KAnHn4eckmne pekomMeHAaLNN 1 AArOPUTMEI @M)K AAAEProAOrnsi U UMMYHOAOTUS

MApruHaAbHQOS 3pUTEMA KAK NPeABeCTHUK
HOCAACTBEHHOIro AHrMooTeKda

K.M.H. A.A. AazapeHKko'?, K.M.H. A.M. MuanukuHa', M.A. CantraamHa’, K.6.H. KO.B. OcTtaHkoBa’,
A.0.H. T.MN. Cecb?, U.B. Xamutosa', akaaemuk PAH A.A. TOTOASH"?

IPEYH HN anuaemuonornm n Mukpobunonorum M. Nactepa, CaHkT-MNetepbypr
2PreQy BO MNCHerMy um. akaga. .M. Nasaosa MuHzapasa Poccuu, CaHkT-MNetepbypr

PE3IOME

Tpedcmasnentoe knuHu4eckoe Hab0O0eHUEe NPU3BAHO 03HAKOMUMb C KIUHUHECKUMU NPOSGTIEHUSAMU HACTIedCmBeHHO20 aneuoomexa (HAO),
BKIIIOYASA NPOOPOMAJIbHBIE CUMNMOMbI, MAKUE KAK MAPEUHAIbHas apumema (M3). OcobeHHOCmbIO 30001€8aHUS A6719€MCS ICMPO2EH-3A6U-
cuMblli xapakmep omekoas (0ebtom 80 8pems 6epemMeHHOCU, YXyouleHue COCMOsHUS HA GOHe npuemMa NeEpopaIbHbIX KOHMPAYenmueos) U Ha-
auque M3. JlnumensHoe 8pems nayuenmya Habmo0anacy ¢ OuazHo3om <Annepeus Heschol amuonozuu». Tpyornocmu 8 oupgpeperyuanbHoL
ouazHocmuke aHzuoomexos u M3 omcpoyunu nocmanoeky npasuibHO20 0UA2HO3a HA 6 Jiem. J]ns nocmaHoeku 0uazHo3a ucnonb306anuch
1a00pamopHas OUAZHOCMUKA U 2eHEMUHECKoe uccnedos8anue. bvlno 8vis81eHo cHudceHue konyenmpayuu u akmusnocmu C1-unzubumopa
KomnJieMenma, Muccenc-mymayus 6 7-m sk3one eena SERPING1 (C1NH). Kpome mozo, Obl10 YyCmaHo8aeHo, 4mo Mama nayueHmKu cmpa-
Oaem nodoOHbIMU omekamu ¢ monodocmu. Hasnauentoe nevenue anmazonucmom B2-peyenmopos 6padukununa (ukamubanm) cnocoo-
€meosano Gbicmpomy paspewenuto aneuoomekos u M3. TwamenvHo coOparHblil AHAMHES, 8 MOM HUCAE CeMeliHblll, annepeonoeuieckuti,
papmakonozuteckuli, 0emanbHylii OCMOMP, UCNOIB308AHUE BCEX BO3MONCHOCMEL IA00PAMOPHOL OUAZHOCMUKU, 8KJIH0HAS 2EHEMUHYECKUE UC-
c71e0068aHUs, noMoz2aiom 8 nocmaHoske ouazHoda HAO.

KioueBble cy10Ba: Hac/1e0CmeeH bl aH2U00MeK, MAP2UHAbHAS IpUmemd, npOOPOMAIbHbIE CUMNMOMBbI, OUA2HOCMUKA, 2eHemuyeckue Uuc-
C1e006aH S, JIeYeHUe, UKAMUOaHM.

Ons nuruposanus: Jlasapenxo J1.J1., Munuuxuna A.M., Caiimeanuna M.A. u Op. Mapzunansras apumema Kak npe08eCMHUK HACE0CMBEHHO-
20 aneuoomexa. PMPK. 2022,8:39—-42.

