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Amunono3 — OOBIYHO CHUCTEMHOE 3a00JIeBaHWE, XapaKTepU3YIOIIeecs BHEKJICTOYHBIM
OTJIOKEHHUEM 0CO00T0 303WHO(DUIBHOTO OeliKa, pPa3IUYaronierocs IO TPOMCXOXICHUI0, —
aMHJIOWIa, BBI3BIBAIOIIETO HApyIICHUS (QYHKIMU PA3JIMYHBIX OpPTaHOB. aMHJIOWM SIBIISAETCS
CJIO’KHBIM TJIUKOTIPOTEHIOM, B KOTOPOM (UOPHIUIIPHBIC U TTIO0YJISPHBIC OSITKM TECHO CBSI3aHBI C
MOJICaXxapuIaMu. C TIOMOIIBIO AJIEKTPOHHONH MHKPOCKOIIMU M PEHTT€HOCTPYKTYPHBIX METOJIOB
YEeTKO IIOKa3aHbl YIOPSJAOYCHHOCTh CTPOSHHS aMHJIOWJA, HAJIUYAE B HEM BO-JIOKHHCTBIX
CTPYKTYp. pa3mepsl Gudpmut coctaBisiior 7,5 — 10 HM B monepeunuke u 10 800 UM B THHY.
(GbuOpHIIa COCTOUT U3 MOJMINENTUIHBIX IIeTIel ¢ Kpocc-OeTa-KoH(pOpMaIUed, 4To OnpeaeseT
IBOWHOE JTydeTpeIOMIICHHE TPU OKpPAacke KOHIO KPAaCHBIM, CBOMCTBEHHOE aMWIJIOMIYy. KpoMe
GbubpmUIsipHOrO OElika, B COCTaB aMIJIOWJA BXOAUT JAPYrod OENOK — TaKk Ha3bIBAEMBIA p-
KOMIIOHEHT, KOTOPBIA OJMHAKOB TpU BCeX (OpMax aMWIONI03a. POJb P-KOMIIOHEHTa B
aAMHJIOUJIOTCHE3¢ HEesSCHA. BO3MOXKHO, 3TO HOPMAJbHBIN CBHIBOPOTOUHBIA OEJIOK, KOTOPBIH
CBSI3BIBACTCS C AMHJIOMTHBIME (prOpHITIaME

DTHOJIOTHS U TIATOTeHEe3. B 3aBUCUMOCTH OT ATHOJIOTHH U OCOOCHHOCTEH MaTOreHe3a BBIACISIOT
uauonatudeckuii  ( TEpBUYHBIA), NPUOOpPETEHHBIM  (BTOPUYHBIN),  HACIEICTBEHHBIN
(reHeTHYECKHIA), JIOKAThHBIA aMWIOUA03, aMWUJIOWI03 NpU MHUeloMHOUW Oonesnu u APUD-
amwionno3. Haubonee dyacto BcTpedaeTcss BTOPUYHBIM — aMUJIOWJ03, KOTOPBIM IO
MIPOUCXOXKICHUIO MPUOIMKACTCS K HecenuuueckuM (B 9aCTHOCTH HMMYHHBIM) peakiusam. OH
pa3BUBaeTCA MpPU PEBMATOMIHOM apTpuTe, Oone3sHu bextepeBa, TyOepkyinese, XpOHHYECKHX
HArHOEHUSIX — OCTEOMHEIIUTE, OPOHXOIKTATHIECKON OO0JIC3HH, pexe MPHU JTUMQPOTpaHyIeMaTose,
OITyXOJISIX TOYKH, JIETKOTO U JAPYTUX OPraHoB, cuduimce, HecennGUIECKOM SI3BEHHOM KOJIUTE,
oone3nsix Kpona um VYwummia, momoctpoM HWH(MEKIMOHHOM SHAOKApAWTE, Teopuase u Jp.
Kazyuctuuecku peako amuinonno3 Hadmonaetcs npu Iud@y3HbIX O00NE3HSIX COeNUHUTEIBHOM
TKaHU, CApKOU03€.

HacnencTBeHHBIN aMMIOWA03 B Hallel CTpaHe OOBIYHO CBS3aH C MEPUOIUYECKON O00Je3HBIO,
KOTOpasi meperaeTcsi N0 ayTOCOMHO-IOMUHAHTHOMY Tuly. [Ipu 3ToM 3a0oneBaHuu aMUIOUA03
MOXET OBITh EIMHCTBEHHBIM IMposiBIeHMEM. Pexe BcrpewaroTcs  apyrue  (GopMbl
HAaCJEACTBEHHOTO aMWIONJ03a. B 4acTHOCTH, BBIAEISIIOT MOPTYTaJbCKUM HEWpONMaTUYECKUN
aMMJIOUI03, XapaKTepU3YIOLIMiics neprudepruueckoil noauHenponarrueii, HapymeHueM (GyHKIUU
KHMIIEYHUKA, MHOTJAAa W3MEHEHHWEM BHYTPUCEPIECYHOM  IPOBOJMMOCTH, HWMIIOTECHIUEH,
OTtnoxxeHus aMuionsa oOHApYKMBAalOT BO MHOTHX OpraHax, B OCHOBHOM B CTEHKAaX MEJIKHX
COCYJIOB M HEepBax. AHAJIOIMYHBIA BapuaHT CEMEMHOr0 aMmiIona03a onucad B Anonun. Jpyras
¢dbopma  HACIEICTBEHHOTO HEWPONATHYECKOro aMHJIOHMJ03a C IOPAKEHUEM  BEPXHHUX
KOHEYHOCTEH, B OCHOBHOM KHCTEH, TOMyTHEHHEM CTEKJIOBUJHOIO Teia Obula MPOCIEKEHa B
CEMbE MIBEHIAPCKOIO NPOUCXOXKAeHUsA. CXOAHBIM BapuUaHT aMUJIIOWJ03a C ayTOCOMHO-
JOMUHAHTHBIM THUIIOM HAcCJEJ0BaHUS HaOmonanu B HeMelukod ceMbe. DUHCKUI BapHaHT —
aMMJIOW7I03 C arpoduelt poroBuIlbl M KpaHUATbHOW HeBpomaTued, M3BecTHBI Takxke
HACJICJACTBEHHBIN KapUOMAaTHUYECKUN aMIJION103 (IaTCKUM THIT), He(PpOaTHIECKUN aMIIIOU03
C TIIyXOTOM, IMXOPAJAKON U KPAalIUBHULICH.

