneynuTh nHruoutopom Cl-3cTepassbl
JUISl paHHETo KyIMpOBaHUS OT€KA U MIPeAOTBpAllleHUS
daranpHOro ucxona [ 1, 125].

'Yposens yoenuTerbHOCTH peKoMenaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTEJbCTB ).

bepemennnsiM xeHmuHaMm ¢ HAO I u II tuna pe-
KOMEHJIYeTCsI UCIOJb30BaHNE CBEXE3aMOPOXKEHHOM
TJ1a3Mbl 1J1s1 Ky[IUPOBaHUSI OTEKOB U AJIsI KpaTKOCPOU-
Ho1 Mpo(UJIaKTUKH B CIy4ae OTCYTCTBUSI MHTUOUTOpA
Cl-screpa3sl [1, 125].

YpoBeHb yoeauTeasHocTH peKomMenaanmii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB 5).

bepemennbiM 1 kopMmsium xeHimuHaMm ¢ HAO 1
u I1 TiIIa peKoMeHayeTCsI UCII0Ib30BaHNE MHIMOUTOpA
Cl-acTepa3ssl yejaoBeKa 111 KpaTKOCPOUYHOH mpodu-
JIAKTUKM OTEKOB [125].

'YposeHnb yoenutenbHocTH pekomenaanuii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeJIbCTB ).

bepemennbiM n kopMmsiuM xkeHmpuHaMm ¢ HAO 1
u 11 TMna npu HeoOXOIMMOCTH JOATOCPOUYHOM ITPpOGhH-
JIAKTUKHA PEKOMEHTyeTCs NICTIOIb30BaHNe #MHTUONTOpa
Cl-acrepassl uesoBeka [1, 125, 128, 129].

YposeHs yoeaureabHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH J10KA3aTeJNbCTB 4).

Kommenmapuii. Uaru6urop Cl-3cTepassbl yeaoBe-

Ka — HauboJjiee 6e30macHbBI Mpenapar, KOTOPhIA

MOXET ObITb UCTOJIb30BaH y O0epeMEHHBIX U KOPMSI-

mmx xkeHmuH [113].
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bepeMeHHBIM 1 KopMsiiiuM xkeH1Ham ¢ HAO Tu 11
TUTIA TIPU HETSKETIOM TEUEHUHU U XOPOIIeit IepeHOCH -
MOCTH peKOMEHIYeTCS UCIIOTh30BaHME TPAaHEKCAMOBOI
KMCIOTBI™ ™ IJ1st HOoJIroCpoYHOi mpoduiaakTuku [1, 125].

Yposennb yoeaureabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTEeJIbCTB 5).

BepemennbiM xeHmmHaM ¢ HAO I u I Tuna HacTo-
SITeTHO He peKOMEHTyeTCs MCITOIb30BaH1e #1aHa3omna
JUJIS1 JOJITOCPOYHOM U KPaTKOCPOYHOU MpOoUIaKTUKU
[1, 125].

Yposenn yoeaureabHocTH pekomenaammii C (ypoeHb

JI0CTOBEPHOCTH I0KA3aTeNbCTB 5).

Kommenmapuii. #]J1ana3o/1 KaTeropuyecku 3arpe-

IEH U MCTIOIb30BaHUS Y GepeMEeHHBIX U KOp-

MSIIIIUX XKEeHIIWH Ha Bech IMepuoj 6epeMeHHOCTU

M JJAaKTaIlMM, TaK KaK IPOHUKAET 1 Yepe3 TIalleHTy,

U B rpynHoe Mojioko. K mo6oyHbIM apdexkTam

npemnapara OTHOCSITCS MacKyJUHMU3alMs Moaa

JKEHCKOTO T10J1a, TIIalleHTapHas HeIOCTaTOYHOCTh

M 3a7epkKa pocTa miona. Ecim manuentka ¢ HAO,

MoJyJaroliasl B KauecTBe 0a3ucHOM Tepanuu #1a-

HAa30J1, IUIaHUpYyeT OepeMeHHOCTh, HEOOXOIMMO 3a-

paHee oo0paTh APYTYIO CTPATETUIO 1OJTOCPOUYHOM

npodunakTuku [1, 125].

bepemennnim manmenTkam ¢ HAO I u 11 tuma pexo-
MEHAYeTCs MPOBOAUTD POIOpa3pellieHre B CTallMOHApe
JUTSE oOecTiedeHUsI TTOJTHOLIEHHOTO KOHTPOJIS 32 COCTO-
sSTHAeM MaTtepu 1 1oroga [1, 125].

‘VposeHs yoeaurebHOCTH peKoMeHaanuii C (ypoBeHb

JIOCTOBEPHOCTH JI0KA3aTeJIbCTB 5).

Kommenmapuii. MeTton ponopaspelieHus orpenessi-

eTcs T10 aKylIepCKUM IToKa3aHusM [ 125].

bepemennbsim ¢ HAO I u I1 Tuna pekomeHnmyeTcs
o0ecrevyuTh J0CTyNHOCTh uHruouropa Cl-acTepasnl
B KOJIMYECTBE JIJISI KYTMPOBAaHUS HE MEHEE YeM JIBYX
aTak Ha BeCb IMEPUO POJIOB C 1LIeJIbIO €r0 HeMelJIeH-
HOro BBeIEHMS MPU pa3BUTUU OCTPOTO MPUCTyMa
[1, 125].

YposeHnb yoenuTeabHocTH pekomenaammii C (ypoBeHb

JIOCTOBEPHOCTH J0KA3aTeIbCTB ).

Ilepen HeOCTOXKXKHEHHBIMY €CTECTBEHHBIMU POJAMU
namueHTkaM ¢ HAO I u 1l tumma He pekoMmeHmyeTcst
KCITOJIb30BaHME TTPEIapaToB ISl KpaTKOCPOUYHOM ITPo-
¢dunakTuku [1].

'VposeHns yoenuTerbHOCTH peKoMenaanuii C (ypoBeHb

JI0CTOBEPHOCTH J10KA3aTeJbCTB 5).

Kommenmapuii. X011 13BeCTHO, YTO MEXaHUUYECKAsI

TpaBMa U1 CTpeccC MPOBOLUPYIOT OCTPbIE MPUCTYIIbI,

JIMIIb Y HeMHOTMX >XeHIIMH AO pa3BuBaeTcs BO Bpe-

Ms ponos [116].

[MTarmentkam ¢ HAO I u II Tuma pexomeHayeT-
csg BBegeHue mHruoburtopa Cl-scTepassl yejJoBeKa
rnepen poaaMu B TOM CJIy4yae, Koraa CUMITTOMBI YacTo
BO3HMKAJIU B TPETheM TPpUMECTpe OEpeMEHHOCTH,
U €CIM B aHaMHe3€ MallMeHTKU eCTh yKa3aHus Ha OTEK
MOJIOBBIX OPTaHOB BCAEACTBHE MEXaHUYECKOM TPaBMBblI,
a Takxke mepejl poJopaspelleHUeM MyTEM KecapeBa
ceuenwms [1, 125].

