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AnHomayun

IlepBuuyHbIE UMMYHOZIE(UIIUTHBIE COCTOSHUSA, KAK F'eHETUYECKH 00YCJIOBJIEHHbIE 3200JI€BaHUs, UMEIOT Pa3IMYHble BADUAHTHI KIMHUYECKUX
TIPOSIBJIEHUH U TIOPOH CKPBIBAIOTCA MO, MacKaMu Apyrux 3abosieBanuii. Hacnencrsenusiii anrunoorek (HAO) siBsiercst oppaHHBIM FeHETHUECKH
00yc10BIIeHHBIM 3200JIEBAHUEM 1 BO3HUKAET KaK CJIe/ICTBUe CHIKeHus cuHTe3a C1-uaruburopa (C1-MHT) u/unu cHIKeHUs ero QyHKIMOHATb-
HOH akTUBHOCTU. OTIIMYUTEIbHOM 0cobeHHOCTRI0O HAO siBIIseTcsl coueTaHre OTEYHOCTH MATKUX TKAHEH IOJIOBBI, BEDXHHUX JIbIXaTeJIbHBIX IIyTel
U CJIUBUCTOH 0060JI0UKHY JKEJTy/I0YHO-KUIIIEYHOTO TPAKTa NI BOSHUKHOBEHNE H30JIMPOBAHHOTO OTeKa mocseHel. IIposonupyronmmu pakropa-
MU BO3HUKHOBeHHA HAO ABJIAI0TCA CTpeccoBble COCTOAHUA, MEUIIUHCKYIE MHBA3UBHbIE MAHUITYJIAIINH, IIPH 3TOM IPO/IOJIKUTEIbHOCTD KJIMHU-
YECKUX IIPOSABJIEHUH COCTABJIAET OT 2 /10 5 cyT. CHIIKeHue cuHTe3a win GpyHKnnoHaapHoU akTuBHOCTH C1-VHT nmpuBouT K HaKoIIeHHIo 6pa-
JIUKUHUHA. IMEHHO 3TO U ABJIAETCA IPUYNHON OTCYTCTBUA 3 deKTa OT BBeZleHUA SIHHe(PPUHA, CHCTEMHBIX ITIOKOKOPTUKOCTEPOUIOB, AHTUTH-
CTaMUHHBIX IIPENapaToB, YTO YXy/IIIAeT IPOTrHO3 3a00JIeBaHUs U IPUBOAUT K BOSHUKHOBEHHIO YIPOKAIOIIETO )KU3HH NanKeHTa cocrosHusa. HAO
OTHOCHTCS K pa3psAAy 3a00eBaHUN € TUIIO/IMATHOCTUKOM, C OTCYTCTBHEM HACTOPOXKEHHOCTH y BpPAauel IIEPBUYHOTO 3BEHA 3/IpAaBOOXPAHEHUsA, &
TaK’Ke, B CIyyae U30JIMPOBAHHON ab/JOMUHAIBHOM aTaKkH, MOKET IIPUBOJUTH K HEOOOCHOBAHHBIM XUPYPIUYECKUM BMeIIaTeIbCTBaM. B cTaThe Ha
npuMepe KJIMHUYECKOoro ciaydas nanuenta ¢ HAO, BoisgBieHHOTo B OMCKON 06J1aCTH, JaHA XapAaKTEPUCTUKA PAa3IMYHBIX BADUAHTOB KIMHHUYE-
ckux nposiaeHuii HAO, 1poieMOHCTPpHPOBaHA POJIb OLIEHKHU HAaCJIeACTBEHHOTO aHaMHe3a U Tpurrepos HAO, o/{4epKHyTO 3HaU€HNE CBOEBPe-
MEHHO Ha4aTOH Tepanuy U PAcCMOTPEHBI COBPEMEHHbIE BO3MOXKHOCTH OKa3aHUA MEAUIIMHCKOHN ITOMOIIY JJAHHOH KaTerOpuH IAIeHTOB JJId
CIIaCeHMA UX KM3HU U YJIydllleHUs ee KadecTBa.
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Abstract

Primary immunodeficiency conditions, as genetically determined diseases, have various clinical manifestations and sometimes hide under the
masks of other diseases. Hereditary angioedema (HAE) is an orphan genetic disorder that occurs as a result of reduced synthesis of Ci-inhibitor
(C1-INH) and/or reduced functional activity of C1-INH. A distinctive feature of the HAE is characterized by the localization of edema not only in
the head, neck, and upper respiratory tract, but by a combination or isolated edema of the gastrointestinal tract. The provoking factor in the ap-
pearance of edema is stressful conditions, medical invasive manipulations, while the duration of edema can last from 2 to 5 days. Decreased syn-
thesis or functional activity of the C1-INH leads to the accumulation of bradykinin. This is the reason for the lack of effect from the administration
of epinephrine, systemic glucocorticosteroids, antihistamines, which worsens the prognosis of the disease and acts as a life-threatening condition.
HAE belongs to the category of diseases with underdiagnosis, with a lack of alertness among primary care doctors, and also, in the case of an iso-
lated abdominal attack, leads to unjustified surgical interventions. The article, using the example of a clinical case of a patient with HAE identified
in the Omsk region, characterizes various variants of clinical manifestations of HAE, demonstrates the role of assessing hereditary anamnesis and
edema triggers, emphasizes the importance of timely therapy and modern possibilities of providing medical care to this category of patients to
improve the quality and save their lives.
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BBegeHmne