B omimume OT BTOPMYHOTO W HACIEACTBEHHOTO aMWJIOMII03a TpPU TMEPBHYHOM aMHUIIOHII03E
YCTAaHOBUTH TIPUUYWHY WJIM HACJICIACTBEHHBIN XapakTep 3a0onieBaHus He ynaetcs. [1o cTpykType
aMHJIONJIAa ¥ XapaKTepy MOpPaKeHUs BHYTPEHHUX OPTraHOB K MEPBUYHOMY aMUIIOUI03Y OJH30K
aMIJIONJI03 TIPU MHUEIIOMHON OO0JIe3HH, KOTOPBIN BBIICISIOT B OTICIBHYIO TpyITy. B mocnennee
BpeMsl 00palaroT BHUMaHUE HA Pa3BUTHE aMUIIOH/I03a B CTAPYECKOM BO3pacTe (OCOOCHHO Y JIUIL
crapuie 70 — 80 ser), Korma Mopa)karoTcsl TOJIOBHOM MO3T, aopTa, Cepile, MOJKETyI0UHas
xene3a. OMUCHIBAIOT HOBBIE (DOPMBI aMHIION103a, B YAaCTHOCTH aMWIOHAO3 Y MAallUEHTOB,
HaxOJAIIMXCS HAa XPOHUYECKOM TEMOJMAIN3E, XapaKTEPU3YIOIIMKCA  JIEeCTPYKTUBHOMU
apTpanaThel, CHHIPOMOM 3allSICTHOTO KaHala W KOCTHBIMH Jedektamu. Bompoc o



B3aMMOOTHOMICHUN MCKIY aMUJIONA030M U aTCPOCKICPO30M OCTACTCA 40 HACTOAIICTO BPECMCHU
OTKPEBITBIM, XOTd HMCIOTCA YKadaHUs, YTO aTCPOMATO3HBIC MU3MCHCHUA MOTYT CIocoOCTBOBATH
OTJIOXKCHHIO aMHJIOHdA.

APUD-amunon03 — oco0blii BUJ] JOKaIbHON SHIOKPUHHON (OPMBI aMUIION103a, P KOTOPOM
0o0pa3oBaHHE€ OCHOBHOTO KOMITOHEHTa aMWJIOHIHOW (UOPHIUIBI MPOUCXOAUT W3 TMPOAYKTOB
KU3HeAeATeabHOCTH KieTok APUD -cuctemsl (amyIolMTOB), YTO XapaKTepHO JJIS OMyXOoJe —
anynoM. K APUD -amuinon103y OTHOCAT aMUJIOWI03 CTPOMBI MEAYJUIIPHOTO PaKa IUTOBUIHOU
’KeJIe3bl, OCTPOBKOB IMOKETYJOYHOM *Kele3bl, aleHOMbI NapallliTOBUIHBIX JKeje3, runodusa, a
TaKKe U30JIMPOBAHHBIN CTAPYECKUA aMWJION03 TIPEICEPAMI.

B mocnennee Bpems mpeanaraeTcs MOIPA3JeNATh aMHUIOWAO03 MO OMOXUMHYECKOMY COCTaBYy
aMUJIOMTHBIX (GUOpHUILIT.

AA-amunion1 — HanboJee YacTO BCTPEUAIOIIMICS aMU-JIOMIHBINA O€I0K, aHAJTOrOM KOTOPOTO B
CBIBOpPOTKE siBNsieTcsl Oenmok SAA. JlaHHBIA THUN aMUJIOUTHOTO Oelika OOHapy’>KMBAIOT MPH
BTOPHUYHOM aMWJIOM03€ W aMWJIOWJ03€ TPH TEpHOAUYEcKON Oosie3HH. Ero ChIBOpOTOYHBIN
npenecTBeHHUK (SAA) sBisieTcss OENKOM, KOTOPBINA TMOSBISETCS B CHIBOPOTKE KPOBU MPH
OCTPOM BOCTIAJICHUH, OTYXOJIIX, OCPEMEHHOCTH, PEBMATHUYECKHX 3a00JI€BaHUAX W JPYTUX
cocrostHusix. [lokazano, 4ro Oenok SAA CHHTE3MpyeTCs TelNaTOlUTaMU, WHUIUATOPOM €ro
CUHTE3a ABJISIETCS] MHTEPICHKHH 1.

AF-amuiionsi BBISBISIFOT IIPH HACJIEICTBEHHBIX (pOpMax aMHIIOMIHON MojiMHeBponaTuu. MokHO
IPEIOI0XKNUTh, YTO CHIBOPOTOYHBIM IpeniiecTBeHHUKOM AF sBisercs ogHa U3 MOIUMOP(HHBIX
¢dbopM HOpMabHOTO NpeaibOymuHa. AL-ammmon coctouT u3 Ig u GpparMeHTOB JIETKHUX TeTei

Ig.

B 80-x rogax y OOJNBHBIX, JIMTEILHO HAXOMMIIMXCS HA TE€MOIUAIM3E, HAYaIl YaCcTO BBISBIIATH
CHHIPOM 3aISICTHOTO KaHajla, MPUYMHOW KOTOPOro ObLIO OTJIOKEHHE aMHUJIOWAa B
cuHoBHANbHON o000mouke (AH-ammnona). ChIBOPOTOYHBIM TMPEANISCTBEHHHKOM 3TOrO THIIA
aMWJIOUTHOTO OelKa sSBISeTCS 3 2 ?MUKPOTIIO0YIIHH.