'YposeHs yoenuTerbHOCTH peKoMenaanuii C (ypoBeHb

JI0OCTOBEPHOCTH J10KA3aTeNbCTB 5).

KpuTepml OLIEHKH Ka4YeCTBA MeIMIIUHCKOM MOMOIIH

KpuTepnu onieHKH KayecTBa MeAMIIMHCKO IIOMOIIHM /1711 aMOYJIATOPHOTO 3BeHA

OueHka
Ne Kputepun kayecTBa 1
BBITIOJTHEHUST
TTaumenTy (mpo6GaHIy) BHIIIOJIHEHO ABYKpaTHOE UccaenoBanne ypoBHS C1-MHIMONTOpA U €To
1 (byHKIIMOHAJIBHOI aKTUBHOCTHU B KPOBU WJIM MAIIMEHTY BBIITOJTHEHO UCCIIEIOBAHNE YPOBHS Jla/Her
C1-uHrnéuropa u ero GyHKIIMOHAIBHON aKTUBHOCTH B KPOBY B COUYETAHUU C MOJICKYJISIPHO-
TeHETUYECKUM HcclienoBaHueM B reHe SERPING 1
[Manuenty (ponctBeHHUKY nauneHTa ¢ HAO) BeimomHeHo nccaenoBanre ypoBHs C1-MHTMOWTOpPA U €T0
2 | GyHKLIMOHAJIbHOI aKTUBHOCTH B KPOBU WJIM TTPOBEACHO MOJIEKY/ISIPHO-T€HETUUECKUM HCCIeIOBaHUE Ha/Her
BreHe SERPINGI1
3 [Tanment ¢ HAO 6b11 o6GecrieueH nmpenapataMu s KYIMPpOBaHUSI HE MEHee YeM JIBYX aTak: MKaTUOaHT Jla/Her
u/vm naruourop Cl-3cTepassl yenmoBeka
IMauuent ¢ HAO, npoxoasiiuii 11060 MHBa3UBHOE MEIMIIMHCKOE BMEIIATeIbCTBO, ObLT 00ecrnevyeH
4 | mpemapataMu ISl KYITIMPOBAHUSI HE MEHEE IBYX JKMU3HEYTPOXKAIOIINX aTaK: UKATUOAHT I MHTUOUTOP Hda/Her
C1-3cTepassbl yenoBeKa
IMauuenty ¢ HAO I u 11 TunoB npoBeneHa KpaTKocpo4yHasi MpoduiakTuKa nepe Ji00bIMU
5 | onepaTMBHBIMM BMeNIATEIbLCTBAMM (B TOM YUCJIe MaJbIMU, TAKMMHU KaK CTOMATOJIOTMYeCKUe Ha/Hert
MaHUITYJISILUY ), THBA3UBHBIMU MEIULIMHCKUMU MCCIICTOBAHUSMU
6 | IIpoBeneHa KOHCYIbTALIMS BpayOM-XUPYPIroM MalMEHTY C BhIpAXKEHHOM a0IOMUHAIbHOM aTakoi Ha/Her
7 | HNauuentka ¢ HAO Ha mepuon 6epeMeHHOCTH Oblia obecredeHa MHruoutopoM Cl-3cTepassl yesoBeka Ha/Het
8 [MammmenTka ¢ HAO Ha mepuon ponos 6buta obecnieueHa mHrnoutopom Cl-acTepasbl 4eoBeka Iist Ta/Her
KYIMPOBAHMUS IBYX aTaK
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9 IMauuenty ¢ HAO, monyyatoieMy Tepanuio nHruoutopamu AII®, aHTarOHUCTHI PELIETITOPOB Ja/Her
aHruoteH3uHa l1, BeIMoIHEHA OTMEHA 3TUX MpernapaToB
10 IMauenT ¢ AO B 061acTH TOPTaHU ITPU HapaCcTaHUM OTEKA WX Hed(h(HEKTUBHOCTH MPOBOAUMOI Ja/Her
Teparnuu rocluTAIM3UPOBAH B OTIEJIEHUE OTOPUHOJIAPUHTOJOTUU WJIM PEAHUMALMOHHOE OTIeIeHUe
1 TNanreHTy BBIIIOJTHEHO OMpenelieHrne OCHOBHBIX TPy KpoBH ITo cucteme ABO 1 oripeneneHue Jla/Her
aHTureHa D cuctemsl Pesyc (pesyc-dakTop)
Kputepuu onenkun kayecTsa MeAMIMHCKO# MOMOIIH ISl CTAIMOHAPHOTO 3BEHA
OlieHKa
Ne Kputepuu kayectBa 1
BBITIOJTHEHUST
ITauueHTy ¢ oTéKaMu, ClOCOOHBIMM MPUBECTU K aC(PUKCUU, aOMOMUHAIBHBIMU aTaKaMU U
1 nepudepuIeCKUMH OTEKAMU, COTTPSDKEHHBIMU C PUCKOM Pa3BUTHS OCJIOKHEHUM, OB BBEACHBI Ja/Her
npenaparhl 1151 KyITMpOBaHUsI OTEKOB He mo3nHee 30 MUHYT MocJie oNaaaHus MalueHTa B JIie4eOHO-
NpohUIaKTUIECKOE YUpPEXIECHNE
) TTauueHTy ¢ OTEKOM BEPXHUX IbIXaTeJbHBIX MYTEi BBIIOJHEHA KOHCYIbTALIMS BpauoM- Jla/Her
OTOPUHOJIAPUHTOJIOTOM H/VJIH Bpa4OM aHECTE3MOJIOTOM-PEeaHMAaTOIOTOM
3 ITanumeHTy ¢ BhIpaXkeHHOI KOMITpeccHeii bIXaTeJIbHbIX MyTel Mpu HedOEKTUBHOCTH MPOBOAUMOM Ta/Her
Tepanuu ObljIa BEITTOJTHEHAa KOHUKOTOMMS / HAJIOKEHUE TPAXeOCTOMBI / MHTYOAIIHsI Tpaxeu
4 | IIpoBemeHa KOHCYJbTAIMsI BpaYOM-XHPYProM MAallMEHTY ¢ BRIpaXKeHHO a0MOMUHAILHON aTaKou Ha/Her
IMauuenty ¢ HAO I u 11 TunoB npoBeneHa KkpaTKocpouHas mpoduiakTuKa nepea Jo0bIMU
5 | omepaTUBHBIMM BMEIIATEILCTBAMM (B TOM YMCJIC MAJbIMHU, TAKMMU KaK CTOMATOJIOTUIECKIE Ha/Her
MaHUMYJISMN), THBa3UBHBIMU MEIUIITMHCKMMU UCCIIEIOBAaHUSIMU
6 TTauneHTy BBIMOJTHEHO (€C/IM He OBLIO BBHITIOJHEHO Ha aMOyIaTOPHOM 3Talle) oIpeaeeHue OCHOBHBIX Jla/Her
rpynn KpoBu 1o cucteme ABO u onpenenenue antureHa D cucreMbl Pesyc (pesyc-dakrop)
7 IMannenTy ¢ HAO, monmyyatoieMy Tepamnuio 3cTporeHaMu, MHruontopamu AII®, aHTarOHUCTBI Ja/Her
pelienTopoB aHrMoTeH3uHa 1, BeimoHeHa OTMEHA 3TUX ITpenapaToB
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6. Bpay-IepMaTOBEHEPOJIOT;

