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"OHMU TECHO B3aMMOCBSI3aHbI MEXIY COOOIA,
B3aMMHO JOTOJIHSIIOT U TIEPEXOAsIT APYT
B JIpyra, Mexa1y HUMU HET YeTKUX TpaHMUI] .

KnuHunyecknii ciaydain

CASE

KAPANONOINA

Poroskkuna E. A., Epmosa A.W., Auapeenxo E. YO., Beperosckas C. A.

OI'BY "HanyoHaAbHBIT MEAMIMHCKII NCCAEAOBATEABCKIIL [IEHTP Tepanuy i IpoduAaKTIHIeCKOi MeAntyHbl" Muu3apasa Pocenn.

Mocksa, Poccns

HacnencTBeHHbI aHrMOHEBPOTUYECKM 0TeK — peakoe (1:50000) Ha-
CNefCTBEHHOE XPOHMYEcKoe 3aboseBaHne, OTHOCSLLEECS K rpynne
MePBUYHbIX UMMYHOAEDULNTOB, KOTOPOE MPOSIBASETCA B BUAE Peuu-
OVIBUPYIOLLMX OTEKOB KOXM M CIU3UCTLIX 000/104eK AbIXaTeNbHbIX NMyTel
1 XeNya04HO-KULLEYHOMO TpaKTa.

Oco6eHHOCTY MaToreHe3a 3Toro 3aboneBaHUs COMPSXKEHbI C MOBbI-
LUIEHHbIM PUCKOM Psifa CepPAEYHO-COCYANCTbLIX NAaTONOMMI, Y4TO acCco-
LIMMPOBAHO CO CJIOXHOCTbIO OMPELENEHNs TaKTUKN BEAEHUS 1 Bbibopa
ONTUMarbHbIX METOAOB NeYeHns. [JaHHOe KMHUYECKoe HabnaeHe
OEMOHCTPUPYET CNOXHOCTb BEAEHUS NaumeHTa C HacneaCTBEHHbIM
AHIMOHEBPOTUYECKUM OTEKOM, MyNbTUHOKANbHBIM aTepOCKIepo30oM,
aopTaslbHbIM CTEHO30M TSXENOW CTEMEHN U HENPOIHAOKPUHHLIM pa-
KOM Xenynka.

KnioueBblie cnoBa: HaCNEACTBEHHbIN aHTMOHEBPOTUYECKMIA OTEK, aTe-
POCKNEPO3, a0PTasIbHbI CTEHOS.
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"They are closely interconnected, complement each other and pass into each other, there are no clear

boundaries between them”. Case report
Rogozhkina E.A., Ershova A. 1., Andreenko E. Yu., Beregovskaya S. A.

National Medical Research Center for Therapy and Preventive Medicine. Moscow, Russia

Hereditary angioedema is a rare (1:50,000) hereditary chronic disease
from the group of primary immunodeficiencies, which manifests in the
form of recurrent skin and mucous membrane edema of the respiratory
tract and gastrointestinal tract.

Pathogenesis of this disease are associated with an increased risk of
a number of cardiovascular pathologies, which is associated with the
complexity of management and choosing optimal treatment methods.
This case report demonstrates the complexity of managing a patient
with hereditary angioedema, multifocal atherosclerosis, severe aortic
stenosis, and gastric neuroendocrine cancer.
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BBenenne

HacnenctBeHHBIli aHTMOHEBPOTUYECKHUII OTEK
(HAO) — penxkoe reHeTUYECKU JETEPMUHUPOBAHHOE
3a00JieBaHUE U3 TPYIIbI MEPBUYHBIX UMMYHOIEbUIIN-
TOB, CBSI3aHHOE CO CHMXKEHUEM KOJIMYECTBA WU (PYHK-
LIMOHaNbHOU akTUBHOCTU Cl-MHrudburtopa, KoTopoe
MPOSIBJISIETCS B BUE PEUUAUBUPYIOIIUX OTEKOB KOXU
U CJIU3UCTBIX 000JIOUEK NbIXaTeJIbHbIX MYTEH U XKely-
JIOYHO-KHUIIIEYHOTO TPAKTA.

