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Pesome

VBenmuueHue MponoKUTEIbHOCTA XU3HY MAIMEHTOB ¢ MyKoBucIiao3oM (MB) acconmmmnpoBaHO ¢ BO3pacTaHWEM PHCKA Pa3BUTHSI CUCTEMHOTO
aMUJION103a, OJIHAKO LIEHHOCTb MOAPOOHOT0 pa3dopa OTAEIbHbIX KIMHUYECKUX HAOII0IEHNI 00YCIOBIEHA PEAKOCThIO TaHHOM naTtonoruu. Leaso
TAHHOM pabOTHI SIBJISTIOCH 00CYXIEHUE TATOMOPMOIOTUH U TIOAXOAOB K IMAarHOCTUKE, IEYSHUIO U MPOMUITAKTUKE OCIOKHEHUI BTOPUYHOTO aMU-
siounosza Ha ¢hoHe MB Ha npumepe KIMHUYecKoro HaomoneHus. Pe3yabraTel. MyTalys reHa TpaHCMEMOpPaHHOTO peryJisitopHoro 6eika MB nipu-
BOJIUT K HApyILIeHUIO (DYHKIIMHU XJIOPHOTO KaHala, KOTOPBIH JIOKAIM3YeTCsl ITaBHBIM 00pa3oM B AMUTENATbHBIX KJIETKaX AbIXaTeabHbIX myTeit (111),
CJIIOHHBIX, MTOTOBBIX XeJIe3, MOKETYyJ0YHOM Xese3e, KullleyHuKe. B pesyibrare hoopMupyercsi HeI0CTaTOYHOCTh MyKOLIMJIMapHoro kiaupeHca JAIT,
YTO CO3/aeT OJArONpPUsITHbIC YCIOBUSI AJIsI MOSIBJICHUSI U IPOrPECCUPOBAHUST PECIIMPATOPHON MHGMEKLIMU U MOIIePXKaHUsI XPOHUYECKOTO Bocralie-
Hus. Puck passutust BropuuHoro AA-ammionnosa npu MB acconmupoBaH ¢ XpOHUYECKUM BOCTIAJIEHUEM U KOPPEIUPYET C YPOBHEM MapKepoB
octpoii ¢hazbl BocranieHus (C-peakTHBHBIM OEJTKOM, ChIBOPOTOYHBIM aMUIonoM A). [TpuBoaMTCS OnMcaHue KIMHUYECKOro HaOJIIoIeH e 3a Malu-
eHToM 23 nieT. [TposieneHust MB (peLiauBupyolliie pecrupaTopHble MHOEKIMY 1 MaHKpeaTuuecKast HeIOCTATOYHOCTD) BbISIBJIEHBI TIPU POKIEHUH,
IIMarHO3 YCTAaHOBJIEH B BO3pacTe 2 JieT Ha OCHOBAHWM ITOTOBOM IMPOOKI, TIPU TEHOTUTTMPOBAHUN ycTaHOBIeH TuTl MyTtarmu 2184insA/CFTRdele2,3.
OCO0eHHOCTBIO NIPEICTAaBICHHOTO HAOMIOAEHUS SIBJISIETCSl Pa3BUTHE BTOPMYHOTO CUCTEMHOTO aMUJION103a Y B3pociioro 6osipHoro ¢ MB ¢ nmopaxe-
HUEM TIOYEK, TIeUeHH, CeJIe3eHKH, TOJIICTON KHUIIKU, TUMGbATUIECKUX y310B. B KIMHUUECKON KapTUHE MPeBATUPOBaT HehPOTUIECKUN CUHIPOM,
ACCOLIMMPOBAHHBIN € TUIIEPKOAry/IsILUeil BCICACTBUE OTEPU C MOUYOI €CTECTBEHHBIX AHTUKOATYISIHTHBIX (PaKTOPOB (AHTUTPOMOMHA U MPOTEHMHA
S), a TakKe MOBBILICHHBIM CUHTE30M MPOKOoaryJIstHToB (daktopos V, VII, u dubprHoreHa). HermocpencTBeHHOM TPUYMHON CMEPTH SIBUJIACH TPOM-
0605MO0JIMS JIETOYHBIX apTEPUil U3 TPOMOMPOBAHHBIX BEH TOJIeHei, KoTopasi, BEpOSITHEE BCETo, CBSI3aHa C TUIEPKOAry/IsIUUEN U SHAOTEIUATbHOM
nucdyHKIIMel, KOTopble 00YCIOBIEHBI HE(PPOTUYECKUM CUHAPOMOM M BTOPUYHBIM aMUJIOMI030M. 3aKioyenne. XpoHUYeCKOe CUCTEMHOE BOCTa-
JieHue pu MB criocoGcTByeT pa3BUTHIO BTOPUYHOTO aMUJIOUI03a C TIOPaKEHUEM TIOUeK U Pa3BUTHEM HehPOTUYECKOTO CUHIPOMA, KOTOPBIIA,
B CBOIO 0Yepe/ib, TPOBOLMPYET IMIIEPKOATYJISILMIO U PUCK TPOMOOIMOOINUECKUX OCTOXKHEHUIA.

KnroueBbie c10Ba: MyKOBUCIUIO3, BTOPUYHBIN aMIJIONI03, AA-aMUIONI03, KITMHUIECKAasi KAapTUHA, TaTOJIOTnIecKasi aHaTOMUSI.

KondumkT untepecoB. KoHMIMKT MHTEPECOB aBTOPAMU He 3asIBJICH.

®unancupoBanue. ABTOPBI I€KJIApUPYIOT OTCYTCTBME BHELIHETO (DMHAHCUPOBAHMSI TSI yOIMKAILIMY CTaTbU.

Druyeckas dkcnepTusa. JJaHHas MyoIvKalus He TPOTUBOPEYUT ITUIECKUM HOPMaM, UMeeT OMMCATEIbHBIN XapaKTep W He 3aTparuBacT JINIHBIX
MHTEPEeCcOB MAllMeHTOB, BCE JaHHBIE MAILlIEHTOB 00€3TMYEHBI.
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3ametku u3 npaktuku « Clinical cases

Abstract

Increasing life expectancy of patients with cystic fibrosis is associated with an increased risk of systemic amyloidosis. At the same time, the rarity of
this pathology determines the value of detailed analysis of individual clinical cases. The aim of the work was to discuss the pathogenesis and
approaches to diagnosis, treatment, and prevention of complications of secondary amyloidosis in cystic fibrosis illustrated by a clinical case. Result.
Mutation of the cystic fibrosis transmembrane regulatory protein gene leads to impaired function of the chlorine channel, which is localized mainly
in the epithelial cells of the respiratory tract, salivary glands, sweat glands, pancreas, and intestine. As a result, mucociliary clearance of the
respiratory tract becomes insufficient, which creates favorable conditions for the emergence and progression of respiratory infection and maintenance
of chronic inflammation. The risk of secondary AA-amyloidosis in cystic fibrosis is associated with chronic inflammation and correlates with the
level of markers of the acute phase of inflammation (C-reactive protein (CRP), serum amyloid A (SAA)). The article describes a 23-year-old patient.
The manifestations of cystic fibrosis (recurrent respiratory infections and pancreatic insufficiency) were detected at birth. The diagnosis was made
at the age of 2 years based on a sweat test; genotyping revealed a 2184insA/CFTRdele2,3 mutation. The peculiarity of the presented case is the
development of secondary systemic amyloidosis in an adult patient with cystic fibrosis with kidney, liver, spleen, colon, and lymph node involvement.
The clinical picture was dominated by nephrotic syndrome, which is associated with hypercoagulability due to loss of natural anticoagulant factors
(antithrombin and protein S) with urine, as well as increased synthesis of procoagulants (factors V, VII, and fibrinogen). The immediate cause of
death was pulmonary embolism from thrombosed veins of the lower legs, which is most likely associated with hypercoagulability and endothelial
dysfunction due to nephrotic syndrome and secondary amyloidosis. Conclusion. Chronic systemic inflammation in cystic fibrosis contributes to the
development of secondary amyloidosis with renal damage and the development of nephrotic syndrome, which in turn provokes hypercoagulability

