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CJYYAHU CUCTEMHOI'O AMHUJIOM/I03A Y ITALIUEHTA
C PEBMATOUAHBIM APTPUTOM

byTtosinHa K. M., MupoHenko O. H.1, KpuBopyuko A. C.

I'ponHeHckuii rocy1apcTBEHHBIH MEAUIIMHCKUM YHUBEpcUTET, Pecniydnuka benapych
T'pomrencKoe 06IaCTHOE KIMHUYECKOE TATONOr0aHATOMIEECKoe B10po, Pecniybnuka benapych

AKTYaJIbHOCTh. AMIIOUI03 — TSDKENOE M '9acTO CMEPTENIbHOE OCJIOXKHEHUE
peBmaTouaHoro aptpurta (PA). PacnpocTpaHEHHOCTh €ro cpeau MmaiueHToB ¢ PA
pasznuyaeTcs B pa3HbIX MOMYJSAIUAX W KoneoaeTcs ot 7% 10 26%.

Amvunionio3 npu PA BO3HHKaeT B pe3yibTaTe IUTEIBHOTO XPOHUYECKOTO
BOCTIAJICHUS! U TPENCTaBIsAE€T co0oil  BTOpHuHyl0 ¢opMmy  3a00JeBaHUS
(AA-amunonno3). OH yalme pasBuBacTCsS B TedeHue mepBbix 15 jer PA [1].
DddexkTnBHOE TPOTUBOBOCHATIMTEIHHOE JICUCHHUE, TPHUBOJAIICE K peMuccuu PA,
CIYXUT 3alllUTOH OP»CTPYKTYPHBIX HW3MCHCHHH CyCTaBOB, a TaKXe OT €ro
OCJIO)KHEHHH, B TOM YHCIIC OT MOSBIICHUS M TIPOTPECCUPOBaHUS aMuiion103a. OTHaKo
aMIJIOWJIO3 MOJKET Pa3BUTHCS, HECMOTPS HA MHTEHCUBHOE JiedeHue PA, Tak kak
PEMUCCHUS WITW CHUKCHHE €T0 aKTUBHOCTH JOCTUTAIOTCS HE BO BCEX CIIyJasX.

AA-aMUITOWI03 TIOpakaeT pa3Hble OpraHbl HW  CHUCTEMBl OpraHU3MA.
OH OTKHAABIBAETCS B CTCHKAX apTepUidl M CTPOME JKEIyJIO0YHO-KHUIIIEYHOTO TPAaKTa,
noYeK, MmeueHu, cep/ia, TUMyca, a HHOTa U MOoueBOro my3bips [2]. Peakoii popmoit
aMUJION]103a SIBIISIETCS aMUJIOW 103 TPECTATEIbHOMN Kelle3bl. B nmutepaType omucano
HECKOJIbKO HAOJIOJCHUH aMuiIiongo3a JgaHHOM Jjokamm3amuu [3]. OTiiokeHue
aMuJIon]1a B IMUTOBUIHOM kene3e Habmomaercs B 80% ciydaeB A A-aMmiioni03a, HO
T0JbKO B 0,04% ciy4aeB MOXKET CTATh MPUUUHON PA3BUTHS aMHIIOMIHOTO 3002 [4].

[TopaxeHue aMUJIOUJI030M  TIOYEK, KIIMHWUYECKH  BBIpaKaroleecs
MOCJIEIOBATEILHON CMEHOM CTaiuii OT MPOTEUHYPHUH O HEHPOTHUECKOTO CUHIPOMA
Y TIOYEYHOW HEAOCTATOYHOCTH, CUNTACTCS OJHUM W3 HAanOOJIee TSHKEIbIX U OMACHBIX
st ku3HK ocyiokHeHui PA [1]. OqHako npu )KU3HU aMIJIOU]I03 TIOYEK Y TAIllMeHTOB
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C BOCHAJUTEIBHBIMUA 3a00JIEBAHUSIMH CYCTaBOB JIUATHOCTUPYETCS TOJIbKO B 37%
ciay4aes [5].

