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B penaxkiuio XypHajia o0paTHIICS YATATEb C BONPOCOM O COBPEMEHHOIi TPAKTOBKE CHHIPOMA OBbBIIIEHHO¥ NMPO-
aumaemoctn Kamuuisipos (CIITIK). Ha Bompoc oTBevaer riaBHblii peaakTop KypHaaa Asexcandp Ipuzopvesuyu

Yyuaaun.

B npennaraemom otBeTe comepxkutcs WHpopmanusa Kak 00 mauonaTuyeckoi, spoxaenHoii popme CIIIIK, Tak
u 0 sToprmynoM CIIIIK. C yueToM 3HAYNTEILHOIO 00beMa HH(OPMALMH B TEKyIIeM HOMepe JKyPHAJIa MpeacTaB-
JIEHO ONMCAaHHe WINONATHIECKOI (hopMBI CHHIIpOMA, a B cleaywmeM Boimycke (Ne 4 / 2026) OyaeT paccMoTpeHa
propuynas ¢opma CIIITK. O6e ¢opmbr CIIIIK o0benunsieT KIMHNYECKOe HAOJIOAEHHME, NPEICTABICHHOE

H.O.Kpiokoeoii 1 COABT.

WUnuonatuueckas nmepBUYHas BpoxXAeHHas dopMma
CUHApPOMA MOBBIIIEHHON MPOHUIIAEMOCTH KaITUJIJISI -
pos (CIITIK) Bnepsbie Obi1a onucana B.Clarkson et al.
[cM. TuTEepaTypHbBI UCTOYHUK]|. B nutepaType MoxXHO
BCTPETUTD OMMCAaHUE KIIMHUYECKUX HaOIIOAeHU I, KOTO-
pble TpaKTOBaIUCh Kak 0ose3Hb Knapkcona (Clarkson’s
disease), TIpy 3TOM TTOTYEPKUBAJIACh POJIb MOHOKJIOHAITb-
HOW raMmMariaTuu.

Hrak, CIIITK oTHOCUTCS K YMCTy PEIKUX MTaTOJOT M-
YECKUX COCTOSTHUIA, YeTKOTO TPEICTABIICHUsI O €ro pac-
MMpocTpaHeHHOCTH HeT. OMHAKO CUHIPOM paccMaTpHrBa-
eTCsI KaK >KM3HEYTPOXKAOIIee IMaToJIOTUISCKOe COCTOSTHHE,
0 YeM CBUAETEJbCTBYIOT TUTIOTOHUS, OTE€UHbBIN CUHIPOM
U CUCTeMHas TUCOYHKIUS SHIOTEIUS, TTPUBOISIIAs
K (PYHKIIMOHAJIBHBIM HapYIIEHUSIM KPUTUUECKU BaXKHBIX
OPTaHOB M CHCTEM YeJIoBeuecKoro opranusma. [Ipemarro-
JlaraeTcsl, 4To CYILEeCTBYET BPOXKAEHHasl Mpeapacioso-
SKEHHOCTB K MOBBIIIEHHON MMPOHUIIAEMOCTH KAITWIIISIPOB,
IIpY 3TOM JaHHbIC 0 MeHIeIeBCKOM TUTIE HACICIOBaHUS
OTCYTCTBYIOT.

OCHOBHBIM MaTOGMU3UOIOIMYECKUM MEeXaHU3MOM
CIIIK gBasieTcs nernoHUpoBaHUE B MHTEPCTULIMAT b-
HOI TKaHU 00TaToi 0EJTKOM KUAKOCTHA. DTOMY ITPOLIECCY
TIPEAIIeCTBYET TUTIEPIUTOKMHEMMUSI, C KOTOPOi1 CBSI3bIBa-
€TCs MOBBILIEHHAd TPOHULIAEMOCTb DHAOTENINAIBHOIO
cJ1osT KanyuisipoB. KOHTaKThI MEXKITY SHIOTEIMOIIUTAMM
noaaepkupatorcs 3a cuet VE-kaarepuHoB 2-ro Tumna.
CurHanbHas cucTeMma, GPyHKIUEN KOTOPOU SIBIISIETCS
peryJiMpoBaHue B3aUMOAECHCTBUSI MEXIY IHIAOTEIUEM
1 OKPYKAIOLIUMU €T0 KJIETKaMU, HapylIaeTcs Ipyu CHU-
JKeHHOM KOHIICHTPALIMU KaAreprHa, 9YTO W IIPOUCXOIUT
nipu CITIITK. IMpu peunnuse CITITK B cbIBOpOTKE KPOBU
y ALIMEHTOB PETUCTPUPYETCS MOBBILIEHHOE COMEPXKaHUE
SHIOTEINATBLHOTO (haKTopa poCcTa COCYI0B, UTO KOCBEH-
HO CBHUIETEIBCTBYET O TTOBPEKICHUM SHIOTEINOLINTOB.
I[TonoOHBINM MpolecC MPOUCXOAUT TIPU JIEUEHUU UHTEP-
neikuHowMm (IL-2).