and the risk of thromboembolic complications.
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MyxkoBucunno3 (MB) pazBuBaeTcs B pe3yjbTaTe MyTaluu
TeHa, pacItoJIOXKEHHOTO Ha IJTMHHOM IIjieue 7-i XpoMOCo-
MBI, ¥ HaCJIEAYEeTCS IO ayTOCOMHO-PEIIECCUBHOMY THITY.
MyTaiiys reHa TpaHCMEMOPaHHOTO PEryJISITOPHOTO OeslKa
MB (CFTR) npu MB npuBoaut K HapyleHuo hbyHKIIUU
XJIOPHOTO KaHaJjia, KOTOPBIi JTOKAIM3YeTCsI B OCHOBHOM
B SMUTEINATBHBIX KJIETKaX IbIXaTeJbHBIX TIyTeit (I1),
CJIIOHHBIX, MMOTOBBIX XeJe3, MOMXKETYI0UHON! Xeese,
kumeyHuke [1].

Hapymenue ¢yuakuuu 6enka CFTR urpaet ximoue-
BYIO POJIb B TIAaTOT€HE3¢ Pa3BUTHSI MATOJIOTMH JICTKUX, TIPU
9TOM OJIOKMPYETCSI TPAaHCTIOPT MOHOB XJIOpa B SMUTEH -
TbHBIX KJIETKAaX OPOHXMAIBHOTO IepeBa U YBEJINUUBAETCS
abCcopOIIMSI HOHOB HATPUSI, BCICACTBUE YETO IIPOUCXOIUT
JIeTuapaTalis OPOHXUAJIbHOTO ceKpeTa, KOTOPhI cTa-
HOBUTCS 60Jiee TYCThIM M BI3KUM. B cBoto ouepenb, 310
MPUBOAUT K HAPYLIEHUIO MYKOLIMJIMAPHOTO KJIWPEHCa
1 3aCTOI0 ceKpeTa [2], 4To co3maeT OJaronpusiTHEIEC yC-
JIOBUS JUTSI TIOSIBJICHUST Y TIPOTPECCUPOBAHMS PeCIIMpa-
TOPHOI MH(EKILINH.

Hawubonee yactbimMu Bo3oyauteasiMu mpu M B siBmstitoT-
cs Staphylococcus aureus, Pseudomonas aeruginosa, B TI0-
caemHue roawl — Burkholderia cepacia complex (Bcc) v psin
JIPYTUX TPaMOTPHULIATEIbHBIX MUKPOOpraHu3MoB. [lepcu-
cTupylolias 6aktepuanbHas UHGEKIMS U BOCITaJleHUe
BEIYyT K CTPYKTYpHBIM HapymeHusM JII1. dopmupyercs
«IIOPOYHBII KPYT», IIPU KOTOPOM OPOHXO3KTa3bl U OPOH-
XHuajbHas 00CTPYKIIMS CIIOCOOCTBYIOT XPOHUYECKOMY Te-
YEeHUI0 OaKTepUaibHON MHMEKIMU, a UHOEKINOHHBII
MIPOLIeCC YCYTYOIISIeT TSKeCTh OPOHX03KTA3uu [3].

AMUIIONI03 — IpymIia peaKux 3adojeBaHUM, TIpU
KOTOPBIX HAOII0AAeTCs OTJIOKEHME B TKaHSIX M OpraHax
(GubGPULTIIPHOTO ITUKOMPOTEUAa aMUJIOMAA, YTO TTPUBO-
IWAT K HAPYIICHUIO CTPYKTYPHI ¥ (DYHKIINH TTOPAKEHHBIX
OpraHoB. BIneasioTcst MepBUYHBIN (MIMOTIATUICCKUIA),
TeHEeTUYECKUi1 (CeMEIHBIN ) U BTOPUUHBIN (MTpUOOpETEH-

HbIiT) amMmuiouaos. Jlokaauzauuu oTJ0XKEeHU aMUIou/I -
HBIX MacC MOTYT OBITh CAMBIMM pa3HOOOPAa3HBIMHU [4].
[Tpu MB pasBuBaeTcsa BTOpUYHBINH AA-aMuiIonao3 (A-
amMuIona, A-TIpoTerH), MpU KOTOPOM OeToK (hubpuiI
aMmionaa oopasyercss MakpodaraMy U3 ryMOPaJIbHOTO
MpeAIIecTBEHHNKA chIBOpoTOouHOTO ammtonaa A (CAA),
KOTOPBII BhIpA0ATHIBACTCS B TIEUCHU MTPU BO3ACUCTBUMN
UHTepJIeKUHA- |, KOHLIEHTpaLXsI MOCJIeIHEro YBeINUHr-
BaeTCs B XOIIe XPOHMUYECKOTO BOCHAJICHUS TTPU HAJTMUUHT
MHOKECTBEHHBIX OPOHX03KTa30B [3, 6]. Prck BropruaHOro
AA-amuonao3a pu XpOHMYECKOM BOCTIAJICHUU acCo-
LIMMPOBaH C MEPCUCTUPYIOIINM MOBBIIIIEHUEM MapKepoB
ocTpoii ¢hassl BocnasieHus (C-peakTuBHbIi 6e10K (CPDB),
CAA).

Bropuynbiii amunonno3 cocrasisger 60—90 % ot Beex
BUIOB aMWJIOUI03a, a MPU XPOHUYECKUX HATHOUTEb-
HBIX 3a00JIeBaHUSX JIeTKUX pa3puBaeTcs B 30 % ciyva-
eB [7]. BnepBble BropuuHbIil amuionno3 npu MB onucan
B 1967 r. Bo3pact nuarHocTuku amuiionaosa npu MB
cocrapnsieT 13—37 net, MmeauaHa aebroTa IpoOTeMHYPUUN —
21 ron [8]. IIpenapacnonaraloliiMu K pa3BUTUIO aMUJIO-
nIo3a (pakTopaMM SIBJISTIOTCS KOoJIoHU3anus P, aeruginosa
¥ HeaJleKBaTHOE JIeYeHUE OOJTbHBIX B IETCKOM BO3pa-
cre [9]. I'pynna pucka misi pa3BUTUSI aMUJIOUI03a MPe-
craBjieHa nanueHTamu ¢ MB B Bo3pacte crapiie 15 jeT.
Kax npaBuno, amuionno3 nouex npu MB nuarHoctupy-
eTCs Ha CTaauX BOZHUKHOBEHMST HE(DPOTUUECKOTO CHH-
npoma [7]. B.B.Tey u coagm. cnenaHo MpeArnonoxeHue,
YTO B pa3BUTUN aMUJIONI03a IIPY HAJTMINY CUHETHOMHOM
MTAJIOYKH, 30JI0TUCTOTO CTa(PUIIOKOKKA, CTPEIITOKOKKOB,
KJIeOCHEIUIbI OIpeIeIEHHYIO POJIb MOXKET UTpaTh 0aKTe-
puanbHbIi B-amunons [10].