ABSTRACT
Erythema marginatum as a precursor of hereditary angioedema
L.L. Lazarenko'? A.M. Milichkina', M.A. Saitgalina!, Yu.V. Ostankova!, T.P. Sess?, 1.V. Khamitova', A.A. Totolyan'?
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The presented clinical case is intended to familiarize with the clinical manifestations of hereditary angioedema, including prodromal
symptoms, such as erythema marginatum. The disease pattern is the estrogen-dependent nature of edema (debut during pregnancy, condition
deterioration during the use of oral contraceptives) and the presence of erythema marginatum. The female patient with a diagnosis of "allergy
of unclear etiology" participated in a follow-up for a long period of time. Difficulties in the differential diagnosis of angioedema and erythema
marginatum delayed the correct diagnosis for 6 years. Laboratory diagnostics and genetic study were used to establish the diagnosis.
A decrease in the concentration and activity of the C1 complement inhibitor, a missense mutation in exon 7 of the SERPING1 (C1NH) gene was
revealed. Besides, it was found that the patient’s mother suffered from similar edema from her youth. Prescribed treatment with a bradykinin
B2 receptor antagonist (icatibant) contributed to the rapid resolution of angioedema and erythema marginatum. A carefully collected medical
history, including family, allergological, pharmacological, detailed examination, the use of all kinds of laboratory diagnostics, including
genetic studies, helped in the diagnosis of hereditary angioedema.

Keywords: hereditary angioedema, erythema marginatum, prodromal symptoms, diagnosis, genetic studies, treatment, icatibant.
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BBEI[EHI/]E J0 5 AHeii, BOBJIEKAIOLWIMMH MPEUMYLIECTBEHHO KOHEUHOCTH,

MaprunanbHasi spureMa (erythema marginatum, erythema
Lehndorf — Leiner) (M3) — xapaxkTepHast KoJbLIeBUAHAs KpaT-
KOBPEMEHHO CYLIECTBYIOLAsl 9pUTeMa, SIBJISIOLLAsICSl OJHUM
13 MpOSIBJIEHWIT OCTPOI1 PeBMaTUUECKON JIMXOPAZKHU U, pexe,
ncurrakosa, uin aepuuura C1-unrnéuropa (kox no MKB-10:
L53.1) [1]. M3 mMoxeT ObITb CAMOCTOSITEIIbHBIM MPOSIBTIEHUEM
3a00J1eBaHNs I SIBIISITbCSI TIPEBECTHUKOM HACJEeNCTBEHHO-
ro arruooreka (HAO). HAO — 3T0 ayTOCOMHO-JOMHHAHTHOE
3abosieBaH1e, XapaKTepu3ylolileecsl OBTOPHBIMU 3MHU30[aMu
OTeKa KOKM M/WIM CIM3UCTBIX 000JIOUEK, MIALMMHUCS OT 2