AS-amumnon HabMIOAAeTCs Y KIMHUYECKU TeTepPOreHHOM TPYIIbI O0JIBHBIX MOYKUIIOTO BO3pacTa.
ChIBOPOTOYHBIM  TIPEANICCTBEHHUKOM JTAaHHOTO THIIA aAMIJIOMJHOTO OenKa  SBISIETCS
npeanbOyMuH.

Knuauyeckast kapTHHA. KIMHUYECKUE MPOSBICHHUS aMHU-JIOW03a Pa3HOOOpPA3Hbl U 3aBUCAT OT
JIOKAJM3alMyd aMIJIONJHBIX OTJIOKEHHH, MX pachpocTpaHeHHOCTH. Jlokanm3oBaHHBIE (OPMBI
aMMJIONI03a, HalIpUMEp aMUJIOUA03 KOXKH, J0JITO MPOTEKAaBT OECCUMITOMHO, KaK U CTapYeCKUH
aMWJIOUZI03, TPU KOTOPOM OTJIOKECHHMsS aMWJIOMAA B MO3Tre, IOIKEIYJOYHOM Kelle3e, CEepALe
HepeaKo 00HApYKUBAIOT TOJIBKO Ha BCKPBITHH.

[Topasxenue nmouex HaOMIONAIOT OOBIYHO MIPU BTOPUYHOM aMMJIOUI03€, PeXe IPU MEPBUUYHOM U
HACJIEICTBEHHOM. AMWIONJ BHayaJle OTKJIAJbIBAECTCA B ME3aHIMyMe KIyOOUuKOB, 3aTEM BJOJb
0a3anbHbIX MeMOpaH. [locTeneHHoe pacnpocTpaHeHHuEe aMUIIOUIHBIX OTJIOXKEHUH U BOBJICUEHUE
B IIPOLIECC COCYAUCTOM CTEHKU IIPUBOAMUT K PAa3BUTHUIO OCHOBHBIX IPOSIBICHUN aMMIIOMA3a
[IOYEK — HapacTalollell MNPOTEHMHYPUHM C BO3HUKHOBEHHEM HE(PPOTHUYECKOIO CHHAPOMA,
MOYEYHOW HEJIOCTaTOYHOCTH, MHOTAA apTepHaibHON runepreH3uu. Hedporuueckuit cuHmpom
Habmogaercss y 50 — 60 % OonpHBIX. OOBIYHO OH Pa3BHBAETCS MOCTEIICHHO BCJIEA 3a BeChMa
JUINTENIbHOM ~ CTaJuedl yMEpPEeHHOW MpPOTEMHYpUH. Y HEKOTOpBIX OOJbHBIX IOSBICHHUE
HE(PPOTUYECKOI'O CHH/IPOMA, CIIPOBOLIMPOBAHHOE MHTEPKYPPEHTHOM MH(EKIHEH, OXJIaXIeHUEM,



TpaBMOI‘/’I, JICKApCTBCHHBIMU  BCHICCTBAMU, BaKILMHAIIUECH WU 06OCTpeHI/I€M OCHOBHOT'O
3a6OJ'IeBaHI/I${, MOXXCT Ka3aTbCs BHC3aITHBIM.

[IpomomxurenbHas morepst Oenka moukamu, pocruratonias 20 — 40 r/cyT, a Takke paa APyrHx
¢bakTopoB (ycuieHue pacnaza 6eiaka B OpraHu3Me, yMEHbIICHHE BCAChIBAHUS U, CIE€I0BATENIBHO,
YCHJICHHOE BBIBEJICHHE OCJIKOB HYepe3 JKEITyOYHO-KHUIICYHBIH TPAaKT) MPUBOAAT K Pa3BUTHIO
TMIIOaTbOYMHUHEMUH M CBSI3aHHOTO C Hell oTeyHoro cuuapoma. CoyeTaHHe MacCHBHOMN
MPOTEUHYPHUH C OOJBITUMH OTEKAMH — XapaKTEPHBIH KIMHIYECKUI MPU3HAK aMHJIONU 032 TTOYEK.
Kak npaBuio, OTekM pa3BUBAIOTCS PaHO U NPUOOPETAIOT PaCIPOCTPAHEHHBIM W YMOPHBIN
XapakTep; OHM OCTAIOTCS 3HAYMTENBHBIMU JIaXK€ B TEPMHHAIBHOM YPEMHUYECKOM TIEPHOAC U
OTJIMYAIOTCA PE3UCTEHTHOCThIO K MOYErOHHBIBI cpefcTBaM. Kak NposiBIeHHE BBIPaKEHHOM
JUCTIPOTEUHEMUN Yy OOJIBIIMHCTBA OOJIBHBIX OTMeuaroT 3HauuTelbHoe YyBenumueHue COD,
M3MEHEHHBIE 0Ca/I0uHble IPOOBI (TUMOJIOBAs, CYJIEMOBas U Jp.), YBETUUEHHE COAEPKAHUS O 2 71
Y-TJ100YJIMHOB.

JlocTaTOYHO YacTO BBIABISIOT CTOMKYIO MMKPOI€MaTypuIO, MHOTJAa MaKporeMaTypHio, KOTopas
3aCTaBJIAeT IPOBOAUTH JOMOIHUTENIbHOE 00CIIE€J0BaHUE [l UCKITFOUEHHSI OITYXOJIH.

Jleiikonutypust BcTpedaeTcsi Hepeaxko U 0e3 comyTcTByrolero nuenoHedpura. Ilopaxkenue
KaHAJIBLIEBOT'O anmnapara no4ek u3yyeHo majio.