IToMuMoO peryassuuu KjaacCU4eCKOTO U JIEKTUHO-
BOro myrteil cuctembl koMmmiaemeHTa Cl-uHrUOUTOpP
TakXe SBJISIETCS OCHOBHBIM PETYJSITOPHBIM OEIKOM
KOHTAKTHOU CHUCTEMbl, UHTUOUPYST aKTUBUPOBAHHBIN
dakrop XII (F XIla), KanmuKpenH U aKkTUBUPOBAHHBIN
dakrop XI (F XlIa) [1]. [Tpoucxoaut xpoHuyeckas ak-

TUBALUS KJIACCUYECKOTO MYyTU CUCTEMBI KOMILJIEMEHTA,
a TakXe KOHTAKTHOM M KOaryJsiHMOHHOM CUCTEM, YTO
MOXET OBITh SIBJSIETCSI OCHOBHBIM 3BEHOM MaTOTeHe3a
KoMOpOUIHBIX cocTossHuit mpu HAO.

B nmaHHOII myOGauMKaluu paccCMOTPEH KIWMHUYE-
ckuii ciydait mauueHta ¢ HAQO, aopTajibHBIM CTEHO30M
TSIKEJION CTeNeHU U HeUPOIHAOKPUHHBIM PAKOM Xe-
JIyIKa C OMMCAaHUEM TaKTUKU BENCHUS.

Onucanue KIMHAYECKOTO CIydyas

IMauuent b. 58 ner noctynuia B 1-e Kapavojioruye-
CKO€ OTIeJNIeHUE C Kajao0aMu Ha OMHOKPATHBIN 3MU301
obuieit c1abocTu, COMPOBOXAAIOIIUICS TOJOBOKpPYXKe-
HUEM U MOTEMHEHUEM B I1a3ax, 00Ju 3a rpyAuHON 1a-
BSIILIETO XapaKTepa MpU NoabeMe Ha 2 aTax (pUCYHOK 1).

2004r (40 neT) 2010r (46 net) 2018-2019rr (54 net) 2020r (56 neT) 2022r (57 neT)
‘e
0 ' x;‘ 'é Buconponon 1,25 mr/cyr.
MakcunmansHo o 150/90 mm pr.cT., gocTurHyTo Lenesoe A/l %, ,,,:‘m, &
O6LLMit XonecTepuH 3,57 Mmonb/n 4,01 Mmmosib/n 3,61 mmonb/n 5,15 Mmmonb/n
JIHN 5 MMonb/n 1,75 mmonb/n 2,58 Mmosb/n 1,56 Mmmonb/n 3,67 Mmonb/N

Posysactatux 10 mr PosysactatuH 20 mMr

Po3yBactatH 40 Mr  PosysacTatiH 40 Mr + 33etumn6 10 mr

CreHo3bl 06enx OCA
budypkauuin
c nepexogom Ha BCA
£0 30-35%, obeunx BCA
A0 55-60%

CreHo3bl 06enx OCA
6udypkayuii

C nepexoaom Ha BCA

20 35%, o6enx BCA
20 55-60%

AueTtuncanvuunosas
kucnorta 100 mr/cyT.

YMepeHHO BblpaxeHHbIi

KOMOVHMPOBaHHbI MOPOK a0pTaabHOTO
KnanaHa c npeobnagaHviem cteHo3a (Sao
1,3-1,4 cm2, Vmax 3 m/c, PGr 36 MM pT.cT.
mean), AP f1erkoit cteneHn. 3HaunTeNbHbI
KanbumHo3 AK (2-3 ct.). /1M 4,2 cm.

KAP 5,6 cm, KCP 3,6 cm. DB 65%

OTekw Hor, pyK, 1La, 6011 B XnBoTe

Puc. 1 BpemeHHas 1iKajga Te4eHUs 3a00I€BaHUSI.