[Tpu coBpeMeHHOI MOPGhOIOrMYECKOi TMarHOCTUKE
aMWJIONI03a TIpeaycMaTpUBaeTCsl He TOIbKO OOHapyKe-
HUE C TOMOIIBIO OKPACKU KOHTO KpacHBIM (110 Puchtler),
(GJII0OpeECeHTHONM MUKPOCKOTIMU ¢ TUO(JaBuHOM T,
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S 1 mossIpU3aMOHHONM MUKPOCKOIUHU, HO U 00s13aTeTb-
HOe TUMTMPOBAHUE aMUJIOKAA, TTOCKOJbKY TUIT aMUJIOUIA
OIpe/ielIsIeT TepalleBTUUECKYIO TAKTUKY. JIJI TUIIMpoBa-
HUS 4acTO TIPUMEHSETCS Impoda ¢ mepMaHTraHATOM Ka-
Just. OMHAaKO OKpacOUYHbIe METOIbI HEe BCEra MO3BOJISIIOT
YCTaHOBUTH TUIT aMuiaouaa. Hanbosee yacto ajis ructo-
JIOTUYECKOTO TTOATBEPKACHNST aMUIONI03a TIPOBOTUTCS
OMOIICUS CIM3UCTOM 000JIOUKU TIPSIMOM KUIIIKU, IECHBI,
abOMUHAIBHOM KUPOBO1 TKaHU, Mouku. buoncus ciu-
3UCTOTrO U MOJACAUZUCTOTO CJI0EB MPSIMOIA KUILIKKU MTO3BO-
JisieT BuIIBUTH ammionn y 70 % 00bHbIX, a OMOIICHS TIO-
yku — npaktudecku B 100 % ciyyaes.

Llenbio paboTHI SBISITIOCH OOCYKIEHME Ha TIpUMepe
KJIMHUYECKOT0 HabI0IeHUSI TaTOMOP(OJIOTrUU U MOIXO0-
JIOB K IMAaTHOCTHKE, JICUCHHIO U IIPODUIAKTIKE OCIOKHE-
HUI BTOPUYHOTO amuionao3a Ha ¢oHe MB. ITpuBoaurcs
CcOOCTBEHHOE HAOJI0JeHUE PAa3BUTHSI BTOPUYHOTO aMUJIO-
11032 Pa3IMYHbIX OPraHoOB y nauueHTa ¢ MB.

Knunuueckoe Habnioperme

[Mamuent C. 23 ner. [IposgBrenuss MB (penuauBupyroiiie
pecnupaTtopHble MHGEKIINY 1 MTaHKpeaTudeckast HeloCTaToq -
HOCTb) OTMEYAJIUCh C POXKIEHUSI, HO TMAarHo3 ObL1 YyCTAHOBJIEH
B Bo3pacTe 2 JIeT Ha OCHOBaHUM TTOTOBOM MTpoObI. B manbHeli-
IIeM IPY TTPOBEICHUN TeHETMUECKOTO UCCIIeIOBAHNS BBISIBIICHBI
2 natoreHHbIX BapraHTa reHa CFTR — 2182insA u CFTRdele2,3.
B Hacrosiiee Bpemst TapreTHast Tepanus ISk TaHHOTO TeHOTH -
rna He pa3padoraHa. B paHHeM leTCTBe MPOU30ILIO UH(PULIM -
posanue I1 S. aureus, 3aTem npucoenuHunach P. aeruginosa,
¢ 2013 1. — Bec. [TanmmeHT HabMogaICA B peTHOHATTLHOM LIEHTPE
MB, peryssipHO MoJTyJast CTAaHIapTHYIO TEPAINIO, JTOTIOTHUTE b~
Hoe rurnepkajgopuitHoe nuraHue. C MOMeHTa MH(PULIMPOBAHMS
Bcc B TOOIPOCTKOBOM BO3pacTe COCTOSTHUE TTAllMeHTA YXYIII-
sock. C Havasia 2022 r. HabJI0AAIOCh HETTPEPBIBHO PELIUAUBU-
pyloliiee TeueHue 3a00JeBaHusI, KOTOPOE BbIPaXKaloCh B CTOM-
KUX TEeMIIePaTypPHBIX peakIrsIX U HEOOXOTUMOCTH ITPOBEICHUS
YacTBIX KYPCOB BHYTPUBEHHON aHTHOAKTEpUAIBHOM Tepanuu
(ABT), nmocyie KOTOpbIX OTMeYaach HEMPOIOKUTEIbHAS Pe-
MMCCHSI.

B Hos6pe 2022 r. Ha BbICOTE O0OCTpPEHUS BIEPBbIE MOSI-
BUJIOCh KPOBOXapKaHbe B BUIE MPOXKUIOK KPOBU B MOKDPOTE,
B IaJbHEHIIIEM KpOBOXapKaHbe MePUOINIECKU PEIIUIUBUPO-
BaJo.

B stuBape 2023 r. manueHT ObLI 3KCTPEHHO FOCIUTAIU3UPO-
BaH B CBSI3U C TOHKOKHUIIIEYHOI HETTPOXOAMMOCTBIO, yCTPaHEeH-
HOI BO BpeMsI Ollepaliui, OTHAKO B CBSI3W C COITYTCTBYIOIITUM
pa3BUTUEM OPOHXOJIETOYHOTO 000CTPEHUS OTJIYUUTD MallMeHTa
OT UCKYCCTBEHHOI BEHTUJISILINM JIETKUX HE YIaBaJIOCh B TCUCHUE
17 nHeii. B pe3ynapTare OCI0XKHEHUH MOCIEONepalluOHHOTO Tie-
puoaa pa3Buach XpoHudeckasi runokcemus. B reuenue 2023 r.
MalyeHT 4 pasa ObLT TOCITUTATM3UPOBAH B CBSI3U ¢ 00OOCTPEHMSI-
Mu MB u ycyryGseHurem apixateapbHoit HenoctatouHoctu (JIH).

B mae 2023 r. BepBbie 3aperucTpMpoBaHa runepKanHus
(TTapiyaibHOE JaBJIEHUE YIJIEKUCIIOTO Ta3a B apTepUabHOMK
kposu (PaCO,) — 1o 63,1 mm pr. cT., pH — 7,425; napumanbHoe
JaBJieHMe KUCI0posia B apTepuaibHoit kposu (Pa0,) — 60,0 Mm
PT. CT., HACHIIIIEHNE TeMOTJIO0MHA apTepUaTbHON KPOBU KHC-
noponom (Sa0,) — 88,2 %), B cBA3M C STUM MHULIMMPOBAHA
IJIUTeNbHAs HEMHBA3MBHAsI BEHTUJISALMS Jerkux. Toroa xe
10 JaHHBIM CIIMPOMETPUM BBHISIBIIEHA OOCTPYKIIUS KpaifHe TsI-
KeJoi creneHu (00beM (hopcUupoOBaHHOIO BbIIOXA 3a 1-10 ce-
kyHay (O®B)) — 0,731 (15 %, ), bopcupoBaHHas Xu3HeHHast
emMkocTh Jierkux (PKEN) — 1,321 (23 %, ).

YuuTeiBasi mporpeccupymoliee yxXyalleHne COCTOSTHUS,
B uiosie 2023 . mManueHT BKIIOYEH B JIUCT OXWIAHUS TPAaHC-
TJTAHTAIIVY JIETKUX.

