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Pesiome

HacnepcrteeHHbIn aHrnootek (HAO) oTHOCUTCS K rpynne peakux, opdaHHbIX, FeHETUYECKM eTEPMUHMPOBAHHbIX AedeKTOB, NpeacTaBs-
IOLLMX 3HAYUTENBHYI0 MEMKO-COLMANbHYH NPobaeMy 13-33 BbIDAXXEHHOTO BAIMSHWS Ha KaYeCTBO KM3HM U NOTEHLMANbHOM NeTanbHOCTH,
a TakKe BO3HMKAOLMX CIIOXKHOCTEN, CBS3aHHbIX CO CBOEBPEMEHHOW MOCTAHOBKOM AMAarHo3a M HasHayeHWeM afleKBaTHOro NeyeHws.
B cTatbe npeacraBneHsl AaHHble 0 COBpeMeHHoM knaccubukaumm HAO, KnMHMYeCKuX NposieneHmsax 3aboneBaHus, Noaxoaax K Bepudu-
Kaumu marHo3a u npuHumnax nedyexus. Tepanug HAO onpenensietcs Heo6xoaMMOCTbio 3DHEKTUBHOMO KyNMPOBaHUS OCTPbIX MPUCTYMNOB
3aboneBaHws, NpoBeseHNeM NPodUNaKTUKK OTEKOB Nepes MeAULIMHCKMMM BMELLATENbCTBaMM, @ TaKKe, MO MoKa3aHUaM, L0NroBpeEMEH-
HoM npodunakTmku. B ctatbe 0bcyxaaetcs anddepeHUMpoBaHHbIi nogxos K neveHnto HAO, faHa xapaKTepucTiKa pasnnyHbIX Bapu-
QHTOB TepaneBTUYECKMX BMELIATENbCTB. B KNMHWMYECKOM Clydae onmcaHa MCTopms HECKONBbKMX MOKONEHUI ceMbK € npossneHnamm HAO.
MpoLeMOHCTPUPOBaH COBPEMEHHDIV MOAXOL K AMArHOCTVKe 3aboneBaHus Ha OCHOBE LeTanu3almy aHaMHe3a, KNMHUYECKUX CUMMTO-
MOB, pe3y/bTaToB 1abopaTopHbIX UCCIeaoBaHuiA. [TpoBeaeH aHanm3 3OOEKTUBHOCTM N€YEHMS M MOKa3aHa BblCOKas 3MhEKTUBHOCTb
natoreHeTnyeckor Tepanum HAO npenapatoMm nHrnbmutopa Cl-3cTepasbl Yenoseka.

KntoueBble cnoBa: HacneacTBeHHbIM aHrnootek, C1-MHrMBUTOP, KyMMpoBaHME OCTPbIX aTak HAaCAeACTBEHHOMO aHrMOOoTeKa, Kpa-
TKOBPEMEHHAs W LONroBpeMeHHas NnpodunakTMka HacneaCcTBEHHOMO aHrMooTeka, MHriMbuTop C1l-3cTepassbl Yenoseka
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Abstract

Hereditary angioedema belongs to the group of rare, orphan, genetically determined defects that represent a significant medical and
social problem due to the pronounced impact on the quality of life and potential mortality, as well as the emerging difficulties associ-
ated with timely diagnosis and the appointment of adequate treatment. The article presents data on the modern classification of hered-
itary angioedema, clinical manifestations of the disease, approaches to diagnosis verification and treatment principles. Therapy of hered-
itary angioedema is determined by the need for effective relief of acute attacks of the disease, prevention of edema before medical
interventions, and, if indicated, long-term prophylaxis. The article discusses a differentiated approach to the treatment of hereditary
angioedema, characterizes various options for therapeutic interventions. In a clinical case, the history of several generations of a family
with manifestations of hereditary angioedema is described. A modern approach to the diagnosis of the disease based on detailed history,
clinical symptoms, and laboratory research results has been demonstrated. The analysis of the effectiveness of treatment was carried out
and the high efficiency of pathogenetic therapy of hereditary angioedema with human C1-esterase inhibitor was shown.
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prophylaxis of hereditary angioedema, human Cl-esterase inhibitor

For citation: Skorohodkina O.V, Luntsov A.V, Vasileva A.A,, Bareycheva O.A. Hereditary angioedema: approaches to diagnosis
and treatment, analysis of a clinical family case. Meditsinskiy sovet = Medical Council. 2021;(12):34-40. (In Russ.)
https;//doi.org/10.21518/2079-701X-2021-12-34-40.

Conflict of interest: prepared with the support of CSL Bering. This did not affect the opinion of the authors in any way.

34 | MEAULUMNHCKWIA COBET | 20215(12):34-40 © CkopoxopkuHa 0.B., llyHuos A.B., Bacunbesa A.A., bapeityesa 0.A., 2021


https://orcid.org/0000-0001-5793-5753
mailto:olesya-27@rambler.ru
https://orcid.org/0000-0003-2552-2107
mailto:luntsov@gmail.com
https://orcid.org/0000-0002-3382-4781
mailto:a-v.doc@mail.ru
mailto:olga-alex21@mail.ru
https://doi.org/10.21518/2079-701X-2021-12-34-40
https://orcid.org/0000-0001-5793-5753
mailto:olesya-27@rambler.ru
https://orcid.org/0000-0003-2552-2107
mailto:luntsov@gmail.com
https://orcid.org/0000-0002-3382-4781
mailto:a-v.doc@mail.ru
mailto:olga-alex21@mail.ru
https://doi.org/10.21518/2079-701X-2021-12-34-40
https://doi.org/10.21518/2079-701X-2021-12-34-40

BBEAEHUME

HacnencteeHHbit aHrnootek (HAO) - penkoe, noteHuUu-
aNbHO XM3Heyrpoxatollee reHeTMyecku LeTepMUMHUPOBAH-
Hoe 3aboneBaHue, MPOSBAAIOLLEECS B BMAE OTEKOB KOXM
M CM3UCTBIX/MOACAM3NCTBIX 0060104€eK, BO3HUKAIOLWMX NOA
BO34eWCTBMEM OpafMKUHMHA, OTHOCMTCS K MEPBUYHbLIM
MMMyHopedumumuTam 6e3 NposBAeHUn MHDEKLMOHHOMO CUH-
npoMa. [pu 3ToM HacnefoBaHWe B NOAABNSIOLLEM OONbLINH-
CTBE C/ly4aeB MPOMCXOAUT MO ayTOCOMHO-AOMUHAHTHOMY
™mny. PacnpoctpaHeHHocts HAO B cpenHem coctaBnsieTr
1:50 000 [1, 2].