IMpumeuanue: Al — aprepuanbHoe napieHue, AK — aopraabHblil KinanaH, AP — aopranbHas HemoctatouHocTh, BCA — BHYTpeHHSISI COHHast
aptepusi, KIIP — koHeuHo-auactonnueckuii pasmep, KCP — koHeuHo-cucronndeckuii pazmep, JIHIT — nunonporenHsl HU3Koit riotHocTH, JITT —
nesoe npencepave, OCA — o6mast conHast aprepusi, @B — dpaxuus Boiopoca.

W3 anamHe3a 3a6oJieBaHUs U3BECTHO, UTO B 2004r
B Bo3pacte 40 JeT malureHT cTajJl OTMeUYaTh MOBBIIIIEHUS
apTepuaJbHOTO JaBJIEHUSI ¢ MAaKCUMaJIbHBIMU LIM(ppa-
mu 10 150/80 MM pr.cT.

B 2010r nauueHT npoxXoausa AUCHAaHCEPU3ALUIO,
OBLIO 3apeTHCTPUPOBAHO TTOBBINIEHWE YPOBHSI XOJIe-
CTepUHA JIMIMONPOTEeMHOB HU3KOH TmoTHOCcTU (XC
JIHIT) no 5 mMmonb/n. B 2018r Takke npu TIaHOBOM
0o0cJieoBaHNY B aHAJIM3aX KPOBU — OOIIMIT XoJecTe-
pun (OXC) 3,57 mmons/n, XC JIHIT 1,75 mMmonw/i,
MpU TIPOBENEHUN MYTIJIEKCHOTO CKAaHUPOBAHUsI OTpe-
NeJISIIOTCSl CTEHO3bl OMdypKaluii 00enx oOIIMX COH-
HBIX apTepuii C TIEPEeXonoM Ha BHYTPEHHUE COHHBIE ap-

Tepun 10 35%, 06erx BHYTPEHHUX COHHBIX apTepuil 10
55-60%. B cBsi3u ¢ yeM MHUIIMMpPOBaHA Teparus cTa-
TUHAMU.

ITo nanHBIM 3XoKapauorpaduu ObLT BBISIBICH
AOPTAJIbHBIN CTEHO3 YMEPEHHOM CTeneHU TsoKecTH (S
1,3-1,4 cm?, Vmax 3 M/c, mean PG 36 MM pT.cT.), aop-
TaJlbHasl PeTypruTalus JIeTKOW CTerneHu, 3HaYNUTEeTb-
HbIi KaJIbIMHO3 aopTajbHOTO KjanaHa (2-3 cT.), JieBoe
npeacepave 4,2 ¢cM, KOHEYHO-AMACTOJMYECKUI pa3-
Mep 5,6 ¢M, KOHEUHO-CHCTOJIMIECKUI pasMep 3,6 M,
dpaxiius BEIOpOca JIeBOro Xenyaouka 65%.

Cryctsl moJjirofia MmaiMeHT MOBTOPHO ClaeT aHa-
JIU3BI: B JIMIIUIOTPAMMe OTMeuYaeTcsl HeTOCTHXKEeHUe
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nenseoro ypoHs XC JIHII, B cBs3u ¢ uem no3a po3sy-
BacTaTHa yBenmueHa mo 20 mr/cyr. B 2020r myriekc-
HO€ cKaHupoBaHUe OpaxuoledalbHbIX apTepuil 6e3
oTpulaTeabHON nuHamMuku. YposeHb XC JIHII mo-
MpeXXHeMY He B paMKax 1IeJIeBbIX 3HAYeHUi, B CBI3M
C YeM J103a CTaTUHOB yBeandeHa 10 40 Mr/cyT.

Crryctsl TO HEINpepbIBHOTO TpHeMa po3yBacTa-
THUHA B aHaju3ax oTMmevaetrcst nmoseiieHue XC JIHII,
OXC. K tepanuu no6asieH 33eTumMu6 10 Mr/cyT.

