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B.K. FlaBpucioK, o.m.H., npodeccop, I.Jl. FymeHIoK, k.m.H., E.A. MepeHkoBd, k.M.H., O.B. CtpadyH, k.m.H., O.B. WaapuHa,

'Y «HaumonanbHbiM MHCTUTYT dTH3MaTpUm M nynsMoHonormu um. D.I. dHoeckoro HAMH Ykpaunbi», r. Kues

CGPKOMAO3 A0 HACTOoSLLEero BpemMmeHu cuMtaeTcss OTHOCUTEJIbHO AOGPOKCI‘IeCTBEHHbIM
rPAHYNIEMATO30M HEen3BeCTHOM npupopabl. Paspenbi COBpPEeMEeHHbIX PYKOBOACTB,
nocBsillleHHbie BONMpPOoCam 3TUOJIOrMn capkouaosa, npeacrasnsior cob6oii pan
rmnores3, ogHd U3 KOTOPbIX CBA3GHA C HACNEeACTBEHHOCTbIO.

CeMeiiHbli capKou103 ObLT BIIEPBbIE OMU-
caH B 1923 . B [epmanun y nByx cectep. C Tex
MOp COOOILIEHUSI O CEMEMHOM CapKoua03e
BCTPEUalOTCs BO MHOTUX ITyOIMKAIMsIX. YCTa-
HOBJIEHO, UTO WIEHBI CeMeil OOJbHBIX CapKO-
WI030M MMEIOT B HECKOJbKO pa3 0Oosee
BBICOKMI PUCK 3a00JIETh CAPKOUIO30M, YEM
OCTAJTbHBIE JIUTIA, OTHOCSIITNECS K TOM e IT0-
ITYJISIIIAMN.

B  MynbTHLIEHTpOBOE  MCCleOBaHUE
ACCESS (A Case-Control Etiology Study of
Sarcoidosis) ObUIM BKIIIOYEHBI POICTBEHHUKHU
nepBoro ypoBHs (n=10 862) 1 BTOporo ypos-
H9 (n=17 047) OOJbHBIX CaPKOUI030M
(n=706) B mepuox 1996-1999 rr. B cnenan
BBIBOJI, YTO CPEAM POJCTBEHHUKOB IMEPBOTO U
BTOPOTO YPOBHSI TAKOTO OOJBHOTO PUCK 3a-
0osieBaHMsI 3aMETHO BbIIIIE, YeM B TIOIYJIsI-
1MUY B 1IEJIOM.

®paHITy3cKUe UCCIIeI0BaTeTM HaOIoIamn
22 ceMbM, B KOTOPBIX CAPKOUI030M OOJIeNn
2 WK 3 poICTBEHHMKA. 16 13 HUX OBIIH ITpe-
CTaBUTENISIMU OOl packl, B 6 Cloydasx —
CMelllaHHbIX OPaKOB €BPOMEMIIEB U KUTEIEi
Kapubckoro pernmona. Yacrora cemeitHOro
CapKOMI03a CPEeIU BCEX MAIUEHTOB COCTABU-
na 2,4%, HO yalle — Cpeau JIUL, POAUBIINX-
cs Ha Kapubax. TeHneHIUM B CXOICTBE KJIM-
HUYECKUX TIPOSIBJIEHUI, PEHTIEHOJOTHYEC-
KOW KapTWHE, OMHOBPEMEHHOCTHU 3a00JieBa-
HUS OBIIM Y TOMO3UTOTHBIX OJM3HeIoB. He-
CKOJIBKO Yallle BCTpevYaanch cliydan 3a0o0Jie-
BaHWI OTHOIOJIBIX POJCTBEHHUKOB, B TO
BpeMsl KaK pasniyuii B YaCTOTE «POAUTEIb-
pebeHOK» WJIM MEXIY OpaThsIMU U CecTpaMu
He Obuto. Cilyyan «MaTh-peOEHOK» M «OTell-
peGEHOK» M0 YaCTOTE HE Pa3INYaIUCh.

BNUIeMUOIOTUIECKIEe UCCISTOBAHMS Ce-
MeMHOro capkougo3a B Bemmkobputanum
MOKa3aJM, YTO YaCTOTa 3a00JeBaHMsI COCTaB-
nsuta 1,7%. Beutn ycTaHOBJICHBI CIIEIYIONINE
3aKOHOMEPHOCTH: 3HAYUTEIbHOE Mpeoda-
JlaHWe OTHOTIOJbIX HaJl PA3HOMOJIBIMU, aCCO-
WAL «MaTh-peOSHOK» Hal «OTell-pede-
HOK», ITepeBeC MOHO3UTOTHBIX HaJl TU3UTOT-
HBIMU OJIM3HELIAMMU.

