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AHHOTALIMA

Hu3kas ocBefOMNEHHOCTb Bpayell pa3nuyHbIX CreLMarnbHOCTEN 0 TaKOM NepBUYHOM JedeKTe MMMYHUTETa, KaK Hacnes-
CTBEHHbI aHTMOHEBPOTUYECKUI OTEK, MPUBOAMT K NII0X0M BbIABIAEMOCTM 3TOr0 3ab0NeBaHus, BCIEACTBUE YEro YacTo naum-
€HTbI AJIMTENIBHO NOYYalT HeaddeKTUBHbIE NpenapaThbl U NOABEPrakoTCs PUCKY Pa3BUTMSA XU3HEYTPOXKAIOLLMX 0COXKHEHUA.
MpencTaBneH KIMHAYECKWI Cly4al NaUMeHTKY, Y KOTOPOI AMarHo3 HacieACTBEHHOr0 aHMMOHEeBPOTUYECKOr0 OTEKA BrepBble
YCTaHOBJIEH B BO3pacTe 65 neT, HeCMOTPA Ha [INTENbHbIN aHaMHe3 OTEKOB. YpTUKapHbIX BbiCkiMaHWi He Bbino. Mo noBogy
OTEKOB B TeueHue 3 neT bosbHas mpuHUMana lopaTafuH, HEOLHOKPATHO BBOAMMCH CUCTEMHBIE TIIIOKOKOPTUKOCTEPOMABI.
KpoMe Toro, B TeueHue MHOrMx et eé becrnokonn abAoMUHanbHbIM CUHAPOM C YaCcTOTOM 3MU3040B 40 HECKOMbKUX pas B He-
LEeni0, C Lenbio KynupoBaHus Ucnonb3oBana TeMnanruH. MiMeeT oTArOLLEHHBIN CeMEliHbI aHaMHe3 Mo aHrooTékaM. Hactos-
Las rocnuTanu3aums obycnosnieHa pasBUTUEM OTEKA HUMKHEN rybbl U NeBOM LLEKU, YTO CBA3LIBAET C NPUKYCOM BHYTPEHHEN
CTOPOHbI LLLEKM BO CHe; 3D deKTa 0T NPUMEHEHUS CUCTEMHBIX FTIIOKOKOPTUKOMAOB M aHTUIMCTaMUHHBIX MPenapaToB He bbino.
Mpu 0bcnesoBaHNM BbISIBNEHO CHUMXEHWE KaK KONMYECTBA, TaK U QYHKLMOHaNbHOM akTuBHocTh C1-uHrubuTopa, 1, Takum 06-
pa3oM, AMAarHOCTUPOBaH HaceCTBEHHbIN aHTMOHEBPOTMYECKUI OTEK | Tuna. Mpm reHeTuyeckoM obcneoBaHUK 0bHapyKeH
He OMMCaHHbI paHee BapuaHT MyTauuii B reHe SERPING].

laToreHe3 0TEKOB NpM HacneacTBeHHOM dopMe 3aboneBaHns 06ycnoBneH HaKonaeHMeM BpafMKUHUHA, NO3TOMY MPUMEHE-
HWe TTIIOKOKOPTUKOMAOB M aHTUIUCTaMUHHBIX NpenapaTtoB Hea@deKTMBHO. B HacTosLLee BpeMs CYLLECTBYHT COBPEMEHHBIE
BbICOKO3I(heKTUBHbIE M Be3onacHble cpeAcTBa Ans KyNMpPOBaHWA U NPOdUNAKTUKM TaKNUX OTEKOB.

BaxHo MHDOpMMpOBaTb CNELManUCToB pasinyHbIX Mpodmen 0b 3ToM 3aboneBaHUM U NPUHLMNAX ero Tepanuu.

KnioueBble cfioBa: NepBUYHBbI UMMYHOLEDULNT, HACNEACTBEHHbIV aHTMOHEBPOTUYECKMUIA OTEK; C1-MHrMbUTOP; KNNHKUYe-
CKWWA CAlyyai.

Kak uutnpoBartb:
[lemko N.B., Cobro E.A, LLlectakosa H.A., KpanowwHa A.10. Cnyyait BniepBble YCTaHOBIEHHOO AMarHo3a nepBuYHOro MMMyHoaeduLmTa B Bospacte 65 et //
Poccutickuli annepeonoeudeckuli xcypHas. 2023. T. 20, N2 3. C. 366-372. DOI: https://doi.org/10.36691/RJA7281

Pykonucb nonyyena: 04.03.2023 Pykonucb ogo6pena: 19.07.2023 Ony6nukoBaHa: 20.09.2023

© 000 «Dapmapyc [NpuHT Meawar, 2023
Bce npaBa 3alviiieHs


https://eco-vector.com/for_authors.php#07
https://crossmark.crossref.org/dialog/?doi=10.36691/RJA7281&domain=PDF&date_stamp=2023-10-18

367

CASE REPORTS Vol 20 (3) 2023 Russian Journal of Allergy
DOI: https://doi.org/10.36691/RJA7281

Case of newly diagnosed primary
immunodeficiency at age 65
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ABSTRACT

Low awareness of doctors of various specialties about such an initial defect in immunity as hereditary angioedema leads to
poor detection of this disease, as a result of which patients often receive ineffective drugs for a long time and are at risk of
developing life-threatening complications.