Heas. [IpoBectn aHanu3 HaOMIOAEHUSI CUCTEMHOTO aMUJION103a Y TIAIMEHTA C
PEBMATOUIHBIM APTPUTOM.

Mertoabl wucciaenoBanms. IlpoBeneH aHanu3 HAOMIOJIEHUS CUCTEMHOTO
aMUJION]1032 10 IaHHBIM MATOJIOT0AHATOMUYECKOTO BCKPBITHSI.

Pe3yabTarhl U BbIBOABI. MyxxunHa 43 JeT, JIUTENbHOE BpeMsl CTpaJaBIIMi
TOPMOHO3aBUCHUMBIM PEBMATOUJHBIM TOJUAPTPUTOM, BTOPUYHBIM aMUIOHUI030M
MOYEK C XPOHUYECKON MOYEYHON HEAOCTATOYHOCTHIO, MOCTYMWJI B CTallMOHAP IO
MOBOJY JUBEPTUKYJSIPHOM OOJIE3HH CUTMOBHUJIHOW KHIIKH, OCJIOKHUBIICHCS
TUBEPTUKYJIUTOM, a0CIIECCOM OPIOIIHOM MOJIOCTH C pa3repMeTH3aIeii 1 Pa3IuThiM
(GUOPUHO3HO-THOWHBIM ~ TIEPUTOHUTOM.  DBBUIO  TPEANPHUHATO  OHEPATHBHOE
BMEIIATEIbCTBO: JaNapOTOMMUS, PE3EKIUsl CUTMOBUHON KHIIKH C JUBEPTUKYJIOM,
CUTMOCTOMUS, caHalus u IPEHUPOBAHUE OpromHoOU MOJIOCTH.
B nocneonepanmonHoM nepuojie Ha (oHE MOYEYHOW HEAOCTATOUHOCTH, JICUYCHHOU
ceaHcaMy TeMOJMajin3a, BO3HUKIN MapaUTUYECKas KUIeUHass HEMpPOXOAUMOCTh U
KOaryJionaTusi, MPOSBUBIIASICS TE€MOPPArHYECKUM I[UCTUTOM € T'€MOTaMIIOHAOM
MOYEBOIO Iy3bIps, IO TOBOAY YEro BBINOJHEHA wUcTocTOMUSA. Hapsgy c
YKa3aHHBIMM  OCJIOKHEHUSMH Yy  TAlMEHTa . pa3BWIMCh  JIBYCTOPOHHSS
MOJINCETMEHTapHAasl THEBMOHUSA U GUOPUHO3HBIN IJIEBPHUT.

B o01iem aHanu3e KpoBU OMPEACISUIUCH IIPU3HAKY TSHXKEJION aHeMUH (CHUKEHUE
reMoryioouHa — 0 69 /1, 3puTPOIUTOB 10 2,31X1012/J'I, remarokpura — 110 26,9%),
NEHKOLHMTO3a CO CABUTOM (hOPMyIIbI BIIGBO (YBETHUCHHE TeHKOIUTOB 10 33,06x10%71,
CEerMEHTOSAJIEPHBIX HEUTPOPUIOB — 10, 84%, mamoukosiAepHbIX HEUTpoduIon —
10 15%), mosermenne COD (30 mm/4gac).

B GuoxumuyeckoM aHaau3€ KPOBH OTMEYAINCH BHICOKHE 3HAYCHUS KpeaTUHUHA
(mo 868,6 mxmomb/i1) Ha (heHE MPOBEJACHUS CEAaHCOB Temoauaimia, C-peakTHBHOTO
oenka (1m0 295 mr/n), runonporenHemus (10 33 r/i), runoansoymunemus (23,6 /).
B koarynorpamme BBISIBI€HBI CHUXXEHHE YpOBHS TmpoTpomOuHa 10 KBHKY
(m0 41,6%), mnossimenune s MHO (mo 2,09) u ¢ubpunorena (mo 4,91 r/m).
[Iporeunypus cocraBnsiiia 10 2,2 /.

