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NEOVNATPUA

0.)1. UnmbanicTa
Mo3anereHeBi NpPosABU CapKoOIAO03Y Yy Aiten (nekuia)

NBH3 «IBaHO-PpaHKiBCLKUI HaLiOHaNbHWIA MeaVMyHUIA yHIBEpCUTET», YkpaiHa

PERINATOLOGY AND PEDIATRIC. UKRAINE. 2017.4(72):119-124; doi 10.15574/PP.2017.72.119

AKTyanbHiCTb Npo6eMn 3yMOB/EHA 3POCTaHHAM MOLUMPEHOCTI i 3aXBOPKOBAHOCTI HA CapKOif03 Ta MOro «OMOMOMKEHHAM>. Y NeKuii BUCBITNEHO CyyacHi
nornsan Ha akTopy pU3MnKy, NaTOreHeTUYHi MexaHismn po3BUTKY, MOPAONONito CapKoifo3y, KNiHi4HI, IHCTPYMeHTambHI Ta N1abopaTopHi KpUTEPIi AiarHOCTUKN

nosanereHesux oOpM Capkoigo3y B AiTei i NPUHLMUNK NiKYBaAHHS.

Knto4oBi cnoBa: capkoifos, Heka3eosHa rpaHynboMa, KNiHika nosanereHesux Npossis, Tepanis.

Extrapulmonary manifestations of sarcoidosis in children (lecture)

0.L. Tsymbalista
Ivano-Frankivsk National Medical University, Ukraine

The problem is relevant due to the substantial increase in the prevalence and incidence of sarcoidosis and its «juvenation». The lecture highlights the modern
views on risk factors, pathogenetic mechanisms of the development and morphology of sarcoidosis as well as clinical, instrumental and laboratory criteria for
diagnosing extrapulmonary sarcoidosis in children and the principles of its treatment.

Key words: sarcoidosis, noncaseating granuloma, extrapulmonary clinical manifestations, therapy.

BHeneroyHble NposBNEHUA Capkouao3a y AeTei (nekuus)

0./1. Uumbanucra

[BYY «/BaH0o-®paHKOBCKII HALMOHANBHBIA MEAULMHCKUIA YHUBEPCUTET>, YKpauHa

AKTyanbHOCTb Npo6nembl 06YCNOBNEHA (ONpeaensieTcs) yBennyeHnem pacnpoCTPAHEHHOCTM M 3a60neBaeMOCTH CapKOWZO30M M ero «OMOMOXKEHNEM>.
B nekuuu npeactasneHbl COBPEMEHHbIe B3MAAbl HA (DAKTOPbl PUCKA, NATOreHEeTUYEeCKUe MeXaHu3Mbl pPa3BuTUs, MOPONOrus Capkouzosa, KIuHUYecKue,
WHCTPYMEHTasbHbIE, NA60PATOPHbIE KPUTEPUN AUATHOCTUKM BHENErOYHbIX (POPM CapKOML03a Y AeTeN U NPUHLNNbI IEYeHMs.

Knioyesbie €n0Ba: Capkouzos, HeKa3eo3Has rpaHynema, KimHUKa BHENero4HbIX NpoABeHNiA, Tepanus.

JIUTSYOMY Billl cepesl iHCTepTUIliHNX 3a-
yXBOpIOBaHb serenb (13JT) ocobivBe miciie
TOCIZIAa€ CapKOi03: 3yCTPIUAETHCS TOBOJI PIKO,
XapaKTepU3yETHCI BEJIUKUM KITHIYHUM MOJIMOP-
(bismom cepen piTeil Ppi3HUX BIKOBUX TPyl
y pe3yJibTaTi MOJIOPraHHOCTI ypaskeHb, BiICYTHI-
CTIO MTAaTOTHOMIYHUX CUMIITOMIB, CKJIQ/IHICTIO Jiiar-
HOCTHKH, TSDKKUM 11epebiroM, 0coOIMBO eKCTpaTo-
pakanbHux opm [1, 3].