HacnencrBenusiii anruoorek (HAO) — opdanHoe reHe-
THYEeCKH 00yCIJIOBJIEHHOE 3200JI€EBaHUE C AyTOCOMHO-/IOMHU-
HAHTHBIM THIIOM HACJIEJIOBAHHUs, OCHOBHBIMH KJIHHHYE-
CKUMH IPOSIBJIEHUSIMU KOTOPOTO BBICTYNAIOT PEIU/IUBU-
PYIOIIHEe aHTUOOTEKH PA3JIMUHON JIOKATU3AIUHU C BOBJIeUe-
HHEM CJIU3HUCTBIX 000JI0YeK U TJIyOOKUX CJIOEB KOXKU [1].
Pacnpocrparernocts HAO cocTaBiisieT IPUMEPHO 1 cirydant
Ha 50 TBIC. YeJIoBeK [2].

HAO Bo3HHKaeT B pe3yJibTaTe MyTaIllli TeHa, KOJUPYIO-
mero Ci-uaruburop (Ci-MIHT). CyiiecTByrOT Ba OCHOB-
HbIX THIIa HAO, KOTOpBIE HAC/IEeAYIOTCA 10 ayTOCOMHO-7[0-
MuHaHTHOMY Tuily: HAO 1-ro Tuma cocrasssgeT IPpUMePHO
85% ciydaeB U BO3HHKAET B Pe3yJIbTaTe KOJIUYEeCTBEHHOTO
nedumura C1-MIHI; HAO 2-ro Tumna sBisfercsa NPUYNHON
IIPUMEPHO 15% CJIydaeB U ABJIAETCA CIIeACTBUEM AUCHYHK-
nuu 6enka C1-MTHT [3]. Beigenstor takke dopmy HAO c
HOpMaJIbHBIM ypoBHeM C1-WHT.
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Tunuunble npusHaku U cuMnToMbl HAO nosBiAoTea B
JIeTCTBE JIX B IIEPHOJ] II0JIOBOTO CO3PEBAHUSA Y COXPAHSAIOTCS
Ha NPOTSDKEHUU Beel :xusHu. Jlebror HAO B TeueHue mep-
BBIX TPEX JIET KU3HU OTMeUaeTcs JINIIb B 35% CJIydaes, a y
65% TaIeHTOB IIPUXOJUTCA Ha BO3PACT OT 12 JIeT U CTaplIIle.
K coxasieHu1o, ©MeeT MeCTO TMIOAMArHOCTHKA 3abojieBa-
HUA: B CPeHEM IIPOXOAUT 8—20 JIET OT MOMEHTA BO3HUKHO-
BEHUS CUMIITOMOB JI0 ycTaHOBJIeHus auaraoza HAO [4].

Jna HAO xapaxTepHBl pelUAUBUDYIOIINE OTEKH pa3-
JIMYHOH JIOKau3anmuu. MOTryT Mopa)kaTbCsl HECKOJIBKO
obsiacTell Teja, BKIIIOYASA JIUIO, A3BIK, TOPTaHb, JUCTAIIb-
HBle OT/IeJIbl KOHEYHOCTEH, CTEeHKY KUIIeYHUKA, TeHUTa-
smu. [IpucTynsl Ay1ATCA OT 72 0 96 4, 4acTo IPOTeKasd B TA-
JKeJlol (opme, 3HAUUTEIPHO CHUMKAas /1eeCIOCOOHOCTh U
Ka4ecTBO KU3HU ITAI[UEHTOB, U IPU OTCYTCTBUY OKa3aHUSA
MeJIUIMHCKOU ITOMOIIX MOTYT IPUBOJUTH K JIETAJIBHOMY
ucxozy. OOBIYHO NPHUCTYIIBI HAYHHAIOTCA C IIPOJPOMAasIb-
HOTO OINYIIEHUs ITOKAJIBIBAHUA, KOTOPOE MOXKET COIIPO-
BOXKJIaThCA He3YyZAIIEeH ChINbI0. THn aHTHOOTeKa, HaOJIIO-
naembii mpu HAO, He cBA3aH ¢ HAJIMYNEM KPAallMBHULBI U
He MOJIJJaeTCs JIEYEHUI0 CHCTEMHBIMU IJIIOKOKOPTHKOCTE-
pounamu (I'KC) u/uin aHTUTHCTAMUHHBIMY IIpeliapaTaMu
(ATTI), Tak xak obycisioByieH addexramMu OpaJuKUHUHA.