JIALIO, IbIXaTesIbHblE MYTH M SKENMYIOYHO-KULIEUHBII TPakT [2].
HAO oTHOCAT K nepBrYHbIM UMMyHOZEedULMTaM Oe3 nHPeK-
uroHHoro cuHapoma (kog mo MKB-10: D84.1) [3]. 3to pexn-
KOe HacjefCTBeHHOe 3a00JsieBaHe, BbI3bIBAEMOE MYTaLMSIMK
B rede SERPING1, xotopoe omnocpenyetcst nepuuutom (I tun
HAO, 80% cnyuaeB) wnn pucoynxumein (II tum HAO, 15%
cnyyaeB) C1-uHruburopa screpasbl, BeQyLIMMH K THIEppO-
aykuun OpaaukuHuHa. CyLIECTBYIOT Clyyau C HOPMasbHbIM
ypoBHeM C1-unrubutopa (okono 5% cnydaes HAO, pauee
onuceiBaemble Kak Il Tun HAO):
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— HAO c myrauueii B rene XII ¢pakropa (HAE-FXII), Hacne-
ZyeTcsl MO ayTOCOMHO-AOMMHAHTHOMY THITy C HM3KOW
TIeHeTPaHTHOCTbIO, cocTasysier 30% cpeay MmauMeHToB
¢ HAO ¢ HopmasnbHbiM ypoBHeM C1-nHruéuropa. Cum-
NTOMbI 3a00J1eBaHNMsI BO3HUKAIOT TOJIBKO Y 10% MysKunH,
MMEIOLLMX MyTalMHK B reHe, 1 'y 60% skeHiuuH [4]. Y skeH-
LLIMH TPOSIBJIEHUS] XapaKTEPU3YIOTCSl KOKHBIMU CUMIITO-
MaMH (TperMYLLeCTBEHHO Ha JIMLIE ), OTEKOM $I3bIKa, 4aCTO
000CTpeHHsl MPOBOLMPYIOTCSI MPUEMOM KOHTpaLeNTH-
BOB, TOPMOHAJIbHOI MEPECTPONKOIA BO BpeMst OepemMeH-
HOCTU U POJIOB, NNOATBEP3K/asl BaXKHYIO POJib 3CTPOreHOB
B pa3BuTHM 3aboneBanus. B nporusononoskxocts HAO
¢ nedpuupmrom C1-MHrMOUTOPA, KIMHUYECKHE CUMIITOMBI
Ie6ITHPYIOT BO B3pOCTIOM Bo3pacTe. MyskuKHbI MoaBep-
skeHbl HAE-FXII peske, 3a MCKIIOU€HMEM NTPUCYTCTBUS KO-
¢aKTOpOB, TaKKX KaK nprem nHruéuropos AIlD. Kak 1 B
cnyyae ¢ HAO ¢ nepuumrom C1-uHruburopa, akTrBaLys
KOHTaKTHOJ CHCTeMbI 1 TMIEpHPOAYKLIMS OpafgvKMHUHA
BOBJIeveHbl B naTodusnonoruto HAO ¢ myrauueit B pax-
TOpe XareMaHa.

HAO c wmyrauueit B rene anrnonostuHa 1 (HAE-
ANGPT1). AxrnonostuH 1 perynvpyer COCYAMCTYIO
NPOHULIAEMOCTb, 3allMILAsi COCY[bl OT TpONOTeBa-
HUSI TJ1a3Mbl, BbI3bIBAEMOro OpaAMKMHUHOM. MyTauus
B I'eHe aHrMOno3THHA 1 accouMMpoBaHa C yBelnyeHneM
MPOHULIAEMOCTU COCYLOB M aHTMOOTEKOM [5].

HAO c myrauueii B rene riasmutorena (HAE-PLG) siBns-
€TCsl ayTOCOMHO-JJOMMHAHTHBIM 3a007IeBaHK1eM, Xapak-
TepU3yeTCsl BbICOKO YaCTOTOM OTeKa $3blKa, UTO BefeT
K acurcuu. Orek npu stom Tune HAO Takske onocpeno-
BaH OpaAMKMHUHOM, HO TMIEPHpPOAYKLKs OpaauKMHNHA
BbI3BaHa aKTMBALMEN PUOPUHOIUTHYECKON CHCTEMBI [6].
HAO c nensecrHoit mytaumeit (UNK-HAE) — pyHkum-
OHaJIbHble MyTaLlMM FeHa MOKa He YCTaHOBJIEHBL.

Nnarnoz HAO ¢ HopmanbHbiM ypoBHeM C1-uHruburopa
yCTaHaBJIMBAETCsl PU HOpMasbHOM 3HaueHnu C1-uHrnéuropa
1 ero QYHKLMOHAJIbHOI aKTUBHOCTH B CJIydae TUIMYHOM K-
HUYECKOM KapTUHBI B COUETAHUH C MOJIOKUTETIbHbIM CeMeHbIM
aHaMHEe30M.