A clinical case was presented of a patient whose diagnosis of hereditary angioedema was first established at the age of
65 despite a long history of edema. There were no urticarial rashes. For edema for 3 years, the patient took Loratadine,
systemic glucocorticosteroids were repeatedly administered. In addition, for many years she was worried about abdominal
syndrome with an episode rate of up to several times a week, for the purpose of stopping which she used Tempalgin. There is
a burdened family history of angioedema. This hospitalization was due to the development of edema of the lower lip and left
cheek, the appearance of which is associated with a bite of the inner side of the cheek in sleep, there was no effect from the use
of systemic glucocorticosteroids and antihistamines. The examination revealed a decrease in both the amount and functional
activity of the C1-inhibitor, thus, hereditary angioedema of type | was diagnosed. Genetic examination revealed a previously
undescribed variant of mutations in the SERPINGT gene.

The pathogenesis of edema in hereditary angioedema is due to the accumulation of bradykinin, therefore, the use of
glucocorticosteroids and antihistamines is ineffective. Currently, there are modern highly effective and safe means, both for
stopping and for the prevention of such edema.

It is important to inform specialists of various profiles about this disease and the principles of its therapy.
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KJIHNHECKME CITYHAM

AKTYAJIbHOCTb

AHIMOOTEK — 3TO JIOKaNN30BaHHbLIA, OCTPO BO3HWKal0-
LW, TPAH3MTOPHBINA, CKJIOHHBIN K PeLyAMBMPOBAHMI0 OTEK
KOXM/MOAKOXHOWM KNETYATKU UM CAM3UCTBIX/MOACN3NCTBIX
obonoyek [1]. KntoyeByto posib B pa3BUTUM aHMMOOTEKA MOrYT
UrpaTh pasfnyHble Ba30aKTUBHbIE BELLECTBA, TaKUE KaK MC-
TaMWH, TpunTasa, MpocTarnaHiuH, BpaguKUHWH, KOTopble
NPUBOLAT K 06paTUMOMY YBENMYEHUIO NMPOHULLAEMOCTU 3H-
potenvs. 0B6bIYHO MPOSBIEHUS COXPAHSAIOTCS OT HECKONbKUX
4acoB 10 HECKOMBKMX LHEN W B BOMBLUMHCTBE C/ly4aeB Mpo-
XoLAT beccnefHo, 6e3 AononHMTENbHOM Tepanum [2].

Cpeay aHrMOOTEKOB Pa3fIMYHON NPUPOALI BbIAENAKT Ha-
CNefCTBEHHbIA aHrMoHeBpoTuyeckuin oték (HAO), Ha ponto
KOTOPOro MpUXOAUTCA NMPUMEPHO 2% KIIMHUYECKUX Cryya-
€B aHMMOHEBPOTUYECKOro OTEKa. Yactota BCTpevaemMocTy
HAO — 1 na 50 000-150 000 HaceneHus [3].

HAQ oTHocuTCA K nepBMYHbIM JedeKTaM MMMyHUTETa
W NPOABNSETCS B BUAE aHTMOOTEKOB KOXMW U CIIU3UCTLIX/MOA-
CIM3MCTBIX 000/104eK, BO3HUKAIOLLMX Mg, BO3AeHCTBMEM bpa-
LVKMHWHA, HaKomneHue Kotoporo obycnoeneHo feduuurom
C1-nHrubutopa (C1-UHT) B pesynbTate CHUMXEHWS €ro CUHTe-
33 WM QYHKUMOHANBHON aKkTUBHOCTU. [lpuunHoi peduunta
C1-UHI sBnsioTca MyTaumm B reHe SERPING 1. B bonbLumHCTBe
cnyyaeB 3aboneBaHne HacneayeTcs o ayTOCOMHO-A0MWUHaHT-
HOMY TUMy, OAHAaKO OMMCaHbl BapUaHTbl ayTOCOMHO-peLiec-
CMBHOTO HacniefioBaHWA M ClyyYan KOMMayHA-reTepo3uroTHbIX
AOMWHAHTHBIX MaToreHHbIX BapuaHTOB. Y YacTW MauMeHTOB
MyTaumsi B reHe SERPING 1 Bo3HuKaeT BriepBble [4].

XapaKTepHbIMK 0cOBeHHOCTAMM aHr1ooTeKa npu HAO siB-
NAKTCA OTCYTCTBME 3YAa, MMNEPEMUN KOXKM, CONYTCTBYIOLLEN
KpanuBHULbI 1 3QdeKTa 0T NEYEHNS CUCTEMHBIMU KOPTUKO-
CTEpPOMAAMM U QHTUMUCTaMUHHBIMK Npenapatamu [1, 5].