HecmoTpst Ha NpOBOAMMOE JIeUEHUE, HapacTajla UHTOKCUKAIIMS U 4yepe3 8 He
CO JHS TOCHUTATU3allUNA HACTYMHJIA CMEPTh MPHU SBJICHUAX MOYECYHOU, ABIXATEIHHON
1 JIETOYHO=CEPACUYHON HETIOCTaTOYHOCTH.

[ Ipu TIaToI0roaHaTOMUYECKOM UCCIIEAOBAaHUM OTMEUYEHO YBEJIIMYCHHE B 00BbEMeE
n  JgepopMarusi  JIOKTEBBIX, JIy4e3aISICTHBIX, KOJICHHBIX, T'OJICHOCTOITHBIX,
M@K (aTaHTOBBIX M TUTFOCHE(aIaHTOBBIX cycTaBoB. Cepane umeno maccy 396 r,
CTEHKa JICBOTO KeJyiouka runepTpodupoBana (Toumua ee 10 1,6 cm). Muokaps Ha
paspe3e Oypo-KpacHOTO I[BE€Ta, BOJIOKHUCTBIM, IUIOTHBINA. [loyku ymeHbIIEHBI B
pasMmepax, IUIOTHBIE, oOmeld Maccor 176 T, OmemHO-CEporo IBeTa ¢ TJIagKon
MOBEpXHOCThI0. Ha pa3pesze rpaHuilbl KOPKOBOTO U MO3TOBOTO CJIOE€B BBIPAKEHBI
HeoTueTnuBo. Cerne3eHka pe3ko yBenumdeHa, maccoit 450 r, mimoTHas, OnemHo-
KpacHoro 1Bera. Ilymbma cockoba He nmaBama. Omnpeaensyiach IJIOTHAs, PE3KO
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YBEJIMYECHHAs B pa3Mepax LIMTOBUIHAS »Keje3a: JieBas A0 pa3zMepoM 8x4x4 cw,
npaBast 10aa — 9x4,5x3,5 cM, nepenieek — 7x4x2 cMm. Ha pa3pese TkaHb UTOBUIHOM
’KeJe3bl TEMHO-)KEJITOro IBeTa, naojibuaras. [IpencrartenbHast >keneza pa3MepoMm
4,0x3,0x2,0 cm, 6e3 y3710B, Oyporo 11BETa, JIACTUUYECKON KOHCUCTCHITUH.

[To pe3ynpTaTaM THCTOJIOTHUYECKOIO HUCCIEAOBAHUS MPENapaToB, OKPAIICHHBIX
reMaTOKCUJIMHOM M 303WHOM, BBISABICHO AH(PGY3HOE OTIOKEHUE TOMOTEHHOTO
703MHO(GUILHOTO BEUIECTBA B CTPOME LIMTOBUIHOM 3KeNe3bl, B CTPOME, COCyIax
CPEIHET0 U MEJKOTO KanuOpa W OOJBIIMHCTBE KIYyOOUKOB MOYEK, B (POIUIMKYAaxX U
KPAacCHOM MyJbIE CEIE3€HKH, B CTPOME U COCyAaX MPEACTATEIbHOMN JKeNe3bl, a TAKXKe
B CTEHKAax AapTepHUaIbHBIX COCYIOB CEpALA, ICYCHH, IOIKEIyIOYHOM, KEIE3bI,
MOYeBOro Mmy3bips. IIpu okpacke cpe30B KOHIO KPACHBIM aMMJIOUJIHBIC OTJIQXKCHUS
YETKO BU3YAJIU3HPOBAINCH 3a CUET METAXpPOMATUYECKOW OKpacku aMujion/ia B
KUPIUYHO KpacHbIM 1BET. Jlemo3uThl aMmiIouJa IMOCie OKPacKW KOHFO KpPacHBIM
MMEIIM  30JIOTUCTO-3EJICHOE JIBOMHOE JIYYENPEJIOMIICHHE B HOJISPU3ALUOHHOM
MHUKPOCKOIIE.