7. Bpad-IeTCKUN XUPYPT;

8. Bpay-1a00paTOPHBIN I'e€HETHUK;
9. Bpay-HEOHATOJIOT;
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31. Bpau-TpaHC(dy3UOJIOT;
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33. Bpau-xMpypr;
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MeTtomosiorusi pa3padoTKi KIMHUYECKHX
peKoOMeHaauui

Unensl paboueit rpynnsl (JlaTteimeBa EneHa
AnexcaHapoBHa 1 MaHTo MpuHa AnekcaHApoBHA)
He3aBUCHMMO APYT OT Apyra BbINOJTHSJIN CUCTEMATU-

YyeCKUI MOUCK U OTOOp NMyOJMKauuii He3aBUCHUMO
npyr ot apyra ¢ 01.08.2019 mo 23.09.2019. ITouck
MMPOBOAUIICSI B TTOUCKOBOI cucreme PubMed (http://
www.ncbi.nlm.nih.gov/pubmed/), KokpaHoBckoii
oubnuoreke (http://www.cochranelibrary.com/),
HaydyHoOM snekTpoHHOoU Oubaunoreke eLIBRARY.
ru (http://elibrary.ru/defaultx.asp), 6a3e maHHBIX
EMBASE (https://www.elsevier.com/solutions/
embase biomedical research), a Takxxe Mo perucrpam
KIuHuYeckux uctnbiTanuii (https://clinicaltrials.gov/
u https://www.clinicaltrialsregister.eu/ctr search/
search). beino HaiineHo 250 myoaukanuii, 3 HUX OTO-
o6pano 110. B ciyyae BO3HMKHOBEHUS pa3HOTJIacuit
npu oTdbope NMyoJMKaluii IPUBIEKAINUCh OCTaIbHbIE
YyjeHbl paboyeit rpymibsl. Ha ocHoBaHUM OTOOpaH-
HBIX MyOJIMKalLMi ob0a 3KcIiepTa He3aBUCUMO APYT
oT Jpyra c(popMyIupoBalIu Te3UC-PEKOMEHAAIINH,
KOTOpBI€ OBbLIM OLIEHEHHI C TIOMOIIbIO IIKAJI OLIEHKU
YPOBHEI JOCTOBEPHOCTH 10KA3aTEJbCTB U METOHOB
IUATHOCTUKM, OLICHKU YPOBHE! TOCTOBEPHOCTH J0-
kazaTtenbcTB (Y ) nas MeTonoB NpopUIaKTUKU,
JieyeHus U peadbunutanuu (MpopuiakTUIeCcKux, jJe-
yeOHBIX, peadMINTAllMOHHBIX BMEIIATEIbCTB), OLICH-
KM ypOBHel yoenutenbHOCTU pekoMeHaauuii (YYP)
IIJISI METOIOB MNPOMUIAKTUKY, TMATHOCTUKU, JICUSHUSI
U peabmnutauuu (pouIaKTUIECKUX, TMarHOCTUYE -
CKUX, JI€YEOHBIX, peadMJIMTALlMOHHBIX BMEIIATEIbCTB)
(ITpunoxenue 1, Ilpunoxenue 2, IlpunoxeHue 3).
B nmanpHeiileM Kaxnasi Te3UC-peKOMEHIalus ObLia
TIIAaTeJIbHO 00CYXAeHa Ha 0011IeM coOOpaHUU pabodeit
TPYIIIBI, BO BCEX CYYasX pa3HOIJIACUS ObLT JOCTUTHYT
KOHCEHCYC.

IIpunoxenne 1. [1Ixana olieHKH YpOBHE# JOCTOBEpHOCTH noKazateabeTs (Y/II) niist MeTonoB TMarHoCTUKK

(I[HarHOCTPI‘-IeCKI/IX BMCH_IaTeJ'[LCTB)

VI Pacummdpposka

| CucreMaTndeckue 00630pbl UCCIIENOBAHMI C KOHTPOJIEM pedepeHCHBIM METOIOM MJIM CUCTEMAaTHYeCKHit 0630p
PaHIOMM3MPOBAHHBIX KIIMHNYECKUX CCIEN0BAHMIA C IPUMEHEHNEM MeTaaHAIM3a
OTIenbHbIE UCCISIOBAHNS C KOHTPOJIEM pehepeHCHBIM METOIOM WJIN OTIEIbHbIC PAHIOMU3UPOBAHHBIC KIMHUYECKUE

2 HCCIIENOBAaHMS M CUCTEMAaTHYEeCKKE 0030Pbl MCCIEI0OBAHMI TI000r0 Iu3aiiHa, 3a UCKIIOUEHUEM PaHIOMU3UPOBAHHBIX
KJIMHUYECKUX UCCICIOBaHM, C TPUMEHEHEM MeTaaHaIn3a
HccnenoBanust 6e3 mocienoBaTeIbHOTO KOHTPOJIS pehepeHCHBIM METOIOM VI UCCIeIOBaHUS ¢ pedepeHCHBIM

3 METOIOM, He SIBJITIONINMCS HE3aBUCUMBIM OT UCCIIEAYEMOTO METOA I HEPaHIOMU3UPOBAHHEIC CPABHUTEITBHBIC
HCCIIENOBAaHMSI, B TOM YKCJIE KOTOPTHBIE MCCIETOBAHMS