B teuenue 2023 r. HEOMTHOKPATHO ITPOBOIMIOCH OAKTEPHO-
JIOTUYECKOE MCCIIeIOBaHNEe MOKPOTHI, B XO[Ie KOTOPOTO BhICe-
BaJMCh B. cenocepacia, B. vietnamensis, Enterococcus faecium,
Escherichia coli, ipy 5TOM y MaleHTa BBIIEISUIOCH OOJBIIOE
KOJIMYECTBO THOWHOW MOKPOTHI B COUETAHUM C DTMU30IaMU
JIUXOPANKU, SIBICHUSIMA MHTOKCUKAMK. [1o maHHBIM 00111eTo
1 OMOXMMUYECKOTO aHAIN3a KPOBU CTOMKO PETUCTPUPOBAIICS
YMEPEHHBII JIEKOIIMTO3, TIOBBIIIIEHNE CKOPOCTH OCETaHMS dpU-
tporuToB (COD) u yposHsa CPb. Ha (hoHe KoMOMHMPOBaHHOIT
ABT ymanoch ocTHYb JIUIITL HEKOTOPOTO YMEHBIIIEHUS CTETIEH
THOWHOCTU MOKPOTHI, MHTOKCUKAINU, TskecT JIH, a taxke
CHIDKEHUST, HO He HOPMaJIM3alluy TloKa3aTesiell CHCTEMHOTO BOC-
manenust (COD u CPB), coxpaHsics cToiikuit cyodeoprInTeT.

B mae 2023 1. BiepBbIe BBISIBIIEHA TPOTEUHYpHS 10 1 T / 11,
U3MEHEHUI B Ocallke aHaJlM3a MOUYM He oTMeueHo. DyHKIno-
HaJIbHasT CIOCOOHOCTBH MOYEK 0CTaBajach COXPAHHOM:

*  YpOBeHb KpeaTMHMHA — 52,8 MKMOJIb / I
*  MoueBuHa — 2,5 MMoub /
* cKopocTh KayboukoBoii ¢unasrpanuu (CKD) —

140,17 o1 / mun / 1,73 M.

K utomo 2023 1. mpoTeuHypust 1ocTuriaa 2 T / JI, OTEKOB
He 0TMEYaJIoCh, MOUEBOI OCAIOK TO-TIPEXXHEMY ObUT B HOpME,
YpOBeHb KpeaTUHMHA cocTaBisut 84,7 Mkmoib / 1, CK® — 114,
88 vt / mun / 1,73 M2

B HOs16pe 2023 1. HA hoHEe 06OCTPeHUST OPOHXOIETOYHOM
WHGEKINY BIIEPBbIe TTOSIBUJICS OTEYHBIN CUHAPOM B BUIE MSIT-
KUX CHMMETPUYHBIX OTEKOB CTOII, TOJIEHEl, Oeiep, MOSICHULIBI,
repeaHeil OprolrHoi creHKu. [Tt morcka MPpUINH OTEYHO-
TO CUHApPOMA MPOBEIeHO o0cienoBaHue (3xokapanorpadus,
YIBTPa3BYKOBOE MCCIEAOBAHNE OPIOIIHOM TTOJOCTH U TIOYEK,
OMOXMMMUYECKOE MCCIEeNOBAHNE), UCKITIOUEHBI TAKUe TIPUIM-
HBI 3aI€PKKU KUAKOCTH, KaK MATOJIOTHS TIEUeHU U CepeTHast
HEIOCTAaTOYHOCTb.

CocrosiHre TTallMeHTa pacleHeHo Kak Ae0oT HedpoTmie-
ckoro cuaapoma. CyTouHast moTepst 6esKa ¢ MOUOi COCTaBIsIA
7 T, 0OHAPYKEHBI TUTIOIPOTenHEeMUS (47,8 T / JT) ¥ TUTIOATBOY-
MuHemust (23,6 T / 1), MOBBILIEHUE KOHLUEHTPpALMKY (PUOPUHOTE-
Ha u xonectepuna. Kpeatunun u CK® ocraBanuch B penenax
HOpMaJIbHBIX 3HaUeHui (53,5 MkMob / 11 138,74 Mot / MmuH /
1,73 M? coOoTBETCTBEHHO). B OMonTare rmpsiMoii KMILIKHU B COOCT-
BEHHOI TTACTHKE CIIM3UCTOI 000JI0YKM 0OHAPYKEHO TOMOTEH-
HOE 203MHOMUIBHOE BEIIECTBO C TIO3UTUBHOW OKPACKOI KOHTO
KkpacHbIM. CreiaHo TIPeIooKeHe O Pa3BUTUU BTOPUIHOTO
CHCTEMHOTO aMIJIONI03a C TIOPAKeHUEM MTOUEK U TUTTIOOHKUEH
Ha (hoHE HeTPEPHIBHO PEIIUIUBUPYIOIIEH pecTTMPaTOPHON MH-
dexkuun y marmmenta ¢ MB. BoibHOI KOHCY/IBTHPOBaH He(po-
JIOTOM, PeKOMEHIOBaH MpreM auMeTwicyinbdokcuna. Ha dhone
Tepanuu GypoceMUoM U BHyTPUBEHHBIM aTbOYMUHOM YIAJIOCh
TIOCTUYD ITOJIHOTO Pa3pelieHusT OTeTHOTO CHHAPOMA TP COXpa-
HSIIONIeICS TIPOTENHYPUU.

B navane ssHBapst 2024 r. mpousolien peuuanuB OTEIHOTO
CHMHIPOMA U Pa3BUTHE aHYPUU, UTO TIPUBEJIO K TOCTIUTAIN3ALIUN
B OTHeJIeHNe UHTEeHCUBHOU Tepanuu. Briepsrie 3apeructpu-
POBaHO TMOBBILIEHUE YPOBHS KpeaTnHUHA (155,2 MKMOJB / 71),
Mo4ueBUHBI (9,8 MMoOIb / 1), HU3KUI obmuit 6enok (47,7 T / )
u anboymMuH (23,4 r / 1) TIpy HOPMAJbHBIX KOHIICHTPAIIUSIX
kamus (3,1 MMonb / 1) u Hatpus (124 mMonb / n). 1o naH-
HBIM KOMITBIOTEPHOI TOMOTpaduy OpraHOB TPYTHON KIETKU
1 OPIONTHO MTOJIOCTY OTMEUEHBI PACTIPOCTPAaHEHHBIE OPOHX09K-
Ta3bl, U3MEHEHUST TIOIKETYIOYHOI JKeJIe3bl ¥ TeraToCTUIEHOMe-
ramvsi. Ha ¢pone BHyTprBeHHOTO BBeneHUsT hypoceMuaa Iuypes
BocCcTaHOBWICA. Briocinencteuu Habmonanach moauypusi 1o 2 1
B CYTKM, KpeaTUHWH CHU3WICS 10 117,4 mxmoinb / 1. OgHako
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3HAYUMOTO YMEHBIIIEHNS BBIPAXKEHHOCTU OTEYHOTO CUHIPOMaA
JOCTUYD HE YIAI0Ch, TAKXKe HAOTIONAMCH IMXOPAIKa, OOJIbIIIoe
KOJIMYECTBO THOWHOW MOKPOTHI C TIPOKUITKAMU KPOBU, COXpa-
HEHVe MaCCUBHOU MPOTEUHYPUU.