BesycnoBHO, aHrMooTeKk $BJSeTCsl MaBHbIM CHMITOMOM
HAO, HO OH MO3KeT acCOLMMPOBATbCS C APYTMMH NPOSIBIICHNSIMH,
TaKMMH KaK abZIOMMHAJIbHbIE aTaKK 1 POZIPOMaJlbHbIe CUMIITO-
MbI: GECTIOKONCTBO, yCTaNoCThb, pasapaskeHue, M3 u ap. Cpenu
npensectHrkoB HAO rnaBHblit cieuduyeckuit npusHak — M3.
Ona BriepBble Obuta onucana E. Dinckelecker B 1882 . [7]. M9
MpencTasyisieT o0 PETUKYJISPHYIO WM KOJIbLEeoOpasHyo
He3YISLIYI0 3PUTEMY, MPEUMYLLIECTBEHHO JIOKAIM3YIOLLYIOCS

Ha BepXHell [I0JIOBHHE TYJIOBULLA, KOTOPAsl MOXKET IPeLIeCcTBO-
BaThb WJIM COMYTCTBOBATb aHTMOOTEKY, HO MOXKET MOSIBIISTHCS
CaMOCTOSITENbHO [8]. ITOT TUI ChIMK TaKke MOKET ObITh aCCo-
LIMMPOBaH C peBMaTH4ecKnMu 3aboneBanusiMu [9]. M3 ommua-
€TCS OT KpalMBHULbI, KOTOpasl, KaK NMPaBMJIO, CONPOBOXKIAETCS
3y[IOM, HOCHT MPEXOJSILLMII PaclpOCTPaHEHHbII XapaKTep, CO-
CTOMT U3 YPTHUKAPHbIX BOJIZIbIPEi, BO3BBILIAIOLLMXCSI HaZl KOXKEiA.
TouHblii MexaHMaM M3 HeusBecTeH, OfHaKO MpeZroJaraercs,
YTO OH OMOCPeN0BaH OPafMKMHUHOM, YTO MOATBEPSKAATIOCh 00-
Hapy)XeHMeM rpaHyJ OpaaMKMHMHA B KOXHbIX OnonTarax [10].
TpamuunoHHas —aHTMasnsepruyeckasl —Tepanust  (aHTUrUCTa-
MMHHbIE Tpenaparbl, ITOKOKOPTHUKOW/bI, 3MHHEePPUH) Heap-
¢dextuBHa npu M3, coueranHoit ¢ HAO. MmeroTcst eanHUYHbIE
coo0uiiennst 06 ycrelHom sieuennn M9 antaronncrom B2-6pa-
IVIKMHMHOBBIX PELienTOpoB MKaTuOaHToM [11].

lpencransieM KJIMHWYECKOe HAOMIONEHWE MaLMEeHTKU
¢ HAO u penkum npoapomanbHbIM CUMITTOMOM, M3, y KoTopoii
MOCTAHOBKA MPaBMJIbHOTO MarHo3a Oblia OTCpoUeHa Ha 6 Jier.

KJIMHWYECKOE HABJIIOIEHUE

[Maumentka, 34 roga, Habmozaercs Hamu ¢ 2018 1.

2Kanobbl: OTEKN BEPXHUX M HIKHMX KOHEYHOCTEl1, BO3HU-
Katolye 6e3 BUAMMON NPUYMHDI; MOSIBJIEHNE HA KOXEe B pas-
HbIX YacTsIX TeJla KOJbLIEBUIHBIX BbICHINAHMI (€3 BOMIbIpeNt;
NepruoanNYeckn OCTpble 6OJH B JKUBOTE.