4 HecpaBHuTeabHBIE MICCIIEMOBaHMS, ONMMCAHKE KIMHUIECKOTO CITydast

5 HMmeeTcs muinb 060CHOBaHME MeXaHM3Ma JeHCTBUS WJIM MHEHHE SKCITEPTOB

IIpunoxenue 2. [lkana oneHKY ypoBHeii JocToBepHOCTH NoKa3aTeabeTB (V) 1ist MeTonoB NpoduIakTUKY, JEUSHUS U
peabunurauuu (MpoduiIakTUUecKuX, JJIeYeOHbIX, peadMIMTAIIMOHHBIX BMEIIATEIbCTB)

pZ10i Pacmmmdposka
1 Cucrematuueckuit 063op PKHU ¢ npumeHeHreM MeTaaHaiu3a
) OtnenbHbie PKU 1 cucteMaruyeckre 0630pbl MccenoBaHuii J1000ro au3aiiHa, 3a uckiaoyenmeM PKU,
¢ IpUMEHEHEM MeTaaHaIn3a
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3 HepangoMusnpoBaHHbBIE CpaBHUTEIbHBIC UCCICIOBAHMS, B T.4. KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHuTenbHbIE MCCENOBAaHUS, ONTMCAHUE KIMHUYECKOTO CITydyast v CEpUM CIyvyaeB, UCCIIENOBAHUS «Caydaii-
KOHTPOJIb»

5 HMmeetcs nuinbs 060CHOBaHME MeXaHU3Ma JeHCTBUS BMEIIaTeIbCTBA (IOKIMHUYECKUE UCCIIENOBaHNSI) WM MHEHUE
3KCIEePTOB

IIpunoxenne 3. [1Ikana olileHKU YypoBHeil yoenuTelbHOCTU pekoMeHaauuii (YYP) nist MeTonoB mpoduIakTuKu,
MUAarHOCTUKM, JIEYCHUS U peabuauTaiuu (MpouaakTu4ecKuX, TMarHOCTUYECKUX, JIeYeOHbIX, peaOdIMTallMOHHBIX

BMENIATEJIbCTB)
YyP Pacumdposka

CuibHas pekoMeHaalus (Bce paccMatpruBaeMblie Kputepun 3¢ (HeKTUBHOCTH (MCXO/IbI) SIBJISIIOTCS BaXKHBIMU, BCE

A | uccienoBaHUsS UMEIOT BBICOKOE MJTH YIOBJIETBOPUTEILHOE METONOJIOTMYECKOE KAUeCTBO, MX BHIBOIBI IO MHTEPECYIOLIUM
WCXONaM SIBJISIIOTCSI COMIACOBAHHBIMM)
YcnoBHast pekoMeHnalus (He Bce paccMaTprBaeMble Kputepuu 3G dHEeKTUBHOCTY (MCXOMIbI) SIBJISIIOTCS BAXXHBIMU, HE

B BCE MCCJIEIOBAHMSI UMEIOT BHICOKOE MJIM YIOBJIETBOPUTEIBHOE METOI0IOTMYECKOE KAYeCTBO U/MJIM UX BBIBOIBI 1O
MHTEPECYIOLIUM UCXOIaM He SIBJISIIOTCS COIIACOBAHHBIMM)
Cnabast pekoMeHaa1ust (OTCYTCTBUE JOKA3aTeNIbCTB HAIUIEXAIIIEro KayecTBa (BCe paccMaTprBaeMble KpUTEPUU

C | addexTuBHOCTY (MCXOMIbI) SBISIOTCS HEBAXKHBIMU, BCE UCCIIENOBAHUSI MMEIOT HU3KOE METONOJIOTMYECKOEe KaueCTBO U
WX BBIBOJIBI ITO MHTEPECYIOLIMM UCXOIaM He SIBJISIIOTCS COIIACOBAHHBIMM)

Iopsok 00HOBIEHUS KINHUYECKUX PEKOMEHIAIMIA

MexaHU3M OOGHOBJIEHUS KIMHUYECKUX PEKO-
MEHIALMI MIPelycCMaTPUBAET UX CUCTEMATUYECKYIO
aKTyajqu3alMio He pexe 4yeM 1 pa3 B 3 roga, a Takke
IPY TOSIBJIEHUM HOBBIX JAHHBIX C MO3MIUM TOKa3a-

YeHUs, TpoUIaKTUKU U peadbMINTAIIM KOHKPETHBIX
3a00JIeBaHU I, HATMYNU OOOCHOBAHHBIX JOTIOJIHESHUI/
3aMevyaHuil K paHee yrBepxXn¢HHbIM KP, HO He yalie
1 pa3a B 6 MecsLIEB.

TEJIbHOM MEIMILIMHBI 110 BOIIPOCAM AUATrHOCTUKU, JIe-

IIpunoxkenue A3.
CIIPABOYHBIE MATEPUAJIBI,

BKJTIOYASI COOTBETCTBUE ITOKA3AHWI K IPUMEHEHUIO Y ITPOTUBOITIOKA3AHU,

IIpunoxenune A3.1. CBsa3aHHbIe JOKYMEHTbI

CIIOCOBOB ITPUMEHEHUA 1 103 IEKAPCTBEHHBIX CPE/ICTB;
NMHCTPYKIIUMN ITO ITPUMEHEHMNIO JIEKAPCTBEHHOTI'O ITPEITAPATA

4. Tlpuka3 MuHucrepcTBa 3apaBooxpaHeHus Poccuii-

DenepanbHblil 3ak0H OT 25.12.2018 Ne 489 489-D3
«O BHeceHUU u3MeHeHM B ctaThio 40 Peaepanb-
Horo 3akoHa «O0 00s3aTeIbHOM MEIUIIMHCKOM
cTtpaxoBaHuu B Poccuiickoit @enepanun» u de-
JepaiabHblil 3aKoH «O0 OCHOBaX OXpaHbl 310POBbSI
rpaxnaH B Poccuiickoit @enepanum» 1o BOIpocaM
KJIMHUYECKUX peKOMEeHAAln».

ITpuka3z MunsapaBa Poccun Ne 1031 ot 28.02.2019
«O0 yTBepXIEeHUHU TOpPsIIKA U CPOKOB pa3pabOTKU
KJIIMHUYECKUX PEKOMEHAaluii, UX MepecMoTpa,
TUMOBON (POPMBI KIMHUUYECKUX PEKOMEHOAIMA
U TpeOOBaHU K UX CTPYKTYpE, COCTaBY U HAYYHOM
000CHOBAaHHOCTHU BKJIIOYAa€MOU B KJIIMHUYECKUE
pekoMeHaauu uHhoOpMaliu».

ITpuka3z Munsnpasa Poccum ot 13.10.2017 Ne 804nH
«O0 yTBepXIeHUHU HOMEHKJIATYphl MEIUIIMHCKUX
YCIIyT».

ckoit ®epepaumu (Munsapas Poccun) ot 20.12.2012
Ne 11831 «O06 yrBepxxaeHnn HoMeHKIIaTypbl JOIK-
HOCTEeM METUIIMHCKUX pAOOTHUKOB 1 (DapMarieBTH -
YeCKUX paOOTHUKOB».