B Upnanauu Obuta ompenesneHa BbICOKas
pPacrpoCTpaHEHHOCTh CapKoWao3a Cpenu
sxuteneit. Beicokast yactoTa (2,4%) capkou-
11032 Cpe OpaTheB U cecTep, BBISIBICHHAS Y
MpJIaHIIIEB, YyKa3blBaJla Ha TeHETHMYECKUI
(baxkTop MpeapacnoaokKeHHOCTH K Pa3BUTHIO
JTAHHOTO 3a00JIeBaHUSI M Ha TO, YTO YJIEHBI
ceMeil OOJNIbHBIX JOKHbBI MPOXOAUTh CKPU-
HUHTOBOE 00C/IeOBaHKE HA CAPKOUIO3.

CeMeliHbIe CBSI3U Y MAIIMEHTOB C CApKOW-
JI030M OBLUTM OTMEYEHBI B IyOJUKAIMSIX M3
ITepmanum, Tomnanaun, @uuanguoun, Amno-
HMM U MHOTHX JIPYTUX CTPaH.

J1J11 OLIeHKM HAC/IeICTBEHHOW BOCTIPUUM-
YUBOCTH K CApKOWI03Yy UCCIIENOBATUCH JIEH-
KOILIUTapHbIe aHTUTEHBI TIIABHOTO KOMILIEK-
ca rucrocoBmectuMoctu yesoBeka (HLA).
B xone nposenenus ucciengoBanusi ACCESS
ObLIa MOATBEPKAEeHA FeHeTUYeCcKast Mpeapac-
MOJIOKEHHOCTh K CapKOMI03y U €€ CBSA3b C
Bapualusimu B jokyce HLA-DRBI.

Jloka3aHa TIaTOTeHEeTIYecKast CBS3b CapKo-
n1o3a ¢ TOJIUMOPGU3MOM TEHOB MOIIHOTO
MPOBOCIAIUTEILHOTO IIUTOKMHA — (hakTopa
Hekpo3sa omnyxonu (TNF), aHrnoreH3uH-Ipe-
Bpanatoriero gakropa (AIID), cocyaucToro
sHpoTeManbHoro dakropa pocra (VEGF).

Knunuueckue Hﬂﬁllll]!]EHIIﬂ

IMaunenTel AHaTonuii 1 AHOpelr — pom-
HbIe OpaThs.

1. Anaromuii K., 1971 roma poxueHwusl,
MOCTYNWI B OTAEJI€HUE WHTEPCTUIIMATBHBIX

3a00J1eBaHUi Jierkux HalmoHaabHOTO MHC-
TUTyTa (TU3UATPUU U ITYJIbMOHOJOTUHU
(HUDIT) um. O.T. Arnosckoro HAMH VYk-
pauHBbI ¢ XajJo0aMK Ha CyXOil Kalllejlb, BO3-
HUKAIOUIMI Tpyu (DU3MUECKUX Harpy3Kax, BO
BpeMsl MeHus (MOeT B LIEPKOBHOM XOpe).
Taxcke Gecriokomnia o01as ca1adoCcTh, TOBI-
IIeHHAsT YTOMJISIEMOCTb. YKa3aHHBbIE CHMII-
TOMBI 0€CTIOKOSIT Ha MpOTsKeHuu 1,5-2 mec,
OMHAKO K Bpauy oOpaTuiics Hemelo Hasal.
[Ipu obcaenoBaHMM METOAOM PEHTTEHOIpa-
(un opraHoB AbIxaHMsI ObLT 3aMOA03pEH
CapKOMJ03 OPraHOB NbIXaHUSI, U JJIsl BEpU-
(vkanuy mMarHo3a MalMeHT ObUT HampaB-
neH B HUDIT.

B paHHem Bo3pacTe poc W pa3BUBAICS
HOpMajibHO, HUYeM He Oozen. Bcio u3Hb
MPOXMBAET B CEJILCKOI MecTHOCTU. Hukorna
He Kypul. KOHTakTOB ¢ MPOM3BOACTBEHHbI-
MU BpeIHOCTSIMU He Obuto. MMeeT 12 310po-
BbIX mereil. CBemeHUII B aHAMHE3€ O XpO-
HUYECKUX 3a00JIeBaHUSIX OPTaHOB IBIXaHUS
Y POICTBEHHUKOB HET.