Capxoino3 (D 86.0 — D 86.9) — cucremuunii
i BIIHOCHO JOOPOSIKICHUI TpaHyJIeMaTo3 HEBiIO-
MOI €eTiOJIOTIT Ta XapaKTepU3yEThCI TOPYIIEHHIM
(byHKIiNT KIAITUHHOT JIAaHKW IMYHITETY, YTBO-
PEHHSM eMiTeNi0iHO-KIITUHHUX HEeKa3e03HUX
rparyJsboM [7, 13, 26]. Kuinika capkoiosy Bijpis-
HSETHCS B JIIO/IEH PiI3HOT €THIYHOT ITPUHAJIEKHOCTI.
Cepeni €BpOIIEHIliB TTepeBaka€ ypakeHHS BHY-
TPITHBOTPYAHUX JiM(bATUUHUX BY3JIiB, HAYaTl —
ouell, MKipH, PiZIKO — BEPXHiX ANXATbHUX HIIAXIB,
HUPOK, IJIEBPH, OPTaHIB YepeBHOI MOPOXKHUHU 1
cTaTeBUX opraiB. B adpoamepukaniiiB nepena-
JKAOTh TTo3ajieTeHeBi (opMu  3aXBOPIOBAHHSI
3 TSOKKUM T1epebirom, B SmoHii — 3 mepeBakHIM
YPaKEeHHAM CepIls i ouel.

Capkoifo3 MomupeHuii B yChbOMY CBIiTi: B
€Bporri, mepeBa)kHO B KpaiHaX i3 MOMIpHUM i
XOJIOTHUM KJIIMATOM, ajie 3HAaYHO JacTilre B apo-
aMmepuKaHIIiB i xxuresiB [liBnennoi Azii. B ocranni
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10—15 pokiB 3aXBOPIOBaHICTh HA CapKOi/03 3pOC-
Tae B ycCiX KpaiHax cepej JIOJel yciX BiKOBUX
TPYII, y T.4. cepejl JiTel 1 miuniTkiB [4, 6, 7, 31, 33].

Emionoziss capkoifo3y 3alaulla€Tbcsd HEBi-
npomoto. B pmanwit yac OGiibuicTh AOCHIIHUKIB
JNOTPUMYETHCST TIOTJISI/IIB TIPO TIOJIIETIONOTIYHICTD
3axBoploBaHHS. [cHye rinmoTesa Mpo reHeTUYHY
CXUJIBHICTh Y PO3BUTKY i 1epebiry capKoinosy, Tak
SK TTeBHI (DeHOTUTTH TOJIOBHOTO KOMILIEKCY TiCTO-
CYMICHOCTI acoOIliI0I0TbCI 3 KJIIHIYHUMU IPOSIBA-
mu, iepebirom, iporaosom [ 13, 23].

Y nmanuii yac BUMIISIEMO TPU TPYIINA TPUTEPIB, SIKi
MOJKYTb IIPU3BECTH JIO PeasTi3allii pisHOHATIPABJIECHIX
nopyIieHb B iMyHHIH cucTeMi i yTBOPEHHS TIpaHy-
JbOM: OakTepii, rpubM i mapasuT; MeTabOJITH
pociuH i TBapuH (IIMJIOK, CIIOPH, OLTIKK); CIIOTYKH
MetasiB. [loTeHIiitHUMY TpUrepaMu PO3BUTKY Cap-
Koito3y BBakatoTh Chlamydia pneumoniae, Borrelia
burgdorferi, Propionibacterium acnes, a Takox Bipycu
(CMYV, EBV, Herpes virus, anenosipycn) [1, 6, 13].

llamozenes. Capkoifio3 poO3BUBAETHCS yHACIi-
JIOK TIOPYyIlleHb B IMYHHil cucTeMi 3 HACTYITHUM
PO3BUTKOM CUCTEMHOI IPaHyJIeMaTO3HOI PEeaKIlii.