OTnokeHHe aMuIOWJa B MO3TOBOM BEIIECTBE TMOYEK MOXKET MPUBECTH K HEPPOreHHOMY
HecaxapHOMy nua0ery, HapylmeHHo peadcopOnuMu BOIBI B COOMpaTeNbHBIX TPyOKax,
KaHAJIBLIEBOMY aIi103y, He MoyIarnemMycs: Koppekiuu oukapobonarom. XITH nmpu amunonmose
XapaKTepU3yeTcs MEJICHHO Pa3BUBAIOIICHCS a30TeMHUEH, HEPEIKO B COYCTAHUN C BBIPAKEHHOM
MPOTEUHYPHUEH U YaCThIM OTCYTCTBHEM apTEPUATBHON TUIIEPTCH3HH.

Cpenu npyrux MpoOSBICHUN aMWIOUA03a CIEAyeT OTMETUTh MOpa)KeHHE CcepAla, KOTOpoe
0COOEHHO XapaKTEepHO JJIs MEPBHYHOrO amuion7o3a. OCHOBHBIC NPOSBICHHUS aMUIOH03a
cep/la — HapyIIeHUs PUTMa U TPOBOAUMOCTH, MPOTPECCUPYIOIas cepliedHasi HeIOCTaTOUHOCTbD,
KapIuaJIruy, 00yCIOBJICHHBIE, TIO-BUINMOMY, MTOPAKEHHUEM MEJKHX KOpO-HapHBIX apTtepuii. Ha
OKI' 0o6HapyXuBalOT CHIDKEHHE BOJbTaxka 3yOL0B, HH(papkTomomoOHbie uzMeueHus. [lpu
SXOKapAuorpaguy BBIABISIOT PE3KOE YTOJIICHHWE W YIUIOTHEHHE MHOKapna, yMEHBIICHUE
pa3Mepa MOJOCTH JIEBOrO JKeIyJnouka. B pesynbTare mnopakeHus HAIANOYEUHUKOB IPU
aMWJION/103€ Pa3BUBAETCS apTepUAIIbHAS TUIIOTEH3US.

HopaxceHI/Ie KCIIY JYHO-KUIICUYHOTO TpaKTa MOKCT MPOSABUTLHCA B HaYaJbHOM CTaIUM B3AYTUCM
KHUBOTa, CHMKCHUEM alllICTHUTA. 3HAYNUTEIHLHO yXyamacTcsa COCTOAHUC OOJIBHBIX IIpu pa3sBUTUH
CHUHJApOMa MaHLa600p6HI/II/I, MNpUBOAAIICTO K PE3KOMY TNOXYAAaHUIO, HU3MCHCHUSAM BOIOHO-
SJICKTPOJIMTHOI'O obMeHa. I/IHOF)Ia BCJICACTBHEC JUTATSIIEHOM Anap€n 3aMCTHO YMCHBIIAIOTCA
OTCKH.

AMMIION103 TIEYEHU U CEJIe3eHKU OOBIYHO HE CONPOBOXIAETCS CYIECTBEHHBIBI HapyLIeHHEM
(GYHKIMM JTUX OpPraHOB, KpPOME YacTo OOHApy)KMBAaeMOTO TMOBBIIMICHHUS YPOBHS IIEIOHHOM
¢docdartazpl KpOBU MPU OTIOKEHUU aMHJION]IA B NeYeHU. B 2/3 ciydaeB BBIABISIOT YBEIMUYCHHUE
nedeHu, B 1/3 — cenezenku. Ilpum ammionzoze MOTyT HOpakaTbcs Takxke mnepudepmueckue
nuM@aTudeckue y3ibl.

HpI/I IMOpaKCHUUN HOI[)KGJ'Iy,Z[O‘lHOfI KEJIE3bI BO3BMOKHBI Pa3BUTUC JIATCHTHOT'O CaXxapHOro z[Ha6eTa
1 USMCHCHHUA aKTUBHOCTHU MAHKPCATUICCKUX (bepMCHTOB.



HeBposiornueckass CHMITOMAaTHKa, CBOMCTBEHHass OTHACIbHBIM (OpMaM HACIEICTBEHHOTO
MEPBUYHOTO aMWJIONI032, TIPU BTOPHYHOM aMHJIOMI03€ MOXKET TOSBUTHCS B TEPMHHAIBHOM
(ypemuueckoii) ctaguu 00JIe3HH.

[Tpu amunounnose HabmIOAOTCS Takke runepGuOpruHOreHeMus, TPOMOOIIUTO3, aHeMHus (Jarie
npu XIIH wnmm xak mnposiBneHuss 3a00ieBaHUs, TP KOTOPOM Pa3BUIICS aMHUIIOUIIO3),
KOCTHOMO3IOBOM IJIa3MOLIMTO3, MOBBIIIEHUE COJEPKAHUS I'€KCO3aMHHOB M CHI)KEHHE YPOBHS
KaJIblUsA KPOBH.

Juarno3 u auddepeHnnanbHblii uarno3. AMHUIOWA03 CIIEAYeT MOJ03peBaTh NMPH HATUUUHU
He(ppoOmaTuu, CTONKOW TSDKENOM cepAeyHOM HEJOCTaTOYHOCTH, CHUHIpOMa Maybad-copOuuu,
MOJIMHEBPOIIATHH, KOTOPBIE TPYAHO OOBSCHHUTH JPYTMMHU NpHUYMHAMU. Bo BCskoM ciydae mpu
HAJIMYUU HEPPOTHUYECKOT'O CHUHJPOMA Y B3pOCIBIX HEOOXOAMMO, IOMUMO IJ10-MepyJoHe(puUTa,
UCKJTIOUUTHh U aMHJIOMJI03, TaK K€ Kak MpH cirydaitHom oOnapyxenun XITH npu oObraHbIX (MM
Jla’ke YBEJIIMYEHHBIX) pa3Mepax MOUYeK M BbIpaXKEHHOM NMpoTerHypuu. BeposTHOCTh amumiioniosa
YBEIIMYUBAECTCS, €CIIM UMEETCS TeNaTo- U CIUICHOMETaJIusl.