B xon1e suBapst 2024 r. pa3BUINCH IMapes M1 PBOTA «KO-
deitnotii rymeit». [Ipu mpoBeneHnn 330¢haroracTpomryoneHo-
CKOTIVY BBISIBJIEHBI OCTPBIE PO3UN CITM3UCTOM XKeJynKa 1 Be-
HaauaturnepcTHol kumku. Ha done BBeneHust TpaHekcaMo-
BOI KMCJIOTBI KPOBOTEUEHUE U3 XKeJIyaKa He PeIUINBUPOBA-
JIO, HO COCTOSTHUE TIAlIMeHTa KaTaCTPOMUUIECKH YXYIIINIOCH,
pa3BWIaCh TOJMOPTAaHHASI HEAOCTATOYHOCTD C yCYTyOIeHeM
IMOpaXXeHUsI MoYeK (KpeaTUHUH OOCTUT 622 MKMOJIb / JI, MO-
yeBMHA — 37 MMOJIb / JT), TIedeHHU (acrapTaTaMuHOTpaHcdepa-
3a — 534, amanmHamuHoTpaHchepaza — 480 ME / i), cepaiia
(NT-proBNP — 21 200 rr / Mi1), TUIIepAeTKOLIMTO30M, aHEMU-
eif, 2JIEKTPOJIUTHBIMU HAPYIICHUSIMU, T€KOMIIEHCUPOBAHHOM
JH. YpoBens D-numepa moseicuiics 1o 35 200 HT / MiI, HO ofI-
HOBPEMEHHO TI0 TaHHBIM KOAryJIOTpaMMBbl PETUCTPUPOBATINCH
MPU3HAKY CHUKEHUST CBEPTHIBAEMOCTH KPOBU:

*  aKTUBUPOBAHHOE YACTUYHOE TPOMOOILIIACTUHOBOE BPEMST —

68,4 ¢ (Hopma — 10 38 ¢);

*  MEXIyHapomIHOe HOPMAaTM30BaHHOE OTHOIIeHUE — 2 €.

(Hopma — 1o 1,5 enm.);

*  TIpoTpoMOUHOBOE BpeMst — 23,7 ¢ (HopMma — 110 18 ¢);
* TpombOuHOBOE Bpemst — 40 ¢ (Hopma — 10 18 ¢).

HecMoTpst Ha mpoBoaMMOE JIeueHNe B YCIOBUSIX peaHuMa-
LIMOHHOTO OTHEeJIeHUs manueHT ckoHyancs. ChopmynupoBaH
3aKJTIOUUTENBHBIN TUATHO3.

OcHosHoe 3abonesanue. E84.0 (MB) (2184nsA/CFTRdele2,3),
TSDKENIOe TeYeHre, XPOHMYECKIiT THOWHO-00CTPYKTUBHBIN OPOH-
xuT, oboctpeHue. JnddysHsie OpoHX03KTa3bl. Anddy3HbIit
mHeBMocKIepo3. Mudunuposanue 11 Bee, S. aureus (MeTu-
LIWITAH-PE3UCTEHTHBII 30JI0TUCTHIN CTaMIOKOKK — MRSA),
P. aeruginosa. XpoHn4eckuii maHKpeaTUT. XpOHUIeCcKast TaH-
KpeaTuiecKasi HeIoCTaTOUYHOCTh. belkoBo-aHepreTryeckast
HEeOCTaTOYHOCTh. ['acTpoa3odareanbHas pedmokcHast 60Te3Hb.
Hapymienue ToepaHTHOCTH K TITIOKO3€.

Ocnoxcrenus ochogroeo 3abonesanusi. Octpas 1H Ha done
xpoHnueckoit JIH, runmokcemMnyueckast u rurepKamrHIecKas.
HckycctBennast BeHTmisius Jterkux 23.01.24. CocTosiBieecs
KPOBOTEUEHWE U3 OCTPBIX PO3UN KeTyIKa 1 TyKOBUILIBI IBEHA-
LATUTIEPCTHON KUIIKN. CUCTEeMHBIN aMWIONI03. AMUTIOUI03
rmouek. XpoHudeckas 6oyie3Hb nmouek C1A4. Octpoe mospe-
JKIEeHUe TMOoYeK (OlIEHKA COTJIACHO MTOIOXKEHUSIM KITMHIYECKIX
MPaKTUYECKUX peKoMeHaauuii « MHULIMaTUBa 10 YIydIIeHUIO
IJI00AJbHBIX UCXOMO0B 3a00yieBaHMii 1Touek» (Kidney Disease:
Improving Global Outcomes — KDIGO) — 3). XpoHuueckasi TU-
roxpoMHasi anemusi. OCTpasi CepIeyHO-COCYANCTasT HeMoCTa-
TOYHOCTh. UHTOKCUKAIIHSI.

Poct ymepiero manuenTa cocrasmsut 180 cM, Macca Tena —
56 xr, unnexc maccel tesia (MMT) — 17,3 xr / M?; IpaBUIIBHOTO
TEJIOCIIOXKEHV ST, TTOHVDKEHHOTO TTUTAHUSI.

Jleexue: macca — 1 970 T, TecToBaTOil KOHCUCTEHIINU,
B | cermMeHTe mpaBoTO JIETKOTO — TOHKOCTEHHBIE TTy3bIpu (OyI1-
JIBI) AMaMETPOM 110 1 CM, ¢ TTOBEepXHOCTH JIETKHE — Cepo-Kpac-
HBbIE 1 PO30BAaTO-TEMHO-KpPacHBIE, Ha pa3pe3e — KpacHBIE;
B | u Il cermeHTax Jierkux oOHapyKeHbI MepUOPOHXUATbHbIE
YYaCTKU IJIOTHOM GeJlecoBaToil TKaHM pa3mepamMu oT 1 X 1 X 0,7
10 2,5 X 2 X 2 ¢M; ¢ TOBEPXHOCTH Pa3pe30B CTEKAJI0 YMEPEHHOE
KOJIMIECTBO XUIKOW KpoBU. HuxkHemoneBbie M cerMeHTapHbIe
OPOHXM — C MHOXECTBEHHBIMY BAPUKO3HBIMU OPOHXOIKTa3aMU
10 2 CM B TIEpUMETpPE, TOCTUTAIONINE BUCIIEPATBHON TUIEBPHI,
B MPOCBETaX — HEOOIBIIOE KOJIUIECTBO OEXeBOii TYCTOI MO-
KpOTBHI, CITU3UCTAsT 000JI0UKa — B OPOHX09KTa3axX, KpacCHOBATAsI,
tyckias. CybcerMeHTapHbIe OPOHXU — C YTOJIIIEHHBIMU CEPO-
BaTbIMU CTE€HKAMMU, BBICTYIIAIOT HAl TTOBEPXHOCTHIO PAa3pPE30B.

Ilodoceaydounas xceneza: macca — 40 1, TIJIOTHASI, B BUIE
OeslecoBaToro Tska, pasmepamu 11 X 2 X 2 ¢Mm; Ha pa3pe3e —
OestecoBarasl, C OKPYIJILIMU ITOJIOCTSIMU BO BCEX OTIEIAX, va-
metpom 0,5—0,7 cM, B 9acTH TosiocTeii — OeiecoBaThie KAMHU,
IIOJIbYATOCTh HE OIpeaessaeTCsI, JKeae3a OKpyKeHa OOJIbIINM
KOJINYECTBOM XXKMPOBOU TKAHU.

[leuens: Mmacca — 2 100 r, TUIOTHAsA, TTOBEPXHOCTD TJIaAKasl,
Ha paspe3e — XKeJITOBaTO-KOpUYHeBasi, CaTbHOTO BU/IA.