— Y XBopuX Ha capKoino3 mnepeBaskae T-Kii-
THHHA JiMdoreHis 3a paxyHok Th, sika cympoBo-
JUKYETbCA akTuBallieo i mnpomideparieo CJl4+
Th1 ta MOHOHYKI€apHUX (AroIUTIB i IPUSBOAUTD
10 (hopMyBaHHS HEKA3€03HUX TPAHYJIbOM.
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— PosBuBaeThcs NMpUTHIYEHHS peakiriii rimep-
YyTAUBOCTI YTOBLIBHEHOTO THUIY 1 CUCTEMHUX
IMYHHUX PeakKIliil.

— EBoiolist capkoiio3Ho1 rpaHyJIbOMU 710 PO3-
CMOKTYBaHHs1 ab0 (HiOPO3yBaHHST 3aJEKUTh Bijl
nepeBaru Th1 a6o Th2 T-kaiTiHHOI BiAMOBIL.

— IlomikmonanpHa rimepramarao0yriHeMis,
3pOCTaHHS PiBHS IUPKYJIOIOUUX IMYHHUX KOM-
miekciB (I[IK) y cuposarmi kposi (20-80%)
y pe3yJbraTi HectnielugiuyHoi aktuBailii B-mimdo-
uuTiB akTuBOBanuMu Th.

— VY XBOpuUX TIiABUINEHUN BMICT Ji30IUMY
y cuposariii Kposi (30—60%) i 3pocTae napasesib-
HO 3 aKTHUBHICTIO aHTIOTEH3MHIIEPETBOPIOIOYOTO
dbepmenty (AIID).

— CraH XpOHIYHOTO 3alaJieHHs] XapaKTepusye
IJ1Ia3MOBa XiTOTPi031/1a3a, SIKa € OJIHUM 13 MapKe-
piB  TSXXKOCTI TpaHyJeMaTO3HOTO 3amaJeHHs
i pusuky hibpoay Jserens |13, 24, 27].

[l capkoifio3HOi TPaHyJIbOMU XapaKTepHi:
BIJICYTHICTB HecTielnivHOT eKCY/ITATUBHOI PeaKilii;
HagBHICTb MepruGepuIHOi MOHOHYKJIEAPHOI 30HU 3
siM@onuTis i aiMdob6IaCTIB; BIACYTHICTD Y 1IEHTPI
Ka3e03HOTO PO3Ia/y; PpaHHIN PO3BUTOK KibIIEBU/I-
HOTO CKJIEPO3Y 3 TIaliHO30M Y 30Hi OJIACTHUX KJIi-
. Y 15-20% Bumnajkis 6ionraTy B XBOPUX Ha
CapKoi/0o3 MICTATh TPaHyJbOMM HeBHU3HAUYEHOI
etiosorii (granulomatous lesions of unknown
sigmficance, GLUS-cunzmpom) [1, 8, 9, 13].

Kninixa. B octanni 10—15 pokiB crioctepira€Th-
Cs He TiJIbKU 3POCTaHHS CapKoi/lo3y, aje il oro
«OMOJIOJKEHHST», TiepeBara TSKKUX HOTO (hopM.
Capxkoifio3 3ycTpidaeTbcd B JIiTel ycCixX BIKOBUX
Ipyl, HajleXuTh 10 piakicaux [3JI 6e3 maToruo-
MiYHUX cUMITOMIB. Bescumnromuwuii mepebir
y AiTel i M TKIB 3ycTpivaerhest piako (12—-15%)
i 3HAYHOIO MIpOI0 PiBEHb 3aXBOPIOBAHOCTI 3aJI-
eXXUTh Bij npodimakruyHoro obcresxenns. K-
HIYHI TIPOSIBU CApKOIIo3y HEe MalTh MaTOTHOMO-
HIYHUX cuMITOMIB. BakimsBo BigmiTuTH, 110 B
piteit 10 10 pokiB (0cOOJMBO IOIMIKIIBHOTO BIKY)
YacTillle CIoCTEPIraloThCsl eKCTPATOPAKAIBHI TTPO-
SBU CApPKOi/I03Y, y T.4U. TeHepasizosadi |7, 13].