JIOCTOBEPHBIM METO/I0OM JTHArHOCTHKH aMWJIOMJI03a sIBJsieTcss Ouorcusi modku. JloctaTouHo
4acTo aMWJIOM]l OOHApyXMBAlOT M MpH OHOINCHMU MPSAMOIM KHILIKH, Te4YeHH, aecHbl. [Ipu
U30JIMPOBAaHHOM  TOPaXXEHWW  CcepAlla  JAMarHo3  MOXKeT  OBbITh  TOCTaBJeH  INpH
SHIOMUOKapIUaTbHON OHOIICHH.

Jleuenue. [Ipy BTOpHUYHOM aMHIJIOMZIO3€ HANpaBJIECHO HA JIEYEHUE OCHOBHOIO 3a00J€BaHMS —
IPUMEHEHUE aHTHOMOTUKOB WIM ONEPAaTHUBHOE JEYEHHE INPH XPOHUYECKUX HATHOUTEIBHBIX
nporeccax, yAaJeHHe OmyXoid U T. I. Kpome TOro, CymecTBYyHOT CpeACTBa, TOPMO3SIIHE
pasButue amuiono3a. C ONpeneseHHOCThI0 MOXKHO TOBOPUTH O IOJIOKUTEIBHOM BIUSHUM Ha
TeyeHue 3abosneBaHusi MHoroserHero npuema no 100 — 150 r ceipoil neuenu exenHeBHo. Ha
paHHUX  CTaAMAX AaMUJIOWAO03a IOYEK BO3MOXHO  HCIIOJIb30BAaHME  IpernaparoB  4-
AMHWHOXHWHOJJIMHOBOTO psdaa W YHUTHOJIA. Nmerorcs CBCACHUA O TOPMO3AIIECM BJIMAHHU Ha
pa3BUTHE aMWION/103a KOJIXUIIMHA, KOTOPbI 0coOeHHO 3¢ (eKTUBEH NpU NEePUOANYECKON
Oone3Hu. Mcronp3yloT Takke AUMETUICYIb(MOKCHI.

Bompoc o jgelicTBUM Ha TEYCHHE aMUJIOMI03a TIIFOKOKOPTHUKOHMIOB M IIUTOCTATUKOB HE BCEMH
aBTOPAMHU pEIIaeTCs OJHO3HAYHO, OJHAKO HAJIMYWE aMIJIOMJ03a U OCOOCHHO 00YCJIOBJICHHOTO
UM He(POTUYECKOTO CHHJPOMA CIEAyeT CYHTaTh CKOpee MPOTHBOIMOKA3aHUEM IS TaKOU
Tepanui. HeoOX0oIMMO OTMETHTh BO3MOXKHOCTH HCIIOJIB30BaHMS TIpenapaToB (Hampumep,
MendaliaHa), YrHETAIOMMX (YHKIHIO HEKOTOPBIX KJIOHOB JUMQOIMTOB, B YaCTHOCTH
CHHTE3UPYIOIIMX JIETKHE [eMd HMMYHOTJIOOYJWHOB, YYacTBYIOIIUX B (OPMHPOBAHUU
aMWIONIHON (GUOPHIUTBI, YTO UMEET OTHONICHHE MPEXKJIE BCETO K MEPBUYHOMY aMUIIOUI03Y H
aMUJIOUI03Y TIPH MHEJIOMHO# 60me3uu (AL-amunounn).

[Mpu nammuuu XIIH, aprepuanbHO TUNEPTEH3UHM, CHUHIpPOMAa MajbaOCOpOIUH, CepIeHHOI
HEJIOCTATOYHOCTH MPOBOJAT TAK)KE CUMIITOMATHYECKYyIO Tepamnuio. [Ipu amunonnosze mouek Ha
craguu XITH BO3MOXHO MPUMEHEHUE TEMO-IHaIN3a U TPAHCIUIAHTAIlUN TTOYKH.

HED®POTUYECKHWM CUHIPOM.

XapakTepusyeTcsi HaludueM BBICOKOW mnporenHypun (6omee 3,5 T B CyTKH), THHOANBOY-
MuHemun (Huxke 30 1/1), TUIIONIPOTEMHEMUH U OTEKOB. [loHaTHe “HedpoTHUecKuil CHHApPOM”,
npemioskenHoe E. M. TapeeBbim B MoHorpaduu “Anemust OpaittukoB” (1929), cmenumio
MPSKHUN TEepMHUH “‘HePpO3”, HUCIOIB3YEMbI B HACTOSIIEE BPEMs TOJILKO I O0O3HAUCHHS



OTEYHO-TIPOTEHMHYPU-UYECKOTO CHUHJIpoMa Yy JeTed (IeTcKud “TUnouaHblii  Hedpo3”) u
aMUJION]1032a TTOYEK (B MPAKTHUKE MATOJIOTO0aHATOMOB).

Boigenenne HeppoTHUECKOrO CHUHApPOMA TPE3BbI allHO Ba)KHO, TaK KaK OH COIPOBOXKJIAETCS
3HAYUTENbHBIMA U3MEHEHUSIMH TOMEOCTa3a, YaCTO OYEHb TSKENIO MEePEHOCUTCS OOMBHBIM H3-3a
PacIpoCTPpaHEHHBIX OTEKOB, MOXKET OCIOXHHUTHCS WHQEKIMEW, COCyIUCTHIMU TpomOo3amH, a
TaKXKe yXyamaeT NporHo3, OObIYHO Jake NpH BBIPAXKEHHBIX NpHU3HAKaX HEPPOTUYECKOTro
CHHIpOMa y OOJBHOTO JOJITO€ BpEMsS COXPAaHAETCS BBICOKAs KiyOoukoBas (uibTpamus u
OTCYTCTBYET apTepuaibHasi TUIEPTEH3MUsI, OJHAKO CIIOHTaH-HbIE PEMUCCHH y B3POCIBIX PEIKU U
0ose3np mporpeccupyeT ¢ pasButueM XIIH, d9To Bcerma 3acraBisieT pemiaTh BOMPOC 00
aAKTUBHOM JICUCHUHU.