IMocranosnenue IMpaButensctBa P® ot 26.04.2012
Ne 403 «O mopsinke BeneHNs PenepaabHOTO peTUCTpa
JINII, CTPATAIONINX SKU3HEYTPOKAIOIIMME M XPOHIUE-
CKMMU IIPOTPECCUPYIOIIMU peAKUMU (Op(haHHBIMU)
3a00JIeBAaHUSIMU, TIPUBOISIIMMU K COKPAIICHUIO
MPOAOKUTEIbHOCTU XKU3HU I'pakaH U UX MHBa-
JIMTHOCTH, Y €TO PETMOHATLHOTO CETMEHTAay.
IMpuka3z MuHUCTEPCTBA TPyHda U COITMATBLHOTO pa3-
Butust PO ot 27.08.2019 Ne 5851 «O kiaccupuka-
USIX U KPUTEPUSIX, UCITOTB3YEMBIX TIPU OCYIIECT-
BJIECHUU MEIUKO-COLMAIbHOM 3KCIIePTU3BI TPaKIaH
denepanbHbBIMU TOCYIAPCTBEHHBIMU YUPEXKIACHUSIMU
MEINKO-COLIMATbHON 9KCIIEPTU3bI».
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7. Tlpuka3z MuHUCTEepCTBA 3IPaBOOXPaHEHMS U COLIU -
ajpHoro passutus P® ot 16.04.2012 Ne 3661 «O0
yrBepxxaeHuu [Mopsiaka okazaHus eauaTpuIeCcKom

TOMOILLI».

8. INIpuka3 MuHucrepcrBa 3apaBooxpaHeHus P®

Ka OKa3aHWUsI MEIMIIMHCKON MOMOIIU GOJbHBIM
C BPOXIEHHBIMU U (MJIM) HACJIEACTBEHHBIMU 3a-
00JIEBAHUSIMU».

9. T'ocynapcTBEHHBII peecTp JieKapCTBEHHBIX CPEACTB

oT 15.11.2012 Ne 9171 «O06 yrBepxaeHuu IMopsia-

(https://grls.rosminzdrav.ru).

Ipunoxenne A3.2. IIpoTuBonokasanus u mooounbie 3¢(eKThI OT MPenapaToB A J0JroCPOYHOI NPOPUIAKTHKA

IIpenapatbl ITpoTuBoMnOKa3aHus TToG6ouHbIe 3 heKThI
e Jletn (o mOCTVKEeHUS V CTaguH MTOJIOBOM e Cebopest
3pesiocTu 1o TaHHepy) ® AxHe
® bepeMeHHbIe U KOPMSIIIME KEHITUHbBI e [upcyTusm
® Pak MOJIOUHBIX XeJe3 ¢ HapyireHne MeHCTpyaruu
e KapiuHoMa IpocTaThl ® Bupunusanys
® Hedbporuueckuii cuHapOoM ® Atpodus/TunoTpodust MOJIOUYHBIX XKeJE3
Hauaszon o Tsxenble IEYEHOUHAs U/UIM CepledHast ¢ [enaToTOKCUYHOCTh
1/WUIY TToYeYHasi HeOCTaTOYHOCTH ® Pabnomuonus
¢ [Topdupus o [TonuuureMust
® TpomM003MO0IMs U TPOMOO3BI B aHAMHE3E e Hapymenune nunmumaHoOro ooMeHa (oxXupeHue,
aTepoCKJIepo3)
® ApTepualibHas TUMEPTEH3US
® TpoMOO3bI UM PUCK UX PA3BUTHUS e C1aboCThb ¥ MOCTypalibHasi TUIIOTEH3US
® HapyiiieHusi 3peHus U LBETOBOCIIPUSTUS ® Jluapes
® HoJu B XXUBOTE
#TpaHekcamoBast e JlncMeHOpest
Kuciora**

® TpomM0OO03bl
¢ MbllIeYHbIE CyIOPOr
® Hekpou3 MbIILIIL

#HWurudutop Cl-3cTepasbl
YyeJIoBeKa

e JleTckuii BOo3pacT 10 2 JeT

® Tpom0603
e MecCTHBIE peakIMi B MECTE UHBEKIIMK

#I1porecrareHnl

e KpoBoTeyeHHUs U3 MOJIOBBIX MyTeil HESICHOM
3TUOJIOTUU

® Pak MOJIOUHBIX XeJie3 (B TOM Unciie
B aHaMHe3e)

® Tspkenble 3a00JIeBaHUSI IEYEHU

® MurpeHb ¢ 04aroBoOi CUMIITOMATHUKOM

® TpoM003bl U TPOMOOIMOOIUST (B TOM YMCIIE
B aHAaMHe3e)

¢ Uiemuueckas 60€3Hb cepaLa (B TOM YKCIIe
B aHaMHe3e)

¢ CKB c anTuochomunmuaIHbIMu aHTUTEIaMU

¢ [enaroleutoasgpHasl KaplimHOMa

® 3jl0KauyecTBEHHas rernaroma

® KpOBSIHUCTHIE BhIICACHUS

® AKHe

e CMeHa HaCTPOEHMUST

e ToirHoTa

® Ppora

® [oyioBHas 00JIb

e HaGop Beca

e OHKoJIorM4yecKure 3a00JieBaHus

IIpunoxenne A3.3. O0cea0BaHNE EPE] HAYAJIOM H BO BpeMs NPHEMA MPENapaToB
JUJIS1 10JITOCPOYHOI MPOMUIAKTUKH

e OOMIii aHAIU3 MOYU

OO0cnenoBaHue nepen OO0cnenoBaHue ExeromHoe
IIpenapatbt
Ha3HAYeHUEeM 1 pa3 B 6 mecsiLieB obcnenoBaHue
® O0uMii aHaIU3 KPOBU ® [Ipu ocMmoTpe: cTurMbl BUpwin3aiuu, | ® Y3U opraHos
® VY3U opraHoB OprONTHOM Macca tena, Al OpIOILIHO MTOJIOCTU
MOJIOCTU e OO1IMIi aHAIU3 KPOBU e o-DeToOnpoTenH
JlaHazon ® [leyeHOUYHBIE PePMEHTHI ® V3 opraHoB OproUIHOM MTOJIOCTH
¢ JlunumHeril npodunsb ¢ [TeueHouHbIe hepMEHTHI
e OO1IMI aHAIU3 MOYU o JIunuaHblii Mpoduib
® OOIMii aHATU3 MOYU
¢ Koarynorpamma ¢ BroXMMUYeCKUii aHAIN3 KPOBU: ¢ OcMOTp BpauoM-
#TpaHekcamoBas negeﬂoqﬂme Q)elgg)elgTbl, rnokasatejau 0 TaJIbMOJIOIOM
KHCIOTa** paboTHI TTOYEK,
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e Ceposiornyeckoe e Ceposioruyeckoe
ucciaenoanue Ha BUY, HccaenoBaHue
#WHru6uTop Cl-5cTepassl BUpyc renatura B, Ha BUY, Bupyc
. Bupyc renatura C, - reratuta B, Bupyc
eJloBeKa
napBoBupyc B19 renatuta C,
mapBoBupyc B19
# -
IIporecTtareHbl Koncynpranus akyiiepa He npoBoaTCS KoHcynbrauus
TMHEKOoJIoTa aKylrepa-ruHeKoIora
IIpnnoxenne A3.4. #1Iporecrarensl B Ka4eCTBe T0JroCcpOYHOii NPoUIaKTHKH
IIpenapar [115, 125] Jo3upoBka
#]le3orecTpen 0,075 mr/cyT
#JIuHacTpeHO (B BHICOKMX 103aX) 5—10 mr/cyT