Ocobnusocmi nepebizy capxoidosy 6 dimei dow-
KLIbHOZ20 BIKY

— lenepanisosana ¢opma, Kpim ypaxiceuwns
KOpenie ma mnapeuximu Jjezenv (nepwuil pix
AHCUMMS1).

— 1-2 poxu: XpoHiuHa BY3JI0Ba epuTEMa; cap-
K01/103 HUPOK (HePOKAIBIIUHO3 i3 TillepKaIbIli€-
Mi€10, TilepKaJIbIliiypi€to, TocTpa HUPKOBA HEJO-
CTATHICTh); aHOPEKCid; M'd30Ba TIilIOTOHIA i1 cJa-
6icTh; rinmoTpodis M'S3iB; HPUIYXJIICTh APIOHUX
i BeJIMKUX CyT/I00iB PyK 1 HiTr; reHepasi3oBaHa JiM-
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(bamenomnarist; remaroMeraisi; rapsguKa; IpUCKope-
He IIIOE.

— 2—4 poxu: 6e3kazeo3Ha TpaHyJIbOMa IIKiPH;
BUCHUIIN HA IIIKiPi; apTPUT; YBEIT, CIINOTA; 3aTPUM-
Ka pOCTYy; YpakeHHsI MiOKapjy; TOCTpa HUPKOBA
HeJIOCTaTHICTD; TillepTeH3nBHA eHIledaonaris;
MAMKIPHI BY3JIM; TenaToJi€eHaTbHUN CUHIPOM;
MpoTeTHypis.

— 5—11 poxig: TpuBasa rapsiuka (>2 TUXKHI)
HEesICHOTO TeHe3y; BTpaTa MacH Tija, HiJiBUIIeHA
BTOMa; Oosi B Horax; anemis; migsumena 1IOE;
Bucokuil BMicT IgG, BiJICYTHICTH aHTUAAEPHUX
AQHTUTIJ, PEeBMATOiMHOTO (haKTOpa B CHUPOBATII
KPOBI; Bi/l'éMHi po6u Ha TyOEpKyJIiH; aJleHOmaTis
KOpEHIB JiereHs [3, 7.

OpHuM i3 BapiaHTIB Ccapkoijo3y 3 paHHIM
MOYaTKOM (TTePEBAYKHO HA TIEPIIOMY POIIi JKUTTS)
€ cuHIpoM bJay, SKUil BiTHOCATD /10 aBTO3aIaJb-
HUX 3aXBOPIOBaHb, i OCHOBHUM MEXaHi3MOM
PO3BUTKY € HEIOCTATHICTh CUCTEMU BPOJIZKEHOTO
imynitery [16, 17, 21]. /lsa kainiuynoi manidecTta-
1ii cungpomy buiay nputaMaHHUMU € BUCUTIU HA
HIKipi, TpaHyJeMaTo3HUI apTput, yBeit. Ilepimm
BUSIBOM 3aXBOPIOBAHHSI € €PUTUMATO3HI MaKyJio-,
MIiKPOMAIyJIb03HI BUCHUIHN, TOKPUTI ApiOHUMM
JIyCKaMU, sIKi PO3TAIOBYIOThCS HA Ty Iy0i i KiHI[iB-
Kax Ta TpuBajo 30epiraiotrbesa. Hamani Bucunm
HaOUPAIOTh JKOBTOTO KOJLOPY 3 JIYIIEHHSIM,
a TicJyis IX 3HUKHEHHS! 3a/TMIIAEThCS TTIITMEeHTallisl.