Mpu 3ToM 3aboneBaHNM BO3MOXHO pasBUTUE OTEKOB Jto-
boi nokanusaumu, oHM 06bINHO MELNEHHO HApacTakT, YacTo
MMEKT NPeLBECTHUKM U CaMOCTOSTENIbHO Perpeccupyiar B Te-
ueHue 2—4 cyToK. Hu3HeyrpoxatLLMMK SBNAKITCA aHMMOOTEKM
B 06nactu roptaHu, A3biKa, CBA30YHOMO annapara U MArKoro
HEba. lpu ocMoTpe oTEK BneaHbIN U NAOTHBINA Ha owwynb. [1po-
BouMpytowmMy aktopamu otékoB npu HAO sBnsioTca to-
Bble MexaHWJecKue BO3LENCTBUS; CTPECC; OCTPble MHAEKLMY;
AEKOMMEeHCaUMs COMYTCTBYIOLLENA NaToNoruM; MeHCTpyaums;
bepeMeHHOCTb; NaKTauus; NPUEM Npenapatos, COAEpXHaLLmX
3CTPOreHbl, @ TaKKe WHrMOUTOpOB aHrMOTeH3MHMpeBpaLLak-
Lero GepMeHTa, aHTaroHUCTOB PeLLenTopoB aHr1oTeH3uHa Il [6].

OMUCAHWUE KITMHUYECKOIO C/TYHAA

0 naumeHTe

MaumenTka LL., 65 neT, nocTynuna B annepronoruyeckoe
otnenenne KIBY3 «KpacHospckas KpaeBas KNMHWYecKas
bonbHMua» 11 ceHtadpa 2022 roga c Kanobamu Ha OTEK
HWXKHe rybbl 1 NIEBOA LLIEKM, HE COMPOBOXAMOLLMIACS 3YA0M.

AHamHe3 3abonesaHus. bonu B xuBoTe becnokosT
C [leTcKOro Bo3pacTa ¢ yacTotoi anu3onos 1-2 pasa B rog,
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00neBoM CMHAPOM HEWMHTEHCMBHLIN, K BpadaM He obpalua-
nacb. B 16 net Bnepsble 6e3 BAAVMMONA NPUYMHBI BO3HUKIN
BbIpaxeHHble 6onm B xuBoTe. CnepytoLLmin anu3op, Takux bo-
new pa3Buncs Yepes 2 He[lenM Nocsie PofoB, € 3TOM0 BPEMEHM
YBENMYMIACh UX UHTEHCUBHOCTb M YacToTa (CTanu BO3HUKaTh
1-2 pasa B Mecsi). [pn 3T0M MHTEHCKBHBIE 60nM becrnokosT
B TeUeHue nepBbiX 2 AHeW, 3aTeM OHW ocnabesatoT U npo-
[OJIKAKOTCA B TeyeHue 4—7 fHeid. [Lns ux KynupoBaHus npu-
HuMaeT TeMnanrux (oo 3 TabneTok B MecALl).

AHrvooTéku ¢ nokanusaumen B 0bnacTu NuLA, KOHeYHO-
CTeli peumamBmupytoT B TeueHue 20 NeT, 0TMEYAET HECKOMBKO
3NM30/10B B rof, N0 NOBOAY Yero B TeYeHWe 3 IeT NOCTOSHHO
npuHUMaeT nopataguH. Mepuognyecku obpallanack B CKo-
PYH0 MEMLMHCKY0 MOMOLLb UM NONMKITMHUKY N0 MECTY u-
TeNbCTBA, Ha3HaYaUChb CUCTEMHBIE MTTIOKOKOPTUKOCTEPOMADI,
OTEKM NPOXOAMIN B TeYeHue 7 AHeN. YpTUKApHbIX BbiCbiNaHuii
He oTMeyvana.

Y nauueHTKM 3NM30QMYECKM BO3HWKAKOT Hesyasluue
KpacHble MATHA Ha TYNOBMLLE M KOHEYHOCTSAX, KOTOpble OHa
CBA3bIBAET C yNOTpebieHNeM pasnnyHbIX NPOAYKTOB; AATCS
OT OQHOTO [0 HECKONIbKO IHEN U NMPOXOASAT CaMOCTOSATENBHO.

Hactoswwee yxyaweHwe ¢ ytpa 11 ceHTabps, Korga nocne
npoby)KAeHNA 3aMeTUNa OTEK HUMKHEN rybbl U NEBOWA LLEKM,
4TO CBA3aa C NPUKYCOM BHYTPEHHEN CTOPOHbI LLIEKM BO CHE.
MpuHsna 1 TabneTky NopaTagmHa, OTEK He KynupoBascs, ca-
MOCTOATeNIbHO 0bpaTtunack B npuémHoe otaeneHne KIBY3
«KpacHosipckas KpaeBasi KMHMJeckas bonbHuuax». BeenéH
[EeKCaMeTa30H BHYTPUBEHHO W XJIOPOMUPAMUH BHYTPUMBI-
LeYHo, YeTKoro addeKTa He 0TMeueHo. bonbHas rocnuTanm-
31poBaHa B CTaLMOHap.