CocTosiHME OTHOCHUTENILHO YIOBJIETBOPU-
TeabHOe. HOpMOCTEHUK, yIOBIETBOPUTEIb-
HOro muTaHus. KoxXHble MOKPOBBI U BUIM-
MBbI€ CJIM3UCTHIC YMCThIE, CHITTU U TUTIEPEMUN
HeT. [lepudepuueckue numdaTuyecKue y3-
JIbl HE YBETUYEHBI.

YA — 17 B 1 muH. [lepKyTOpHBIiA TOH — Jie-
TOYHBINA. AYCKYJBTaTUBHO — JbIXaHUE BE3UKY-
JIIpHOE, XpuUIibl He BhicyimBatoTcs. YCC —
74 B 1 mun. AJIL — 120 u 80 mm pt. cT. ToHbI
cepilia sICHble, IyMOB HeT. 2KMBOT MSTKUIA.
[TeueHn He yBennyeHa. OTEKOB HET.

Pe3yabTaThl KITMHUYECKUX M OMOXMMUYEC-
KUX aHAJIM30B KPOBU M MOYM 6€3 0COOEHHOC-
teil, COD He yBenuueHa. OTMeueHa BbIpa-
JKEHHAsl TWTePKaIbILIMEMUsT: KOHIICHTPAIIHSI
Ca™* B kpoBu — 1,41 MmO/

[To maHHBIM MHOTOCPE30BOI KOMITBIOTEP-
Hoii Tomorpacuu (MCKT) opraHoB mbixa-
Hug (puc. 1), B cCpeaHUX OTAeIax 000MX Jier-
KUX BBISIBJIEHA MEJIKOY3eJIKOBasT INCCEMUHA-
1IMsI, HAOTIOMAIOTCS OTAEIbHBIE 00Jiee KPyTI-
HBIE Y3eJIKM B pa3HbIX ceTMeHTaX. MHOXec-
TBO YBEJUYEHHBIX JUMMATUIECKUX Y3JIOB:
napaaopTajibHble, MapaTpaxeajbHble CIpaBa,
OMbypKaIIMOHHbIE, OPOHXOIYJIbMOHAIbHBIE
¢ 00erX CTOPOH.

3aKkimoueHne: capkKouI03 OPTaHOB IbIXa-
Hus, 11 cragus.

Bomumrerusmorpagus: TLC — 111,0% or
nospkHoro, RV —109,1%, RV/TLC — 92,3%,
VC — 113,5%, FEVI — 102,8%, FVC —
106,7%, FEV1/ FVC — 78,9%. Hapymenuit
CTPYKTYpPHI 00I1Iei1 eMKOCTH JIETKMX 1 OpPOH-
XUATbHOI MPOXOAUMOCTH HE BBISBICHO.

DuOPOOPOHXOCKONHS: OTMEUACTCS PACIII-
peHUe MepeaHero M 3alHEro TPeyrojbHUKa
OudypKalm Tpaxeu, pacliupeHrue MeXIo-
JIEBO ILITIOPHI CJIEBA.
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3akioyeHue: SHIOCKOMYECKUe TpU3HA-
KU YBEJIMYEHUsT BHYTPUTPYIHBIX JHUMDAaTH-
YECKMX Y3JI0B.

OKIT': snekTpuyeckas ocbh cepiala He OT-
KJIOHEHA; TIPaBOTIPENCePAHBIA pUTM 63 B
1 MMH; yMepeHHasi TUTTOKCHUSI MUOKap/Ia.

OcMOTp OKYJIMCTA: TIATOJIOTUU HE BBISIBIIEHO.

BosibHOMY yCTaHOBJIEH KIMHWUYECKHId aua-
THO3: CApKOMI03 OPTAHOB JIbIXaHUSsI, BIIEPBbIE
BoIgBIeHHbIN, 11 ctagusa, JIH 0 ct.

B otneneHun monyvan jieyeHue: jaekca-
METa30H MO 8§ MI BHYTPUBEHHO B TEUEHME
7 nHei, 3aTeM Ha3HauYeH METWJINPEIHU30-
JIOH B Ta0JIeTKax B 103¢ 24 MT B IEpBOi1 I10-
JIOBUHE JTHS B aMOYJIATOPHBIX YCIIOBUSIX B T€-
yeHue 4 Hell ¢ TOCIeAYIOIUM MOCTeNIeHHbIM
CHIKEHMEM J03bl 10 12 MI K KOHIy 3-TO
Mecsia. Takke ObUIM Ha3HAYEHBbI TIperapa-
Thl Kajausi. PekoMeHIOBaH KOHTPOJIbHbBIN
OCMOTp uepe3 3 Mec.