Jna HAO xapakTepHBI Me/JIeHHOe HapacTaHHe OTeKa U
ObICTpOE pa3BUTHE aCHUKCHH C MOMEHTA IOSBIEHUA CUMII-
TOMOB HapyIIeHU: AbIXaHuA (B CPeJHEM B TeUeHHEe 20—40
MuH). [TpHCTYIIBI TAKOTO THIIA BCTPEYAIOTCA PENKO, HO 0O-
Jiee I0JIOBUHBI 60s1bHBIX ¢ HAO uMEIOT XOTs1 ObI OZ[UH OpO-
(apuHTeasbHBIN IPHUCTYII B TEUEHUE KU3HU, KOTOPBIA MO-
JKeT uMeTh datagbHbIN UCXoy [5].

Cnoxnee Bcero guarHocruposate HAO mnpu msosmpo-
BaHHBIX a0JOMUHAIBHBIX OTEKaX. AOJIOMUHAIBHBIE aTaKH
BOBHUKAIOT Y 43—93% mnaiuentoB ¢ HAO (110 HEKOTOPHIM
JIaHHBIM, 10 70—80% ciy4aes). JIo 80% manreHTOB UMEIOT
PenuAUBUPYIONTUN XapaKkTep ab/IOMUHAIBHBIX IPUCTYIIOB.
Ha npoTsskeHnn MHOTHX JIeT ab/IOMUHAJIbHBIE CHMIITOMBI
MOTYT OBITh eHHCTBEHHBIM cuMnToMoM HAO. Bosu B »xu-
BOTE OITMCHIBAIOTCA MMAIMEHTAMH KaK «CIa3Mbl», «KOJIUKH»
U OI[EHUBAIOTCA KaK TsAXKesIble, MyduTeIbHbIE y 87% maru-
eHTOB. YacThIMM CHMIITOMAaMH BBICTYIIAIOT PBOTA, AHapes,
BO3HHKAIOIIME KaK IPOsBJIeHNe TPAaH3UTOPHOIO OTeKa
CTEHK! TOHKOTO KHIIIEYHWKA, IPUBOJIAINETO K YaCTUIHOU
WJIY TTOJTHOY KHUIIEYHON HEITPOXOJIUMOCTH, UTO 00y CIOBIH-
BaeT HEOTJIOXKHYIO FOCIUTAIN3AIUI0 B XUPYPTUYECKUN CTa-
nroHap [6]. YacroTra u TsKeCcTh aTak HENPEeICKa3yeMbl U
Pa3JIMYHBI Y KK OT0 NAI[MeHTa U TaK jKe Helpe/ICKa3yeMo
MOTYT MEHATbCA BO BpeMEHH: B 28% ciy4aeB — Kazble
2—4 Mec, B 18% — pa3 B 2—3 Mec, B 18% — peke ueM KaxK/ible
6 Mec, B 34% — Gosiee 1 pa3a B MecsIl.

Juarno3 HAO ycranasiuBaeTcss HA OCHOBAaHUU TILATEJIb-
HOro cOopa aHamHe3a 3abojieBaHUsI, HACIEACTBEHHOTO
aHaMHe3a, KJIMHUYEeCKOro 00c/IeZ10BaHNsA, aHAIN3a UMMYyHO-
JIOTUYECKUX TI0Ka3aTeslell KPOBY, BBIABJIAIOIIErO CHIDKEHNE
YPOBHSA 0€JIKOB KOMIUIEMEHTA, U, B CJIy4asX BBICOKOIO KJIU-
HHUYECKOTO II0/I03PEHH U PEeNUUBUPYIOIIET0 aHIMOOTeKa
HEOIIPEeZIeJIEeHHON S3THOJIOTUH, T€HETHYEeCKOTO TeCTHPOBa-
Hus. OcHoBHOU Metop auarHocTuku HAO — reHeTuueckoe
Hccile/loBaHue, Jaloliee BO3MOXKHOCTh BBISIBUTH MyTallUH,