[ToMuMoO BBIIIENIEPEUNCTCHHOTO, Y IallMeHTa
C PaHHUX JIET NMePUOANIECKN BO3ZHUKAIOT OTEKU pa3-
HOM JOKaJIM3allMid — KOHEYHOCTH, JIMI0, OOIU B KU-
BoTte, nuarHoctupoBaH HAQO, mo moBoay KOTOpOro
¢ 2004r npuHUMaeT aHa301.

B 2022r mamuenT rocnuranusupyercs B OI'BY
"HMUL tepanuu u mpodUIaKTUIECKONH MEIUIIN-
Hel" (HMUIL] TIIM) c BeilIeyKa3aHHBIMU Kajmoba-
MU. B craimoHape ckoppeKTupoBaHa Teparvsi B CBSI3U
C HEJOCTHXEeHUeM liejaeBoro ypoBHs Jununos (OXC
5,2 mmonb/n, XC JIHIT 3,2 MMoJIb/JT, TUTIOIPOTEHH (a)
58,8 mr/mn), HasHaueHbl mHruouTopel PSCKO. TTamm-
€HTY TIpOBelieHa KOpoHapoaHTHorpadus: Ha cepuu
CHUMKOB OTMEUYaeTCss MHOTOCOCYIMCTOE TOpaxkeHUe:
CTBOJI JIEBOI1 KOPOHAPHOI apTepuu — CTeHo3 85%, me-
pemHss MEXKeTyI0ouKoBasi BeTBb — cTeHOo3 85% B 11/3
OT ycThsl, 75% B ¢/3, AMaroHajibHasi BeTBb — cTeHO03 70%
B YCTbe, Orudaroliias BeTBb — CTeH03 75% B 11/3, npaBas
KOpoHapHasi aptepust — cteHo3 80% B 11/3, 50% B ¢/3.

ITo naHHBIM 3XOKapauoTrpauu OTMEYaeTCcsl OTPU-
1areibHasl TMHAMUKA: BU3YaTU3UPYETCST BEIPAKEHHBIN
KaJbIIMHO3 CTBOPOK a0PTaJIbHOTO KJarnaHa ¢ (popMu-
pOBaHMEM aopTaJIbHOTO CTEHO3a TSXKeJIOW CTereHu
(S 0,6 cM?, mean PG 51 mMm pr.cT., Vmax 4,3 M/ceK).
PexomeHI0BaHO MpOBEACHNE XUPYPTrUIeCcKOil KOppeK-
IIMU a0pTaJIbHOTO CTEHO3a TSIKEJIO CTeNeHU TSKECTH
U peBacKyjspu3anuu. Bo BpeMs NpoxoXaeHus Tpen-
OIEepallMOHHOI0 1000CIeNOBaHUs, Ha TaCTPOCKOMUN
BBISIBJISIETCSl HEITOJMITOBUIHAS HEOIUIa3usl HUXKHEHN
TpeTH Tesa Xenynka. [1o mTaHHBIM OMOTICUM M UMMYHO-
TUCTOXMMUYECKOTO MCCIeOBAHNUSI: 3JI0KAYeCTBEHHOE
HOBOOOpa30BaHUE TeJla XKeayaKa, HEMPOIHIOKPUHHBII
paxk xenynka cT2NOMO, 1 cragus.

[Mepen MyIbTUIMCIUTUIMHAPHON KOMaHAOMN Kap-
JIMOJIOTOB, OHKOJIOTOB M XWPYPrOB BO3HUK BOIPOC —
KaKoe XUPYPTUIeCKOe BMEIIATETbCTBO CJIEMYET BBITION -
HSITh B TIEPBYIO OYepe/ib: KOPPEKIINIO CepAeUHO-COCY-
JIMCTOM TIATOJIOTMM WJIM PE3eKIIMIO 3JI0KaYeCTBEHHOTO
HOBOOOpPAa30BaHUS KeTyIKa.