Cnenyet otMeTuTb, 4To HAO OTHOCKUTCS K XPOHWYECKUM
3aboneBaHUaM C TSKeNbiM BpemMeHeM 60ne3Hu Ans naumeH-
Ta, CNeaoBaTeNbHO, OKa3blBAeT CYLECTBEHHOE BAUSHME
Ha KayeCTBO ero xm3Hu. [puCTynbl 4aCTo HeNpeackasyeMble,
3HAYUTENBHO CHMXKAKT COLMANbHYI0 aKTMBHOCTb MaLMEHTa,
OrpaHMYMBAIOT NEPELBUKEHMS, CONMPOBOXAAOTCH BONe3HeH-
HOCTbIO, BbI3bIBAOT CHWXeHWe PpaboTocnocobHOCTH, YTo,
B CBOK O4epefb, BAMSET Ha ycnexu B yyebe M Mpon3BOAU-
TeNbHOCTb Tpyna. KocBeHHble 3aTpaTtbl MauMeHTa M Heno-
CpenCTBEHHble MeAMLMHCKME 3aTpaTbl Takxke NPUBOAAT
K CHWXXEHMIO Ka4yeCTBa XM3HK [3-5].

B cootBeTcTBMM C DeaepanbHbIMU KIMHUYECKUMU PEKO-
MeHoaumamu (2020 1) Ha CerofHAWHMI AeHb NpeaioxeHa
cnepyowas knaccndumkaums HAO [1]. Beigensetcs dopma
HAO c peduuntom Cl-uHrubutopa (BCneacTeve MyTaumu
B reHe SERPINGI), kotopbit genutcs Ha HAO | tnna (85%
cnyyaeB), 00YCNOBAEHHbINA CHUXEHWEM KONMMYECTBA U (PYHK-
umoHanbHoM aktmBHoctn C1-MHI B nna3me, u HAO Il TMna
(15% cnyuaes), korga yposeHb Cl-uHrnbutopa B npenenax
HOPMbl WM MOBbLILWEH, HO OTMEYAETCH CHMXKEHWE DYHKLMO-
HanbHoM akTnBHOCTM Cl-MHrMbuTOpa. Kpome Toro, Bbloens-
etca dopma HAO 6e3 peduumnta C1-UHTI, T.e. He cBA3aHHas
C HapyLWeHMsIMKU B CMCTEMe KOMMnemeHTa. B atom cnyyae
3abonesanne obycnosneHo mytaumen B reHe Xl daktopa
cBepTbiBaHMs kpou (HAO — FXII), nnasmumHorerna (HAO-PLG),
aHrnonostnHa 1 (HAO-ANGPT1), kuuuHoreHa 1 (HAO -
KNG1), a Takke HAO ¢ HenszBecTHoW MyTaumen (UNK-HAO),
KOTOpbIA yCTaHaBAMBAETCS MpW HOPMaNbHOM YpPOBHE
C1-uHrnbutopa m ero GyHKUMOHANBHOW aKTMBHOCTM MpU
YCNOBUM TUMNUYHOW KAMHWUYECKOM KapTWUHbI B COYETaHUM
C NONOXMUTENbHBIM CEMEMHBbIM aHaMHe30M [6-8].

KNMMHUYECKAA KAPTUHA HACNEAOCTBEHHOIO
AHTUOOTEKA

XapakTtepHbiMM ocobeHHocTamMn HAO  sBnstoTca OTCyT-
CTBME 3yAa, FMNepemMmmu Koxu, CONYTCTBYIOLLEN KPamnWBHULbI,
a Takke otcyTcTBMe 3ddekTa oT NeYEeHUS CUCTEMHBIMU TIHOKO-
KOPTUKOCTEPOMAAMU U AHTUIUCTAMUHHBIMKU NpenapaTamu.
CybbeKTUBHO NaLUMEHTbI, KAK NMPaBWO, OLLYLLAKT «HAMPSKEH-
HOCTbY» KOXMW, @ B 0CODO0 TSKENbIX Ciyvasx — 60b U xKeHue.
OTeku HapacTalT MeAneHHO W MeAsIeHHO perpeccupytor,
B CPEAHEM COXPAHSOTCS OKOMO 72 4, HO MOTyT NepcucTnpo-
BaTb M Gonee npopomkutensHoe Bpems [8-10]. Cnenyet
otMeTuTb, 4to HAO | 1 Il TMNOB He pa3nMyakTCs NO CBOMM
KMMHWUYECKMM NpOosiBREHNIM. [1pM 3TOM NPUCTYMbl aHrMooTeka

pa3Hoobpa3Hbl M MO N0KANU3aLMKM, U MO CTEMEHMU THXKECTU.
N3BeCTHO, 4To Hanboee YacTor NOKANN3aLUMEN aHTMOOTEKOB
ABNAKOTCS JIMLO M KOHeYHOCTU (nepudepuyeckune oteku) [11].
Heckonbko pexe Habniofalotcs otekn B 0bnactv GproLHOM
nonocTv (abAoMMHaNbHbIe atakm), MpyU KOTOPbLIX KAMHMUYeCcKas
KapTWHa BapbUpyeT OT HE3HAYUTENbHOIo AMCKOMdOpTa B Npo-
€KLUMM XKMBOTA [0 KIMHUKKM KOCTPOrO XKMBOTA®, YTO Hepeako
NPUBOAMT K AMArHOCTUYECKUM OLIMOKAM U HEBEPHOW TaKTUKe
BefeHuns 6onbHbix [12]. B pane ciyyaeB nogobHble NaLMeHTbI
MepeHOCIT OnepaTBHbIE BMELLIATENbCTBA HA OpraHax bptoLu-
HOM MOMOCTU, U He CIy4alHO Y Takux BO/bHbIX B NUTepaType
OMMCaH Tak Ha3blBaeMblIii «reorpaduyueckuii KMBOT» Kak cea-
CTBME MNPOBELEeHHbIX onepaumii u GopMMpoBaHus pyb-
uoB [13]. CnegyeT OTMETUTD, UTO aBAOMMHANbHbBIE aTakKW MOTYT
COMPOBOXAATHCS BbIPAKEHHOW CNABOCTBIO U CHMKEHWEM
apTepUanbHOr0 AaBNEHUS BBMAY 3HAYUTENbHOTO BbINOTA
B OPIOLWIHYIO NONOCTb NOA AENCTBUEM BpanmKnHuHa [14].