ITouxu: macca — 860 T, Karcyja ¢ Io4eK CHUMAETCS C He-
KOTOPBIM TPYIOM, OOHaXasl TJIAIKYIO KeJITOBaTO-KOPUIHEBYIO
TTOBEPXHOCTD, Ha pa3pe3e — CaTbHOTO BUA, TPAaHMIIA KOPHI 1 ITH-
paMmI YeTKasi, MMpaMHUIbl KpaCHOTO 1IBETa.

Cenesenka: macca — 420 1, IUTOTHAsI, TIOBEPXHOCTD IJIaAKasl,
Ha pa3pe3e — KUPINYHO-KPACHOTO 1IBeTa, CAJIbHOTO BUIa, 6e3
cocko0a IyJbITel. JInmbarnueckue y3ipl OMpypKalnm Tpaxen
U TIEPETHETO CPEIOCTEHMS — BIaCTUYHBIC, TUaMETp — 3—7 CM,
C TIOBEPXHOCTH W Ha pa3pe3e — (pHOoJIeTOBHIE.

Cimsucrast 060J109Ka TOJICTOM KUIITKHU OJIeTHO-cepoBaTasi,
BJIaXKHAasl, CKJIAAYAaTOCTh CIVIaKEHA, B IIPOCBETE — KOPUUHEBOE
MOJIyXunKoe copepxkumoe. CTeHKa MpsIMOI KMIITKK OeJiecoBa-
Tast, OTeYHas1, CIM3UCTasT 000I0YKa CIIIasKeHHAST.

Tucmonoeuueckoe uccredosanue. B 1eTKUX — yIaCTKU BbI-
paxkeHHOTO MepPUOPOHXUATLHOTO (GUOPO3a pa3HbIX pa3MepoB
¢ muhy3HOI 1 09aroBoit TMMGOUIHON MH(MUIbTPAIIUEi, 31eCh
K€ BCTPEYAIOTCSI TIOJIOCTA HEOOIBIINX pa3MepOB, IPUUYIINBOI
(G opMBbI, BEICTIIAHHBIC OMHOPSIHBIM KyOMUECKUM SITUTEIUEM,
JmMbonaHas THOWIbTPALIUS CTEHOK TEPMUHATBHBIX OPOHXM -
0JI, MECTaMU C TIEpUOPOHXUOISIPHBIM OTEKOM M JIMMMOUIHOM
WHOWIbTpaMeil. DUTEINI B OpOHX03KTa3aX MECTaMU OTHO-
PSITHBIN, MeCTaMU C TUIOCKOKJIETOYHOM MeTaruia3ueit, aTpo-
(ust MBIIIEYHOI 000JIOUYKY CTEHOK, aHTHOMATO3 M JIMM(OUITHAS
nuddy3Has MHOUIBTpALUs COOCTBEHHOM TIACTUHKU CIIM3M-
CTOIT 000JIOUKM U CTEHKH, B TIPOCBETAX — KJICTOYHBIN JETPUT
¢ Heiitpodunamu. BeipaxkeHHast tuMdonuTapHass THOUIb-
Tpalus CTCHOK TepMUHATbHBIX OpOHXMOJI. [1epnOpoxuanbHbIi
$ubpo3, CTEHKN YaCTU aJIbBEOJI YTOJIIECHBI 32 CYET HEKHOTO
¢ubpo3a. B mpocBeTe BETBU JIETOYHOI apTePUU — OPTraHU3YIO-
LIUICS TPOMO, B HEKOTOPBIX OKPYKAIOIINX IIPOCBET aJIbBEOIax
OTMEUEHBI CKOTUICHUS 3PUTPOIIUTOB C OYaTOBBIM HEKPO30OM
MEKaJTbBEOJISIPHBIX ITEPETOPOIOK.

BripaxxeHHBIN (hOPO3 TKAHU MOMKEIYIOUHOM KeJIe3bl
(puc. 1), B eIMHUYHBIX COXpAaHUBIINXCSA (pparMeHTaX TKaHU
XKeJle3bl — eAMHUYHBIC aTpOo(UIHBIE OCTPOBKM JlaHTepraHca
(puc. 2).

B neyeHn o6HapyXKeHBI 04aroBble O€CCTPYKTYpPHBIE Mac-
CBI C TIOJIOXKUTEbHOM OKpacKOil KOHTO KPaCHBIM B TOJIbKaxX

(puc. 3).

Puc. 1. ®u6GpO3HO-KUCTO3HBII MaHKpeaTUT (Makporipernapar)
Figure 1. Fibrocystic pancreas disease (macro preparation)
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B noukax — majoKpoBue KiayoouKoB, KOJUIATC YaCTU KITy-
GOYKOB, OTJIOKEHMSI aMUJIOU/A B YaCTH KAMMJISIPHBIX TIETEJb
KITy00uKOB (puc. 4).

B ceneseHke — MacCUBHBIE OTJIOXKEHUSI O€CCTPYKTYPHBIX
MAacc ¢ MOJIOKUTETbHOM OKPACKO# KOHTO KPacHbIM B (HOJLTH-
KyJlaX 1 CTeHKaX apTepuo (puc. 5).

B 6udypkanrmoHHoOM TnMdaTUIECKOM y3Jie HabIonanach
peayKiust HosUTMKYIIOB, 04aroBasi mpoJirdeparyisi TMCTUOLIMTOB,
OTJIOXEHUS] aMUJIOMIA TIPU OKPACKE KOHTO KPACHBIM B CTEHKAX
apTepuol.

B snuTtenu CUTMOBUIHOM U MPSIMOM KUIIKU — OTJIOXE-
HUsE 6ECCTPYKTYPHBIX MACC C TOJOXUTETbHON OKPACKON KOHTO
KpacHBIM (puc. 6).

Ha ocHOBaHMU MaKpO- 1 MUKPOCKOITUUECKOTO UCCIIEI0BA-
HuUst chOPMYJIMPOBAH MAaTOJIOr0OAHATOMUYECKHUIA TUATHO3.

OcHosnoe 3a6oresanue. E84.0 MB (2184nsA/CFTRdele2,3),
XPOHMYECKUI (PUOPO3HO-KMUCTO3HBIN MTAHKPEATUT ¢ aTpodueii
TKaHM XeJe3bl (Macca — 40 T, anbda-amMuiasa CBIBOPOTKH KPO-
B — 159,1 ME / 1), arpoduuecKuii KOJUT, MHOKECTBEHHBIE Puc. 4. AMwioun B Kanujuisipax KiyooukoB. OKpacka KOHTO Kpac-
BAPUKO3HbIE THOMHbIE GPOHXO3KTA3bI B HUXKHUX A0MsIX (Gakre-  HPIM; X 200
puonorudecku — Bee, S. aureus (MRSA), P. aeruginosa), ouaro-  Figure 4. Amyloid in glomerular capillaries. Congo red; x 200

Puc. 2. ®ubpo3 u atpodust MOIKETyIOIHOM XKene3bl. OKpacka rema- Puc. 5. Otnoxenue amwionaa B doyiukyie cenedeHku. Oxpacka
TOKCUJIMHOM U 303uMHOM; X 100 KOHTO KpacHbIM; X 100

Figure 2. Fibrosis and atrophy of the pancreas. Hematoxylin and eosin Figure 5. Amyloid deposition in the splenic follicle. Congo red; X 100
staining;x 100

Puc. 3. OtnoxeHus amuionaa B TKaHu reyeHu. Okpacka KOHIo Kpac- Puc. 6. AMuiou B oIUTEIUU TTPAMOit Kk, OKpacka KOHIO Kpac-
HbIM; X 100 HbIM; X 100
Figure 3. Amyloid deposits in liver tissue. Congo red; x 100 Figure 6. Amyloid in the rectal epithelium. Congo red; x 100
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BbIii (pOPO3 B MEPBBIX CETMEHTAX JIETKUX, OyJIie3Has ambuzema
B | cermMeHTe mMpaBoro JIETKOTO, CMIAlKM MPaBOil TUIEBPATIbHON
noJyioctu. JlanapoTtomusi, peBU3usl, APEHUPOBAHUE OPIOLIHOMK
MOJIOCTH IO MOBOJY OCTPOi1 00TYpallMOHHOI TOHKOKUIIEYHOI
HerpoxoaumMoctu (01.01.23).