Conymcmaytowue 3abonegarus. lnepToHnyeckas 6o-
nesHb lll ctenenu, puck IV (MoCcToSHHO NpUHMMaeT amnoam-
nuH 5 Mr, ueganamua 1,5 Mr, atopeacTatuH). Oxupenue |l
XpoHWYecKkuit naHKpeaTut. BTopuyHbIN runepnapatupeos.

[lepeHecéHHble onepamugHyie 8MewamesTbcmea: anneHf-
3KTOMMS, XONELMUCTIKTOMUSA, YAANEHNE KaMHS MOYKU.

Annepaonoauyeckull aHamHe3. IKBUBANEHTOB anieprum
Ha ObITOBblE, 3NMUAEpPMaNbHble, PacTUTENbHbIE, MULLEBLIE
annepreHbl He oTMeyana. JlekapcTBeHHble npenapartbl nepe-
Hocut Bce. OTMeyana pasBuTMe OTEKOB MpM yKycax mepe-
MOHYaTOKPbIbIX.

CemeliHblli aHaMHe3. PeunavBMpYIOLLME aHIMOOTEKM
y TETW. He KypuT. AnKoroneM He 3noynotpednset. HapKoTuku
He ynotpebnser.

PesynbTaTbl pusMKanbHoro, abopatopHoro
M MHCTPYMEHTaNIbHOrO UCCeA0BaHUM

LanHele pusukaneHo2o ocMompa. CosHaHue scHoe. Co-
CTOSIHME OTHOCUTENIbHO YAOBNETBOpUTENbHOE. [lonoxeHue
akTuBHoe. TenocnoxeHue runepcteHmyeckoe. Macca Tena
83,0 k. Poct 150 cM. MHpaeKc Maccl Tena 36,9 kr/MZ Kox-
Hble MOKPOBbI YNCTbIE, HOPMAJIbHOW BNAXHOCTW, HOPMabHOV
oKpacky. OTEK HWKHeN rybbl, neBoi Lwekn. HocoBoe fAbixaHne
cBobopHoe. [pyaHas KneTka npaBunbHon hopMbl. [epkyTop-
Hblii 3BYK SCHbINA, NErouHbIi. pn aycKynbTauun AbixaHue
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BE3VKYNAPHOE, NPOBOAUTCS Haj, BCEMM NETOYHBIMU MONAMM,
Xpunbl He BbICAyLWMBaKOTCA. YacToTa abixaHus 17 B 1 MUHYTY,
YPOBeHb HacblLLeHUa KpoBu KucnopofoM (Sal,) 98%. ToHbl
cepaLa NpUIyLLEeHb!, PUTM NPaBUIbHBINA, YacToTa CepAEYHbIX
COKpaLLeHuit 62 yaapa B 1 MuHyTy. ApTepuanbHoe [aBnieHue
118/80 MM pr.cT. A3bIK 06n0oKeH benoBaTbiM HanétoM. Jusot
He B3[yT, y4acTByeT B aKTe AblXaHWs, MPX NanbnaLum Mar-
Kuii, be3bonesHeHHbIM Bo Beex otaenax. [eyeHb 6e3bones-
HeHHas, no Kpato pébepHoii ayru. Cryn He HapyweH. [Toyku
He nanbnupytotca. Moyencnyckanme He HapylleHo. CuMnToMm
Xl pebpa otpuuatenbHbin ¢ 0benx ctopoH. OTMevaeTcs nac-
TO3HOCTb FOJIEHEN.

JlabopamopHo-uHcmpyMeHmansHele daHHele. AHanus
KpoBu be3 ocobeHHocTen. B oblueM aHanm3e Moun Nenko-
untbl Ao 12 B none 3peHus. C-peakTuBHbIA 6enok 740 Mr/n
(Hopma 0,00-5,00).

AHTUTENA K BUPYCY UMMYyHooedUUMTa YenoBeKa (HIV1/2)
W aHTureH p24, mapkepsbl renatutos B u C oTpuuatenbHele.

Mokasatenu GYHKUMM NeYeHn W NOAXKeNnyAo4HOMN ere-
3bl, TUPEOTPOMHbIA FOPMOH, CBOBOAHBIN TUPOKCUH, KanbLui
KPOBM W KanbLM MOYM 3a CYTKU B Npejenax HopMaTUBHBIX
3HaYeHuH.

MapaTvipeonaHbiii ropMoH 105,90 nr/mn (Hopma 15,00-68,30).

[apasuTbl B Kane He HalaeHbI.

PeHmzeHozpagusi opaaHos 2pyoHOU Kiemku: CepaLe
1 nérkve be3 naronorum.