Cyrio60BMiT CHHIPOM CIIOCTEPITAETHCS B IIEpe-
BaxkHOI OiabinocTi (10 96%) XBOpUX, Ma€ 1oJiap-
TUKYJISIPHUN XapaKkTep, PO3BUBAETHCS Y 2—4 POKH.
XapakTepHUM € ypasKeHHs BeJUKUX (IIPOMEHEBO-
3all' SICTHUX, KOJIHHUX, TOMIJKOBO-CTYTTHEBUX)
i Masux cyro6iB (IIPOKCUMAIbHUX MixK(aIaHro-
BUX CYIJIO0IB Ha/IbIIB KUCTH). YPasKEHHS CyIJIO-
6iB iHIIOT ToKai3alii, y T.4. cyri06iB xpedra mpu
cungpomi biay He onucano. [l aptputy npu
cuHIpoMi baiay nputamMaHHUM € BUPaKEHU I eKCy -
JNATUBHUN KOMIIOHEHT, yPa’kKeHHsl IepuapTUKY-
JIIPHUX TKAaHWHU (eKCY/aTUBHUHN TEHIOCUHOBIIT)
13 HAarpOMa/I>KEHHSIM 3al1aJIbHOIO eKCY/IaTy B CYyXO0-
JKUJIBHUX CyMKax Ta iX 30LAbIIeHHs, 3 JIOKaji3a-
IIi€I0 Ha PO3TUHATBHUX ITOBEPXHSX MPOMEHEBO-
3all'sICTHUX CyrJIo6iB, y [AIJISIHKaX —<«Tycsidoi
JIALIKW», CYXOKUJLJIS 3THHAYIB BEJIMKOTO FOMIJIKO-
BOTO i MQJIOTO TOMiJIKOBOTO M'31B Ha JlaTepasibHiil
i MefianbHINl TOBEPXHSAX TOMITKOBO-CTYITHEBOTO
cyro0y. Ipu 1ibomy BicyTHI H0IbOBUI CHHIPOM,
oOMeKeHHsST PyXiB y cyrjaobax Ta JecTPyKTUBHI
3MiHU B KicTKax. [Ipm TpmBasocti 3axBoproBaHHs
noHaj 10 pokiB Maiizke B MMOJIOBUHU XBOPUX JiTEN
PO3BUBAIOTHCS 3TUHAIBHI KOHTPAKTYPU Y TPOKCH-
MaJIbHUX MiX(anaHroBux cyriaobax. IIpu mpomy
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byHKitist cyra06iB y pi3HUX TAIEHTIB € HEOTHO-
3HAYHOIO: Mail’ke 3 O/[HAKOBOIO 4YacCTOTOIO
(110 30%) dyHKILis 36epeskena, 4acTKOBO MOpYyIIe-
Ha i TTOPYIIIEeHHS CePeTHbOTO Ta TSXKKOTO CTYTICHS.

Yeeim crocrepiraerbest B mepeBaKHOI OiTbIIIO-
CTi XBOPHX JiTeil i TpuBaio nepebirae 6e3 KiHig-
HUX IPOSIBIB, XapaKTEPU3YETHCs ABOOIYHUM Tpa-
HYJIEMAaTO3HUM 1PUAOIUKIIITOM 1 33/IHIM YBEITOM.
Y Mipy mnporpecyBaHHSI 3aXBOPIOBaHHSI PO3BU-
BAETHCA TSKKUN MAHYBEIT i3 MyJbTU(DOKAIBHUM
xopioiguTom. OKpiM IIbOTO, Ma€ MiCIle BY3JTUKO-
BUI TepudeprnyHnii KepaTuT i3 TperuiiTaTaMu
B JiM0i, hoKasbHi crHexil, By3JUKu B paiiiysKHiit
060JIOHIT, @ TAKOJK YaCTO YPAKYETHCS CKIOBHU/IHE
TiI0. AKTUBHUIT yBeiT 36epira€ThCst J0BOJI JIOBTO
(monax 15 pokiB). Ilpu npomy B OinbirocTi
(mo 75%) mnaii€eHTiB TOPYIIeHb 30py HEMAE,
y 10% BUNAKiB — MOPYIIEHHS CEPEHBOTO CTYIIE-
H$I, X04a Mali’ke B TPETUHU TMAIli€HTIB PO3BUBAETD-
csl JIGHTOBU/IHA JlereHepallisd POriBKH, IVIayKOMa,
KatapakTa, arpodist 30poBOTO HepBa, HaOPSK
MakKyJu, BigumapyBaHHsI CciTKiBKM. Tijbku y
15-16% BumNaAKiB cepesl XBOPUX PO3BUBAETHCS
CJIIora.