CornacHo pekomennanusim ESC/ESA 1o npenomne-
pallMOHHOMY OOCJIEIOBAHUIO W BENEHUIO TMallMeHTOB
TPY BBIMIOJTHEHU W BHECEPACYHBIX XUPYPTUIECKUX BME-
IIATENIbCTB, Y CUMIITOMHBIX OOJIbHBIX PEKOMEHIOBAHO
MPOTE3UPOBAHNE A0PTAILHOTO KJIallaHa C MPOBEICHM -
€M KOpOHapHOro myHTupoBaHus [2]. Bo uzbexaHue
pasButus npuctyna HAO, amieprojioroMm-uMMyHOJIO-
TOM OBLIM JaHBbl PEKOMEHIAIMU O TIpeMEeTUKaINK Tie-
pen XMpypruiecKUMU BMeIlaTeIbCTBAMU: BBEEHHE 3a
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1-6 4 1o onepauuu KoHLeHTpara nHruoutopa C1 1000
Exn B/B MemIeHHO.

B mae 2022r mauueHTy BBIITOJHEHO MaMMapOKO-
pOHapHOE IIYHTUPOBAHUE TMEePeqHEN MEXKETyI0YKO-
BOIi BETBU JIEBOW BHYTPUIPYIHOI apTepueil, aOpTOKO-
pOHapHOE ayTOBEHO3HOE IIYHTUPOBAHUE 3aTHEN MEX-
KeJTyIOYKOBOI BETBU, BETBU TYITOTO Kpasi. YCTAaHOBJIEH
MEeXaHWYeCKUU aopTanbHblid kKianadH On-X 21. [1pu BbI-
MYCKe Ha3HaueHa aHTUKOATYJISTHTHAsST Tepariisi aHTaro-
HUCTOM BuTaMuHa K.

BropbiM 3TanoM manueHTy ObLIO MTOKa3aHOo oOIle-
paTUBHOE yAajJeHUE 3JI0KAaUeCTBEHHOU OIMyXOJU Xe-
JIyKa. YYUTBIBasi BHICOKWII TPOMOOTUUYECKUI PUCK,
HaJM4yrie MEXaHWYeCcKOro KjaraHa B aOpTaJbHOU Mo-
3ULIMK, ObLJIa PpEKOMEHIOBaHAa MOCT-Teparus B Tepu-
OIepallMOHHOM TMEePUOJIE C MOCIEAYIOIIUM BO30OHOB-
JIeHVeM npuema BapdapuHa.

Kiunnyeckuii 3aK/I109MTENbHbIIA TUATHO3

OcHoBHoe 3a0osneBanne: MynbTH(hOKATBHBIN aTe-
pockiiepo3. ATepOCKIepO3 KOPOHAPHBIX apTepuil:
MHOTOCOCYIUCTOE TOPaXXeHWEe KOPOHAPHBIX apTepuit
(CcTBOJ JIEBOII KOPOHApPHOI aprepuu — cTeHO03 85%,
MepeaHssl MEXKeIyI04KoBasi BeTBb — CcTeHO03 85%
B 11/3 OT ycThsl, 75% B ¢/3, nMaroHajabHasi BETBb — CTe-
Ho3 70% B ycTbe, orubaroliasi BeTBb — cTeHo3 75%
B 11/3, mpaBasi KOpoHapHas apTepusi — cTeHo3 80%
B 11/3, 50% B c/3). UeMuueckast 6oJie3Hb CepaLa:
CTeHOKapaus HarpsckeHus | pyHKIMOHAIBHOTO Kitac-
ca. MaMMapoKOpoHapHOe HIYHTUPOBaHUE MepeaHei
MEXCKEJTYI0YKOBOI BETBU JIEBOM BHYTPUTPYIHOM ap-
Tepueii, aOpTOKOPOHAPHOE ayTOBEHO3HOE LIYHTUPO-
BaHUE 3a{HeI MEXKeITyI0YKOBOI BETBU, BETBU TYIOTO
Kpasi B yCJIOBMSIX UCKYCCTBEHHOTO KPOBOOOpAIIECHMS
ot 20.05.2022. Atepockiiepo3 OpaxuoledanabHbIX ap-
Tepuil. ATepOCKIIepO3 apTepuii HUIXKHUX KOHEYHOCTE.