Ocaoncrenus. Uctonienne (MMT — 17,2 kr / M?). Turnoriu-
KeMUs (TJII0K03a ChIBOPOTKU KpoBu — 0,3—4,3 mmouns / 1). ['n-
ronpoTerHeMust (001MIi GeTOK CHIBOPOTKY KPOBU — 56,8 T/ 11,
anboymuH — 33,1 1/ 1). AHemust (reMorsioouH kposu — 71 1/ 11,
reMaTokput — 22,2 %). AMWIONIO3 cee3eHKH, TTeueH! (TToKa-
3aTesib acnapraraMuHoTpaHcdepassl — 534,4 ME / 1), cTeHKHn
npsimoii kuiku (buorncust Ne 42469 ot 28.11.23), nouek. A3zo-
TeMUs1 (MOUYEBMHA CHIBOPOTKHU KPOBU — 37 MMOJIb / JI, KpeaTh-
HUH — 622 MKMOJb / 11). O6TYpHpyIole TPOMOBI B TIIyOOKHX
BeHax MpaBoii rosieHu. TpomMO03MOO0JIMS BCeX CerMEHTapHbBIX
BeTBeil JIerouHbIX aprepuii. [emopparmueckue nHbapkTs B X,
X cerMeHTax rpasoro Jierkoro. OTeK roJIoBHOr0 MO3ra C BKIIU-
HEHMEM B O0JIbLIOE 3aThIJIOYHOE OTBEPCTHE.

3akarwuenue. [lepBoHavaibHasl MpuyrMHa cMepTu — MB
C XpOHUYECKUM (hUOPO3HO-KUCTO3HBIM IMTAHKPEATUTOM, THOM-
HBIMU BapUKO3HBIMYU OPOHX03Ta3aMU1, OYarOBEIM (hrOPO30M,
OyJu1e3HOM 3MbU3eMOii, aTPOPUIECKUM KOJTUTOM C Pa3BUTU-
€M aMUJIOUI03a CeJIe3eHKH, MeYeHU, Cepala, CTeHKU MPsIMOi
KUIIIKH, TTOYEK; HEMOCPEeNCTBEHHAs] — TPOMOOIMOOJIUS BCex
CETMEHTAPHBIX BETBE JIESTOUHBIX apTePUil U3 TPOMOMPOBAHHBIX
ITyOOKMX BEH TMPaBOii TOJIEHU.

O6c¢yxaeHue

Bropuunsbrit AA-amunonno3 npu MB Bo3HUKAET penKo.
ITo nanubiM Poccuiickoro peructpa 6oabHbIXx MB (2011—
2022), amunonmo3 BeTpevaiics B 0,1—1,0 % HabmoneHMIA,
3HAYUTEJBHO TIPEBATIUPYS CPEAU B3POCIBIX MAIIICHTOB.
[To mannbM G.Alicando et al. (2015), B tanuu 3a mepuoxn
2003—2011 rr. ammionno3 ipu MB BeIsIBIEH y 6 ymep-
mmx 13 480, uto coctaBuio auib 1,3 % [11]. [To naHHBIM
S.K.Stancovic et al. (2014), 3a 30 neT HaGMIOAEHUS TIpU
aHam3e gaHHbIX 6 000 rmaLreHToB aMUIONI03 OOHAPYXKEH
B 9 ciyyasx [8]. KiimHuyecku MaHubecTals aMUuaIona03a
accollMMpoBaHa ¢ IJIOXUM MPOorHo3oM. Tak, MenuaHa
MPOAOJIKUTEIbHOCTU XU3HU I1OC/Ie 1e0I0Ta MPOTEUHY -
pPUM COCTaBMJIa BCEro 8 Mec., OOJNBITMHCTBO MAIlMEHTOB
norudsu B TeueHue 1-ro roga HadmoaeHus [8]. OCHOB-
HBIM (DaKTOPOM pHCKa pa3BUTHSI BTOPUYHOTO aMUJIONI03a
CUMTACTCS HEKOHTpoJMpyeMasi MH(MEKIINS U Bocmaje-
HUe, a MapKepoM — Beicokue yposHu CPb u COD [12].
B npeacTaBieHHOM KIIMHUYECKOM HAOJIOAEHUU Y MallK-
€HTa, HecMOTps Ha npoBoauMyio ABT, nepcuctupoBanu
MMPU3HAKY CUCTEMHOTO BOCTIAJICHUSI B BUIIE JUTUTEIIBHOTO
cyodeopunutera 1 Beicoknx 3HaueHuit COD u CPB, uto
K BO3pacTy 23 JieT MPUBEJIO K Pa3BUTUIO BTOPUYHOTO CU-
cTeMHOT0 AA-aMWIONI03a ¢ TOpaXkeHWeM ToUeK, rmeve-
HH, CeJIe3eHKU, TMMMATUIECKUX Y3JI0B, TOJICTOM KUIITKH.
310 cornacyercss ¢ MHeHUeM M. H.3akuposa u coasm.,
YTO C YBEJMUECHUEM TMPOAOTKUTETLHOCTU XKU3HU 00JIb-
HBIX MB OyzneT Bo3pactaTh 4acToTa BTOPUYHOTO aMU-
nounosa [7]. CinemyeT OTMETUTD, YTO TCHOTHIT ITallMEHTA
BKJTIOYAJT 2 IMAaTOTeHHBIX BapraHTa | Kj1acca, st KOTOphIX
He pa3paboTaHa TapreTHas Tepanusi, a UHQULUPOBaHNE
JIT Bce onpeaennyio arpecCMBHOE TeueHUue OpoHXOoJIe-
TOYHOTO TIpoliecca.

s TMarHOCTUKY BTOPMYHOTO aMIJIOUI032a Y Talll-
€HTOB C OPOHXO3KTa3aMu CJIeAyeT CBOEBPEMEHHO peru-