Ynompaszeykosoe uccnedosarue. [nddysHble u3Me-
HEeHWUs! B MeYeHW 1 MOAXENYOo4HOM ene3de. KuUCTbl noyeK.
CneBa y HUKHEr0 NOJHOCA LLMTOBUAHOM }ere3bl 06pa3oBaHue
MOBLILLEHHOW 3XOreHHOCTU, C YETKUMM POBHBIMU KOHTYpaMmM,
pa3mepom 0,8x0,7 cm.

Qubpozacmpockonus. [lyoneHoracTpanbHbIA pediiioKc.
[InddysHbIi NOBEPXHOCTHBIN racTpUT C NPU3HAKaMM aTpo-
Gum cnmancToi 060/104KK. INuTeNUanbHbIe 06pa3oBaHNs e-
nynKa (no pesynbTataM rMCTONOrMYECKOro UCCNefoBaHUs —
nosmn). HepocTaTouHoCTb Kapamu.

B Teyenne 2 gHeii nocne nccnenoBaHuA NauMeHTKy bec-
MoKoWn auckoMdopT B ropne. Tembp ronoca He MeHsnC.
JIOP-Bpau B 3T0T NepuoA bosbHY He ocMaTpuBan.

Ha 3Tane cTaumoHapHOro neYeHmns y NaLMeHTKN NosBUINCH
Bonm B uBOTE, XuaKuiA cTyn. NoBTOpHO NPOBeAEHO YNbTPa3By-
KOBOE WCCNEefloBaHWe OpraHoB OpHOLLHON nonocTu. 3akuode-
Hue: «3xoKapTiHa 6e3 auHaMuku. Mpu 0630pHOM CKaHMPOBa-
HUM BPIOLLHOM MONOCTH CBOBOHAA KWAKOCTb, OTTPaHNYEHHBIX
JMIKOCTHBIX CKOMEHMIA, LOMONHUTENbHBIX 00pa30BaHNi foc-
TOBEpHO He onpenensietcs. Bo Bcex oTaenax Bu3yanmanpyrotcs
MeT/M KULLEYHWKA C ra3oM, CTEHKY KWLLEYHWKA LOCTOBEPHO
OLIEHUTb He NpeLCTaBNseTcs BO3MOXHbIM. B nneBpanbHbIX no-
NIOCTAX KMAKOCTb AOCTOBEPHO HE OMpefensieTcay.

MpepBapuTenbHbIA M OCHOBHOM AUArHo3bl

[lnarHocTpoBaHo 060CTPeHMe XPOHWUYECKOrD MaHKpea-
TWTa, Ha3Ha4yanUCb CMasMONUTUKKM, hepMeHTbl noaxeny-
[04HON Kenesbl. boneBoi cMHAPOM KynupoBaH B TeueHue
HECKOMbKUX AHEN. YUUTbIBAA KIMHUYECKYI0 KapTUHY OTEKOB,
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peunamBupylowme abpoMuHanbHble 6onu, ambynatopHo
ObiNo peKoMeHA0BaHO NPOBECTU 00CEA0BaHME C LeNb UC-
KntoueHus HAO.

Mpu poobecnenoBaHun B OIBY «HaumoHanbHbIA Meau-
LMHCKUIA UCCNELOBATEIbCKUI LIEHTP LETCKOW reMatonorum,
OHKOMOrUM M UMMyHoNorM uMenn [Omutpus PoraueBa»
MuH3gpaBa Poccum MeTonoM HedhenoMeTpuu BbISIBEHO:
C1-mHrnbutop konmdectsenHbli 0,0593 r/n (Hopma 0,21-0,43);
C1-nHrnbutop dyHKUMoHanbHbIM 27% (Hopma 70-130). Mo-
BTOPHOE uccnenoBaHue Yepes 2,5 Mecsua: C1-uHrnbutop Ko-
nuyectBeHHbIn 0,054 r/n (Hopma 0,21-0,43); C1-uHrubutop
yHKUMOHaNbHbINA 8% (Hopma 70-130).

B OIBHY «MeayuKo-reHeTUYECKUIA HayYHBINA LEEHTP UMEHH
akapemuka H.M. boukoBa» npoBepeHo uccnepoBaue [HK
Ha Hanuume myTaumin B reHe SERPINGT (CTNH), otBeTCTBEH-
Hbix Ha pa3sutue HAO Tuna | u Il. B pe3ynbrate npsamoro
CEKBEHMPOBaHMA no CaHrepy Bcex 3k30HOB (1-8) 1 obnacteii
3K30H-WUHTPOHHbIX coepnHeHuii reHa SERPINGT obHapyeH
HEOMWCaHHbIW paHee BapUaHT C HeONpeAEeNEHHbIM KIMHNYe-
ckuM 3HaueHneM ¢.1001A>C (p.(Leu334Pro)) B reteposurot-
HoM cocTosiHum (21.10.2022).