VYTO4YHEHUE HO30JOTMUYECKOW CYLIHOCTH, a 3HAYMT, U 3THOJIOIMU HEPPOTUYECKOIO CHHAPOMA,
MPU3HAKA KOTOPOTO HOCAT HecTeUM(pUUECKU XapakTep, sSBIsSETCS epBOCTENICHHOM 3a1aueii. B
MOJABJIAIOMEM OOJIBIIMHCTBE CIIy4yaeB HEPPOTUYECKHH CHHAPOM BO3HUKAET IPU OCTPOM M
XPOHUYECKOM TJIOMEpYJIOHEe(ppUTE, HO MOXKET MadII0JaThCs NMPU MOPAKEHHH IMOYEK Ha (oHe
cucreMHbix - CKB, remopparvnuecuuii BacKyJHMT, PEBMATOMJHBIA apTPUT, PEXKE Y3ECIKOBBIN
NEepUapTEepPUnT, CHUCTEMHAst CKJIEpOJCpMUs, TpaHyJIeMaTo3bl), HH(EKIMOHHBIX (HArHOCHUS,
TyOepKyne3, aKTHHOMHMKO3, NOJOCTPbI HMH(EKIMOHHBI SHAOKapAuT), Iapa3sUTapHbIX
3a0oseBaHni, MpH OOJE3HSAX MeueHH (OCOOCHHO BHUPYCHOW 3THOJIOTHH), KPOBH, CaXapHOM
nuabere, coCyaucTOM TpomOo3e, anuepruyeckux peakuusax. CieayeT MOMHUTh O BO3MOKHOCTH
pa3BUTHA HE(PPOTHUYECKOTO CHHAPOMA JIEKAPCTBEHHOTO TeHe3a (aHTHOMOTHKHM, NpenapaTsl
30510Ta, D-neHnuuuiaMie U Ap.), B paMKax NapaHEeoIUIacTUYecKuX (OpOHXOIeHHBIH pak, pak
MOYKH, JTUM(POMBI W Jp,) W MaparyOepKyJe3HbIX peakiuil (mapacrnenupudeckuii HeQpur).
Bcerpeuarores penkue reHernyeckue GopMbl HEPPOTUIECKOTO CUHIPOMA.

Mopdonornueckoii OCHOBOM He(POTUYECKOTO CHHApPOMA SBISIOTCS B IOJABISIOLIEM
OOJILIIMHCTBE CITy4yaeB JIBa BapHaHTa MOPAXKEHUS IOYEK — U3MEHEHHUs TUIA TIIoMepyiIo-Hedpura
(paznuunble MOPGHOIOTUYECKUE THUIIBI) U aMUJIOU03.

B ocHOBe COBpeMEHHOro MOHMMAaHMS [AaTOT€HE3a He(PpPO-TUYECKOro CHHIAPOMA JIEKUT
IpeJCTaBJIeHne 0 UMMYHOBOCHAJIUTENbHOM npupoae Ooine3Hell mouek. OcaxeHHe UMMYHHBIX
KOMILUIEKCOB Ha 0a3albHOH MeMOpaHe KIyOOYKOB BBI3BIBACT PSIi KJIETOYHBIX PEaKIUid
MMMYHHOI'O BOCHAJIEHHs, YTO BEIET K HapyLIEHUIO KIyOOYKOBOTrO (MIbTpa M MacCHUBHOMN
MPOTEUHYpHUH. benok Moun MOXeT ObITh MPEACTaBIEH TOIBKO AIbOYMHHOM (IIPU MUHUMAJIbHBIX
U3MEHEHUSAX KIyOOuKa) MM KPYHMHOMOJEKYJSPHBIMU TIJI0OOynuHaMu (mpu Oojee TsKeNIbIX
nopakeHMsIX KiryOouka).. Beien 3a mpoTennypuei pa3BuBaroTcst TuronporenaeMus (45 — 55 v/n
U HIKe) W runoanbOymuHemus (mo 15 r/m, mHorma mo 10 r/m). Comepxanwe o , u [3-
rJI00yJTMHOB OOBIYHO TOBBIIICHO, COJIEPKAHKUE Y-TJIOOYITMHOB Yalle CHIKEHO, HO MOXET OBITh
HOpPMaJIbHBIM WJIM JJa’K€ MOBBIIIEHHBIM (TIPU CHCTEMHBIX 3a00sieBaHUSX, amMuiono3e) . OueHb
4acTo  OOHAapyXMBAalOT  TUNEPIUNHAEMHUI0  (NOBBILIEHHOE  COJEp’KaHUE  XOJIECTEpHUHA,
TPUIIIMLEPUAOB, JUIONPOTEUA0B B KpoBH). CozaepikaHue OOIIMX JMIUAOB B IUIa3ME€ MOXKET
nocturath 20 /1. C runepiaunuaeMueil TeCHO CBs3aHa JIMNUAYpUs. [ unepiunuaeMusi 0ObIYHO
KOppeNupyeT ¢ BETUYMHON THNOaIbOyMMHEMHUM U SIBJISETCS, KaK MPEaNojararoT, CleICTBUEM
MOOMIIN3AIUH )KUPOB U3 JIETIO JIJIsl SHEPTeTUUECKHUX LieeH B yCIOBUAX runoans0ymuaeMun. OHa
MOJKET CIIOCOOCTBOBATh PA3BUTHIO y OOJILHOTO ¢ HE()POTHUECKUM CHHIPOMOM aTepOCKIIEpo3a, a
TaK)Ke IpOrpeccUpoBaHMI0 3a0osieBaHus. [unepnaunuaemMuss He sBIsieTCd 00sA3aTelbHBIM
MIPU3HAKOM HEe(PPOTHUECKOTO CUHIPOMA, MOKET OTCYTCTBOBATh IPH OCTPOM IJIOMepYJIoHehpUTe
C He(QPOTHYECKUM CHHAPOMOM, B pslie CIy4aeB IPH BOJYAHOYHOM TIJIOMEPYJIOHEPpUTE.
[TapannenbHO € 3TUMH  HapylIEHUsIMM 4acTO Pa3BUBAIOTCS H3MEHEHHMs TIeMOCTasa,
TUIEPKOAryysiiivsi  0OyCJIOBJIIMBAET BO3MOXHOCTh  COCYIJHUCTBIX TpOMOO30B, HapacTaHHUe
U3MEHEHUH B KITyOOUKax.