ITpunoxenue b.
AJITOPUTMBI IEVICTBUI BPAUYA

IIpunoxenue B1. AIropuT™M AMArHOCTUKH HACJIECTBEHHOT0 AHTHOOTEKA
I u II TMMOB y pOACTBEHHMKOB MALMEHTA

HpI/I ITIOJIY4YEHHNM COMHUTCJIbHBIX PE3YJIbTAaTOB O6CJ'IC,Z[OB3.HI/IH IIprN HAJIMYMM PACXOXIACHUA MEXKAY JaHHbBIMUA
KJIMHUYECKOU KapTHHbI 1 JaHHbBIMUA O6CJ'[CI[OB8.HI/IH HCO6XOI[I/IMO IIPOBCOCHUEC 06CJ'IC,[[OBHHI/II/I 110 aJITOpUTMyY
KaK Yy II€PBOIo BbIABJICHHOIO ITAIMEHTA B CEMbE.

Y o6caexyeMoro ecTb poACTBEHHHK C MOATBEPKIAEHHBIM
auarao3oM HAO c nedunurom C1-HHrHOMTOPA C YCTAHOBJIEHHBIM THIIOM

HET JA
[ManueHT crapiie
1 roma?
Y Y
[Monck mytauun O0cneqoBaHue OTHUM U3 METOAOB:
Y POACTBEHHMKA * IIOUCK MyTalluU y pOACTBEHHUKa
BreHe SERPINGI B reHe SERPING

* uccnenoanue ypoBHs C1-UHI
u ypoBHs ¢paCl-UHT

JrarHo3 noaTBepkAE€H ONHUM U3 METOMIOB:

* BBISIBJIEHA MYTAIIVS Y POACTBEHHUKA B

L 5 rene SERPINGI -

* BbISIBJIEHO CHUXeHue ypoBHsl C1-UHT
u/unu paCl-UHT

VY maumeHTa ectb
KJIMHUYECKUE
nposineHuss HAO?

JA

Y
( HAO I vm 11 Tuna )

Y
[ HAO I vun II Tunma ]

JOKJIMHUYECKasd CTaaus
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ITpunoxenne b2. Kynupopanue aTakm y nangeHTa
C YCTAHOBJIEHHBIM JJUATHO30M HACJIEACTBEHHOTO AHTHOOTEKA

Y nmanueHTa oT€K, CIOCOOHBIN
MPUBECTH K aCHUKCUU, WU
BBhIpaKeHHas1 abJlOMUHaIbHAs
aTtaka, VI TSDKEJTbI
nepudepruyecKnii oTéEK

Hkarubant IMauueHTt

JA

CaMOoCTOSITeIbHOE
BBEIIEHUE OTHOM

WM UHTUOUTOD 00y4YeH TeXHUKE 6
Cl-acrepasbl CaMOCTOSITEJIbHOTO —> z[03gl HKaTI/é: la HTa ik
YeoBeKa Ha PyKax J— uHruduropa Cl-acrepassl

y marmenTa? yeJioBeKa
HET l
HET 3
TocnuTaTu3ams Oréx
B CTallMOHAP KYMMpOBaH?
HMkatubanT win I1epBoe nnu nmoBTOpHOE
WHTUOUTOP AA ; BBeJCHUE UKaTHOaHTa
C1-3cTepa3sbl ueaoBeka WA UHTUOUTODPA
B Hamu4Iuu? C1-acTepasbl yesoBeka
HET l l
= Oték AA
Beenenue C3I1 ><_ KyIupoBaH?
HET
Y
Kowcysrauus [MauueHT HyxXnaetcs
JIOP-Bpaua ns HET JluHamu4geckoe

B obecreuyeHuun
MPOXOIUMOCTH
IbIXaTeIbHBIX IyTei?

OLICHKU CTCTICHU >
KOMIIpECCUU
JAbIXaTCJIbHbIX HyTCfI

O6ecneuynThb

HaOJIIoIeHNe

A

IpOXOoaAMOCTb
JAbIXaTCJIbHbIX l'[yTCﬁ

Russian Journal of Allergy 2021;18(2)

109



B [TOMOLLb TPAKTUKYIOLLIEMY BPAUY DOI: https://doi.org/10.36691/RIA1447

IIpnnoxenne b3. Kparkocpounas npo)uIakTHKA y NAIMEHTOB
C YCTAHOBJIEHHBIM IMATHO30M HacJieACTBeHHOro anrnootéka I mm I1 Tunon

HauneHTy IUVIAHUPYETCA NMPOBEACHUE ONEPATUBHOIO / CTOMATOJIOTHYECCKOIro / JAHArHOCTUYECKOro
MEIMIMHCKOro BMEIIATE/IbCTBA

O06ecneunTh:
® BO3MOXHOCTD ITPOBEIECHUS PEAaHUMALIMOHHBIX MEPOIIPUSTHIA
® JTOCTYII K TperapaTaM JUIsl KyITMpOBaHUS OTEKOB

B nanuuun
JIM UHTUOUTOP
Cl1-3cTepasbl
yeJjoBeka?

Hcnonb3oBaTh UHTUOUTOP
Cl-acTepa3sbl yesoBeka
JUTSI KPATKOCPOYHOI
npoGWIaKTUKU

Wcnonb3oBars C3I1
IUIST KPaTKOCPOYHOM

MepunuHcKoe
BMEILIATEbCTBO

npounakTuku cpouHoe?
A
HET
B Hanuunu 1un
naHazon?
Hcnonb3oBaTh 1aHa3071 A
IUIST KpaTKOCPOYHOI <
npoGWIaKTUKU
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IIpunoxenue B.