[TproGpeTeHHbII TOPOK cepllia; NereHepaTuBHbIN
aopTaJibHbIN CTeHO3 TsiKenoil cteneHu. Ilpore3upona-
HUE a0PTAJIBHOrO KJalmaHa MEXaHUYECKUM IMPOTE30M
"On-X Ne21" ot 20.05.2022.

Konkypupyomue 3a0oaeBanusa: [TepBUYHBII UM-
MYHOAE(MUIINT: HACIEACTBEHHBII aHTMOHEBPOTHUYE-
ckuit orek (HAO I tum). 3mokayecTBEHHOE HOBOOO-
pa3oBaHMWE TeJa XelyaKa, HEHPOSHIOKPUHHBIA pak
xenynka cT2NOMO, 1 ctagus.

®oHoBble 3a00meBanus: [unepaunuueMus 2a Th-
na. TunepnaunonporeuHemus (a). [uneproHuyeckas
6ose3np Il ctaguu, KoHTposMpyemas apTepuaibHas
TUTIEPTOHUSI, PUCK CEPIEYHO-COCYIUCTHIX OCJIOXHE-
HUI OYEHDb BBICOKU.

OcaoxHenne: XpoHUUeckasi cepaeyHasi HeocTa-
TOYHOCTb C COXpaHeHHO# (pakuueil Boidpoca Ila cra-
nuu [ pynkunonansHoro kiacca (NYHA).

ConyTcTBylomue 3a001eBaHusA: XpOHUUYCCKUIA 110~
BEPXHOCTHBII TacTpUT, BHE 00OCTpeHUs. XpOHUYe-
CKMIi MpOCTaTUT, BHE 00ocTpeHusl. Jopconatus. ere-
HEepaTUBHO-INCTPO(GUUECKNE U3MEHEHUST TTO3BOHOY-
HOTro cToJ0Aa.
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Oo6cyxaeHne

KoMopOuaHbie cocTosIHUS TallueHTa ¢ MyJIbTU(dO-
KaJIbHBIM aTepOCKJIEPO30M, MPUOOPETEHHBIM CTEHO-
30M YCTbSI A0PThI U 37I0KAU€CTBEHHBIM HOBOOOpa30Ba-
HUEM XeJlyalKa MOTYT UMEeTh pa3iuyHblii reHe3. HAO
ACCOLIMUPOBAH C MOBBIIIEHHBIM PUCKOM apTepUaTbHOMN
TUIEePTEH3UU U 3HAOTeIUaIbHON AuchyHkumein [3].
B To xe Bpemsi miutenbHblii npuem Tepanuun HAO,
BKJTIOUAIOIIUI B ceOs1 aHaOoIMYecKrue CTEPOUIbl, YBe-
JIMYMABAET PUCKU aTEPOCKIEPO3a, CEPIEUHO-COCYIUC-
TBIX OCJIOXXKHEeHU [4]. s onpeneneHus TAKTUKU Be-
NeHUSI TaKOUW KOTrOpThl OOJbHBIX BaXXHO B3aUMOIEIi-
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CTBUE MYJBTUIUCUUIUIMHAPDHONW KOMAaHIbl U YETKOE
OIpeIeJIEHNE aJITOPUTMA AEHCTBUM.

3akiouyenue

IMauuentsl ¢ HAO nomkHBI HaXoAuThes B (poKyce
BHMMaHUsI Bpaueil Bcex CrelMaJbHOCTel, a He TOJbKO
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