3HauuMble 1A pa3zputusa HAO, ¥ TOYHO yCTaHOBUTH JUar-
HO03 (ocoberHo nipu HAO 3-ro tuma). Kpome Toro, BhIsSIBIIEH-
Hble MyTalWH II03BOJISIOT IIPOTHO3UPOBATH BEPOSATHOCTH
pasButusa HAO Ha oKIMHIYECKOH cTaguu. TakKe CTOUT OT-
METHUTbh, YTO TeHEeTHYECKOe HCCJIe/[0oBaHKe Oosiee 3HAYNMO
JUILS JleTel TIEPBOTO ro/ia KU3HM, TIOCKOJIBKY HCC/IeZIOBAaHNE
CHCTeMBI KOMIIJIEMEHTA B 5TOM BO3pacTe Hellesecoo0pasHo.
B Poccun pazpaboran ckpuauHT HAO, 0OH Kacaercs poaute-
Jeii, GpaTheB, cecrep, fereii naiueHToB ¢ HAO u BKIIOYaer
nccsenoBanue ypoBHA C4-KOMIIOHEHTa KOMIUIEMEHTA, HC-
cJIeIOBaHUE KOHIIEHTPAINN U (QYHKIMOHAJIBHON aKTHBHO-
cru C1-UHT ¢ noceayomum (IIpH HAIMYUU TTOKA3aHUN)
MOJIEKYJIAPHO-TEHETUIECKIM 00C/IeZIOBAaHIEM.

IIpu ycranoBiennu amarHo3a HAO Kakapld IamueHT
JI0JKeH OBITh O0ecledueH IpenapaTtoM HEOTIOKHOH II0-
MOIIY — aHTArOHKUCTOM B2-perienTopoB 6pajukuHIHA, KO-
TOPBIN IIPENATCTBYET CIEIJIEHNIO U3JINIITHE BhIpaboTaBIie-
rocs OpasuKUHUHA ¢ B2-penentopamu, /i KyIHPOBAaHUA
npuctynos HAO, a Takke HCIIOJIb30BaHHUA C IIeJIbI0 o0ec-
IeYeHus Jj1edeOHOr0 U IMPO(IIIAKTHYECKOTO JIeUeHUs Ie-
PeZl BCEBO3MOXKHBIMHU JIHATHOCTUYECKUMU U JiedeOHBIMU
TPaBMATUYECKUMH MEIUIMHCKUMH MaHUIYJIAIUAMU, B
TOM YHCJIEe ONEPATHUBHBIMHU, CTOMATOJIOIHYECKHUMHU, THHE-
KOJIOTHYECKUMU U 7p. [7]. B crannoHapHBIX yCI0BUAX /I
KyIIIPOBAHUSA OCTPHIX aTaK UCIOJIb3YIOT KOHIIEHTPAT UHTU-
6uropa Ci-screpasbl. B SKCTpeHHBIX ciiydasx, IPH HENO-
CTYITHOCTH aHTaroHucra B2-pernentopoB GpajuKUMHUHA U
KOHIleHTpaTa nHruburopa C1-screpassl, i OKa3aHUA He-
OTJIOKHOU TmomoInu mnarnueHtam ¢ HAO wucmoss3yor
II71a3My KPOBH, IIPEZCTABJIAIONIYI0 cCOO0U IOHATOP UHTUOH-
Topa Ci-acTepasbl. AMHHOKAIIPOHOBAA KUCJIOTA UCIIOJIb3Y-
ercs y 6onpHbIXx HAO off-lable, Tak kak siByisiercss emuH-
CTBEHHBIM HHTUOUTOPOM (UOPUHOIN3A /I BHYTPUBEH-
HOro BBeJleHuA. VIHrubutops! GpuOpUHOIN3a MOTYT OBITH
HazHaudeHbI manueHTam ¢ HAO s kynupoBaHus nepude-
pUYECKUX aTaK U HEBBIPAKEHHBIX a0JIOMUHAIBHBIX aTakK.
C meJsipio yuIydIIeH:s KauyecTBa MeJUIIMHCKON ITOMOIITH T1a-
nuentam ¢ HAO nipu BeisiBJIeHUH 3a00JI€BAaHUS HA KAXK/I0TO
nanuenTa opopmisercs «Ilacnopr mamueHTa», IIe OIU-
CBIBAIOTCSA MOPSAZIOK BEJIEHUA TAI[eHTa U QJITOPUTM OKasa-
HUA HEOTJIOKHOHU nomontu. OZfHaKo P IOCTYIUVIEHUH I1a-
[MEHTA B CTAIMOHADP C KJIMHUYECKOH KapTHHOU ab1oMu-
HaJIPHOM aTaKW I10/] MAacKOW OCTPOH KHUIIIEYHON HEeIIPOXO-
JIUMOCTH WJIM OCTPOTO JIADUHTO(apUHTeaIbHOTO OTeKa
«ITaciopT manueHTa» CHenUaIUCTaMU 3a9aCTYI0 UTHODPH-
pyercs, 9YTO MOKET IPUBECTH K HEOOOCHOBAHHBIM XUPYPIH-
YeCKUM BMEIIATEIbCTBAM U JIJa’Ke CMEPTHU IMaIueHTa.