MposeneHo uccneposanne [HK Ha Hanmume npotsa-
MEHHBIX [eneuuii/aynaukaunii 3Kk3oHoB reHa SERPINGT
(NM_000062). MeTonoM KOnM4eCcTBEHHO! MyNbTUMIEKCHOM
nurasosaeucumMoint amnimdukaumm (MLPA) ak3oHoB 1-8 rena
SERPINGT w3MeHeHWUs 4uciia KOMUIA nocsiefoBaTeSibHoCTH
He 0bHapy»eHbl (14.11.2022).

ObCYXOEHWUE

YHUKanbHOCTbIO OMMCAHHOrO Ciyyas ABNAETCA MO3AHAS
MOCTaHOBKa JMarHo3a nepBuUYHOM0 AedeKTa UMMyHUTETa —
B 65 N1eT, HeCMOTPSA Ha HanMuMe CUMMTOMOB B TeYeHue [n-
TE/IbHOTO BPEMEHM M CEMEIHO aHaMHe3a. [puumnHy oTéKoB
UCKanu B ynoTpebneHnn pasnnyHbIX NPOAYKTOB, YKycax Ha-
ceKoMblx. lauueHTKa NpogonuUTeNnsHoe BpeMs MpUHUMana
aHTUrUCTaMUHHbIE Mpenapatbl, MHOTOKPAaTHO BBOAMIUCH
CUCTEMHbIE MTIIOKOKOPTUKOMABI MPU OTCYTCTBUM YETKOMO 3-
(eKTa oT TaKoi Tepanuu. AbAOMUHaNBHbIE aTaku NPUHUMANK
33 CUMMTOMbI MaHKPeaTUTa W HasHayaiu COOTBETCTBYHOLLEE
neyenme. Mo3gHasa auarHocTuka HAO y AaHHOW naumeHTKH,
BEPOATHEE BCErO, CBSA3aHa C OTCYTCTBUEM OCBEAOMIIEHHOCTH
Bpauyeli-TepaneBToB 0 JaHHOM 3aboneBaHun. Kpome Toro,
npegnonarasi B NepBylo o4yepedpb OTEK anjepruyeckoi npu-
POAbI, TaK KaK OH ropasfo Yallie BCTPeYaeTcs B KIIMHUYECKOM
MpaKTUKe, OHU BbISICHSIOT CBA3b €70 BO3HMKHOBEHWS C pas-
JIYHBIMM annepreHamMu 1 peKo cobupaloT ceMelHbIii aHaM-
He3 M0 aHr1oOoTEKaM.

CornacHo COBpPEMEeHHbIM MpeACTaBAeHUsM, BbIAENAT
nBa BapuaHta HAO ¢ gedumumtom C1-UHT: | Tuna, obycnos-
NEHHOTO CHUXEHUEM KONMYECTBA M QYHKLMOHANbHOW aKTUB-
Hoctn C1-UHT B nnasme (85% Bcex cnyyaes HAQ), u Il Tuna,
KOTZla BbISBNISAETCA CHUMEHME TONbKO (YHKLMOHANBHONM aK-
tmBHocTM C1-UHI npy HopManbHOM WAW NOBbILLEHHOM YPOB-
He C1-MHT [5].
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Y Halleli NaLMeHTKU B CBA3M C BbISIBEHHBIM CHUKEHUEM
KaK KONIM4ecTBa, Tak U GYHKLMOHanbHo aktueHocT C1-MHT
bbin amarHoctupoBaH HAO | tuna. Mpu reHetuueckom 06-
cnepoBaHuu Bbin 06HapyKeH He OMMCaHHBIA paHee BapuaHT
myTaumin B reHe SERPING]. Mo paHHbIM nuTepaTtypbl, BHOBb
BO3HMKLLMe MyTauum B reHe SERPING sbisnsitotcs B 20-25%
cnyyaeB HAQ [4, 7]. OgHaKo, BbISIBUB CHWXEHWE KONWMYeCTBa
unn dyHKUMoHanbHoi aktueHocTn C1-UHT B 2 uccnepoBaHu-
fIX C MHTEpPBANOM He MeHee 1 MecsLa, MALMEHTY YiKe BbiCTaB-
nsetcs guarHo3 HAO. [eHeTMuyecKoe uccneoBaHue NpUMeHs-
€TCA B Ka4eCTBe AOMOJHUTENIbHOMO MeTofa NOATBEPXAEHNSA
AMarHo3a; KpoMe TOro, reHeTUYECKME TECTbl BaXKHbI A Auar-
HocTuku HAQ y pofiCTBEHHWKOB BOMBHOTO C LIEMbH YTOUHEHMS
y Hux Hammumsa HAO B moknuHuyeckon dase [4, 71.

