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Pestome

Y cTaTTi NpeacTaBAeHNA ONUC KIIHIYHNX CNOCTepeXxXeHb capKoifo3y
OpraHiB UxaHHA y pifHKX 6paTiB. BigMiueHa AVIBHa CXOXICTb KNiHiUHOT Ta
PEHTTreHONOriYHOI CEMIOTUKM CapKoigo3y B 060x Bunagkax. MNopanbuie
CMOCTEPEXEHHSA A03BONUTbL CMIBCTABUTK TaKoX XapakTep nepebiry Ta
Temnu perpecii 3aXBOpIOBaHHA.

[onoBHO0 0COGNUBICTIO, 3 TOUKM 30PYy aBTOPIB, € OLHOYACHUI NoYa-
TOK 3aXBOPIOBaHHA y 6/IU3bKIX POAMYIB, O AO3BOJIAE HarafaTu Nnpo rino-
Te3y iHpeKUiHOI NpMpoan capKoifo3y, eTionoria AKOro A0 HMHILHBLOro
yacy He 3'AcoBaHa.

Mpunmatoun fo ysarnm nNOBIJOMAEHHA NiTepaTypy MNpPO BUMafKu
POAVHHOrO CapKOoifo3y, cepes AKUX MOXHa 3yCTPiTV GpaKTy 3aXBOPIOBAHHA
He KPOBHMX POAMYIB, @ YONIOBIKa Ta XiHKW, OHOYACHNI MOYaTOK 3aXBOPIO-
BaHHA O3BOJIAE NOCEPEHbO 3amifo3puTH, WO B OCHOBI POANHHOIO cap-
KOIJO3y MOXe MaTy 3HauYeHHA He CTifIbK/ POAVHHUIA 3B'A30K, CKiNbKu
POAVHHNI KOHTaKT i3 XBOPMM Ha CapKOif03.

Knioyoei cnoea: capkoifo3s opraHiB AUXaHHA, POSUHHUI BUMAZLOK.
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A CASE OF FAMILIAL PULMONARY SARCOIDOSIS

V. K. Gavrysyuk, G. L. Gumeniuk, O. V. Shadrina,
E. A. Merenkova, O.V. Strafun

Abstract

A description of clinical cases of lung sarcoidosis in siblings is
presented in current report. An amazing similarity of clinical and
radiological presentation of both sarcoidosis cases is emphasized. Further
follow-up would help to compare the clinical course and the rate of
progression of the disease.

In authors view the major point is simultaneous onset of the disease
in siblings, reminding the hypothesis of infectious cause of sarcoidosis,
etiology of which is not yet established.

Taking into consideration a literature data about cases of familial
sarcoidosis, especially the cases of disease in husbands and wives, a
simultaneous onset of the disease suggests that household contact rather
that hereditary factors plays a significant etiological role.
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CemeliHbIl capkomnpgo3 Obln BMepBble onuMcaH B
lepmaHun y aByx cectép B 1923 rogy [4]. C Tex nop coobuie-
HMA O CEMENHOM capKoupo3e BCTPeyvaloTCA BO MHOMMUX
nyénukaumax. YCTaHOBMIEHO, YTO ufieHbl cemell HGONbHbIX
CapKoMJ030M VMEKT B HECKOJSIbKO pa3 6onblwnii prck
3aboneTb CapKomMo30M, YeM OCTaJibHble NIOAM U3 TOW Xe
nonynauun [1, 6].

B mynbTuueHTpoBoe nccnegosaHue ACCESS (A Case-
Control Etiology Study of Sarcoidosis) 6b10 BKlOYEHO
10862 poacTBeHHMKa NepBoro yposHA n 17047 — BTopo-
ro ypoBHsa 706 6oneBwnx capkongosom B nepuog 1996-
1999 rr. bbin caenaH BbIBOA, UTO CPeAn POACTBEHHUKOB
60NbHOr0 CapKoMAo30M MEpPBOro U BTOPOro YPOBHA
puck 3aboneBaHnA 3aMeTHO Bbille, YeM B MOMynALUN B
uenom [12].