AMUITON103 XapaKTePU3yeTCsl BHEKJIETOUHBIM OTJIOKCHHEM aHOMAIBHOTO Oelka
aMWJiouJa B OpraHax M TKaHIX, YTO COINPOBOXKAACTCSA  CTPYKTYPHBIMHU H
(GYHKIMOHATBHBIMU ~ HApPYHMIEHUSAMH MW Pa3BUTHUEM  Pa3IMYHBIX  KIMHHUYECKUX
cunapoMoB. Haubonee pacnpocTpaHEHHBIMH .« TUIIAMA CHCTEMHOTO aMUJIOW03a
ABJISIIOTCS. aMHJIOM03, CBS3aHHBIM C JIETKOWIIENBbI0 HMMyHOrnooynuHa (AL),
BTOPUYHBIN  (peakTUBHbINA) amuiaonno3 (AA), ceMelHbId  TpaHCTUPETUH-
acconuupoBanHblid ammion103 (ATTR) u amunonnos, cBA3aHHBIN C TUATU30M (THI
Oera-2-MukporiaooynuHa) [1].

AA amuiaonao3 — NOpeo0AAAAOIMMIA TUN  CUCTEMHOrO  aMUJIOHMI03a.
[lepBOoHAYaIbHO CUUTANIOCH, YTO OH Yalle BCTpeUYaeTcs y MaIlMeHTOB B BO3pacTe J0
40 ner, omHako OoJiee MO3THUE HCCIEIOBAHUS TOKAa3aJld CMEIIEHUE BO3PACTHOM
rpanuiibl K 60 rogam u ctapuie [2]. MI3BeCTHO MHOXKECTBO COCTOSIHUM, IPUBOISAIINX K
cucreMHoMy AA-amunonao3y. Cpeam HUX XPOHHYECKHME BOCHAIHUTEIIbHBIC
apTpomnaTHH, XPOHUYECKUE, WH(DEKIUU, CUHAPOMBI TEPHUOIUYECKON JIMXOPAIKHU,
BOCITAJINTENIbHBIC ~ 3a00JI€BaHKMS  KHUIIICYHWKA, BacKynuTel [2].  BeisgBieHo
48 cocTogHMIl C /CHIBHOW CBs3bi0 U 19 co cnaboii cBA3pI0 ¢ AA-aMWIOWIO30M.
JluTepaTypHble. HCTOYHHMKM YKAa3bIBAIOT HA CYILIECTBYIOUIUME PETrHOHAIbHBIC
0COOEHHOCTH MPUUYMHHBIX (hakTopoB AA-ammionmosa. Tak, B 3amajHbBIX pPErHOHAX
OH 4Yalllg"BO3HUKACT MPU PEBMATHUYECKUX 3a00JIEBAaHUSAX, & B BOCTOUHBIX PErHOHAX
OOJIBIIIC CBSI3aH C CEMEMHOU CpeIM3eMHOMOPCKON Juxopaakoit [2]. B OonbiinHCTBE
CITy4acB AA-amunonnos IIPUITMCBIBAECTCS IUTUTENBHO TEKYILIEMY
HeKkoHTposmpyeMomy PA [1] m cBsA3aH ¢ HapylleHHEM HMMYHHOTO T'OMEOCTas3a,
muchyskiueir T- u B-nmumdonuToB, NMosBISHUEM aMUIONA0071aCTOB U AehEeKTOM
aMUJIOIOKJIACTOB.