Tepanus paHHoro 3aboneBaHus Ha COBPEMEHHOM 3Ta-
ne npeanonaraeT 3 OCHOBHbIX HanpaBeHUs B 3aBMCUMOCTH
OT YacToThl, TAXKECTU 1 JIOKaNM3aLMM OTEKOB, a TaKKe Heobxo-
AMMOCTW NPOGUNAKTUKW UX Pa3BUTUS MpU OMepPaTUBHbIX BMe-
LUATENbCTBAX, MHBA3MBHbIX MEAMLIMHCKUX UCCNIeN0BaHUSX U Mp.

lpoBeaeHue pasfiNyHbIX WHBA3WBHbIX MELULMHCKUX UC-
Cefj0BaHMI, CTOMATONOMMYECKVX NPOLEAYP Y TakuX 60MbHbIX
HECET PUCKM Pa3BUTUS KU3HEYTPOXKALOLLMX OTEKOB MpU OTCYT-
CTBMM MOATOTOBKM COOTBETCTBYIOLLMMM Mpenapatamu. Haiy
naumeHTKy nocne nposeAeHus pubporactpockonuu becroko-
Un amckoMAopT B ropre, KOTOpbIN CBA3bIBAIM C BO3MOXHOIA
TpaBMaTu3aLmeld CnM3uCTol 0B0N0YKY, OfHAKO, BEpOSTHEE
BCero, npouenypa CpoBOLMPOBana y Heé pasBuTUe OTEKA,
KOTOpbli He Bbln AMarHoctMpoBaH. BbipaKeHHOCTb OTEKa
Mocsie TaKUX MaHUMYNMAUMA MOXET ObiTb pasfinyHa, B TOM
uncne NpUBOAUTB K achuKcum.

Tepanua HAO BkutoyaeT B cebs KynupoBaHWe OTEKOB,
KpaTKOCPOYHYI0 U JONTOCPOYHYI0 NPOGUIAKTHKY.

WcTopuyecky ons neyeHns Ucnonb3oBanmch CBEXE3aMo-
POXEHHas njasMa Kak foHatop uHrubutopa C1-actepassl,
[aHa30/1 W MporecTareHbl, YBeUYMBalOLLME COAEpKaHWe
nHrubmTopa C1-3cTepasbl, a TakXKe TpaHEKCAMOBas KUCIOTA,
MHrMBMpYIOLLAsA aKTMBALMIO MIa3MMHOreHa.

B Hactoswee Bpemsi B Poccun naupentam ¢ HAO Ha-
3HaYaloTCA COBPEMEHHbIE BbICOKOI(hEKTMBHBIE M Be3onac-
Hble npenapatbl, B YaCTHOCTU NpenapaTt 3aMecTUTeNbHOW
Tepanuu, MoMyYeHHbI M3 [OHOPCKOW KPOBW, WHrMOUTOp
C1-3cTepa3bl YenoBeka bepuHepT; CUHTETUYECKUI BbICOKO-
CENIEKTUBHbIW aHTaroHUCT HpafMKUHUHOBLIX PELENnTopoB
2-T0 TMNa WKaTMBaHT; YeNoBEYECKOE MOHOKIOHA/bHOE aHTH-
Teno (IgG1/k — nérkas uenb) naHagenymab, cBA3bIBaloLLEe
KaNMKPenH Nnasmbl U MHrMbMpYloLLee ero NpoTeosuTUYe-
CKyl0 aKTuBHoCTb [8-10].

MauMeHTKe B HaLLeM OMUCaHWK, YYUTBIBAs YacToTy aHruo-
OTEKOB, WX JIOKanu3aumio (B TOM YMCIIE KU3HEYrpoXatLLme
B 00/1aCTH rofoBbI), PEKOMEH/0BAHO NpY BO3HUKHOBEHUM HU3-
HeyrpodaloLLmx OTEKOB B 06M1aCTW roNoBbl, LUEW W BbIPAXEH-
HOro abaoMWHaNbHOTO CUHAPOMA MpUMEHEHWe WMKaTubaHTa
B 4o3e 30 Mr nogKoxHo. B ciyyae peumaveupyloLero npuc-
Tyna HAO — noBTopHOe BBefeHWe MKaTMbaHTa B fo3e 30 Mr
yepes 6 YacoB unm C1-uHrMbumTop 3cTepasbl YenoBeKa B 403e
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20 ME/kr (c yuétoM Macchl Tena 83,0 Kr). [pu oTcyTCTBAM MHMU-
outopa C1-3cTepasbl YenoBeKa WK MKaTMbaHTa cneayeT Hauu-
HaTb C BHyTpMBEHHOro BBeaeHUs 250 Mn (500 Mn) cBexke3aMo-
POXEHHOM NnasMbl. B KauecTBe npeMeamKaLmMm Npu CPOYHOM
onepaTMBHOM BMeLLaTeNbCTBe UCMonb3oBaTh C1-uHrubutop
acTepasbl yenoBeka 20 ME/Kr BHYTPMBEHHO MNW CBeXe3a-
MOpOXXeHHylo nnasMy 250 Mn 3a 1-6 yacoB [0 npouesypbl
npu ero otcytcTBuu. [pyu 3TOM NauMeHTKa JOMKHA ObITb roc-
MUTaNN3VpoBaHa B MHOTOMPOGWIbHBINA CTaLMOHap, rae Heob-
X0OMMO 0becneynTb Hanuume npenapaToB Ans KynupoBaHWs
KMU3HEYTPOXaIOLLMX OTEKOB BO BPEMS MPOBELEHUS OMepaTuB-
HOro BMeLLaTe/bCTBa. [1s KynupoBaHUA OTEKOB He WUCMOSb-
30BaNMCb aHTUIUCTaMUHHbIE MPEenaparbl, CUCTEMHbIE MIHOKO-
KOPTUKOMAbI, 3MMHEdPUH BBUAY OTCYTCTBUA IPHEKTUBHOCTY.
3anpeLLeHo MCronb30BaHWe MHTMBUTOPOB aHMOTEH3UHMPEB-
paLuaiowero depMeHTa / 6noKaTOpoB PeLienTopoB aHrMOTEH-
3MHa, 3CTPOreHCOAEPIKaLLMX NpenapaToB. YunTbiBas Hanuume
Y Hallei NaLMeHTKW MMMNepTOHMYECKO bonesHu, el Mormm
ObITb Ha3HauYeHbl MHTMOUTOPbLI AHTMOTEH3MHMPEBPALLAOLLEND
(epmeHTa unn broKaTopbl peLenTopoB aHMMOTEH3MHA B CBA3YN
C OTCyTCTBMEM CBOEBpeMeHHoW auarHoctukn HAQ, yto mormo
NPUBECTM K pa3BuUTHIi0 (aTasibHoro OTEKa.