Anamne3 6one3nu. Crpanaer aHrmootrekamu ¢ 26 Jier
(c 2012r.). B I tpumecTpe GepeMEHHOCTH, 3aKOHUMBLLEHCS
3aMeplUMM MJIOZOM, BIlepBble BO3HMKJIM OTEKU MSITKUX TKa-
Hell BEpXHUX M HIDKHUX KOHeuHocTeit (puc. 1). Xapakrep ore-
KOB — MJIOTHbIE, MEJUIEHHO MpOoXofsiiye (B TeueHue 2—5 cyT),
He COMPOBOXKAAIOTCS TOKPACHEHWEM U 3yZIOM, a BbI3bIBAIOT YyB-
CTBO pacnupanust ¥ GOJIH, Pe3UCTEHTHbIE K IIOKOKOPTUKOMAAM
Y aHTUTMCTAaMMHHBIM Tpenaparam. [lepBoHauanbHO OTeKH BO3-
HuKanu 2—3 pasa B rog. CTaBuIM AMarHo3 «AJuieprust HesiCHO
3THOJIOTHK». YXyaLIeHre coctosiHus ¢ 32 ner (uoHp 2018 1),
TocJle Ha3HaueHMs! TMHEeKOJIOrOM MepopabHbIX KOHTPALENTH-
BOB, KOIZja OTEKM CTaqu BO3HMKATh O3 BHUAMMOIA MPHUUMHBI
eskeHeTleNbHO, MPOXOWIN CAMOCTOSITETIbHO B TEUeHHe 2—5 CYT,
aHTUTMCTaMMHHBIE Tpenaparbl ObU Head(PeKTHBHDI, He3HaUH-
TeJIbHbII NOJIOKUTETIbHBINA 3P PEKT OT [IIOKOKOPTUKOUIOB.

C 2018 r. Ha ¢oHe perysspHOro NpPUMEeHEeHHs] KOHTpaLeNnTH-
BOB CTajla OTMeuaThb MOsIBJIEHHE He 3y.sLKX, 0e3 BO3BbILLEHHI
HaJl KOKe#, KOJIbLIeBUIHBIX BbIChINAHMIi («pasBoOLOB», MO C/I0BaM
TNaLMEeHTKN), KOTOPble BO3HUKAJIM CTIOHTAHHO WM TPELLecTBO-
BaJl PasBUTHIO OTEKOB (cM. puc. 1). Obpaliianach K HECKObKUM
JlepMaToJioraM, KOTOpble PaCLieHMBAJI COCTOSIHME KaK KparyB-

Puc. 1. KnuHnyeckue npossneHus HAO: otek kuctu (A), obnactu koneHa (B), M3 (C)
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HMLY MO0 KaK ayeprudeckuii fepmarurt. [lpoBoanmast tepa-
NHsl QHTUTMCTaMMHHBIMK TIperapartamyd M [IIOKOKOPTHKOMZA-
My Obina ManoaddektrBHOi. B 2018 1. nepetecna 3 snuzona
MHTEHCHBHBIX ablOMMHaNbHbIX OOJIeli, COMPOBOKAAEMbIX PBO-
Toi1. C MoC/enH!M NMpUCTYNOM Oblia FOCIUTANM3UPOBaHa B XU-
PYprudeckoe oTaeneH1e CTaloHapa, HO Obiia BIIOC/IENCTBIM Bbl-
MKCaHa, TaK Kak MpH TLIATeIbHOM 00Cen0BaHNH (aHau3 KPOBH,
Y3U OproLLHO# NOJIOCTH, FACTPOCKOMKST) AAHHBIX 33 OCTPbIii XK1-
BOT He I0JTy4eHO, CUMIITOMbI PerPeCCHpPOBaIi CaMOCTOSITEIIBHO.
Bbua pekoMeHi0BaHa KOHCY/IbTALMST aJUIeprosiora.