®OpaHuy3cKre nccnegoBatenu Habnoganm 22 cembiu, B
KOTOpbIX capkomngo3om 6onenu 2 nan 3 poacTBEHHUKA. 16
13 Hux Gbinn GenbiMn 1 B 6 ciydadax ObiNM CMeLaHHble
6paku eBponeniues n xutenen Kapmbckoro pervoHa.
YactoTa cemenHOro capkovposa cpefn BCeX MaumeHTOB
coctasuna 2,4 %, HO vale — cpean nny, POAMBLUMXCA Ha
Kapubax. TeHgeHLMN B CXOACTBE KIMHMUYECKUX NpOABe-
HUIN, PEHTreHONorMYeckom KapTuHE, OfHOBPEMEHHOCTU
3aboneBaHuA 6bIIM Y FOMO3UTOTHbIX 6NM3HEL0B. HeckonbKo
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Yallle BCTpeyvanucb csiyyan 3aboneBaHunin ogHOMNOSbIX POA-
CTBEHHWKOB, B TO BpeMaA Kak pa3nnuuii B YacToTe «poau-
Tenb—pebEHOK» Unn Mexgy 6paTbamMmn 1 CECTpamu He Obino.
Cnyyan «maTb-pebEHOK» N «OTel-pebEHOK» Mo YacToTe He
pasnuyanucs [7].

Snuaemmnonornyeckme NcciefoBaHna ceMeHoro cap-
Koupo3sa B BennkobputaHum nokasanu, 4to YactoTa cemen-
Horo capkouposa coctasnsana 1,7 %. bbinu yctaHoBneHbl
cnefylolme 3akOHOMEPHOCTU: 3HauUTenbHoe npeobnaga-
HMe OfHOMOMbIX Haf Pa3HOMoNbIMKM, accoumaumin «MaTb—
pebEHOK» Haf «oTeL-pPebEHOK», MepeBeC MOHO3MIOTHbIX
Haj AU3UTOTHbIMK GNKr3HeLamu [6].

B Pecny6nuke VpnaHaus 6bina BbifiBNeHa BbicOKas pac-
NPOCTPaHEHHOCTb CapKomzo3a NMMEHHO CPean npnaHaLes.
Bbicokaa uacToTa capkouposa cpeau 6paTbeB U CecTép,
BbiABNeHHasA B VipnaHann (2,4 %), yka3biBana Ha reHeThvec-
KU GakTop NpeapacrnonoXeHHOCT K Pa3BUTUI0 CapKou-
[03a U Ha TO, UTO ufieHbl cemell, 6ONbHbIX CapKOMZ030M,
LOJIXKHbI NPOXOANTb CKPUHMHIoBOE 0bcnefoBaHMe Ha cap-
Koupos [2].

CemeliHble cBA3M Yy 6ONbHbIX CAPKOMA030M Obinv OTMe-
yeHbl B nybnukaumax us Fepmanum [3], Tonnanaunm [16],
OuHnangun [9], AnoHnm [14] 1 MHOTUX APYTUX CTPaH.

0nAa oueHKM HacneACTBEHHOW BOCMPUMMUYMBOCTU K
capKkonfo3y nccnefoBanncb NerkounTapHble aHTUreHbl
rnaBHOroO KOMMeKCa rFMCTOCOBMECTMMOCTU YenoBeka
(HLA). B xone nposegeHusa nccnegosaHmnsa ACCESS 6bina
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NoATBep)KAEeHa reHeTnyecKaa NPeapacnonioKeHHOCTb K
capkompaosy n eé cBA3b C Bapuauuamu B siokyce HLA-
DRB1 [11].

[oka3aHa naToreHeTMyeckas CBA3b capkomposa C
nonnumopdr3MomM reHoB MOLLHOFO NPOBOCNANNTENIBHOTO
LUMTOKMHa — ¢dakTopa Hekpo3a onyxonu anbda (TNF-a)
[5], aHrnoTeH3nH-NpeBpawatowero dakropa (AMNd) [13,
15], cocypucTtoro sHAoTenuManbHoro ¢akropa pocTa
(VEGF) [8].

KnuHunuyeckne HabnogeHns

AHaTonui n AHapen — pofHble 6patbA.

1. AHatonun K., 1971 ropga poxpeHua, (nctopus
6onesHn N2 487) noctynun B oTheneHWe MHTepCTULU-
anbHbIX 3aboneBaHuUn nerknx HauMoHanbHOro NHCTUTY-
Ta ¢Tn3natpum n nynbmoHonorum um. O. . AHoBCKoro
HAMH YkpauHbl (HAOIM) ¢ xanobamu Ha Cyxon Kaluenb,
BO3HMKaLWMA Npyu GU3NYECKUX Harpyskax, BO Bpems
neHua (noet B LEepKOBHOM Xxope). Takxe 6Gecrnokowuna
obwaa cnabocTtb, nNOBblIWEHHAA YTOMAAEMOCTb.
YKa3aHHble CUMNTOMbI 6€CNOKOAT Ha NpoTaXeHuun 1,5-2
MecALeB, OflHAKO K Bpauy obpatunca Hepento Hasag.
Mpn ob6cnegoBaHMM METOLOM pPeHTreHorpadum opraHoB
OblXaHuA Obla 3anMofo03peH CapKouao3 OpraHoB Ablxa-
HUA, U Ona BepudMKaumm ArarHosa nayueHT Oblin
HanpasneH B HAOQI.