Hannuue coBpeMeHHbIX BbICOKO3(dEKTUBHBIX Npenapa-
TOB MO3BONIIET YMEHBLUNTL YacTOTy M WHTEHCMBHOCTb aTaK
HAO v MMHMMWM3MpOBaTb BNMsAHWE 3aboneBaHus Ha MoBce-
OHEBHYI0 aKTUBHOCTb MaLMeHTa.

3AKJIO4YEHUE

BaHocTb paHHeit auarHoctukn HAO npennonaraet mo-
BblLLEHME OCBEOMIEHHOCTM 0 3ab0NieBaHMM He TONbKO
Bpayen anseprosioroB-MMMyHO0MOB, HO U CMeLManncToB
MepBMYHOrO 3BEHA, @ TaKXKe Y3KWX creuumanuctoB. PaHHee
Ha3HaueHWe MaToreHeTUYECKUX MpenapaToB MO3BOSWUT U3-
BexaTb NpUEMA HEHYXKHbIX JIEKAPCTBEHHBIX CPEACTB, CHUWUT
PUCKM CMepTefibHbIX UCXOL0B U MOBBICUT KAYeCcTBO JKU3HM
TaKMX NaLueHToB.

JOMO/THUTE/IbHO

WUcTouHuk cduHaHcMpoBaHUA. ABTOpLI 3asBNAOT 00 OTCYTCTBUM
BHeLLIHero GyHaHCMpoBaHWA NpyW NpoBefeHnK paboTsl 1 NOAroToB-
Ke pyKonmcw.

KoHdnukT uHTepecoB. ABTOpbI [eKIapUpYIOT OTCYTCTBME SABHBIX
1 NOTeHUManbHbIX KOHQMMKTOB MHTEPECOB, CBA3aHHBIX C Mybnnka-
LMeN HaCTOALLLEN CTaTbW.

Bknap aBTopoB. Bce aBTopbl MOATBEPXK/AOT COOTBETCTBME CBO-
ero aBTOPCTBa Mex/yHapoaHbIM KputepusM ICMJE (Bce aBTOpH
BHEC/M CYLLECTBEHHbIA BKNIaA B pa3paboTKy KOHLenuuu, npo-
BefleHe paboTbl U NOArOTOBKY CTaTbW, MpOUNM W ofobpunn du-
HanbHylo Bepcuio neper nybnavkaumer). Hanbonblumin BKNag pac-
npenenéH cnemyowwmmM obpasom: W.B. [leMKo — pefakTpoBaHme
cTatbu; E.A. Cobko — Kypaums naumeHTa, peiakTMpoBaHue CTaTby;
H.A. LLlectakoBa — cbop 1 aHanm3 NnTepaTypHbIX CTOYHMKOB, NOA-
FOTOBKaA W HanucaHue TekcTa ctaTbk; AK0. KpanowwvHa — 063op fn-
TepaTypbl, HanMcaHWe TeKCTa 1 PeAaKTUPOBaHWE CTaTbi.
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WHdopMupoBaHHoe cornacue Ha nybnukaumio. MaumeHTka aob-
POBOJIbHO MofNMcana MHHOPMMPOBAHHOE COrlace Ha MybnnKaLmio
MepCoHabHOM MeMLIVMHCKOI MHbOpMaLWMK B 00e3M1IeHHON GopMe
B «POCCHIACKOM arnnepronornyeckom JKypHase».
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