KnuHnueckuin cnyvanm

[Manuent Y., 24 yiet, BiepBble 0OpaTHIICA HA KOHCYJIbTa-
IIUI0 K BPady aUIeProJIOTy-HMMYHOJIOTY ¢ 2KajobaMu Ha
BBICHIIIAHUSA B 00JIACTH TYJIOBUIIA B BUJE «JIETIENIEK» C He-
OOJIBIIUM 3YyZIOM, IIOSBJIEHHE IUIOTHBIX OEJIbIX OTEKOB B
obsracTy JIMLa, e ¢ 3aTPyAHEHHeM AbIXaHus (CM. pucy-
HOK), OTEYHOCTBIO IUCTAJIBHBIX OT/I€JIOB HUYKHIX KOHEUHO-
creii. [Ipu cbope aHaMHe3a YCTaHOBJIEHO, YTO OTEYHOCTD
COXpaHsAIACh y AI[UEHTA /10 3—4 CyT, OTCYTCTBOBAJIO BIIUA-
HU€e IPOBOJAUMOU Tepanuy OJIOKATOPaMH THCTAMUHOBBIX
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BHewHun Bug naumeHta c HAO.
Appearance of the patient with HAE.

penentopoB u cucrteMHbiMu 'KC Ha wacToTy, BBIpaKeH-
HOCTb U JUINTEJIBHOCTh KJIMHMYecKuXx npossieHnii HAO.
[TpuuKHY HOABJIEHNUS OTEYHOCTU MATKHX TKAHEH U BBICHI-
IMaHWH YETKO CBA3ATH € UeM-IHO0 He yIaJIoCh, MUIIEBYIO U
JIEKapCTBEHHYIO HENIEPEHOCUMOCTD ITalleHT oTpuraer. Ha-
CJIeZICTBEHHBIA aHAMHE3 He OTATOIIEH.

13 anaMHe3a 3a00J1€BaHUS U3BECTHO, UTO C 10-JIETHETO
BO3pACTa e3KeroHO, HE3aBUCUMO OT Ce30Ha, 6e3 BUAMMOH
NIPUYMHBI OTMEYAJINCh BBICHIIAHUSA Ha TeJe U OTEKU B
obsacTu una, Habroancsa y neguarpa ¢ npuemom AI'TI
1o norpebHOCTU. B OIpOCTKOBOM BO3pacTe U3MeHHIACH
JIOKQJIN3aL¥sA OTEKOB — OHU CTAJIU HOABJIATHCA B 00J1aCTH
CTOI WJIN KHUCTEH, Jaiie Bcero Imocijie Gu3nvIeckou Ha-
rpy3Ku. B GOJIBIIMHCTBE CIydyaeB OTEKU BO3HUKAIU 6e3
BHUJIMMOW IIPUYMHBI, HHOI/IA OTMeYaJsl, YTO IPOBOIUPYIO-
muM (axkrTopom Morsa ObITh GU3NYEcKass HATPy3Ka HJIH
MeXaHHUYeCKOe BO3/IeHCTBIE Ha KOXKY (TpaBma). INU30/u-
YeCKH OTMeYaJl BBICHIIIAHUSA Ha TeJle B BHJIe KPACHBIX IIf-
TEH, He CONPOBOMKIAIOIINXCA 3y/I0M, 0€3 YETKOU CBA3H C
[IpUEMOM IHUIIY WU JeHCTBHEM KaKuX-Iu00 (HakTOpOB.
ITpomoskan HAOIIOZEHHE Yy YJaCTKOBOIO IeAHUaTpa.
C BO3pacToM 4acToTa IOABJIEHUA OTEUHOCTH BO3PaCTaa,
addexra ot npuema AI'TI He ormedan. OTEYHOCTH Pa3BU-
BaJIaCh B T€YEHHUE CYTOK M 4Yallle BCETO IIPOXOAMIA CaMO-
CTOATEJIBHO Yepe3 3—4 aHA. Ilepuoy ¢ MOMeHTa Havdasa
3a00J1eBaHUA 10 00paleHUs K Bpady ajlJIeProJIoTy-HMMYy-
HOJIOTY COCTaBHUJI 14 JIET.