MeHee 4acTO aHrMOOTEKWM NOKanM3yrTCcs B 061acTy
BEPXHUX AbIXaTENbHbIX MyTeR (0TeK ropTaHu, A3blka, CBA304-
HOro annapata u Markoro Heb6a). OgHako cnepyeT noguvep-
KHYTb, YTO 3Ta IOKANU3aLLMs, HECMOTPS Ha MEHbLUYH pacnpo-
CTPAHEHHOCTb, SBASETCH >KM3HEYrpoxatwLlien, Tak Kak
0b6CTpYKLMS AblXaTeNbHbIX NyTeN U achUKCUS MOTYT BbI3BaTb
netanbHbiit nexon [1, 2]. Mo AaHHbIM aHamMHe3a OTekun Bepx-
HWUX [bIXaTeNbHbIX NyTei y nauneHToB ¢ HAO BCTpevatoTcs
B 56% cnyyaeB. KnuHWYeckn oHM NposIBASIOTCS HapyLUeHWEM
[bIXaHWUS U FNOTaHMS, OCUNOCTbIO rofoca, AMchoHMeR, cTpa-
XOM CMepTH, CTpMAOPOM. HecMoTps Ha MeaneHHoe Hapac-
TaHWe OTeKa BPeMs OT MOSBNAEHWUS CUMMTOMOB HapylUeHus
[ObIXaHMS 00 NOSHOW acOUKCUM HEeMpenckasyemMo U MOoXeT
coctasnatb ot 20 MuH fo 14 4 2,11, 15].

Cpeayn npoBouMpyOWMX GAKTOPOB, MPUBOASLLMX K pa3-
BMTUIO aHrmooTekoB npu HAO, cnegyeT HasBaTb MexaHuye-
CKOe BO3[EeNCTBME, XMPYpruyeckne BMeLLATeNbCTBA, CTOMa-
TONOrMYeckne MaHunNynauMm, GU3nYeckylo Harpysky, cTpecc,
MHdeKUNM, BO3AENCTBME XON0AA, A TAKXKE NPUEM HEKOTOPbIX
NeKapCTBEHHbIX MPEenapaToB, K KOTOPbIM MOIYT OTHOCUTbHCS
3CTporeHcogepalline opanbHble npenapaTbl ¥ MHTMOUTOPBI
AMNO® [1, 2, 10]. Tak, HanpuMep, y nauneHTos ¢ HAO xupypru-
yeckas CTOMaToNorus, BKAKYAsN 3KCTPaKuuio 3y6oB, MOXeT
CONPOBOXAATLCS 3MM304aMM OTEKa, BKKOYas oTek ryb, nuua,
A3blka M roOpTaHWM C OBCTPYKUMEN BEPXHMX AbIXaTeNbHbIX
nyten. B nutepaType onucaHbl Ciydyam CMepTU YeTbipex
MaLUMEeHTOB OT OTeKa rOpTaHW, BbI3BAHHOIO 3KCTpaKUMei
3y6a, KoTopas (nocse 6ecCMMNTOMHOMO AaTEHTHOrO Nepuoaa
oT 4 po 30 4) cnpoBoLMpOBana Takom oTek. Tpoe 13 naunex-
TOB yMep/n OT achUKCUM B HOYb NOCNE Onepauum, a YeTBep-
TbIi CKOHYaNCs BO BTOPYK HOYb. Y Tpex NauMeHTOB OTek
ropTaHu paHee He Habnoganca [15].

ONATHOCTUKA HACNEACTBEHHbIX AHTMOOTEKOB

CBoeBpeMeHHas amarHoctnka npu HAO uacto wmmeet
onpenendtollee 3HaYeHMe Ang NporHosa 3abonesanus. Mpu
nopo3pennn Ha HAO ¢ uenbto BepudmKaumMu amarHosa cne-
[lyeT NpoBOAMTb MCCIel0BaHME, HAaNpaBeHHOe Ha onpefe-
NleHNe KONMYECTBEHHOIO U (DYHKLMOHANBbHOrO COAEpXKaHUS
MHrnbumTopa C1l-3cTepasbl, a TakKe Ha COAEepKaHWe KOMMOo-
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HeHTOB KoMnnemeHTa C4 un Clq [1, 16, 17]. B psae cnyyaes,
B y4actHoctM npu aumarHoctuke HAO 6e3  cHUMXKeHus
C1-uHrnbutopa, HeobxoaMMO NpoBeAEeHWE TFeHETUYEeCKOro
obcnenoBaHus [18]. B HacToswee BpeMs «3010TbIM CTaHAAP-
TOM» [MArHOCTUKM $BNSETCS [OBYKPATHOE MCCiefoBaHMe
ypoBHa C1-MHI 1 ero ¢yHKUMOHANBbHOW aKTMBHOCTM
C UHTepBanoM He MeHee yeM B 1 Mmec. Mpu 31oM ana HAO
| TMna, KOTOpbLIM, KaK Mbl yXe ynoMuHanu, Habniopaercs
B 85% cnyyaes, XapakTepHbl KaK HWM3Kas KOHLEHTpALMS, TakK
M HM3Kasa QyHKUuMoHanbHas aktmeHocTb C1-MHI Mpu HAO 11
™na KoHueHTpauua C1-MHI coxpaHseTcs B npegenax Hop-
MasbHbIX 3HAYEHW, a MOXeT ObiTb M MOBbILEHHOW,
B TO BpeMs Kak (QyHKUMOHanbHas akTnBHocTb C1-UHI cHu-
xeHa. CnepyetT OTMeTWUTb, 4YTO OMNpedeseHue YpOBHS
C4-koMnoHeHTa KoMnneMeHTa B guarHoctmke HAO ummeet
NMLWb BCMOMOraTenbHOE 3HAYeHWe M pacCMaTpPMBAETCS Kak
[OMOMHUTENbHbIA KPUTEPUIA, MOATBEPXKAANLWMIN [MUATHO3,
MOCKO/bKY CHUMXEHMWE 3TOr0 NMoKa3aTens MoXeT HabntoaaTbCs
W nNpu apyrux 3abonesanuax [1, 19, 20].