ITaTorenetnueckyto posb npu pazsutuu CIITIK wur-
paet mrcbajaHC BO B3aMMOICHCTBUM aHTHOIIOSTHUHA-2
u Tupo3uHKuHa3Horo penenropa (TIE-2). Tupo3unku-
Ha3HbIN PeLEeNnTOpP SKCIPECCUPYETCs SHAOTEINOIUTAMU,
TP TTOBPEXKICHUH KOTOPBIX IPOUCXOIUT HapyIICHHUE
rpoirecca hochopUINPOBAHNSI, YTO COCTABIISIET OCHOBY
HapylieHUs B3auMoneicTBusg anruonostuHa ¢ TIE-2.
DT MOJIEKYJIIPHO-0HMOJIOTMYECKIEe MEXaHU3Mbl OITUCAHBI

TakkKe MpU OBapuaIbHOU IMIIEPCTUMYIISILIUMI, TIPU KOTO-
poii moxeT pasBuBaTbest CITITK.

dpyrum mMapkKepoMm OUCOHYHKINHU SHIOTEIUS TIPpU
CIIIIK saBasieTcst MOBBILIEHNUE B CBIBOPOTKE KPOBU YPOB-
HSI MEIUATOPOB BOCITAJIMTEIbHON peakuuu — akTopa
Hekpo3sa onyxonu-a (TNF-a) u neiikoTpueHoB.

KnnHnueckoit maHugectaluy U auonaTudeckoi ¢gop-
Mol CITIIK npenmrectByeT nmpoapomanbHast dasza. Pakro-
pamu, mpeapacriojararolMu K pa3BUTUIO TIEPBUYHOTO
unuoratrudyeckoro CITITK, sBasitorcs caeayroliye:

* oCTpble MH(PEKIIMOHHBIC 3a00JIeBaHNUST BEPXHUX IbI-

XaTeJIbHbIX IYTEW;

+ COVID-19;
* TIOBBIIIEHHAS (pU3MUYECKast Harpy3Ka.

Craenyet moguepkHyTh, uTo Tpurrepsl CIIIIK, kak
npaBuiio, oTcyTcTBYIOT. [IpoapomanbHblii meprom 0oJe3-
HU MOXET MPOTEKaTh B TeUEHUE HECKOJIbKMX THEH U ITPo-
SIBJISIETCS TAKMMUY CUMITTOMAaMM, KaK OJIUTYPHS 1 00IIast
cl1ab0oCTh, pa3BMBACTCS OTCYHBIN CUHIPOM, OITUCAHBI
CUHKOITAJIbHBIC COCTOSTHUSI, HEMOTHUBUPOBAaHHAsI 0O0JIb
B XXMBOTE, MUAJITUU, MTOJUAUTICUSI, PE3KOE MOBBIIIICHUE
Macchl TeJia 6ojiee yeM Ha S5 Kr. OfqHako cliefyeT MoayepK-
HYTb, YTO KJIMHUYECKHE TTPU3HAKY TTPOAPOMATBHOM (pa3bl
CIITIK, xak mpaBUIIO, CTEPTHI, B TO BpeMs KaK DKCTpa-
BacKyJisipHas ha3a MpoTeKaeT Bceraa BHE3arHO U UMeeT
JKM3Heyrpoxarouuii xapaktep. Hanbosee xapakrepHbIMU
nposiBieHusIMU 3To# pa3bl CITITK gBiasgioTcs rTHmoBo-
JIEMUSI, OTEUHBIN CUHAPOM M TUCGHYHKIINS KU3HEHHO
BaXKHBIX OPTaHOB (CepIle, JIETKUE, TOYKH).