B  pazButuM HEPpOTHYECKHMX OTEKOB IMPUHMMAIOT YydacTHe JBa MexaHu3ma: 1)
TUM0aTbOyMUHEMHUSI, COIMPOBOXAAIOIIASACA CHIKEHHEM OHKOTHYECKOTO JaBJICHUS IIa3Mbl,
TMIIOBOJIEMUEH M THUIEpalbJIOCTEPOHU3MOM, NPUBOIAIIMM K 3aJEpXKKE HATpuUs M 4epes
noBbimieHne cuHte3a AJlIlT k 3aaepxkke BOAbl (TMIIOBOJIEMUYECKHMH BapuaHT); 2) BHYTpH-
MIOYEYHOE HapyILIeHHUE BBIJCICHHUS HATPUS — CHIDKEHUE BEJIMUYMHBI KIIyOOUKOBOW (DMIIBTpaLuu
HATpUsi W YBEIMYEHHWE €ro KaHAJIbIEBOW peadcopOuuu (TUMIEPBOJIEMHUYECKUN BapHaHT).
CocrostHue OONBHBIX YXYIIIAIOT pPAa3JIMYHbIE OCIOXKHEHUS — UHPEKIUH (ITHEBMOHUH,
MTHEBMOKOKKOBBIM MEPUTOHUT, CETCHUC), B TOM YHUCJIE€ M MPH UMMYHOJAETPECCUBHOW Tepanmuu
(muenoHedput, TyOepKye3), COCyIUCTbIe TPOMOO3bl, HEPPOTUUECKHE KPU3bI B BUJIE SITU30]I0B
POKEMONOOHBIX ~ PPUTEM  pa3IMYHOM  JIOKaIM3alMM U NEPUTOHEAbHBIX  SIBJICHUI,
TMITIOHOJIEMUYECKUN KoJutanc. MeHee M3BECTHBI IMOCIEACTBUS HE(PPOTHUECKOW NMPOTEHUHYPHUH,
KOTOpBIE CBS3aHBI C TOTEPEH C MOYOM IepyJsoriazMuHa (AehunuT Meau), TpaHcheppuHa
(MHUKpoLUTapHas aHEMUS ), UMMYHOTJIOOYJIMHOB (OakTepHaibHble HH(peKInn), anTutpom6Ouna 111
U Apyrux OENKOB.

Haubonee gactoii mpuanHON HEPPOTHUECKOTO CHHIPOMA OCTAETCS TIIOMEPYIOHEPPUT, TOITOMY
OCHOBHOE MECTO B JICUECHHH TPHHAIICKHUT TIIOKOKOPTHKOMIAM U LUTOCTaTHKaM. [lpu
He(poTHUECKOM CUHJpOME, 00yCIIOBJICHHOM aMUJIOHU]I030M, TNA0CTHYECKUM
TJIOMEPYJIOCKIEPO30M, TpOoMO030M HOYEYHBIX BEH, MapaHeoIUIaCTHYECKUM u
napatyOepKyJie3HbIM  TPOLECCaMH, WMMYHOJCHPECCAHThl  MPOTHBOIOKA3aHbI,  [MOITOMY
yKa3aHHBIE COCTOSIHUS CIIEYeT UCKIIIOYHUTH MEPe] Ha4alOM TaKOTo JICUSHHUSI.

JleyeHne OTEYHOro CHHAPOMA 3aBUCUT B IEPBYIO Ouepellb OT yclexa JIeUYeHUS OCHOBHOTO
3aboneBanus. Tak, mpH “‘CTEpPOMIOUYBCTBUTENBHBIX (hopMax HEPPOTHUYECKOTO CHHAPOMA YyiKe
Ha 5 — 7-i1 IeHb JeueHUs aIeKBaTHBIMU J03aMU TIIIOKOKOPTHKOUIOB JUYPE3 PE3KO BO3pPACTAECT
(“crepounnbiii auypes”). OmHako OONBIIOE 3HAUYEHUE HMMEIOT W JIPYTHE METOABI — JIUETa,
YMEHBIIIEHUE TUIOBOJEMHH U TNPUMEHEHHE MOYETrOHHBIX cpenctB. Clenyer OTMETHTb, 4TO
IMypeTHYecKasi Tepanus IMoKazaHa MPEeKJIe BCETo MPH 3HAYUTEIBHBIX OTEKAX; MPU YMEPEHHBIX
OTEKax, He MPUYMHALIIUX OOJPHOMY HEyJO0OCTB, B pPsJ€ CIlydaeB MOXKHO PEKOMEHIOBATh
MOCTEJIbHBIA PEKUM, BBI3BIBAIOIINN yBEITUUEHHE NUYype3a, MCIOJIb30BAaHUE 3JIACTUYHBIX YYJIOK,
HACTOM U OTBapbl JIGKAPCTBEHHBIX pACTeHUMH, OOJANAIOIMIMX MOYETOHHBIMU CBONCTBAMU
(meTpyIika, TOJOKHSHKA, OpyCHHMKa, MOXOKEBENbHUK). Criemyer 00s3aTeNbHO 3HAYUTEIBHO
OTpaHUYHTh MOTpebseHne coau — a0 3 r (2\3 yaiiHON JTOKKK) B CyTKU. [Ipm BBIpa)KEHHBIX
OTEKaX KOJIMYECTBO BHIBOAMMOTO MOYKAMHU HATPHUS PE3KO OTPAaHUYCHO, MHOTA J10 25 MIKB/CYT.
VY Ttakux OOJBHBIX BBEJCHHWE HATPUS HE JOJKHO MPEBHINIATh €ro BbiBene-HHe (1 © HaTpus
COOTBETCTBYET 23 MIKB), CIEAYyeT MAKCUMAJIbHO MCKJIIOYUTD MHIIEBBIC POAYKTHI, COJCpKAIIUE
COJIb, MHOTJa 3aMEHUTh OOBIYHYIO BOMY [UIsl MUThA AUCTWLUIMpPOBaHHOW. [lpu pazBuTHH
MOYEYHON HEIOCTATOYHOCTH MIPUEM COJIH CIIEAYET YBEIUYHTb.