Kpome Toro, nockonbky HAO gBnsieTcs reHeTnyecku oby-
CNoBAeHHbIM 3aboneBaHneM, 6onblIOe 3HavyeHue MUMeeT
CeEMEeNHOe KOHCYNbTMpoBaHue. MN3BeCTHO, YTO OTAroweHHas
HaCNeACTBEHHOCTb MO KAMHMYECKMM npossneHuam HAO
npocnexunsaeTcs npubnunsmtensHo B 75% cnyvasx, y psaaa
nauneHToB amarHoctmpyetcs HAO B CBSI3M C BHOBb BO3HMK-
Wwei MyTaumeit. Bo Bcex cnyyasx BaxkHa paHHAS AMArHOCTMKa
3aboneBaHus, B TOM yucne y getei ¢ 6€CCMMNTOMHbIM Teve-
HWEeM, NpWU YCI0BMM OTAMOLEHHOM HACNeACTBEHHOCTU. TeM
He MeHee, HECMOTPS Ha CYLeCTBYHOLWMIA anroput™M AMarHo-
ctukn HAO, B HacTosllee BpeMs AMarHo3 Hepeako CTaBUTCS
¢ 60nbLON 33aePXKKOM. M3BECTHO, 4TO B MMPOBOM MpakTuKe
HAO pumarHocTMpyeTcs AuWb Yepe3 HecKosbKo NeT nocne
BO3HMKHOBEHMS MepBbIX CMMNTOMOB 3abonesanus [18, 20].
K coxaneHnuto, Poccuiickas @Denepaums He 9BASETCS UCKIIO-
yeHueM. B yactHoctH, B Pecnybnunke TaTapcTaH, N0 AaHHbIM
CTaTUCTUKK, B HacTosee BpeMs npoxumBaeT 3 902 642 yeno-
Bekal. CnenoBsatenibHO, C yYETOM pacnpoCTpaHeHHOCTH 3a60-
neeaHuns naumeHtoB ¢ HAO pomkHO ObiTb 78 4enoBsek.
MDaKTMYeCKM e Ha yyeTe CoCTOUT nwb 8 naumeHTos ¢ HAO,

LYncneHHOCTb HaceneHns MyHULMnanbHbix 06pasoBanmnit Pecnybinku TaTapcraH Ha Havano

2019 ropa. Pexum poctyna: https://tatstat.gks.ru/naselenie.

Ta6nuya. MpUHUMNbI NEYEHNS HACNeACTBEHHOIO aHrnooTeka [1]
Table. Principles of treatment of hereditary angioedema [1]

M3 HUX 7 B3poCbiX M 1 pebeHOoK, Npu 3TOM MHTEPBAN MeXay
[ebloTOM 3ab0neBaHMs U YCTAHOBNEHWEM AMarHO3a y pas-
HbIX naumeHToB ¢ HAO cocTaBngeT oT 6 0 36 neT.

NPUHLUWNbI NEYEHUA HACNEACTBEHHOIO
AHTUOOTEKA

CBOEBpeMeHHO Ha3HauyeHHoe neyeHune no nosogy HAO
MOXeT 0becneynTb XOpOLIee KayecTBO KM3HWM MaLMEHTOB,
TaK Kak No3BONSET HE TONbKO 3ODEKTUBHO KynMpoBaTb CUM-
nToMmbl 3aboneBaHus, HO U obecneunTb NpodumnakTMKy 060-
CTpeHuid. Mpun 3TOM NpodUNaKTUKa MOXKeT OblTb KpAaTKOCPOY-
HOM, HampuMep nepeL ONepaTMBHbIMW BMELLATENbCTBAMM
M CTOMATONOTMYECKUMU MAHUMYNSLUMSMU, U AONTOCPOYHOM,
T.e. npodMNakTMKon peumansos [1, 21, 22].

CornacHo akTyanbHbIM KAMHUYECKUM pEKOMEHAALMUAM
no AuarHoctuke u nevennto HAO oTeku LbixaTenbHbiX MyTen,
OTekM B 06N1acTv Nnua 1 Len, Tskenble abLoOMUHaNbHbIE aTaku,
a B psfe CNyyaeB M Txenble nepudepuyeckne otekn Tpebyrot
aKTUBHOM Tepanuu B CBS3M C PUCKOM pa3BuUTMS Hebnaronpu-
aTHbIX Mcxomos [1, 2]. C uenbto kynmpoBaHus atak HAO
B HaCTosLLiee BPEMS BO3MOXHO MPUMEHEHWE ABYX Mmpenapa-
TOB MaTOreHeTMYeckon Tepanuu: uHrubutopa Cl-3cTepasbl
4enoBekKa, a Takke 610KaTopa peLenTopoB K BpPaanKMHUHY —
ukatMbaHTa. B ciyyae OTCYTCTBMS yKa3aHHbIX MpenapaTtos
MO KM3HEHHbBIM MOKA3aHWAM NPU THKENOM aHrMooTeKe Heob-
XOOMMO BBEAEHWE CBEXE3aMOPOXEHHOM Mna3mbl. Taknm
06pa3oMm, kpaTkocpoyHas npodunaktika atak HAO nposoauT-
€S npeaBapuTenbHbIM BBEAEHMEM Mpenapata WMHrubutopa
C1-3cTepasbl, U TakKe, B IKCTPEHHbIX C1yYasx, Npu OTCYTCTBUM
npenapara, — BBEAEHMEM CBEXE3AMOPOXEHHOM Mnasmbl [23].
Mpu NNaHOBOM OMepaTMBHOM BMeLATENbCTBE C LENb Kpa-
TKOCPOYHOW NPOdUAAKTUKM BO3MOXKHO Ha3HAYeHWe AaHa3ona.
B cBoto ouyepepnb, Tepanus, HanpaBneHHas Ha LOATOCPOUHYIO
npodunakTnky atak HAO, LomkHa HbITb NepCOHMBULMPOBAHA,
ee BapuaHT onpenenseTcs 0Co6eHHOCTAMU TedeHus 3abonesa-
HUWS, HANMYMEM UHOMBMAYANbHBIX MPOTUBOMOKA3aHWUI, @ TakKe
BO3MOXHOCTAMW peanusauum ToM UAM UHOM Tepanuu B Kax-
[lOM KOHKPETHOM cniyyae (mabn.) [1, 24].

TakuMm 06pasoMm, naToreHeTMYeCkas Tepanms C MCNOb30-
BaHMeM npenapata uHrnbutopa Cl-3cTepasbl Yenoseka

1. UkatnbaHT.

KynuposaHue otekos
3. CBexe3aMopOoXeHHas nnasma”

2. iHrnéutop C1-3cTepasbl Yenoseka.

1. UkatnbaHT (y neteii crapiue 2 ner).
2. UHrméutop C1-3cTepasbl yenoseka (y AeTei craplue 2 ner).
3. CBexe3aMopoXeHHas nnasma”

1. MHrmbutop C1-3cTepasbl yenoseka.

KpatkocpouHas npodunakTuka 2. [lanazon.