ITepBBIMU TIpU3HAKAMU KIWHUYECKON KapTUHBI
CIITK gBasioTcd reMogAnHAMUYECKUe MapaMeTphbl —
TUTIOBOJIEMUSI W TUIIOTEH3MUSI, KOTOPbIE Pa3BUBAIOTCS
Ha (poHe TeHepaIM30BaHHOTO OTEYHOT0 CMHIApoMa. Ku-
KOCTb aKKyMYJIMPYETCSI B OPIOIIHOM U IUIEBPAJIBHBIX ITO-
JIOCTSIX, TIEpUKapIe 1 9acTo IMPOTEKAET 10 TUITY aHACAPKH.
Cremyet oOpaTUTh BHUMaHNE Ha TOT (haKT, YTO BHYTPH-
COCyIMCTasi TMTIOBOJIEMUSI MOXKET ITpoTeKaTh 0e3 Mpu3Ha-
KOB TUNOTeH3UH. ['eMognHaMnYecKast HeCTaOMIIBHOCTh
YCYTYOIISICTCST BEHTPUKY/ISIPHON TUC(HYHKIINEH OTEIHOTO
MMOKapaa, YTO TAKXKe UTPaeT BaXKHYIO PoJib B (hopMUpoBa-
Huu runoteH3uu y auil ¢ CITTIK. I'unoBonemus siBasieTcst
MIPUYMHON CHYDKEHUS TaBJICHNS B IOTYJISIPHBIX BEeHaX, Cy-
XOCTH CJIM3KUCTOM IMOJIOCTU pTa, KOTOPAask COITPOBOKIACTCS
JKaXKIOM, a TaKKe KOJUIaTICOM TIOJION BEeHHBI (vena cava),
€CJIM HeT NMPM3HAKOB KapAUOTeHHOro III0Ka.
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OTeuHblii cMHAPOM pas3BuBaeTcs y 50 % OOJNIbHBIX,
a ero KJIMHUYeCKue MpOosSIBJIEHUS 3aBUCST OT CTEMEHU
tskectu CIITIK. Tsokenast hopMa CUHIPOMA COTIPOBO-
JKIaeTcsl pa3BUTHEM aHACApKU; TATTMYHBIM ITPOSIBJICHUEM
SIBJISIETCS] Pa3BUTHE CEPO3HBIX OTEKOB — IJIEBPUT, MEepU-
KapIWT, N30JIMPOBaHHBIN acuT. KITMHMYecKast KapThHa
CIIITK MOXeT TOTOTHSThCS TAKIMU TIPOSIBJICHUSIMU, KaK
OCTPbIi TYOYJISIDHBII HEKPO3 MOYEK, MUAJITUU, SHTEPO-
naTtus, guchyHkuus neyeHu. [pu nadboparopHoii guar-
HOCTUKE BHUMaHUE CAEAYET 00paTUTh B MIEPBYIO OUEpelb
Ha TeMOKOHIeHTpanuto, 9To otiandaet CITIIK ot npyrux
¢opm mroka. IToBeIIIaeTCsS reMaTOKPUT, YBEININBACT-
¢Sl YMCJIO HEUTPO(UIIOB, TTPU 3TOM YKUCJIO TPOMOOILIUTOB
He BO3pacTaeT, YTO MUMEET TaKxXKe TMarHOCTUUeCKOoe 3Ha-
yeHue. ['eMaTOKpUT MOXET MOBbIIIATLCS 10 60 %, 4TO
CBUIETEJIbCTBYET O INIyOOKOI TUITOBOJIEMUM.