CemetiHblll aHamMHe3: MaMa TALMEeHTKU CTpanaer nopob-
HBIMM OT€KaMH ¢ MOJIOROCTH. [TonbiTKK 0OpalieHus K Bpayam
He npuHecnu kenaemoro 3¢ dekra. [lanee K Bpayam He obpa-
1ja71aCh, JOKUAANIACh CAMOCTOSITENIbHOTO Pa3peLLeHN s OTEKOB.

Peszynemamul 06¢cnedosanus: obumii IgE 19 ME/mn (Hopma
<100 ME/mn), C3 komnoHeHT komriemenTa 1,08 r/n (Hopma
0,83-1,93 r/n), C4 komnonent komnnementa 0,08 r/n (Hop-
ma 0,15-0,57 r/n), aktuBHOCTb C1-MHrHOMTOpPA KOMILIEMEH-
Ta 28,43% (Hopma 70—130%), koHuenTpauust C1-unrnéuropa
KomrseMeHTa 5,4 mr/ai (Hopma 23—41 mr/an).

Tenemuueckoe uccaedosaHue. M MaL1eHTKH,
ee MaMmbl M ee CblHA OOHApyskeHa MHCCEHC-MyTalusi B 7-M
ak30He reHa SERPING1 (CINH) (puc. 2). HykneorunHas 3a-
meHa g. 15379C>T sBnsieTcsl naTOreHHO! M MPUBOAMT K 3a-
MeHe aMMHOKHUCIIOTHI MPOJIUH Ha JiefiurH B 399-M nonoxkeHnu
(Pro399Leu) B nocnenoBaTenbHOCTH O€Ka COTIACHO Pecypey
HAEdb (http://hae.enzim.hu/). Bce Tpu unena cembu sIBASItOT-
Csl TeTepO3UTOTHBIMU HOCUTENISIMU ITaHHOTO MOIMMOpdU3Ma.
BuzHo, uTO naToreHHblit BApUAHT MPUCYTCTBYET B reTepo3u-
roTHOM cocTosiHny. CripaBa NpuWBeZieHa Ta JKe MOC/IefoBa-
TeJIbHOCTb, TMOJIyYeHHas B pe3yybTaTe CEeKBEHUPOBAHMS TeHe-
TUYECKOr0 MaTepuaina Myxka MaLueHTKU. V3 pucyHka BUOHO,
4TO Yy MY’Ka IaHHblIit T0JIMMOPPU3M OTCYTCTBYET.

Ha pucytke 3 n3obpaxeHo reHeaaortueckoe ApeBO [aH-
HOM CeMbH, Ile CTPENIKOi1 OTMeueH npobaHa (MaMa MalueHT-
KH), a 3aKpallieHHble HaMOJIOBUHY (GUIypbl COOTBETCTBYIOT HO-
CUTeJISIM MYTaLIMK B FeTepo3UroTHOM COCTOSIHUM.

Juaenos: D 84.1 Hacnencrsennslit anrnoorek | tumna (nep-
BUYHbII IMMYHOZEPULINT).

C Hauana 3aboseBaHusl POLLUIO 6 JIeT, Ipe/e YeM Obl 1o-
CTaBJIeH KOPPEKTHbII JUarHo3.