2. Yepes 2 Mec B OTHEICHME MOCTYITHII
maanmuii 6pat Auapeii K., 1975 rona pox-
neHus. B KIMHUKY 00paTWiICs MO COBETY
CTapliero, Tak KakK TOXe WMeJ KaJloObl
Ha MaJIONIPOAYKTUBHBIN Kallleib, OOIIYI0
c1ab0CTh M ONBIIIKY TMPU BBIMOJHEHUU
MPUBBIYHON (U3UYECKON HArpy3ku. IDTu
CUMITOMBI MOSIBUIMCH OKOJIO 3-4 Mec Ha-
3a1. HeoOXoguMo OTMETHTh, UTO Kallleilb
MepUOANYECKU OECITOKOUT Ha MPOTSIKeHUN
4 ner.

B nerctBe poc u pa3BUBaICS HOPMAJILHO,
peaKo 0oJiesl MPOCTyIHBIMU 3a00JIeBaHMSI-
mu. [lpoxuBanm B ceIbCKOH MECTHOCTH.
B nocienHue rogpl IpenMyIIeCTBEHHO MPo-
xwuBaeT B CIIIA. Okosno 10 et Ha3am Hepo-
JIOJDKUTENIbHOEe BpeMsl paboTal B HebJjaro-
MNPUSITHBIX YCIOBUSAX (IIOKpacka aBTOMOOM-
neit). He kypur.

CocTosIHME OTHOCUTEBLHO YIOBJIETBOPU-
TeabHOe. HOPMOCTEHMK, YIOBIETBOPUTEITb-
Horo nuTanusi. KoxHbIe MTOKPOBHI U CJTU3UC-
ThI€ YMCTBIE, CHITIM ¥ TUrepeMun HeT. [lepu-
depuueckre TUMbaTUUIECKUE Y3JIbl HE yBe-
JINYEHBI.

YJI — 18 B 1 muH. [lepKyTOpHBIii TOH Jie-
TOYHBIN. AYCKYJBTaTUBHO — JIbIXaHUE BE3U-
KYJIIPHOE, BBICIYIIMBAIOTCS CYXH€ CBUCTSI-
mue Xpurmbl ¢ 0oenx cropoH. YCC — 76 B
1 mun. AIl — 130 1 80 mm pr. cT. ToHBI cepaa
SICHbIe, pUTMUYHBIE. 2KUBOT Msrkuii. Ile-
YyeHb He yBeJauueHa. OTEKOB HET.

Pe3ynbTaThl KTMHUYECKUX M OMOXUMIYEC-
KMX aHaJIM30B KPOBU M MOYM 6€3 0COOEHHOC-
teir, COD He yBenumueHa. Habmomanocs yBe-
JnyeHre KoHueHTtpauuu Ca*™™ B KpoBu —
1,35 MMouTb/1.

IMo manusiM MCKT (puc. 2), B cpegHux
oTAesax O0OMX JIETKMX BBISBIEHA MEJIKO-
y3enkoBasi nuccemuHanus (0,2-0,3 cm) Ha
¢oHe ycusieHHOro aechopMUPOBAHHOIO Je-
TOYHOTO PUCYHKA. YBEJIMUYEHBI BHYTPUTPYI-
Hble JuMdaTuyeckue y3ibl: MapaaopTaib-
Hble, TapaTpaxeajbHble — 110 1,2 cM, OpOHXO0-
MyJbMOHaJIbHBIE — 110 2,0 CM.

3akioueHne: CapKoOMI03 OPTraHOB IbIXa-
Hud, 11 cragus.

Puc. 1. MCKT opraHos pbixanus AHatonus K.:
ABYXCTOPOHHSI NPUKOpPHeBas numdapeHonaTns
B COYETAHMM C MEJIKOY3eJIKOBOW AUCCEMMHALMEN

NUpPeHXNMbI

Puc. 2. MCKT opranos puixanus Augpes K.:
ABYXCTOPOHHSI NPUKOpHeBas numdapeHonaTus
B COYETAHMM C MENIKOY3€ENKOBOI AUCCEMUHALMEH

NApeHXUMbI

biXdH U

e
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B.K. FaBpuciok

Bomumnerusmorpagus: TLC — 92,7% or
noipkHoro, RV — 86,6%, RV/TLC — 89,4%,
VC —95,8%, FEV1 — 93,0%, FVC — 98,1%,
FEV1/ FVC — 78,5%. Hapyienuit ctpykTy-
PbI 0011IEt eMKOCTH JIETKUX U OPOHXMATbHOM
TPOXOAMMOCTH He BBISIBJICHO.