[lnga cunppomy baay nputamaHHUMU € iHIII
CUMIITOMHU i CUHAPOMH, SKi 3HAYHOIO MipOI0 BHU-
3HAYaAIOTh TSKKICTh 3axBoploBanHs. Haityacrine
CIIOCTEPITAETHCS TapsIuKa, By3JI0Ba epuUTeMa, Hajla-
Ji TPUENHYETHCS YPaKEHHS BEJIUKUX CYIUH
(aopTuT), MOXKE PO3BUHYTUCH XBOopoOa Takascy.
Takoxk mnpu cunzapomi biay crnocrepiraerbes
ciaymoazieHiT, jiMdajieHonaTis, TPAaH3UTOPHA Hell-
TpornieHid. Bicuieputu npu cungpomi biay Haii-
61JIBIIIOI0 MiPOTO BU3HAYAIOTD TSKKICTh HOTO TIepe-
6iry: rpaHyJieMaTO3HUIT TJIOMepyJIOHe(hPHT, rera-
tut, [13J1 i3 JereneBoio rinepTeHsieio, aprepiaabHa
rinepTeHsist, mepuKkapanT, TPoMOOeMOOTist Jiere-
HEBOI apTepii, ClIJIeHOMeTaslisl, XPOHIYHA HUPKOBA
HeyoctaTHicTh. Cepell ypaskeHb rnepudepudHoi
HEPBOBOI CHUCTEMU IepeBa)ka€ HEBPUT JIUIEBOTO
HepBa; ypaxkennd [IHC nansa cunapomy bnay ne
€ xapaktepHuMm. Omnucani BUNAJAKA CYTOMHOTO
CUH/IPOMY.

Jlabopamopni kpumepii axmusHocmi 3aniaIeHHSI
€ Majio3aMiHeHUMHU. KpuTepieM 3amajeHHsT TIpH
cungapomi Biay € 6inok xanvepanynin C, sxuii
BU3HAYAETHCS TiJbKKW B rpanyJsonurax. [liaBu-
MEeHHS BMICTYy aHTIOTEH3UH-TIEPETBOPIOIOUOTO
dbepmenty (AIID) crioctepiraerbest piako (15%).

Jixyeanns cunopomy Bay npoBOASTH 3a MPO-
TOKOJIOM JIIKyBaHHST capkoifo3y. I[lpemapartom
Bu6opY € riokokoprukoctepoian (I'KC): mpemi-
30J10H 1—2 MT /KT M.T. BIIPOJIOBXK 4 TH)KHIB, Hajai
03y TOCTYTOBO 3HWAKYIOTh A0 10—15 mr/m.n.
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BIPOJOBK 2—3 MicamiB. ¥ 1isomy Teparnis 'KC
TpuBa€ 6 MiCAIIB 0 MOBHOTO BUJIKYBaHHS abo
3HayHOTO mosiniieHHd. [Ipu pesucrenTHOCTI 710
'KC BukopucToByioTh MeToTpekcaT. Pedyibratu
Tepartii cuazpomy biay mukinodochanom, azaTio-
MPUHOM, XJOPOYTHUJIIOM, IUKJIOCHOPUHOM A
€ cynepeysnBuMU. BUKOPUCTOBYIOTh TaKOK 1HTI-
6itopu TNF-o, IL-1 [1, 8, 16, 17].