Junamuyeckoe nabnodenue. JlaHpl peKOMEHIALMH MO OTKa-
3y OT pYeMa OpasbHbIX KOHTpaLenTuBOB. [laLeHTka Oblia BHe-
ceHa B Pernctp naumeHToB ¢ NepBUYHBIMUA UMMYHOZEPULIUTHDI-
mu cocrosiHusiMu [12]. B dpespaine 2019 r. ¢ Liesnibio KynupoBaHust
OCTPOro aHrMOOTeKa B CTAlLMOHAape BBOAMJICS IUIa3MeHHbIi
C1-unru6utop B f03e 1000 Mr BHYTPUBEHHO KamesbHO, C MO-
CIeZloBaBLUIMM PerpeccoM aHruooTeka B Teduenue 3 4. C yuetom
OTZHAJIEHHOTO MPOKMBAHKSI MALMEHTKM B 0071aCTH C LIEJIbIO 0T
roBpeMeHHO# MPOQUIAKTUKM ObLT pEKOMEHZI0BaH MpHeM Tpa-
HEKCaMOoBOIi KMCTIOThI 0 1 T 3 p/cyT (OT npreMa npenapara na-
LMeHTKa Bo3fepskanach). B 2019 r. anrnootek Bo3HMKan 5 pa3
(mBaskIbl OTEK PYK M TPIKABI OTeK >k1BOTa). OTekaM npeniie-
crBoBana M3. B 2020 r.: B iHBape — OTeK >KMBOTa M CMIMHbI, MPO-
1LIe71 CAaMOCTOSITENIbHO; B (peBpasle — MACCHUBHBIII OTEK PYK, HOT
1 knBOTA. JI71s1 KyMMpOBaHusl 313013 CAMOCTOSITENIbHO UCMOIb-
30Basia MKaTMOaHT B 103e 30 MI OZKO3KHO, OTEK OblJT KyNMPOBaH
B TedeHue 3 u. OTMeuasna MeCTHYIO PeakLMIO B BUfle BbIpaskeH-
HOI1 6071€3HEHHOCTH B MecTe MHbekLmn. B mae 2020 r. BO3HMK-
7na pacnpocrpaHeHHas M3 1 nosiBuIMch 607M BHU3Y KMBOTA.
Bbut camocrosiTenbHO BBezieH KaTOaHT 30 Mr nozkoxkHo. Ye-
pes 30 mun M3 perpeccuposara. Beenenue 6b110 MeHee 6ones-
HEHHbIM, aHT'MOOTeKA He M0C/Ie0BaIo.

\

ACTACYCCGSOC

ACTACT CTC CCG C

CneBa — naToreHHash MUCCEHC-MyTaLsi B FeTEPO3UrOTHOM COCTOSIHIN
(0603Ha4eHa CTPenKo), 06HaPYXEHHAR Y NALUNEHTKI, €6 MaMbl 11 €€ CbIHa;
crpasa — OTCYTCTBUE MyTaLuK

Pwuc. 2. Pesynstartbl CEKBEHMPOBAHUS 7-r0 9K30Ha reHa
SERPING1, NpoBeLEHHOrO AJ151 YIIEHOB CEMbM NMaLMEHTKN
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Puc. 3. leHeanornyeckoe gpeBo ONMCbIBAEMON CEMbM

OBCYKIEHUE

Y nauueHTKM NpeJcTaBieHbl BCe AMarHOCTUYeCK1e KpuTe-
puu, nospossioire cpopmynnposats auarnod HAO | tuna:

¢ 0onbuile KIUHUYECKUEe Kpumepuu: Haaudue peLauBi-
PYIOLLMX HEBOCTIAJIUTENbHBIX OTEKOB, 6€3 Kpan1BHULIbI, COXpa-
HstoLmxcst 6osee 12 4, paspeluaroasicsl CaMOCTOSITENbHO ab-
IOMMHabHast 60J1b 1/WIK peLMAMBUPYIOLLME OTEKU FTOPTaHH;

¢ Majble Kpumepuu: Halu4ure Y KPOBHBIX POJICTBEHHUKOB
(MaTepu mpobaHza), peLuaMBUPYIOLLMX OTEKOB MM abioMu-
HaJIbHBIX 6OJI€i 1/1II1 OTEKOB rOPTaHM;

¢ snabopamopHvle Kpumepuu: HU3kne ypoBHu C4 Komro-
HeHTa KomryieMeHTa, C1-nHruburopa (KOIM4ecTBEHHOE CHU-
’KeHWe 1 HapylleHre PyHKUMK), MyTauus B reHe SERPINGI.