B 2002 1., B BO3pacTe 24 JieT, alUeHT BIIEPBbIe 00PATHIICA
HA IIPHEM K Bpauy aJUIeprosiory-uMMYyHOIOry. Bputo npose-
JIEHO OOIIEKIMHITYECKOE 00C/IEZIOBAHIE U BBISIBJIEHBI CIIE/YIO-
e W3MeHeHUs:: Turepxosecrepunemusi (8,05 MMOJb/J);
YJIBTPa3BYKOBOE HCCJIEIOBAHUE — 3ACTOU JKEIYH B JKed-
HOM ITy3bIpe, 106aBOYHAA cesie3eHKa 17 MM; ¢pubporactpo-
JIYOJIEHOCKOTIUSA — fBJIEHUA KAaTapaJbHOTO TaCTPUTA U
OysibbuTa, pydrioBast edopmariyst JIyKOBHIIbI ABEHAIATH-
MIEePCTHOU KHUIIKY; (PUOPOKOJIOHOCKOIHA — XPOHUYECKHUH
KOJIUT; 9JIeKTpoKapauorpadus — MeTaboJIHUecKue n3Me-
HeHUdA B MHOKap/e. IlamenTy Ha3HAUEHO JIeUeHre B BU/IE
TpeX KypcoB HecnenudUIeCKOH THUIIOCEHCUOUIN3UPYIO-

el Tepanuy crabuamu3aropaMyu MeMOpaH TYYHBIX KJIETOK
C yJIy4dllleHHeM B BUZIe KYIIHPOBaHUA BBICHIIIAHUH, OHAKO
OTEKH JIUCTAJIBHBIX OT/IEJI0OB IIPEHMYIIECTBEHHO HIKHUX
KOHEYHOCTEH IPOJOJIKAIN OECHOKOUTh € IEPUOIHNY-
HOCTBIO 1—2 pasa B MecsI, 3¢ dexra ot nmpuema AI'll u cu-
cremHbIX ['KC no-npesxHeMy He 0TMe4asoch.

C 2005 T. HaIMeHT BIEPBbIE CTAT 3aMeuaTh, YTO JI0 I10-
SIBJIEHUS] OTEYHOCTH BO3HHUKAIN OOJIb B SIIUTACTPAIBHOMN
ob6stactu (Ha GOHE CTPECCOB) U BBICHIIIAHUA B 00JIACTH TYJIO-
Buia (He Bcerjia), TOJIbKO 3aTeM, Uepe3 uac, MOSIBJISIACh
OTEYHOCTH B 00JIACTH rOpJIa U IUCTATIBHBIX OT/IEJIOB KOHEY-
HocTeld. CTajia IpOC/IeXKUBATHCS CBA3D IOABJIEHHUA OTEKOB C
(usnyeckuM nepeHanpsrKeHHEM M BOJIHeHHeM. Kpome
TOTO, IMOSIBWJIKCH JIAHHBIE HACJIE[ICTBEHHOTO aHAMHE3a — Y
IanyenTa 3a 5TH TOAbI POJWICA ChIH, Y KOTOPOTO BO3HH-
KaJIM 3MH307bI OTEYHOCTH B 00JIACTH TOPTaHU. B mepuon
OUYEPEAHON TOCHUTAIN3AINY B OT/IEJIEHHE aJIeprOJIOTHH-
MMMYHOJIOTHH HAIUEHTY OBLIIO IPOBELEHO UMMYHOJIOTHYe-
ckoe obciesoBaHue: ypoBeHb C3-KOMIIOHEHTA KOMILIe-
MeHTa — 0,2 r/J1 (ipu HopMe 0,9—18,0 r/11), C4-KOMIIOHEHTa
KOMIUIEMEHTA — 0,34 T/7 (1ipu HOpMeE 0,16—0,54 1/11). BbI-
SIBJICHHOE CHIDKeHHe ypoBHA C3-KOMIIOHEHTa KOMILIEe-
MEHTa, C YYETOM IIOSBJIEHHS JIaHHBIX HACJIE/ICTBEHHOTO
aHaMHe3a (AaHTMOOTEKH Y ChIHA), 0COOEHHOCTEH OTEYHOCTH
U CBA3U ¢ (PUBUIECKON HATPY3KOU WJIN CTPECCOBBIMU CH-
TyanusIMH, OTCYTCTBHUA 3d@eKTa OT IPOBOAUMOH Tepauu
ATTI n cucremHbiMu I'KC, KOCBEHHO NOJATBEPXKIAJIO Ha-
CJIEZICTBEHHBIN XapaKTep aHTMOHEBPOTHYECKOTO oreka. Ot
IIPOBEIEHHs T'eHeTH4ecKoro obcienoanus B Denepainn-
HOM IIeHTpe MalMeHT Bo3zep:Kayica. i JI0JIrOCpOYHOH
npodrTakTHKY ObLI HA3HAYEH JIJAHA30JI B 103€ 200 MI'/CyT
B TEYEHHUE 3 Mec, 3aTeM IaIueHT ObLI IIepeBeZIeH Ha Tepa-
IIHIO B Zio3e 100 Mr/cyT. OfHAKO Y4neIo nepudepruiecKux
OTEKOB, BIIM30/I0B OTEYHOCTU FOPTAHU JIOCTUTAJI0 KPATHO-
CTH 1—2 pa3a B MecsI| ¢ HeOOXOAUMOCTBI0 O0OpallleHus 3a
HEOTJIOXKHOW MEIUIIMHCKON ITOMOINBIO; ITOSABUJIUCH PEIy-
puBUpyomye GypyHKYIIbl, TH/IPAJEHHUT.