3. (Bexe3amMopoXeHHas nnasma*

1. Murmbutop C1-3cTepasbl yenoseka (y feTeit crape 2 net).
2. CBexe3aMopoXeHHas nnasma’.
3. laHazon

1. lanazon.
2. TpaHekcamoBas KucoTa.

0/r0CPOYHas NpodunakTuka e
A P pog 3. [porecrareHsl™,

4. WHrmbutop C1-3cTepasbl yenoBeka

1. MHrubutop C1-3cTepasbl Yenoseka (y aeteli crapie 2 net).
2. TpaHekcamoBas KMCioTa.
3. [laHa3zon (ToNbKO AeTAM, AOCTUMLMM V CTagum NON0BOr0
C03peBaHus)

*CBE)KEBBMOPOX(QHHBH nnasma A0/HKHa UCNONb30BaTbCA TOJIbKO NPU OTCYTCTBUM 6b|CTp0|’0 AO0CTyna K Tepanuu ¢ A0Ka3aHHOMI 3¢¢9KTVIBHOCTMO (VIKaTVIﬁaHT, KOHUEeHTpaT MHFM6MTOpa C1-3CT€pa3bl
‘leﬂOBEKa) U HE MOXET pacCMaTpuBaTbCA KaK 3KBUBANEHT naToreHeTU4ecKow Tepanuu (KaK B KOHTEKCTE KYNnMpOBaHUA OTEKOB, TaK U B KOHTEKCTE KpaTKOCpO"IHOl;I I'IpOLDMﬂaKTMKM),TaK Kak
He CTaHAapTUM3MpOoBaHa no KonmM4yecTsy MHFVIﬁl’ITOpa C1‘3CT€Da3bI M KOMMOHEHTOB, MOTEHLMANBbHO CMOCOBHBIX BbI3BATb aHTMOOTEK Yy nauueHTa.

""I'IporecrareHbl moryTt 6bITb UCMNONB30BAHbI TONLKO Y XXeHLMH AeTOopoAHOro Bo3pacra.
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MOXeT ObITb Ha3HaveHa Ana KynuposaHus atak HAO, npo-
BeAEHMS KPaTKOCPOYHOM NMpOdUAaKTUKK, @ TaKKe C LeNbio
[LONTOBPEMEHHOM NpodunakTuku otekoB [25-27]. Cnepyet
OTMETUTb, 4TO NpenapaT uHrnbutopa C1l-3cTepasbl yenoBeka
B NPOBEAEHHbIX KAMHWUYECKMX WMCCNefoBaHMAX NPOLEMOH-
CTPMPOBAN HaMBbICLWYH IPPEKTUBHOCTb NMPU KYNUPOBAHUM
atak HAO, nonHbi addekT oT BBeAeHUS npenapaTa npoce-
xmBaetca B 99% cnyuyaax. [TpyM MCNONb30BAHUM Xe MKATU-
6aHTa LNg NevyeHUs BO3HMKLIMX TSHKENbIX OTEKOB MOMHbIN
3@deKkT 0QHOKPATHOrO BBEAEHWMS MpenapaTa OTMevaeTcs
npubansmtensHo B 90% cnyyasx, B psae cuTyauuin tpebyet-
€S ero NOBTOpPHOe BBefeHue [28]. B cBSA3M C 3TUM MCMONb30-
BaHue npenaparta uHrnbutopa C1l-3cTepasbl Npu Kynuposa-
HMU OTeKa MOXET OblTb NPeAnoYTUTENBHO, 0COBEHHO B Cy-
4asx abAoMMHaNbHbIX aTak, NpW KOTOpbIX BbiCTpoe HaCTy-
nneHne TepaneBTnyeckoro addekTa He ToNbko obecneynsa-
€T MONOXWTENbHY AWHAMUKY KAMHWYECKON KapTUHbI
1 obneryaeT COCTOSHWE NALMEHTA, HO U No3BoNgeT apdek-
TMBHO npoBecTM auddepeHumanbHyo amarHoctuky HAO
C ApPYrMMK NaTONIOTMYECKUMU COCTOSHUSAMMU B CNEKTPE KAU-
HUYECKMX NPOSBNEHUI «OCTPOro XmBoTax» [2, 29]. B HacTog-
wee Bpems B PM 3apernctpMpoBaH eaMHCTBEHHbIN npena-
paT MHrMbutopa C1l-3cTepasbl yenoseka — bepuHept®.

KIIMHUYECKWUIA CNYYAI

B npogomkeHune npeactaBnseM pesynbrathbl KIMHUYECKO-
ro HabnaeHWs 3a CeMbeit, B KOTOPOW NpOsIBNIEHMS aHIMOO-
TEeKa UMeNN MeCTo B HECKOIbKMX MOKOMEHUSIX.

Maunentka K., 38 net, obpatnnacb Ha KOHCYNbTALMKO
K Bpayy annepronory-umMmmyHonory B Hosiope 2017 r. ¢ xano-
6aMu1 Ha BO3HMKHOBEHME OTEKOB, NPENMYLLECTBEHHO B 06N1a-
CTW KOHEYHOCTEW, pexxe — B 06/1aCT1 TyNoBMLLA, NLA, C YacTo-
ToM 3nm30408 A0 1-2 pa3 B Mecsu. B 6onblumnHCTBE Cyyaes
0TekM BO3HWMKANKM 6e3 BUAMMOM NPUYMHBI, HO MPKU 3TOM MNpo-
BOLMPYOLWMM GaKTOPOM MOrna OblTb TPAaBMaTU3aLMA U MeXa-
HMYeCcKoe BO3AENCTBME Ha KOXY. [py AeTanmsaumm KanHude-
CKMX XapaKTepucTuk obpallano Ha cebs BHMMaHWe coxpaHe-
HWe OTeKOB Y MALMEHTKMN A0 3—-4 AHEW U OTCYTCTBME BIUSHUS
Ha BbIPAXXEHHOCTb U ANWUTENbHOCTb NePCUCTUPOBAHMS OTeka
npueMa aHTUIMCTaMUHHbBIX NPenapaToB M MKOKOPTUKOCTE-
pOMA0B. BaXKHO OTMETUTb, YTO aHTMOOTEK HE COMPOBOXAANCS
YPTUKAPHbIMK BbICbINAHMSAMK U 3YLOM.