B paHHem BO3pacTe poc M pa3BUBaANICA HOPMAsbHO,
HUYem He 6onen. BCio XU3Hb NPOXKMBAET B CEJIbCKON MeCT-
HocTu. Hukorga He Kypwun. KOHTaKToOB € MPOn3BOACTBEHHbI-
MU BpeaHOCTAMM He 6blno. MmeeT 12 300poBbIX AeTel.
CBefeHNin B aHaMHe3e 0 XPOHMYeCKMX 3a60eBaHNAX opra-
HOB [bIXaHWA Y POACTBEHHNKOB HeT.

CocCToAHME OTHOCUTENIbHO YA OBNETBOPUTENbHOE.
HopMoCTeHUK, yaOBNeTBOPUTENbHOIO NUTaHWA. KoXHble
NOKPOBbI N BUAMMbIE CIIN3UCTbIE YNCTblE, CbINU U Tunepe-
mun Het. Mepudepuueckre numbaTnyeckme ysnbl He yBe-
JINYEHDI.

Y — 17 B 1 MuHyTY. [lepKyTOPHbIN TOH — NErOYHbIN.
AyCKynbTaTUBHO — [blXaHue BEe3VKYNAPHOe, XpUnbl He
BbicnywmBatotca. YCC — 74 B 1 muHyTty. Al — 120 1 80 mm

v Y

Puc. 1. MCKT opzaHoe OvixaHua AHamonus K.: 08yxcmopoHHAA
npukopHeeas numgpadeHonamus 8 CO4eMAaHUU ¢ MeJIKOy3eJIKo-
8oll ducceMuHayueli napeHXumol.
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pT. cT. TOHbI cepAaua ACHble, WYMOB HeT. MKMBOT MArKUN.
MNeueHb He yBennuyeHa. OTEKOB HeT.

Pe3ynbTaTbl KNMHUYECKNX N BUOXMMUYECKMX aHann308B
KpoBM U Moun 6e3 ocobeHHocTenr, CO3 He yBenuueHa.
OTMmeueHa Bblpa)keHHasa rmnepKanbLneMmns: KOHLEeHTpauns
Ca*™ B kpoBu — 1,41 mmonb/n.

Mo paHHbIM MHOrocpe3oBOM KOMMbITEPHOW TOMOT-
padum (MCKT) opraHoB AbixaHua (puc. 1), B cpenHux
oThenax obomx Nnerkux BbiABNEHa MesIKoy3enkoBas [uc-
ceMyHauusa, HabnogdalTca oTheNbHble 6onee KpynHble
y3e/kM B pa3HblX cermeHTax. MHOXeCTBO YBeNMYEeHHbIX
numdaTnyecKrx y3noB: napaaopTanbHble, NapaTpaxeasnb-
Hble cripaBa, budypKaLnoHHble, 6POHXOMYNbMOHAaNbHbIE
C 06eunx cTopoH. 3aknoueHmne: Capkonaos opraHoB Ablxa-
Hua, Il ctagus.

boannnetnamorpadpua: TLC — 111,0 % oT gonmxH., RV
— 109,1 %, RV/ TLC — 92,3 %, VC — 113,5 %, FEV, — 102,8
%, FVC — 106,7 %, FEV1/ FVC — 78,9 %. HapyLweHun cTpyk-
Typbl 00Lie eMKOCTU NEerknx u 6poHxmanbHoOM npoxoam-
MOCTW He BbIAB/IEHO.

®unbpobpoHXOCKONUA: OTMevaeTcAa paclmnpeHue
nepefHero v 3afHero TpeyronbHrkKa 6rdypkaumum Tpaxeu,
pacwmpeHne MexaoneBon Wnopbl clneBa. 3akntyeHne —
SHAOCKOMNUYECKNe NpU3HaKy yBeNNYEHNA BHYTPUTPYAHbIX
nMMdaTNYECKnX y3nos.

JKT: saneKkTpuyeckasa ocb cephLa He OTK/IOHEeHa; NpaBo-
npegcepaHbini put™M 63 B 1 MUH.,; YMepeHHaa rMnoKcmaA
MroKapgaa.