BricokoOenkoBas aueta (100 — 120 r Genka B CyTKH) MPU COXpaHEHUH (YHKIIMU MOYEK MOXKET
CHOCOOCTBOBAaTh HEKOTOPOMY IMOBBIICHUIO YpPOBHSI OEJIKOB KPOBH, HO MOXET M YCUJIMBATh
npotenHyputo. Kpome Toro, yMmeHbIIeHHE KOJMUYECTBa MOTpebisieMoro Oenka 3ameiserT
nporpeccupoBanue riomepynonedpura. [loostomy OGOMBHBIM ¢ HEDPOTHUECKUM CHHIPOMOM
CIIeAyeT PEeKOMEHAO0BaTh (PU3MOJIOIMYECKYI0 KBOTY XKMBOTHOIO O€ika B MUILE WM JaXe €ro
HEKOTOPOE OTpaHHuYEHUE.

ModeroHHbIe CPEICTBAa UTPAIOT OOJBINYIO POJb B JICUCHUH 3a00JICBaHHS IMOYEK, OAHAKO TPHU
OECKOHTPOJBHOM M UIUTEIBHOM MX MPUMEHEHUH MOTYT HACTYHHTh pe3Kas MoTepsl HaTpus U
CHIDKEHHE O00BbeMa IMPKYJIUPYIOMIeH KpPOBH, THIIOKAIMEMHUS W METaOOJMYECKUi aIumos.
dopcupoBaHHBIN AWype3 ¢ MOMOLIBIO OONBUIMX J03 JUYPETUKOB, KaK M yIbTpaduiabTpanus, B
YCIIOBUSIX PE3KOW TMMOadbOyMUHEMHUH WM BBIPAKEHHOW MOYEYHON HEAOCTATOYHOCTU MOKET
OCJIOKHUTBCSI TPYIHOYIIPABJIIEMBIM TUIIOBOJEMUYECKUM IHOKOM WM JAJIBHEHIINM CHUXCHUEM



KiyOoukoBoi ¢QunbTpanmu. I[losTomy JeueHHe AMYypeTHKAMHM PEKOMEHIYETCS IPOBOAUTH
MaKCHMaJbHO KpPAaTKOBPEMEHHO U BO300HOBIISITH TOJIBKO B CIy4yasX 3aMETHOIO CHUIKEHUS
JMype3a U HapaCTaHMs OTEKOB.

Jlna nedenust HePPOTHUECKUX OTEKOB OOBIYHO MpUMeHstoT pypocemus - 20 — 400 mr BHYTpS, 20
— 1200 Mr BHYTpPHMBEHHO), KOTOpBIM OKa3bIBae€T JOCTATOYHO MOIIHOE M OBICTpOE, XOTS U
KpaTKoBpeMeHHoe, aeictue. Ilogo6Ho dypocemuny neiicTByer n 3TakpuHoBas kuciora (50 —
200 mr/cyT). Cnabee nedCTBYeT THIIOTHA3HI, TUYpPETHUSCKUN 3(PPEeKT KOTOporo HabII0IaeTCs
yepe3 1 — 2 4 mocne npuema 25 — 100 mr npenapata. Baxknyto posib B 60pb0e ¢ 0TekaMu UTparoT
Kanuiicoeperaromue IUypeTUKd — TpPUAMTEPEH, aMWIOPUJ, OCOOEHHO CHHPOHOIAKTOHBI
(ampgakToH, BepoumupoH). Bepommnupon nmpuMeHstoT B g03e oT 25 no 200 — 300 Mr B CyTKH,
On Hanbonee 3¢ (HheKTUNCH B COYETAaHUH C THA3UAOBBIMU TUYypeTUKaMu, pypocemunoMm. OTEKH -
Opu HEPPOTHYECKOM CHHIPOME, OOYCIOBIEHHOM aMWJIOMI030M, OTJIMYAIOTCA OOJIBIION.
PE3UCTEHTHOCTHIO K MOUYETOHHBIM CPEACTBAM.
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	Амилоидоз – обычно системное заболевание, характеризующееся внеклеточным отложением особого эозинофильного белка, различающегося по происхождению, – амилоида, вызывающего нарушения функции различных органов. амилоид является сложным гликопротеидом, в котором фибриллярные и глобулярные белки тесно связаны с полисахаридами. с помощью электронной микроскопии и рентгеноструктурных методов четко показаны упорядоченность строения амилоида, наличие в нем во-локнистых структур. размеры фибрилл составляют 7,5 – 10 нм в поперечнике и до 800 им в длину. фибрилла состоит из полипептидных цепей с кросс-бета-конформацией, что определяет двойное лучепреломление при окраске конго красным, свойственное амилоиду. кроме фибриллярного белка, в состав амилоида входит другой белок – так называемый р-компонент, который одинаков при всех формах амилоидоза. роль р-компонента в амилоидогенезе неясна. возможно, это нормальный сывороточный белок, который связывается с амилоидными фибриллами