M3 aHaMHe3a M3BECTHO, YTO NepBble CUMMTOMbI Y NaLMEHT-
KM BO3HWMKAM B Bo3pacte 18 nert, Takum obpas3om, nepuos
BPEMEHM C MOMEHTa Havyana 3aboneBaHus LO obpalleHus
K annepronory-mmMmyHonory coctaun 20 nert. [epBbiMK npo-
ABNEHUSAMM B nebroTe 3aboneBaHMs Obin OTEK NMLA, @ TakKxKe
3nu3oabl abAOMMHANBLHOMO CMHApPOMa C 6onblo B obnactu
YKMBOTA, PBOTOM, KMAKMM CTY/IOM, KOTOPble OTMeYanucb Heoa-
HOKpaTHO, TpeboBanu 0bpaLleHnit 3a HEOTIOKHOM MOMOLLbIO
B CTaLLMOHAp XMPypruyeckoro npoduns (Bo BCeX Cyvasnx CUM-
NTOMbI pa3peLwanch, AMAarHoCTUYeCckue 1 neyebHble XMpypru-
yeckune BMeLLaTenbCTBa He NpoBoANAMCH). Kpome Toro, oTaenb-
Hble 3NM304pbl OTeka B 061aCTW LA Yy NAUMEHTKM COMPOBO-
XOAANUCb BO3HMKHOBEHMEM 3aTPYLHEHHOrO AblXaHWs, npu
KOTOpPOM OTMeYanacb OCUMIOCTb rofoca uam apoHms. OaHako,
HEeCMOTpSl Ha TSKECTb CMMMTOMOB, 3MM304bl NIAPUHTEeaNbHbIX

aTak B aHaMHe3e He NporpeccMpoBant A0 CTeneHn achukcum
1 He TpeboBaNu NPOBEAEHNS TPAXEOTOMUM UM UHTYOALMMN.

BaXKHO OTMETUTb, YTO Y MALMEHTKM He BbIN0 KNMHUYECKMX
NposIBNEHMI aToNMYecknx 3aboneBaHuii, HenepeHoCUMMOCTH
MULLEBbIX NPOAYKTOB, NEKAPCTBEHHbIX CPELCTB, @ TAKXKE yKa-
3aHMI Ha MCNOMb30BaHKWe NpenapaToB rpynnbl MHIMOUTOPOB
aHTMOTEH3MH-NpeBpaLlatollero depmeHta. B aHamHese
y MNauMeHTKn Lo obpauieHns Obina ogHa ©GepeMeHHOCTb,
KoTopas npotekana 6e3 matonorMmM W 3aBeplimnacb ecre-
CTBEHHbIM pOLlOpa3peLleHUEM.

Mpu nNepBMYHOM OOBLEKTUBHOM OCMOTpPE OTK/IOHEHMS
OT HOPMbI OTCYTCTBOBanw. [poBeaeHHOe 06LeKnMH1uYeckoe
nabopatopHoe 06cnefoBaHWe TakxkKe He BbISBASNO MATONO-
rMYeCKMx M3MeHeHu. Tak, B 00LLEM aHaNM3e KPOBKU YPOBEHb
3031HOMMNOB 6bin B Npenenax Hopmbl (3% B nenMkodopmy-
ne, 80 kneTok B MKJ1), NapameTpbl BUOXMMUYECKOrO aHanusa
KpOBW, ypoBeHb C-peakTUBHOro Henka Takxke 6blan B npene-
nax pedepeHCHbIX 3HaYeHM. B CBOK ovepenb, No pesynbTa-
TaM annepronormyeckoro obcnenoBaHMs (KOXHble Npobbl
C HeMH)EKLMOHHbBIMK annepreHamu) cneumduyeckas runep-
YyBCTBWUTENbHOCTb HE BbISBASNACh, ypoBeHb IgE obuwero
COOTBETCTBOBA/ HOPME.

Ha ocHoBe xapaKTepHOW KJIMHWUYECKOM KapTUHbI, aHaM-
He3a 3aboneBaHUs, MNPOBEAEHHOr0 OOLWEKIMHUYECKOTO
W annepronornyeckoro 0b6cnenoBaHus Obin BbICTaBNEH Npes-
BapuTenbHbIi anarHo3: HAO. B nocnepytowem ¢ uenbto
BepuduKauMmM amarHosa OblNo Ha3HaYeHo wuccneaoBaHue
ypoBHS C1-MHrMbutopa u ero hyHKLMOHANbHOM akTUBHOCTMH,
KOTOPOE BbISBUNO PE3KOE CHUXKEHWE KONUYECTBEHHOMO
napametpa (0,0381 r/n, npy HOpManbHbIX 3HaveHunsax 0,21 -
0,43 r/n). MoBTOpHOE OMpeaeneHne nokasaTens BbISBUIO
aHaNorMyYHble pe3ynbTaThl, YTO MO3BOAWMIO HA 3TOM 3Tane
NOATBEPAMTb Y MaumeHTkn amnarHos: HAO | Tuna.

TakunM 06pa3oM, yCTaHOBNEHHbIM OKOHYATENbHbIM AMArHO3
no3BOAWA OMNpefenvTb [anbHEeWLlY TaKTUKY NeYyeHus.
C uenblo KynupoBaHMs OTeka C oKanu3aumen B obnactu
nLQ, ropna, AbIXaTeNbHbIX MyTei, 0COBEHHO C CMMNTOMaMM
HapyLIEHMS UX MPOXOAMMOCTH, @ TakKe Npu abAOMUHANbHbIX
aTakax naumeHTke 6bl10 peKoOMeHAO0BAHO MCMONMb30BaTh ABa
anbTepHATMBHbIX Mpenapata HeOTNOXKHOM MOMOLLM: UKATU-
6aHT B fo3e 30 Mr ansg NoakoKHOro BBeAEHWS UAU MHTMOUTOP
C1-3ctepasbl B go3e 1500 ME onsg BHYTPUBEHHOIO BBEAEHMS.
Ha nepeom 3Tane Takxke 6bl10 NpoBeneHo obyyeHne camo-
CTOSITENIbHOMY MOAKOXHOMY BBEAEHMIO NpenapaTta MKaTMoaHT.
Kpome Toro, B MHAMBMAYANbHOM MaHe nevyeHuns 6bi10 npea-
YCMOTPEHO MpoBefeHne KpaTKoCPOYHOW NpodUNakTMKm BO3-
HWKHOBEHMS OTeKa NpW NPOBEAEHWU UHBA3WBHbIX NPOLEAyp,
CTOMaTONOMMYeCKMX,  OMEepaTUBHbIX  BMellaTenbCTBAX
C Mcnonb3oBaHueM nHrnbutopa C1-actepasbl B o3e 1000 ME
BHYTPMBEHHO MEHee YeM 3a 6 4 nepen npoLeaypon. B nnaHe
nonroBpeMeHHol npodunaktuki HAO 6bin HasHayeH AaHa-
30n B fo3e 200 mr 1 pa3 B cyTku BHYTPb [1, 2].