OcmoTp OKynucTa: NaTonormm He BblABIEHO.

BbonbHOMY ycTaHOBNEH KNMHMYECKNIA AUarHO3: CapKou-
[103 OpraHoB AibIXxaHusA, Bnepble BbiABNeHHbIN, [l ctagus, JTH
Ocr.

B oToeneHun nonyyan neueHune: gekcameTasoH no 8 mr
BHYTPMBEHHO B TeYeHue 7 AHel, 3aTemM Ha3HayeH meTus-
npenHn3osoH B TabneTkax B fo3e 24 Mr B NepBOW NONOBU-
He [HA B amOynaTOpHbIX YCIIOBUAX B TeueHune 4 Hepesb C
nocneayoLWmM NocTeneHHbIM CHUXeHEeM A03bl 0 12 Mr K
KOHUY 3-ro mecAua. Takke 6binn Ha3HauyeHbl npenaparbl
KanuAa. PekomeHJoBaH KOHTPOJIbHbI OCMOTP uvepe3 3
mecsaua.

Puc. 2. MCKT opzaHoe OvixaHua AHOpes K.: 08yXcmopoHHAA
npukopHesas 1umgpadeHonamus 8 coyemaHuu ¢ MeJIKoy3eJKo-
eoli duccemuHayueli napeHXumeol.



KJNIHIYHI CNOCTEPEXXEHHA

47

2. Yepe3 2 mecAua B oTAenieHMe NOCTynua Maagwmi
6pat AHgpen K., 1975 roga poxxaeHus, (nctopus 6onesHu
Ne 744). B knnHMKY 06paTnnca no CoBeTy CTapLUEro, Tak Kak
TOXKe UMeN anobbl Ha ManoNPOAYKTUBHbIN Kallenb, o6Lyto
CnaboCTb M OfbIWKY MPU BbINOSIHEHWN NPUBLIYHON PU3K-
YeCcKOW Harpysku. 3T CUMMATOMbl MOABUAUCH OKONo 3—4
MecAueB Ha3ag. Heo6xogMmo oTMeTUTb, UTO Kallenb nepu-
oanyeckn 6eCnoKoUT Ha NPOTSXKEHUN 4 neT.

B peTcTBe poC 1 pa3BMBancA HOPManbHO, peako 6onen
NPOCTyAHbIMK 3aboneBaHMAMU. [poXxnBan B CeNbCKOMN
MecTHOCTW. B nocnenHue rofbl 60nbluyio 4acTb BpemeHu
npoxwusaet B CLLUA. Okono 10 neT Ha3ag HENPOJOIKMTENb-
Hoe Bpemsa paboTan B HebnaronpuATHbIX ycnoBuAX (Mok-
packa aBTomobunen). He kypur.

CocTosiHMe OTHOCUTENbHO YAOBNETBOPUTENbHOE.
HopMoCTeHUK, yAOBNeTBOPUTENbHOIO NUTaHMA. KoXHble
NMOKPOBbI U CAIN3UCTblE YMCTbIE, CbIMN U TUNEPEMUN HET.
Mepudepuryeckne numdatnyeckre y3nbl He yBenryeHbl.

Y — 18 B 1 MuHyTy. [lepKyTOPHbIN TOH NErOYHbIN.
AyCKynbTaTUBHO — fAblXaHWe Be3MKyNAPHOE, BbICAYyLINBA-
I0TCA CyXue CBUCTALME XpuUnbl ¢ 06enx ctopoH. YCC — 76
B 1 MuHyTy. Al — 130 1 80 MM pT. CT. TOHbI CepAua ACHble,
puTMUYHble. PKUBOT MArkuin. leyeHb He yBenuyeHa.
OTeKoB HeT.

Pe3ynbTaTbl KNMHUYECKNX 1 OMOXMMUYECKMX aHaNIN30B
KpoBu M Moumnm 6e3 ocobeHHocTen, COD He yBenuueHa.
Habnioganocb yBenunueHue KoHueHTpauun Ca*t B KpoBu
— 1,35 mmonb/n.