B 2007 1. ¢ KJIMHUYECKOW KAPTHHOH BBIPA’KEHHOTO 60JI1e-
BOTO CUH/IPOMA B 00JIACTH JKUBOTA ITAIIEHT ObLI I0CTaBJIEH
Opurazioi CKOpO MeIUIIMHCKOM TIOMOIIN B IPUEMHOE OT-
JieJIeHre CTalloHAapa, r7e ObUIO IPOBEIEHO XUPYPTrUIecKoe
BMeIIATeIbCTBO — AUATHOCTHYECKAs JIATIAPOCKOIINS, 110 pe-
3yJIbTaTaM KOTOPOU ITaTOJIOTUYECKUH Ovar He BBIABJIEH; B
JlaJIbHEHIIIEM IIEPEBE/IEH B OT/I€JIEHIE PEaHUMAIUH C I10/10-
3peHHEeM Ha OCTPBIA maHKpeatuTt. ITocsie noobceienoBaHus
JINarHO3 OCTPOTO IAaHKPEATHUTA He ITO/ITBEPJUIICS, 32 BPEMA
Ha0JII0/IEHNsT PelU/IMBUPOBAIIA OTeKU B obsactu Gejpa,
ropraHy, MouoHKH. C 3TOr0 MOMEHTa OTEKH B 00JacTH
TOPTaHU WX KOHEYHOCTEH BCETZja COIPOBOKIAINCH a6/10-
MUHAJIBHBIMH OOJIIMU.

C 2007 r. manueHT OBLI IepeBe/ieH Ha JO0JITOCPOYHYIO
IIPOIIIAKTHKY € UCIIOJIb30BAaHHEM aHTHU(GUOPUHOIUTHAYE-
CKOro cpesicTBa (TpaHeKcaMoBas KHUCJIOTA B CPEIHEN 103e
1,0—1,5 r/cyT) MOJ KOHTPOJIEM CBEPTBHIBAIOIIEH CHCTEMBI
KpoBH. HacToTa IIPUCTYIIOB yMEHBIINJIACH 10 1 pa3a B 6—8
ez, B «Ilactopt 6OJIBHOTO HACJIE/ICTBEHHBIM aHTHOOTE-
KOM /I ITAIIMEHTOB CTaplie 18 yieT» ObLIN BHECEHBI PEKO-
MEeHJAIVH [0 OKa3aHUIO IIOMOIIM B HEOTJIOXKHBIX CHUTYya-

| KTMHWYECKWNIA PA3BOP B OBLUEA MEULMHE | TOM 7 | Ne1 | 2026 | Clinical review for general practice | VOL. 7| No. 1| 2026 | 29



Knuunueckmit anyyait / Clinical Case

OMAX, B IEPUOJL aTaK, B CJlydae XUPYPrUYeCcKUX BMeIa-
TEeJIbCTB WJIN NHBA3UBHBIX MaHUITYJIAIUH.

B 2008 r. mosiBrnch HOBBIE JIaHHBIE HACJIEACTBEHHOIO
aHaMHe3a — y MaTepy IaleHTa BIIEPBblE BO3HUK OTEK B
o06JracTi IpaBoy YIITHOW paKOBUHBL [Tpy IpoBeieHNN NMMY-
HOJIOTUYECKOT'O UCCIIE0BAHNUSA Y Hee ObLIO BBLABJIEHO CHIKE-
HUe ypoBHA C3-KOMIIOHEHTa KOMIUIEMEHTA JI0 0,04 T/JL.
B mociemyromeM, mocsie OJHOKPATHOTO 3IIM307a AHTHO-
OTeKa, PellU/INBBI OTEKOB HE OTMEYaIHCh.

B 2014 r., B Bo3pacre 36 JieT, HA OCHOBAaHUU IIPOBE/IEH-
HOTO FeHeTUYECKOTO HCCIIeZI0BAHNSA IAIEHT ObLI BKJIIOYEH
B PerHOHAJIBHBIA cerMeHT PesepasibHOTO permcrpa JIui,
CTPAAIOIINX )KU3HEYTPOXKAOIINMHU U XPOHIHYECKIMU IIPO-
rpeccupyomuMu  peakumu  (opdaHHbIMU) 3aboseBa-
HUAMHU. B KadecTBe HEOTJIOKHOU Tepanuy I KylIHupoBa-
HUA JKU3Heyrpoxkaromux atrak HAO 6b11 Ha3zHaueH 6J10Ka-
TOp OGPa/IMKMHIHOBBIX B2-penenTopos.