[anbHenllee HabNOOEHME 33 MNaUMEHTKOW MoKasano
BbICOKYI0 3(DMEKTMBHOCTb Tepanuu B MNaHe [OOCTUMNKEHMU
KOHTpONS Haf 3ab0neBaHUEM, TSXKeNble 3NU304bl OTeKA yaa-
Ba/IOCb CBOEBPEMEHHO KYMMPOBATb Ha3HAYeHHbIMK Mpena-
paTamMu HEOTNOXHOM nomoLlu. Tak, B TeYeHue npolleaLlero
roga noTpebHOCTb B KYMMPOBAHMM TSAXKEMbIX OTEKOB BO3HM-

20215(12):34-40 |MED|TSINSKIYSOVET | 37



kana 4 pasa. B gByx cnyvasx - npu nokanusaumu oTeka
B 00MaCcT¥ AMUa C CMMMTOMaMy 3aTPYAHEHHOrO FNOTaHMS,
a TakXe Npu BO3HUKHOBEHMM abLOMUHANBHOW aTaku — Bbin
Mcnonb30oBaH npenapat uHrnbutopa C1-3cTepasbl, NaLMEHT-
Ka oTMe4yana nofiHbiM 3DdeKT KynupoBaHWS CUMMNTOMOB
BO BCEX CNyyasX, NpuU 3TOM yMEHbLUEHUE WMHTEHCUBHOCTU
npossnennit HAO oTmevanoch yxe B TeyeHue 1-ro vaca
nocne BeefeHus npenapara. Hamu Takke 66110 NpOCNexeHo
y nauueHTkn K. Teyenue BTOpOi HGepeMeHHOCTM, KOTopas
HacTynuna BecHon 2018 r. HaumHas ¢ | TpumecTpa 1 B nocne-
[lylOLLEeM 4aCTOTa BO3HWKHOBEHWS OTEKOB YMEHbLIMNACH,
3a Becb nepuop bepeMeHHOCTM Ha cpoke 9-10 Hep. ofHO-
KpaTHO Habnaancs aHrMooTEK MSATKMX TKAHEM >KMBOTa,
B CBSI3M C YEM MaLMeHTKa Oblna rocnMTanmM3npoBaHa B rmMHe-
KONOrMYeCcKoe OTAeNeHUe LeHTpanbHOM paioHHOM 60bHM-
Libl, MPY 3TOM OTeK PaspeLunncs CaMoCTOSTENbHO B TeYeHue
72 4. B nepuop 6epeMeHHOCTM LONTOCPOYHAs NpobUNakTm-
ka HAO He TpeboBanacb. B pekabpe 2018 r. naumeHTKa
poamna [LEeBOYKY, podbl ObliM CPOYHbIE, C ECTECTBEHHbIM
poaopaspelleHMemM, B MNepuoL PpOLOBOM AEATEeNbHOCTU
M pPOLLOB OTEKM He Habnaanuce.

OpHoBpeMeHHO B Hosbpe 2017 I Ha KOHCynbTaLMio
K annepronory-uMMmyHosnory obpatuics poaHow 6paT naum-
eHTkM K., naumeHT @., 42 roga, C aHaNorM4YHbIMMK Xanobamu
Ha peunamMBuMpYylOLWME OTEKU, CO CXOAHOW KIMHWUYECKOM
XapaKTePUCTMKOW M 4acToTon 1-2 pasa B Mecsu, KOTopble
6ecnokoat ¢ 20 net. Taknum 0bpa3om, u y cectpsl, n y bpaTta
nebtT 3aboneBaHns oTMeYancs nNpubnmMsuTenbHO B OLHOM
BO3pacTHOM Nepwuoze.

MepBbiM nposiBneHnem 3aboneBaHus y nauueHta .
6bina TKenas GopmMa abAOMMHANBHOM aTakW, C BblpaXKeH-
HbIMKW CXBATKOOOPa3HbIMK BOASIMM B KMBOTE, HaNU4YMeEM
XUAKoro ctyna. CUMNTOMbI MOCAYXXUAW NMPUYUHOW HEOTIOX-
HOM rocnMTanMsaummn u BbiNn pacueHeHbl Kak NpOosIBAEHMS
«OCTPOro MBOTa». B €BA3M € 3TMM Obina nposefeHa Aua-
rHOCTMYEeCKas nanapatoMus. BaxxHo oTMeTUTb, 4To Bnocnen-
CTBUM Y MALMEHTA TakxkKe OTMEYanncCb HeOAHOKPaTHbIE 3MU-
30bl OTEKOB C 3aTPYLHEHHbIM AbIXaHWEM W PA3BUTUEM
acdoHMK. Mpn BO3ZHUKHOBEHWUM OTEKOB HONBHOM HEOAHOKPAT-
HO CaMOCTOSATENIbHO NMPUHMMaAN aHTUTMCTaMUHHBIE Mpenapa-
Tbl, NpK 3TOM 3P deEKTa OT X NpremMa He Habnaanock.

Mocne oueHKM OBBLEKTMBHOMO CTaTyca, MpOBEAEHMS
06LLEKTMHMYECKOrO M annepronornyeckoro obciefoBaHus,
KOTOpble HEe BbIIBUAW OTKIOHEHMI OT HOPMbI, MALMEHTY
C YYeTOM Hanuuusg MOATBEPXAEHHOro AauarHoza HAO
y cectpbl 6bin BbICTaBneH npeaBaputenbHbii AvarHos HAO.
C uenbto NoOATBEPXKAEHMS AMArHo3a Obl10 Ha3HAYeHOo uccne-
[lOBaHWEe KOHLEHTpauun u GOYHKUMOHANBbHOW aKTUBHOCTM
C1-uHrnubutopa. Mo pesynbraTam 2-KpaTHOrO OnNpeneneHus
66110 BbIBNEHO CHWxeHue (0,0785 r/n, npu HOpManbHbIX
3HaveHunax 0,21-0,43 r/n), xapakTepHoe AN HacneaCcTBEH-
Horo HAO | Tuna.