WUH®OPMALMA JJ15 TALIIMEHTA

ITpunoxenune B1. Mudopmanms 115 nanueHTa

HacnenctBenHsblit anruoootrék (HAO) — pen-
Koe 3abojeBaHUE, CBSI3AaHHOE CO CHUXEHUEM
WIM HEAOCTAaTOYHOU (yHKIMOHAJIbHON aKTUBHO-
cTthio Cl MHrubUTOpa CUCTEMbl KOMILIEMEHTA Ye-
JIOBEKa, YTO MPUBOJIUT K PA3BUTHIO YACTHIX OTEKOB
pasAMYHbBIX YacTelt TejJa — pyK, HOT, Juila, OpIoll-
HOW MOJOCTU, TOPTaHU.

OTEKM OpraHoOB OPIOIIHOM MOJOCTU BhIPAXKAIOTCS
CWJIBHBIMU OOJIIMM B XKMBOTE, TOITHOTOM, pBOTOM,
KUIKUM CTYJIOM U HEpPeIKO OIIMOOYHO TPaKTYIOTCS
KakK OTpaBJieHUEe WJIM OCTpasi XUpypruyeckas maro-
JIOTHS, YTO MPUBOIUT K HEOOOCHOBAHHBIM XUPYP-
TMYECKUM BMelareslbcTBaM. OTEKM TOPTAaHU MOTYT
MPUBECTU K YAYIIbIO, TTO3TOMY OHU MOTEHIIMAJIBHO
ONAacHBI [JIs1 KU3HU: TIPU MX Pa3BUTUU 0Os3aTesbHA
TOCTTUTAIM3ALIMST B MHOTOIIPOMWIBHBIN CTallMOHAp.

HAO — a10 HacieacTBeHHOE 3a00JieBaHue. I1pu 00-
Hapy>XeHUU 3a00JIEBAHUSL Y OLHOTO U3 YJIEHOB CEMbU
BCE OCTaJIbHbIE JOJKHBI ObITh 00cen0BaHbL. Y 1/4 ma-
LIMEHTOB HET MPEAIIeCTBYIOIIETr0 CeMEeITHOro aHaMHe3a
6one3nu. Puck HacnenoBanuss HAO pe6EHKOM cocTaB-
ns1eT 0KoJ10 50%.

TTauieHTH! JOJIKHBI OBITH OOecIiedeHbl Iperapa-
TaMu IJIs1 KyMTMPOBaHUSI OTEKOB U OOYUYEHBI TEXHUKE

ux BBeneHus1. Ilpenapatsl 111 KyIUpOBaHUSI OTEKOB
JIOJKHBI BCeraa HaXOIUThCS TIpU HallueHTe.

TTauueHTaMm 3ampelieHo MpUMeHeHue, MHITMOUTO-
poB AII®/610KaTopoB AT-peLienTopoB, 3CTPOreHOB
(KOHTpAalIeNITUBOB, 3aMECTUTEILHOM TOPMOHAIbHOMI
Tepanuu), Tak Kak JaHHbIE IIpeTiapaThl MOTYT IIPUBECTU
K ITOSIBJICHUIO OTEKOB (B TOM YHCJIE JKM3HEYTPOKAIOIIEH
JIOKaJIM3alluun).

PexoMeHayeTcs n3beraTb MEXaHMYECKOTO BO3-
neicTBus (AaBjeHue, yIIuMO U T.A.) Ha MSATKUE TKaHU
M CIM3UCTBIE 00010uKr. KaTteropmuecku 3ampeiieHbl
3aHSTUSI, CBSI3aHHbIE C (PU3NYECKUM, MEXaHUYECKUM,
IICUXO3MOLIMOHAIbHBIM HaIpsSKeHUEM, IepeoxIax-
nenueM. IlpoTuBomokazaHa padbora, conpsKEHHas
C BBICOKOM (pU3MUeCKOI HArpy3Koii, OTaCHOCTBIO TPaB-
MaTuzauuu. Bee ykazaHHbIe (haKTOPBI MOTYT IIPUBOIUTH
K 000CTpeHUIO 3a00/IeBaHUS, TTOSIBJICHUIO OTEKOB (B TOM
YHCJIe XXU3HEeYIPOXKalolllel JToKaInu3alun).

IToxa3aHbl CBOEBpeMEHHasI U aJeKBaTHasl KOppeK-
11 110001 COIMYTCTBYIOIIEH NaTOJIOIUK, B TOM YKCIIE
9HIOKPUHHBIX, HEBPOJIOIrMYECKUX HapyILIeHUM; pe-
TyJsipHasl caHallMsI OYaroB XpOHUYECKOM MHGEKIIUH,
T.K. 000CTpeHHUe 1000 COMYTCTBYIOIIEH MaTOIOIUU
MOXET MPUBECTU K YTSKEIECHUIO TeUeHUSI OCHOBHOIO
3a00JIeBaHMSI.

IIpunoxenne B2. [Tacnopt 60JbHOr0 HACIEICTBEHHBIM AHTHOOTEKOM

ITacnopt 60JbHOrO HACJIEICTBEHHBIM AHTHOOTEKOM /IS MAMEHTOB cTapiie 18 ger
(Jedexr B cucreme kommiementa — D84.1)
Bnageneu naHHOro moKymeHTa CTpajaeT peiKUM KU3Heyrpoxawlum 3adosieBaHueM: JledekT B cucreme
koMruiemeHTa (D84.1) — HacnencrBeHHbiit aHTnooTéK (HAO). KnuHnyeckum mposiBieHUEM sIBJsieTCsl pa3BUTHE
OTEKOB Pa3IMYHON JIOKAIU3AlMU, B TOM YKCJIe XKU3HEYTpOXKAIOIKX (a0J0OMUHATIbHBIX, OTEKOB TOPTaHU).

(5[]

Hata poxxaeHust

Homep cTpaxoBoro nomiuca

I'pynma xpoBu u pesyc pakTop

JomairHuit agpec

®UO poncTBeHHUKA

TenedoH poacTBEeHHUKA

®UO neyaiero Bpaua

KoHTakTHBIIZ HOMED JIedallero Bpava Jyisl 5KCTPEHHOM MEAULIMHCKOM KOHCYILTAaluN

IMacmopt Beimad B ®I'BY «HL «MHCTHTYT MMMyHOI0oTU» @MBA Poccum ...... (uucno)

[Tonmuce Bpaya, BEIIABIIETO YAOCTOBEPEHME

ITeyaTtb
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Pexomenoauuu no oxazanuro HeomMA0ICHOU MeOUUUHCKOI NOMOWU

1. IIpn BoszuukHoBeHU JKUSHEYTPOXAIOIIIMX 0TEKOB B 00JIACTH TOJIOBHI, IIIEW M BEIPaXKEHHOTO a010-
MUWHAJIbHOTO CMHApOMa BBeCTU HKaTHOaHT 30 Mr n/K (MakKCHMAJIbHAS CyTOYHAsA 1032 90 Mr) WM MHrHOUTOP
C1-3crepa3nl yesnoBeka 20 ME/kr B/B MemienHo. [1pu oTCyTCTBUU yKa3aHHBIX MperapaToB HEOOXOAUMO
BBECTH CBeXe3aMOpoXeHHYIo riasmy 10 mi/kr Macchl Tena. [IpenapaTbl BBOIUTH KaK MOXHO paHbliIe
OT HayaJia OTEKa.