Ha ¢one Bocmanenusi ObICTpO BO3pacTaeT KOHIIEHTPAIMS CHIBOPOTOYHOTO
Oenka-peareHTa octpol  (asel  BocmanmeHus (SAA), KOTOpBIH  SIBIsIETCS
MPEANIECTBEHHUKOM (PUOPUIUISIPHOTO KoMrmoHeHTa AA-amuionga. CUHTE3UpyeTcs
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SAA mOpeMMylIECTBEHHO TeMaToUUTaMu TMOJI BIUSHUEM MPOBOCIAIUTEIIbHBIX
IIUTOKUHOB, Takux kak WJI-1, NJI-6, DHO-anbda [2].

OO6pazoBaHue aMHIJIOMIHOTO BEIIECTBA MPOUCXOJUT BHEKJIETOYHO M CBSI3aHO C
PETUKYJISIPHBIMUA M KOJUIAT€HOBBIMHM BOJIOKHAMH, TIO3TOMY aMWJIOUHBIE OTJIOKEHUS
O0OHapy>KHUBAIOTCA B CTEHKAaX KPOBEHOCHBIX U JUM(ATHUECKUX COCYAOB, B CTPOME
OpraHoB, 0a3albHBIX MeMOpaHaxX JKele3UCThIX CTPYKTyp. llpu mnopakeHuu
KJTyOOYKOB MOYKH MPOUCXOJUT OTJIOKEHUE aMUJIOU]Ia B BUJIE OYaroB B ME3aHTUU U
BJIOJIb 0a3albHONM MeMOpaHbl, 3aTeM 3alOJIHEHHE KIYOOUKOB H  pPEAYKIHS
KaMWUIIpHOro Jioka. OTIIOKEHUS aMUJIONIa OOHApYXKUBAKOTCS TaKXKe€ B, CTEHKax
KPYIHBIX COCYJIOB, CTPOME NMUpaMu, Karcyle NOoYKh. B ucciienoBaHusaX SIMOHCKHX
YUEHBIX TOKa3aHO, YTO MPHU TJIOMEPYISIPHOM THIIE MOPAXKECHHUS (DYHKIUS, MOYCK
HapymaeTcss OBICTpO (MEHee 4YeM 4Yepe3 S5 JieT) W MOSBISIETCS, HEOOXOANMOCTh
MpOBEICHUA remoananusa [6].

[IpencraBnenHoe HaOIOEHHE MOJIOAOrO mnalueHta ¢ PA  neMoHcTpupyet
pa3BUTHE BTOPUYHOIO aMUJIOMJIA C PACHPOCTPAHEHHBIM OTJIQKEHHWEM aMWIOHWJA BO
MHOTMX BHYTPEHHHX OpraHax, B TOM YHCJIE C PEAKOM €ro JIOKaIu3aluel B MOYeBOM
nmy3bIpe M MPEACTATEIbHON XKeye3e, 00pa30oBaHUEM aMUMIIOMIHOIO 300a, a TaKxke ¢
pPa3HBIM THUIIOM OTJOXEHHS aMwuwiIouaa. I[IpeuMyleCTBEHHO COCYAMCTBIA THI
OTJIO’)KEHUH aMWIOUAa OTMEYaJCS B CEpPJlLCs~ II€HEHHU, IOJDKEIIy0YHON Kelese,
MOYEBOM IIy3bIp€, YTO HE COMPOBOXKIAIOCH 3aMETHBbIM HapyIICHHEM UX (PYHKIHU.
B 10 e BpeMsa mopakeHue IMOYEK, CEJEe3E€HKH;, IIATOBUIHOMN Kelle3bl ObUIO PE3KO
BBIPQKEHHBIM M CIIOCOOCTBOBAJIO aTpouu uX NnapeHXxuMmbl. B HameM HabmroeHun
HapsAy C cocylaMH (COCYAMCTBIA THUIL MOPAXKEHUs) aMUJIOUI030M ObLIO MOPAXKEHO
OOJBIIMHCTBO KJIYOOUKOB 00€MX MOYEK. (MIIOMEPYJSPHBIA THUM TMOPAXKEHHs), YTO
MIPUBEJIO K HEPPOCKIIEPO3Y U YPEMUHU.
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