[anbHelillee Ha3Ha4YeHWe afeKBaTHOM Tepanuu C Npu-
MeHeHMEM MpenapaToB 4S8 KYNMMPOBAHMS TSAXKENbIX OTEKOB
(MkaTMbaHT B fo3e 30 Mr ong NOAKOXHOrO BBEAEHUS WMAW
nHrnoutop Cl-screpassl B go3e 1500 ME ong BHYTpUBEHHO-
ro BBeAEHMs), KpaTKOCPOUYHOM (C MCMONb30BaHMEM MHIUOW-
Topa C1-3ctepasbl B go3e 1000 ME BHYTPMBEHHO MeHee YeM
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3a 6 4 MeHee YeM 33 6 4YacoB nepep MeauLMHCKON, CTOMaTo-
NIOTMYECKOM UAM XMPYPrMYECKON Mpoueaypomn) U oonrospe-
MeHHOM npodunakTmkn (oaHason 200 mr 1 pa3s B cyTku
BHYTPb) TakXe MpPOAEMOHCTPUPOBANO BbICOKYH 3P HEKTUB-
HOCTb leyeHus. B TeyeHne npolwealuero roaa nauneHT TpUx-
[bl MCMONb30Ban npenapaTbl HEOTNOXHOM Tepanuu npu
nokanusaumm oteka B 06nacTu nmua u ropna, bbin oTMeYeH
nonHbiM 3ddeKkT B nnaHe KynupoBaHWUS NPOSIBAEHWIA MpU
NPUMEHEHUM KaK MKaTMBaHTa, Tak U MHrMbuTopa C1-3cTepassl.

HecomMHeHHO, npencTaBnsfeT KAMHUYECKUI UHTepec
CeMelHbIX aHaMHe3 MauMeHTOB, NPeACTABNEHHbIX B KIWHU-
4yeckoMm cnyyae. M3 ceMenHoOM nCTopun M3BECTHO, YTO MaTb
nauuMeHToB CTpajana peunamsupyowmnmm otekamu. OTeku
TaKXKe XapaKTepu3OoBaNWCb Pa3IMYHOM NOKanU3aumen,
M TSKENas NapuHreanbHas ataka C KAMHWKOM achukcmm
NocnyKmna npuUYMHOM neTtanbHoro mcxopa 10 neT Hasag.
KoHcynbTauum annepronora-MMMyHOMIOra He OCYLLeCTBAS-
numcb n anardo3z HAO He 6bin yCTaHOBNEH KaK MPUKM3HEHHO,
Tak M NO pe3ynbTaTaM MeAMLMHCKOro 3aK/IYEHMS O CMEPTU.
B cBoto ouyepeab, y 6abywku No AMHMM MaTepu Takxe
Habnoaanmcb aHrMooTekun. 3aboneBaHme He HbINO MAEHTU-
duumpoBaHo kak HAO u B Bo3pacte 51 roga npwuBeno
K NeTanbHOMY aHTMOOTEKY rOpTaHu Moc/ie 3KCTpakLmm 3yba.

HakoHeu, y naumeHTkn K. umMeeTcs 2 pebeHka: y Manbyu-
ka 12 net B HacTosilee BpeEMS HET U He OblN0 KIMHUYECKMX
nposenennit HAO, TeM He MeHee pebeHKy 6bino NpoBeaeHO
onpepenenue sctepasHoro uHrmbutopa C1l (PyHKLMOHANL-
HOrO M KONWYECTBEHHOIO) C BbISBNEHWUEM CHUXKEHWUS YPOBHS
C1-nHrnbuTopa, 4T0 NO3BOAMNO BEPUOULMPOBATDL AMATHO3
HAO Ha 3Tane A0 KAMHWYECKOM MaHubecTauMm CMMNTOMOB.
Y Mnagwero pebeHka NauMeHTKMU, AEBOYKM 2-NeTHEro BO3-
pacTa, 3N130408B OTeka He bblio, B HACTOsLLEee BpeMs 3anna-
HMPOBAHO nabopaTopHOE WCCNefoBaHME MoKa3aTenen
CUCTEMbI KOMMEMEHTA.

Takum 06pa3oM, NpeacTaBaeHHble KIMHUYECKMEe Ciyyan
LeMOHCTpupytoT ocobeHHocTn TedeHnus HAO, KkoTopbli
Habntoaancs B 4 NOKONEHWIX B OLHOM ceMbe (puc.).

PucyHok. leHeanormyeckas Kaprta ceMbu NpeacTaBaeHHbIX
KNMUHUYECKNX CNy4aeB
Figure. Genealogical family chart of the presented clinical cases

[} Maupentka K. MauuHt O,
v beccumnromHoe 3annaHnpoBaHa
TeyeHne HAO [JMArHoCTUKa




3AKNIOYEHME

B 3akntoueHune cnepyet otMeTuTb, 4to HAO npeacrasnset
coboit cepbe3Hylo MeaMKOo-COoLManbHY Npobaemy, Tak Kak
B 3HAYMTE/NbHOM CTENEHM BAMUSET HAa KAa4yeCTBO XXM3HM Naum-
€HTOB, MOXeT ObITb MOTEHLMANbHO NeTaNbHbiIM U TpebyeT
KoMnnekca nevyebHbix U peabunmnTaumoHHbIX MEPOMPUATUN.
Hu3kas BpayebHas HACTOPOXEHHOCTb, BO MHOTOM CBS3aHHas
C OTHOCWTENIbHO HEBbLICOKOM 4acToTon BCTpeyvaemocTu HAO,
onpepenseT B NoAasnsgowemM 6ONbWMHCTBE Cy4aeB No3f4-
HIOK AMArHOCTUKY 3a60neBaHMs U, Kak CleacTBue, NPUHITUE

HEenpaBW/bHbIX peLEeHU B TaKTUKe neyeHus. B cBoto oye-
peab, NMpPOBeAEHHOE LeneHanpasneHHoe obcienoBaHue
NaLMEHTOB C XapaKTEPHOM KIMHUYECKON KapTUHOW peunam-
BMPYHOLLEr0 aHrMO0TeKa, 0COBEHHO NPU HANNUYUKU CEMEMHOM
ncTopmm 3aboneBaHms, NO3BONSET CBOEBPEMEHHO BepudU-
umpoBaTb AnarHo3 HAO, Ha3HauMTb afAeKBaTHY Tepanuio
M TEM CaMbIM 3HAYUTENIbHO CHWM3UTb PUCKKM HebnaronpuaT-
HbIX MCX0A0B 3aboneBaHms.
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