ITaTorenetnueckum mapkepoM B guarHoctuke CITITK
siBJIsIeTCs runoanboymuHemusi. ConepkaHue alb0yMuHa
B CBIBOPOTKE KPOBHM MOXKET ITOHMKATHLCS 10 3 T / 11, B OT-
TEJTBHBIX CIIyJasiX peruCcTPUPOBAIHUCH ellle OoJiee HU3KHUE
nokazatenu — 1,7 r / i1, Takum o6pa3om, KIIMHAYECKast
KapTUMHA UAMONATUYECKOTO MEPBUUHOIO BPOXKIEHHOTO
CIIIIK xapakTepu3yeTcst KIIaCCMIeCKOM TPUAIOi CHMII-
TOMOB:

* BHE3aIlHOE Pa3BUTHE I'MITOTEH3UMU;

* TeMOKOHIIECHTpAIIVSI;

*  TUIIOATLOYMHHEMMUSI, Ha (DOHE KOTOPOIl pa3BUBACTCS
TeHepaJIu30BaHHbIMA OTEYHBIN CUHIPOM.
®dasza paspemennst CITTIK pasBuBaeTcst Tak ke BHE-

3aImHO, KaK U Bo3HMKJIa. HayaabHBIM MpU3HAKOM T0JI0-

KATEJIBHOTO pa3pellieHrs CUHIPOMA SIBJISIETCS CHIDKCHHE

IMOTPEOHOCTU B KOJIMYECTBE BBOIMMOTO BHYTPUBEHHO

(h13MOJOrMYEeCKOro pacTBOpa 1 MOBBIILIEHNE KOHIIEHT-

panuy aTbOyMUHA B CBIBOPOTKE KPOBH.

B muarnoctmyeckyto nporpammy CITITK BkitoueHb!
CJICIYIOIIVC aHAJTU3bI:

*  paclIMpPEHHbINA aHAIU3 KPOBU;

* OIpefesieHue KoaryasilIMOHHOIO CTaTyca;

*  (epMEHTHI TICYCHM;

* OIpeesieHWe YPOBHEH TPOITIOHMHA, MO3TOBOTO HaT-
puitypetudeckoro nentuna (Brain Natriuretic Peptide —
BNP), nakrara;

*  WMUIXK-IUArHOCTUKA;

* YJIBTPa3BYKOBOE MCCJICIOBAHUE OPTaHOB OPIOIITHOM
MOJIOCTH.

JIOTIOJIHUTENIbHO PEKOMEHIYETCSI UCCIEA0BaTh Chl-
BOPOTOYHYIO TPUIITA3y, TOPMOHEI IITUTOBUIHOM KEJIe3Hl,
TIPOBECTHU IXOKApAUOTPahUIO 1 ONPEISINTh KOHIICHTPA-
1110 (heppUTUHA B CHIBOPOTKE KPOBU IIJIsI UCKITIOUSHUS
reMo¢arouMTapHoOro JuMGOruCTUOLMTO3a. YUUTbIBAsI TOT
akT, uto 6onee yem B 80 % ciyyaes CITITK Bo3HMKaeT
Y JIULI C 3aPETUCTPUPOBAHHON MOHOKJIOHAJIBHOIM raMmaria-
TUEH, pEKOMEHAYeTCs 00s13aTeTbHO UCKITIOUUTD OEJIKOBYIO
JIMCKpa3nio. B KIMHUYeCKOol mpakTUKe PEKOMEHIYeTC s
TaKKe OLICHUTH MTapaMeTphbl TUCHYHKIUN TICIeHU U UC-
CJIeIoBaTh CYTOYHYIO MOUY Ha MIPEeaMET CoIepKaHMsI OeTKa.
DTU UCcciefoBaHMsI HEOOXOAMBbI /151 UCKTIOUEHUST UHOM
MPUPO.BI TUNoaTbOyMuHeMuu, Hexenu CITITK.

JunddepenimansHas guarHoctuka CITTTK mpoBoauT-
¢Sl C CENTUYECKUM IIIOKOM, HAJATIOYEYHUKOBBIM KPU30M,
aHadmwIakcueit, KapaIUOTeHHBIM IIIOKOM, MUKCEAECMOM
1 TeMOo(arouTapHbIM JTUMGbOTUCTUOLUTAPHBIM CUHIPO-
MoM. [Tpu Bcex ykazaHHBIX 3a001eBaHUSIX MOXKET pa3BU-
BaThCST BTOPUYHBIN CTHIPOM TTOBBIIIIEHHOM KaMIISIPHOMN
IMPOHUIIAEMOCTH, peYb 00 3TOM ITOMIECT BO BTOPOI YaCTH
OTBETa Ha MMOCTYNUBLIEE B PEAAKLINIO TUCbMO C BOIIPOCOM
o coBpemeHHoI1 TpakToBke CITITK.