Mo gaHHbIM MCKT (puc. 2), B cpefHux oTaenax obomx
Nerknx BbIAABIEHa MeNKoy3enkoBasa AuccemMuHaumnsa
(0,2-0,3 cm) Ha doHe ycuneHHoro fepopmMUPOBaHHOIO
NEeroYyHoro puUcyHka. YBenmueHbl BHYTpUrpyaHoie numda-
TMYecKue y3nbl: NapaaopTanbHble, NapaTpaxeaibHble —
8o 1,2cm, 6poHxonynbMoHanbHble —g0 2,0 cM. 3aktoyeHue:
Capkownpos opraHoB AbixaHus, Il ctagmsa.

boannnetusmorpadpua: TLC — 92,7 % oT fosxH., RV —
86,6 %, RV/ TLC — 89,4 %, VC — 95,8 %, FEV, — 93,0 %, FVC
— 98,1 %, FEV,/ FVC — 78,5 %. HapyweHni cTpyKTypbl
o6LEeN eMKOCTU Nerknx n GPOHXMaNbHON NMPOXOANMOCTY
He BbISIBNIEHO.

OunbpobpoHxockonua: aTpodua CIM3NCTON 06ONOUKNM
Tpaxeun 1 6POHXOB.
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JKT: anekTpuryeckas ocb cepaLa He OTKNOHEHa; CUHYCO-
BbIl pUTM — 74 B 1 MVH; yMepeHHasa rmMnoKcmna M1nokapaa.

OcmoTp OKynucTa: NaToNorMm He BbiABEHO.

bonbHOMyY ycTaHOBNEH AMarHoO3: capkougo3 OpraHoB
AblXaHuA, BNepBble BblABNeHHbIN, Il ctagusa, JTH | cT.

HasHaueHa ctyneHuyatas NKC-tepanua B KomOrHaLmm ¢
npenapaTamu Kanus: fekcameTasoH No 8 Mr BHyTPUBEHHO B
TeueHue 7 HeW B CTauMOHape, 3aTeM MeTUANPEeAHN30/I0H B
TabneTkax B fo3e 24 Mr B NepBoVi NONOBUHE fHA B ambyna-
TOPHbIX YCNOBUAX B TeueHne 4 Hepenb C nocsiefyroLmm
NOCTEMEHHbIM CHWXKeHMeM [o3bl 40 12 Mr K KoHuy 3-ro
MecALla. PekomeHaoBaHO NOBTOPHOE 06CnefoBaHNe yepes
3 mecsua.

3akniouyeHue

Mpwu aHann3e npeacTaBNeHHbIX KNMHUYECKNX Habnoae-
HU obpallaeT Ha ce6s BHUMaHVe YAUBUTENbHOE CXOACTBO
KNMHNYECKOW 1N PEHTIreHONOrMYeCKon CEMUOTUKN CapKou-
Jo3a B oboux cnyyasx. JanbHenwee HabnogeHmne no3Bo-
NNT COMOCTaBUTb TaKXKe XapaKkTep TeueHua U TeMnbl per-
peccun 3aboneBaHus.

OfHaKo rnaBHOW OCOGEHHOCTbIO, C Hallel TOUKWU
3peHuns, ABNAETCA OfHOBpPeMeHHoe Hauano 3abonesa-
HUA Yy BNU3KMX POACTBEHHUKOB, YTO MO3BOJIAET HAMOM-
HUTb O rMnoTese NHPEKLUNOHHOW NPUPOSbl CapKouao3a,
3TMONIOrMA KOTOPOro A0 HAaCTOALWEro BpeMeHn He ycTa-
HOBJEHa.

CyuiecTByeT MHOro Ny6nmKaLmin o cyyasax cemenHoro
capkomposa, cpein KOTOPbIX MOXHO BCTPeTUTb daKTbl
3aboneBaHVA He KPOBHbIX POACTBEHHVKOB, @ My»a U >KeHbl.
Tak, B oTuéte 1973 ropa bputaHckon TopakanbHow 1 Tybep-
KynésHom accoumauumm 6bino onybnukosano 62 cnyyas
CeMeNHOoro capkonaosa, Cpeamn KOTopbIX CApKOMA03 Y My>Ka
1 xeHbl BcTpetunca B 11 cnyyaax [10].

Bce 3710 nos3BonsAeTr npeanonoXmtb, YTO B OCHOBE
CceMenHOoro capkongosa nmeeT 3HaueHre He CTONbKO KPOB-
HOe POJICTBO, CKOJNIbKO CeMeHbIA KOHTAKT C 60JIbHbIM cap-
KONA030M.

OpfHaKo aBTOpbl rOTOBUAW AaHHYK Nybnukauuio He
Lenblo BCTYNWUTb B MOMIEMUKY CO CTOPOHHMKaMM rMnoTesbl
reHeTUYeCKOM MpPeapacrnonioXeHHOCTN K capkomaosy, a
WCKIIOUNTENIbHO B HafeXkAe Ha MCMNonb3oBaHWe AAaHHOro
cnyvas B OyayLmx metaaHanmsax.
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