YV nxiteii mipe- i myGepraTHOTO BiKYy nepeBaka-
I0Th iHTpaTOpakasbHi (OpPMHU CaApPKOI0O3Y, SKi
MOKYTb TIOE/ITHYBATUCS 3 YPAKEHHIM 1HIIUX Opra-
HIB i cucreM, a0 OCTaHHIN € CAaMOCTINHOIO KJIIHI4-
HOT0 hopMoI0 3axBopioBanHd [ 1, 3, 13].

Ypaocenns cauzosoi o6onomuxu pomosoi nopoic-
Hunu, 2opaa (5%), MUXATbHUX IMLJISXIB BEPXHIiX
(cnmmu3oBoi Hoca — 20%) i HUKHIX 3yCTPIYAETHCS
Haji3BUYaiiHo pijko. [liysbHi By3/uKu 3 rinepemi-
fioBanoio 1nepudepieio abo 6Ji10-KOBTI OJIAIIKK
MOJKYTh TOSBJISATUCS Ha S3UITl, M'TKOMY 1 TBEP/O-
My TigHebinHi, Muraanukax. HasBHicTh rpamy-
JIbOM Ha HaJIFOPTAaHHUKY, T'OJIOCOBUX 3B'SI3KAX
MPUBOJUTH 710 AucdoHii. KiacuuHo TiHTIBIT TIPO-
SABJISIETHCS MHOKUHHUMU TPaHyJIbOMaMu Ha CJIU-
30Bill POTa i ACEH i HEPIJIKO B CTalil BUPa30K. Ypa-
JKEHHS TOpTaHi, Tpaxei i OPOHXIB TPU capKoifo3i
Ma€ Miclle IlepeBakHO B JIOPOCJIUX MAIENTIB [22,
25, 28, 34].

13 nepughepitinux nimgpamuunux 6y3nie caproi-
JI03H1 3MiHU CIIOCTEPITAIOThCH Yy MOBEPXHEBUX
muiHUX (4YacTilne 3a/iHi, Hi’K TIepe/iHi ), HAJIKIII0-
YUYHWUX, PiJIllle — B MiAKPUIBIEBUX, JIKTbOBUX,
naxoBux. Pijiko € ypakeHHs JiM(aTUIHNX BY3J1iB
PeTPOINEePUTOHEANLHOTO MPOCTOPY, OPUKENKH.
[Ipu oMy simdaTuuHi By3JIU He CIasgHi MixK
006010 i HABKOJUIITHIMU TKAaHUHAMM, MAIOTh YiTKi
Meski, He Gosoui 1pu masbnanii. Ha Biaminy Biz
TyOEpKyJIb03Y, JiM(MaTUUHI BY3/JIM HE CXUJIbHI JI0
posrtiany i yrBopeHHs HOpullb [29, 32].

Ypascenns neuinku ipm capkoiznosi criocrepira-
etbest y 50—100% Bumnankis. lenatomerasisi € Biji-
HOCHO pigko (20-30%). DyuKIis nedinku 1pn
1IbOMY He TOpPYIIeHa, X04a CapKOi/I03Hi IpaHyIbo-
MM MOXKYTb TPUBOJUTU JI0 BHYTPIITHBOIIEYIHKO-
BOT'O XoJiecTasy i nupoay nevinku [9, 27, 29, 32].

Capxoidosne ypaxcenns cenesinku (50—80%)
PiKO IPUBOAMTD /10 i1 301/bIIEHHS 1 IPOSBIISAETD-
cs1 JIEWKOIEHi€10, TPOMOOIUTOIIEHIEI0, TeMOJITHY-
HOM0 aHeMmi€lo, M.0. i manuuronenid. Crienomera-
Jist cnocrepiraerbest y 5—10% BumnaakiB cepen
xBopux |1, 19, 24, 32].