DudpPoOPOHXOCKONHS: ATPODUS CTUZUCTON
000JI0YKM Tpaxeu U OPOHXOB.

OKIT': snekTpuyeckas och cepiala He OT-
KJIOHEHa; CUHYCOBBIi put™M — 74 B 1 MUH;
yMepeHHasl TUIIOKCHSI MMOKap/a.

OcMOTp OKyIMCTa: TIATOJIOTUM HE BBISIB-
JIEHO.

BoabHOMY yCTaHOBJIEH AMATHO3: CAPKOUIO3
OpraHOB JbIXaHUSI, BIEPBbIE BbISIBIECHHbIN,
II cramus, JIH I ct.

HasnavyeHa crymneHvaTass TJIIOKOKOPTH-
KOWIIHAs Tepanusi B KOMOWMHAIIMK C TIpeTa-
paTaMM KaJus: JeKCaMeTa3oH 10 8 MT BHY-
TPUBEHHO B TeUeHUe 7 AHEH B cTallMoHape,
3aTeM METWINPEAHU30J0H B TabJeTKax B
03¢ 24 MT B IepBOii MOJOBUHE THS B aMOy-
JIATOPHBIX YCIOBUSX B TeUeHUE 4 Hel ¢ Moc-
JIEYIOIIMM TOCTENEeHHBIM CHIKEHUEM J10-
361 10 12 Mr K KoHIy 3-ro Mmecsua. Peko-
MEHJI0OBAaHO TIOBTOPHOE O0CeNoBaHUE Ye-
pe3 3 mec.

[lpu aHanm3e mpeacTaBIeHHbIX KIWHU-
yeckMX HaOMogeHUit obpalaeT Ha cebst
BHUMaHHUE yIUBUTEIbHOE CXOACTBO KIMHU-
YECKOM U PEHTTEHOJOTMYECKOU CeMUOTUKHI
capkouao3a B o0oux ciaydasx. JlanbHeliiiee
HaOJIoIeHe MO3BOJIUT COMOCTaBUTh XapaK-
Tep TEYEHMs] W TEMIIbl perpeccuu 3adosie-
BaHMsI.

OnHaKo rJ1aBHOI 0COOEHHOCTbIO, C Halllei
TOYKHU 3pEHUs, SIBISETCS ONHOBPEMEHHOE
Hayajao 3a00jieBaHUs y OJU3KMX POACTBEH-
HMKOB, YTO MO3BOJISIET HATOMHUTD O TUIOTE-
3¢ MHGEKIIMOHHON MPUPOIbl CapKoua03a,
3THOJIOTHSI KOTOPOTO JI0 HACTOSIIETO BpeMe-
HM HE YCTaHOBJIEHA.

CylIecTBYeT MHOTO ITyOIMKALMi O CIydya-
SIX CEMEMHOIo CapKouIo3a, CPeau KOTOPBIX
MOXHO BCTPETUTh (DaKkThl 3a00JEeBaHMS He
KPOBHBIX POJCTBEHHUKOB, @ My>a M JKEHBI.
Tak, B otuete 1973 1. bputaHCcKOIi TOpaKab-
HOW M TyOepKy/ne3HOU accouuanuu ObLIO
ONyOJIMKOBAaHO 62 ciIydas CEMEMHOTO CapKo-
Wa03a, U3 HUX CapKOMI03 Y MyXkKa U >KEHbI
omnucaH B 11 ciayyasx.

Bce 310 mo3BosisieT mpennoaoXuTh, YTO B
OCHOBE Pa3BUTHUSI CEMEWHOro CcapKouI03a
MMeeT 3HAYeHME He CTOJIbKO KPOBHOE POJIC-
TBO, CKOJIbKO CEMEMHBII KOHTAKT C OOJbHBIM
CapKOUI030M.

OjiHaKoO aBTOPbI TOTOBWIM AaHHYIO My0-
JIMKAIIMIO HE C 1eJIbIO BCTYMUTD B TIOJEMUKY
CO CTOPOHHUKAMU TUMOTE3bl TEHETUYECKOM
MPEAPACIONOXKEHHOCTH K  CapKOUA03Y,
a UCKJIIOYUTEbHO B HalEeX e Ha UCTIOIb30-
BaHMe TaHHOTO cyyas B Oymylux MeTaaHa-
JIM3ax.

Cnncok nuTepaTypbl HAXOAUTCS B PEAAKLIMM. @_
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