2. Hcnoab3oBaHue aHTUTMCTAMUHHBIX PENAPATOB /151 CHCTEMHOTO MPUMEHEHHUs, KOPTUKOCTEPOUIOB /ISl CUCTEM-
HOTO NPUMEHEeHus, SNMHe(PUHA 1S KyTMPOBAHUS OTEKA HelleJ1eco00pa3Ho BBUIY OTCYTCTBUSA 3(h(heKTHBHOCTH.

3. Tlpu oTCyTCTBUM/HEAOCTATOUHOM 3(p(PeKTe OT Tepanuu MalUEHT AOJIKEH ObITh CPOUYHO FTOCITUTATU3UPOBAH.
ITpu oTéke ropTaHu 0OOCHOBAHA PaHHSISI TPAXEOCTOMUS/KOHUKOTOMMUSI.

4. TloXu3HEeHHBIM MOKa3aHUIM 3aIpelleHO UCII0JIb30BaHUEe MUHTMOUTOPOB AIIMD/aHTaroOHKCTOB PELENITOPOB
aHruoreHsuHa II, acTporeHoB.

5. TlpeMemnuKaiums 10 OorepaTUBHOIO BMellaTeabCTBAa — 3a 1—6 yacoB: nHruoutrop Cl-acTepassl yeiroBeka
1000 ME B/B, mpu OTCYTCTBUM — CBexXe3aMopoxkeHHasl 1a3ma 400 mit. Heobxonnmo odbecneunTh HaTnuue
MpernapaToB ISl KyIMPOBaHUS XXU3HEYTPOXKAIOLIUX OTEKOB BO BpeMsI ITPOBENEHMS ONIepaTUBHOTO BMeEIIa-
TenbeTBa (CM. 1. 1).

ITacnopT 60JbHOr0 HACJIEACTBEHHBIM AHTHOOTEKOM /IS ManueHToB miuaaue 18 jger
(HedekT B cucTteme KomiiemenTa — D84.1)
Brnangenell fjaHHOTO JAOKYMEHTa CTpalaeT PeAKUM XKU3HEYTrpoxawIuM 3adoseBaHueM: [JedekT B cucreme
koMruiemeHTa (D84.1) — HacnenctBeHHbIi aHTMOOTEK (HAQO). KnnHMYeCcKUM TTPOsIBICHUEM SIBIISIETCS Pa3BUTHE
OTEKOB PA3IMYHON JIOKIM3ALIMK, B TOM YKCJIE XKM3HEYTpoXKaloluX (a0MOMUHATbHBIX, OTEKOB TOPTaHU).

(J5(0)

Hata poxxaeHust

HOMCp CTpaxoBOrIo ImojJuca

I'pynma kpoBu u pe3yc ¢pakTop

JomamHuii agpec

®UO poacTBeHHUKA

TenedoH poacTBeHHUKA

®UO neyaniero Bpaya

KoHTaKTHBIN HOMED JIEHallero Bpayda 1Jisd 3KCTpCHHOﬁ MEIULMHCKOMN KOHCYyJbTalluH

[Tacniopt Beiman B ®I'BY «I'HILI «MHCcTUTYT MMMyHOnorum» @MBA Poccumn ...... (4mco)

[Toanuce Bpayda, BbIJaBIICTO YIOCTOBEPECHUEC

[TeyaTtb

Perxomenoauuu no oxazanuro Heoma0HCHOU MeOUUUHCKOT ROMOWU

1. ITpu BozHukHoBeHUM ZKU3HEYTPOXAIOIIIMX 0T€KOB B 06J1aCTU TOJIOBHI, IIeW U BbIPa’KEHHOT'O abI0MU-
HaJIBHOTO CHHIPOMAa BBECTH HKATHOAHT II/K M3 pacyéTa Ha Maccy Tea: 12—25 kr — 10 mr; 26—40 kr — 15 mr;
41-50 xr — 20 ™mT; 51—65 kT — 25 ™Mr; >65 KT — 30 MT W uaruouTop Cl1-3ctepasnl yenoseka 20 ME/kr B/B.
[Tpu OTCYTCTBMM yKa3aHHbIX ITpernapaToB HEOOXOAMMO BBECTH CBEXXe3aMOPOXKEHHYI0 11azMy 10 MJ1/KT Macchl
tena. [IpenapaTbl BBOAUTH KaK MOXKHO paHbIIIE OT Hayaja OTéKa.

2. Hcnosb30BaHHE AHTHTHCTAMMHHBIX MPENAPATOB /I CHCTEMHOT0 MPUMEHEHH S, KOPTHKOCTEPOHIOB /ISl CHCTEMHOTO
npuMeHeHns, dnuHedpUuHAa 1151 KyMMPOBAHUS OTEKA Hellesieco00pa3Ho BBUIAY OTCYTCTBUS 3((eKTHBHOCTH.

3. Tlpu oTcyTcTBUM/HEeAOCTATOUHOM 3((EeKTe OT Tepanuy MalueHT J0KEeH ObITh CPOYHO FOCITUTAIM3UPOBAH.
ITpu oT€ke ropTaHu 0OOCHOBaHA PaHHSISI TPAXEOCTOMUS/ KOHUKOTOMMUSI.

4. Tlo Xu3HEHHBIM MOKAa3aHUSIM 3aMpelieHO UCTOoIb30BaHUEe MHTMOUTOPOB AII®M/aHTarOHUCTOB peleNITOPOB
aHruoteHsuHa II, acTporeHoB.

5. Ilpemenukauust — 3a 1—6 4acoB J0O ONMepaTUBHOTO BMelnaTeabcTBa: MHrHOnTOp Cl-3cTepassl yeloBeKa
15—30 ME/Kr macchl Teja B/B, Ipy OTCYTCTBUM — CBexXe3aMopoxkeHHas 1a3ma 10 mi/Kr Maccel Tena. He-
00X0IMMO O0ECIeUnTh HAIMYMe MpenapaToB AJs KYITMPOBAHUS XU3HEYTPOXKAIOIIUX OTEKOB BO BpeMsl MPo-
BEJICHUS ONepaTHBHOIO BMelIaTeabCTBa (CM. 1. 1).
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