cTpupoBaTh nNpoTenHypuio. [IporenHypurst MOXET ObITh
MacCHUBHOM — 3—5T /1, HO m3penka mocturaTth 9 v/ [13].
IMo nanuwim S.Akcay et al. (2002), ipu pa3BUTUU BTO-
puuyHoro amuiaounno3a B 20—30 % HabmogeHU uMeeT
MECTO TMIOANLOYMUHEMUS U TUTIEP-CL -TJIOOYTMHEMMUSI,
TUTIEPXOJICCTEPUHEMUS JOCTUTAeT > 12 Mmoub / 11 [14].
BuIsIBIICHHBIN B TIpencTaBJIeHHOM HaOJIIOICHUMN BTO-
PUYHBINA aMWJIOUIO3 TIOYEK, CEJIe3eHKU, MIEYCHU, JIMM-
daTuyeckux y3/a10B, TOJICTOM KUIIKKU CBUAETEIbCTBYET
0 CHUCTeMHOM TiopaxkeHuu npu MB, 4To cornacyetcs
¢ maHHbeIMU R.C.McGlennen et al., 0OHapyXWBIINX BTO-
PUYHBII aMUJIOUIO3 CEJIE3€HKNU, IIEYeH U TToueK y 33 %
n3 33 ymepumx ¢ OpoHxoskTazaMu crapiie 15 et [15].
HecMoTpst Ha cucTeMHBII XapakTep aMUJIOUI03a, Y TIPe/I-
CTaBJICHHOTO IMallieHTa KIIMHUYECKUMU TIPOSBICHUSIMHI
COITPOBOXIAJIOCH JINIIIb IIOPaKeHKE TIoUYeK. B To ke Bpemst
MOJIHUEHOCHOE pa3BUTHE TMOJMOPTraHHONM HEeIOCTaTou -
HOCTU B MCXOJie 3a00JIeBaHMsI, BO3MOXHO, OBbLIO CITPO-
BOLIMPOBAHO HE TOJBKO XPOHNIECKUM MH(MEKIIMOHHBIM
npoueccoM, JIH u natonorueii mouyek, HO U CUCTEMHOM
UHOUIBTpaLKeil BHYTPEHHUX OPraHOB aMUJIOMIOM.

Y mamuMeHTOB, CTPANAIOIINX CUCTEMHBIM aMUJIO-
UI030M, OTMEUAeTCs MMOBBIIICHHBIN PUCK TPOMOO30B
n KpoBoteueHuit [16]. OnurcaHbl pa3JnYHble MEXaHU3-
MbI Pa3BUTHSI TPOMOO30B U AMOOJIMIA TIPU aMUJIOUI03¢E,
HO B TIPEJICTABJIEHHOM CJTydae caM HepOTUUECKUIA CUH-
IIPOM SIBJISIETCSI OCHOBHOM TIPUYMHOI TPOMOOSIMOOINHI
JIETOUHBIX apTepuii. [Ipu HeppoTUIECKOM CUHIPOME
MPOUCXOIUT TTOTEPsI C MOYOI €CTECTBEHHbBIX aHTUKOA-
TYJSIHTHBIX (PaKTOPOB (AHTUTPOMOWHA U MpOoTeuHa S),
a TakKKe TTOBBIIICHHBIM CUHTE3 IIPOKOAryISTHTOB ((ak-
topoB V, VII, u dubpunorexa) [16]. Puck rpom60308B
00paTHO MPOMOPLIMOHANIEH COAEPKAHUIO albOyMHHA
B KPOBU U OCOOEHHO BEJIMK TTPU KOHLIEHTPAIIUK aJIb0y-
muHa < 20 T / 1 [17]. ObcyxnaeTcst mpopUIaKTUIECKOE
Ha3HaYeHME aHTUKOATYISTHTOB TP CUCTEMHOM aMMJIO-
MUI03€, OMHAKO PEeLUANBUPYIOIEe KPOBOXapKaHbE Y OIK-
CBIBAEMOTO TAaIlMEeHTA SIBJISITIOCH TTPOTUBOTIOKA3aHUEM
K momoOoHoMy HazHaueHUI0. CUCTEMHBIN aMIIOUIO03
aCCOILIMMPOBAH C TTOBBIIIEHHBIM PUCKOM KPOBOTCUYCHUIA.
OTy10XKeHUe aMWJIOMIa B TKaHSIX BENET K XPYIKOCTU U MO-
BpeXIEeHUIO cocynoB. Hanbosiee 4acTo perucTpupyroT-
CsI TIOBBINIEHHAS] KPOBOTOUMBOCTh KOXKHBIX IIOKPOBOB,
OPTaHOB XKEJIyIOTHO-KHUIIIETYHOTO TpaKTa, MOYECBHIBOMIS -
meit cuctemsl [16]. OqHako B MpeacTaBieHHOM HabJII0-
JIEHUY OTJIOKEHWI aMIJIOUIA B XKeJTy/IKe He 0OHapyXeHO.
OcTpBle 5p03UH, IIO-BUANMOMY, SIBJISITTUCH OCIOXKHEHHEM
MHTOKCHKALIMOHHOTO cuHApoMma, JIH, mopaxeHust rouek,
BO3MOXHO, MEIMKaMEeHTO3HOI Tepanuu. Kpome Toro,
TIPY CUCTEMHOM aMUJIOUI03€ PETUCTPUPYETCST TUTIOKOATy-
JISIIASL, CBSI3aHHASI C HApYIIEHNEM ChIBOPOTOYHOTO 3BEHA
remocrasa. Tak, J.O'Donnell et al. oGHapykKeHO XOTSI OBbI
1 HapymeHue B Koarysiorpamme y 51 % w3 337 nauneH-
TOB C TIEPBUYHBIM aMmusion1030M [ 18]. YBenuuenue rnpo-
TOJKUTEIBHOCTU TPOMOMHOBOTO BpEMEHU CBSI3BIBACTCS
¢ nncUOpUHOTeHEMMEH, KOTOpasi B COYETAaHNH C TUIIO-
aJbOyMUHEeMUel BeneT K HapylIeHUIO TToJMMepu3aluu
(pubprHa, 4To 0COOEHHO aKTyaTbHO MTPU HEPPOTUIECKOM
cunapome [18]. YBenmueHne mpoTpoMOMHOBOTO BPEMEHN
1 aKTUBUPOBAHHOTO YaCTUIHOTO TPOMOOILJIACTUHOBO-
ro BPEMEHU MPU CUCTEMHOM aMUJIOUI03€ CBSI3bIBAETCS
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¢ mpuoOpeTeHHBbIM aeduuuToM dakTopa X. JaHHBII
neduuut perucrpupyercd y 5—14 % nauueHToB ¢ aMu-
J101a030M [16]. BeposITHBIN MEXaHU3M Pa3BUTHS 3TOIO
nedunuTa — cBs3bIBaHKe (pakTopa X ¢ aMUIOUIHBIMU
nerno3utaMmu B cesedeHke [19]. MoxXHO mpenmnosoxXuTh,
YTO C YIETOM BBIPAKEHHBIX MU3MEHEHMI KOATyJI0rPaMMBlI,
TTOBBIIIICHHBIM YPOBHEM (DMOPUHOTEHA, HATMINEM TUTIO-
aJTbOYyMUHEMUH U YBEJIUYEHUSI CEJIC3eHKM, Y TIPEACTaB-
JIGHHOTO IMallMeHTa peaanu30BaIUCh 00a ITUX MeXaHU3Ma.

3akntoueHme

OCco0OEHHOCTBIO MPEACTAaBIEHHOTO HAOIIOIEHUS SIBISIETCS
pa3BUTHE BTOPUYHOTO CUCTEMHOTO aMUJIOMI03a Y B3PO-
cjioro 6ojibHOTO ¢ MB ¢ mopaxeHueM 1ouek, MevyeHu,
CEJIE3eHKM, TOJICTOM KUIIKHU, TUMMATUICCKUX y3JIOB.
HenocpencTBeHHO# MPUUMHON CMepPTU SIBUJIACh TPOM-
005MO00J11SI IETOYHBIX apTEPUt U3 TPOMOMPOBAHHBIX BEH
ToJICHEl, KOTopasi, BEepOsTHee BCErO, CBI3aHa C TUIIEPKO-
aryiasuuei v SHIOTeIMaabHON TUc(YHKIIME, 00yCI0B-
JICHHO! BTOPUYHBIM aMUJIOUI030M U HEPPOTUUECKUM
CUHIPOMOM.
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