B 2015 r. 4ncII0 a6/IOMUHAIBHBIX aTaK PE3KO CHU3UJIOCH,
IIpHieM TPaHEKCAMOBOH KUCIIOTHI OCYIECTBILAJICA 110 IIOTPeO-
HOCTH He Halle 4 pa3 B roZl. B HacrosIiee Bpems /iBa ChIHA
nanueHTa ¢ IMOATBEPXKAeHHbIM auarHo3oM HAO Taxke
BKJTIOUEHBI B Pe/iepasibHbBIN PETUCTP JINII, CTPAJIAT0IIHX K3~
HEYTPOJKAIOIIIMHU U XPOHUYECKHMH IIPOTPECCUPYIOIINMMHI
penxumu (opdaHHBIMU) 32001€BAHUAMU.

Omnwucannerii ciaygait HAO, HECOMHEHHO, IIPeZCTaBIIsAeT
KJIMHUYECKUH HHTEpeC U JEeMOHCTPUPYET OCOOEHHOCTH
tedeHusA HAO, KOTOPBII IPOABUIICA B TPEX IIOKOJIEHUAX.

3akniouyeHune

HAO mpejicraBiiser co60i cephe3HYI0 MEIUKO-COI[HATb-
HyI0 IPo06JIeMY, TaK KaK BJIMSET Ha KAYECTBO JKU3HU Iali-
€HTOB 1 MOKeT IIPUBECTH K JIETAILHOMY HCXOJTy IIPU OTCYT-
CTBUY CBOEBPEMEHHOTO OKA3aHUSA HEOTJIOKHOU ITIOMOIIU U
aZlekBaTHOH IpodunakTudeckol Tepanuu. [lo3nuaa quar-
HOCTUKA 3a00JieBaHUsI, NPUHATAE HEBEPHBIX PEIeHU B
TaKTHKe BeJieHus nanuenToB ¢ HAQ, BricoKkui prck Heb1a-
TONIPUSATHBIX UCXO0/I0B 3a60J1€BaHUS 00YCIIOBIEHBL:

* HU3KOH HAaCTOPOKEHHOCTHIO Bpadel IepBUYHOTO 3BeHA
B CUJIy OTHOCHUTEJIBHO HEBBICOKOH YaCTOThI BCTPEYAEMOCTH
HAO;

* HEZIOCTATOYHO KaYeCTBEHHBIM COOPOM aHAMHE3a, B TOM
Yrcsie Hac/Ie/[CTBEHHOTO (0COOEHHO TPU HAJTUYNY OJIHKAL -
LINX POACTBEHHUKOB ¢ cumnromamu HAO B Bujie penusiu-
BUPYIOIIUX OTEKOB, YPIeHTHBIX CUTYaIui, CBA3aHHBIX C Ha-
pylieHUeM pixaHuA / achuKcHued, TPaXeOTOMUAMH, SIIH-
30/IaMH «OCTPOTO JKUBOTA»);

* OTCYTCTBHEM aHanu3a Tpurrepos arak HAO, Takux kak
cTpecc, HArpy3KH, JHArHOCTHYECKHE U JieueOHble Mezu-
[IIMHCKUE MaHUITYJIANHT;

e MHOroobpasueM KJIMHWYeCKHX IpospieHnid HAO, B
TOM YHCJIe WU30JIUPOBAHHBIX a0JOMHHAIBHBIX aTaK, IIO-
CKOJIBKY HCKJIIOUUTDh U Jaxke 3anono3putb HAO B ciyuae
IepBoi abOMUHAJIBHOW aTaku 0e3 pas3Butus nepudepu-
YeCKHUX aHTHOOTEKOB IIPAKTUYECKU HEBO3MOXKHO;

* HeZIOCTATOYHBIM BHIMAHHUEM K OTCYTCTBHUIO 3¢ exTa oT
nposegieHus tepanuu AI'TI, cucremubpivMu I'KC.

B cBA3U ¢ yKa3aHHBIMU TPYAHOCTSIMHU CJIEAYET IOJUEPK-
HyTb HEOOX0IUMOCTb 00yU€eHUs Bpayel pas3InIHbIX CIEIH-
aJIbHOCTEH MeToAaM AuarHocTuku u jedenuss HAO, uro
TIOMOJKET CYIIIECTBEHHO YJIyUIIUTh BBIABIISEMOCTD JAHHOTO
3a00JIeBaHUsA, OT PAHHEU JIMATHOCTHKU KOTOPOTO 3aBUCAT
CBOEBpeMeHHOe HazHaueHue 3G eKTUBHBIX (0COOEHHO /1A
KOMILJIEMEHT3aBUCHMBIX aHTHOOTEKOB) JIEKapCTBEHHBIX
CPEJICTB U Ka4eCTBO *KU3HHU ITallIeHTOB.
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