Oco6eHHOCTbIO HAOMIONEHNS! SIBIISIETCSl 3CTPOreH-3aBUCH-
MbIi1 XapaKkTep OTEKOB (1e0I0T BO BpeMsi OepeMeHHOCTH, MpH-
€M NepopaibHbIX KOHTpaLeNTUBOB) 1 Hanuure M. BeposiTHo,
TPYAHOCTH B I PepeHLIManbHOit JUarHOCTUMKE KOKHOTO CHH-
IpOMa, HeOCBeJOMJIEHHOCTb MPaKTUKYIOLMX Bpauyeil B OTHO-
LIEHNH KJIMHUYECKUX NposiBeHuit M3 oTcpouniu npaBUibHYy0
MOCTaHOBKY ZIMarHo3a. IToT GpakT NOATBEPKAAIOT 3apyOeskHbIe
uccnepoBarenu: B [lanun B ciydae coueranus HAO n M3 nua-
rHO3 3anaszbiBaer Ha 2 rona [13].

Jleuenne HAO HanpaprneHo Ha npefoTspalleHre daTalb-
HOTO MCXOZa U yJyulleHre KayecTBa KU3HU. MeTozbl Tepanun
OpPMEHTHPOBAHbl Ha KyMMPOBAHKWE OCTPbIX CUMIITOMOB U Tpe-
JOTBpalLleH1e pa3BUTHS] aTak, IpelycMaTpuBas 07roCPOUHyI0
M KpaTKocpouHyilo npodunaktuky [14]. B npencraBnenHom
KJIMHAYECKOM HAOJIONeHNH Ha3HayeHWe aTTeHyMpPOBaHHbIX
aHAPOreHOB MOJIOZOM KeHLIMHEe HerpuemJieMo, a OT npuema
aHTUPUOPUHONUTUKOB MJIM CAMOCTOSITENIbHON BHYTPUBEHHON
uH¢y3un Cl-uHrnbuTopa maumeHTKa oTkasanacb. Beenenue
aHTaronucra B2-peuentopos 6panrkuHuHa (MKaTnOaHTa) Cro-
co6CcTBOBaO ObICTPOMY pasperueHnio M3.

PMOK, 2022 N2 8

a



AAAEProAOrnsi U UMMYHOAOTUS

3AKJIIOYEHUE

Tpynnoctn B nupdpepeHumanbHoi IMarHoCTUKe aHTHOO0Te-
KOB 1 M3, KaK NpaBuIIO, He MO3BOJISIIOT TPAaBUIIbHO U CBOEBpe-
MEHHO MOCTaBUTb AMarHo3. B Hailem HaGJOLEHNH OTCPOYKA
NpaBUJIBHOTO AMarHo3a cocraBuna 6 nert. [lo paHHbIM 3apy-
Oe3kHBIX aBTOPOB, B JATCKOM MOMYJISIMK NPAaBUIbHBINA AMarHo3
crasusca cnycts 2—11 net ot nebiora [13]. s mocTaHOBKK
MPaBUJILHOrO AMarHo3a HeoOXOOMMO TLIATEeNIbHO coOMpaThb
aHaMHe3, B TOM UMCJie ajlyIeprojaoruieckuit M papMakosaoruye-
CKWIA, MPOBOJMTD JETaJIbHbIN KITMHUYECKUI OCMOTP, UCMOJIb30-
BaTh BCE BO3MOXXHOCTH JIAOOPATOPHOI1 AMarHOCTHKM U FeHeTH-
YeCKUX UCCIIeIOBaHUMA.

[MpakTHKyroLIMe Bpauu OOJKHBI ObITb OCBEZOMIIEHBI 000
BCeX KIMHUYecKuX nposisienusix HAO, Bkmouast npoapomarb-
Hble CUMITOMbI, Tak1e Kak M3, a Takke 0 BO3MOXKHOCTSIX CO-
BPEMEHHO¥ AMarHoCTUKU 1 3¢ PEKTUBHOM TeparnuH.
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