Lenwio neyenust CIITIK B akcTpaBacKyisipHOii (hase,
B TIEPBYIO OUYepedb, SIBISCTCS OLIEHKA IeTTOHUPOBAHUS
KUIKOCTH M KOHIICHTPAILIMK aJIbOyMHHA B CHIBOPOTKE
KPOBHU, a TaKXKe NPYrux OEJIKOB B UHTEPCTUIIMATbHOMN
TKaHu. Koppeklusi runoBojeMUn MPOBOAUTCS MyTEM
omnpeneeHUsT 00beMa BHYTPUBEHHOTO BBeIeHUS (hu-
3MOJIOTUYECKOTro pacTBopa. HeamekBaTHOE KOIUUECT-
BO pacTBopa, BBOAUMOIO BHYTPUBEHHO, MOXKET CTaTh
MPUUUHON Pa3BUTUSI HEKAPAMOTEHHOIo OTeKa JIETKUX.
PexoMmeHmyeTcst OLIEHUTH BOMHO-3JICKTPOIUTHBIN CTaTyC
MalUKUEeHTa, MPU ITOM HEOOXOAMMO U3YYUTh CIAEAYIOLINE
rokKa3aTeJu:

*  XapaKTepUCTHKA OTEUHOTO CUHApOMa (CEpO3HbIE OTe-

KU, aHAcapKa, OJINTYPHUSI);

+ o0mras Macca Tena;

* JaBJIEHME B IOTYJSIPHON BEHE;

* nepdy3usi OTAeIbHBIX OPTaHOB;

* YpOBEHb JIAKTATa;

* apTepuajbHOE IaBJICHNUE;

*  KUCJOTHO-ILIEJIOYHON OanaHc;

*  AKKYMYJISILIMS XKUAKOCTHU B IJIEBPaJbHBIX TTOJOCTSIX;
s auypes.

OngHUM CIOBOM, HEOOXOIMMO MPOBECTH YTIYOJIeHHOE
kauHuueckoe oocnenoBanue 6ojbHoro ¢ CITIK. C yye-
TOM TOTO, YTO JTaHHBII CUHAPOM OTHOCUTCS K UMCITY K13~
HEeYTpOXalolINX, JUArHOCTUIECKAs IIporpaMMa TOJKHA
OBITH BHITIOJTHEHA ex tempero. [1py BHYTpMBEHHOM BBelIe-
HUU pacTBOpa CJIeAyeT MPUACPXKUBATHCS KOHCEPBATUBHOM
TakTUKU. Kpurcrammonas! BBoasaTcs B 1o3e 30—45 mir / KT,
T. e. 2—3 1. Kpurepuem 3¢pHEeKTUBHOCTH TepaIliy SIBJISICT-
CsI BBIXOJ OOJTBHOTO M3 TUTIOTCH3WH U YBEIMUCHUE TNYpe-
3a. B ciyyasix pe3ucTeHTHOCTU K BBOIMMBIM KPHCTaJIO-
UIaM PEeKOMEHIyeTCs Ha3HAYNTh KOJUTOUABI — 25%-HbIi
anp0yMuH 13 pacyeta 1,5 v / kr. [1pu coxpaHstomeiics
TMIIOTEH3WHU 1 HU3KOM AUype3e Ha3HAYaIoT Ba30IPEeCCOPHI
U UHOTpoIIbL. Tepanueil pe3epBa cuuTaeTcsl HA3HAYEHUE
CTpecc-/103 TJIOKOKOPTUKOCTEPOUIOB U BHYTPUBEHHOE
BBeICHIE MMMYHOIJIOOYJIMHOB B Tipenenax 15—20 1. B -
TepaType Takxke 00CyXmaeTcsl IpUMeHEeHHUe SKCTPaKop-
MOpajbHOI reMoKcureHauu. B kauecTBe nMpeBeHTUBHOM
Teparuu NpuoeralT K CUCTeMaTUYeCKOMY BBEIEHUIO UM-
MYHOTJIOOYJIMHOB, OJIHAKO JloKa3aTtejibHas 0a3a apdek-
TUBHOCTH 3TOTO METO/IA JICUCHUSI OTCYTCTBYET.
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