Ypasxcenns wxipu npu capkoimnosi € (25%)
qacTinie MaHi(ecTye By3JIOBOIO eputeMoio. Bys-
JIOBa epuTteMa — POKEBO-YEPBOHI, JKOBTI TJIAMU,
HaIyJiu, By3JH, po3MipoM 2—3 cM 3JieTKa MPUIIi-
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HATI Ha/l IIKIPOIO, MOKYTb MOSIBJISITUCH Y PI3HUX
MICIISIX TiJIa, XOU HalvacTilie BOHU JIOKaIi3yIOTh-
csl Ha TOMIJIKaX, CTerHaX, PO3TMHAJBHUX MOBEPX-
HaX nepeanid. OkpeMi BY3JIUKM MOXYTb 3JT1Ba-
TUCh, YTBOPIOIOUN HAOPSIK. 3BOPOTHA €BOJIOIIS
BY3JIMKiB HACTYTA€ Uyepe3 3—4 TIKHI.

— ¥ yacTuHM XBOPUX JIIaTHOCTYIOTh TeJeeH-
riekTasii Ha IIKipi rOJIOBH, IIWi, BEPXHIiX KiHIIiBOK,
TyayOa (capkoin beka).

— Epuremaro3ni msMmu, gKi 3JUBAIOTHCS
i HabumpaioTh (hioseTOBOrOo KOJAbOPY (BOBYAK
benne—Tennicona).

— TooauHoKi M'sIKi OJISITIKKM Ha TIKipi 06md-
4sl, sIKi yepe3 KiJibKa MICSIiB caMOCTIHHO 3HUKA-
1oTb (aHriosonoig bpoka—Ilorpie).

— Piako 3ycTpivaoThes MOOJUHOKI ab0 MHO-
JKUHHI MAMKipHI By3au 10 3 cM (capkoin lap'i—
Pycci).

Yci BapiaHTH ypaskeHHs NIKIpU TPU3BOSTD /10
nuctpodii i arpodii mepmu, ajorertii, TOpyIieHb
mirMeHTallii Ta MoJaJbIIoro pyoIfoBaHHs. 3a3Ha-
YeHi BapiaHTH CapKOiJJ03HOTO yPaKeHHS IKipU
3yCTPIYaloThCs MePeBaKHO B JIIO/IEH 3Pioro BiKy
[2,9, 14, 20, 35].

Ypaocenns oueii (20—25%) 1mepeBasKHO CIIOCTE-
piraeTbcsd B [IiBUATOK: TEPeHIN 1 3aJHIN YBEIT,
3alayieHHst CyZANHHOI OOOJIOHKM MOKe TPUBECTH
JI0 TIOMYTHIHHSI POTiBKU, PO3BUTKY KaTapaKTH,
TJIAyKOMU, 110 3aBK/IU BeJle 710 3HIKEeHHs 30Dy [ 1,
12,15, 23].

Capkoinosuuit npoyec y miokapdi B miteit
3yCTPIUAETHCS JIyKe PiJIKO: MOPYIIEHHS ITPOBITHO-
CTi /10 MOBHOI aTPiOBEHTPUKYJISIPHOI OJIOKa/IN;
cepejl TIOPYIlIeHb PUTMY 4YacTillle 3YyCTPIYaEThCsA
CUHYyCOBa TaXiKap/lisd, MITYHOUKOBA €KCTPACUCTO-
JIig, TysKe PiIKO CTIOCTepiraioThes haTaabHi apuT-
Mii, sIKi MOKYTb OyTH TIPUYUHOIO PAIITOBOI CepIle-
BOi cMepTi. /ludy3Huii capkoifio3Huii rpanyJema-
TO3 MOXKe IPU3BECTU /10 YTBOPEHHS aHEBPU3MU
ceplid, AuJartallii kKamep i3 pPO3BUTKOM HeElI0CTaT-
HOCTi  KpoBooOiry. Jlokamizaliss rpaHyJboM
Yy COCOYKOBUX M'sI3aX MOKe TTPU3BECTH /10 HEJIO-
CTaTHOCTI KJamaHiB. B ocTanHi poku Bce dacTimie
B IEpUKap/i BUSABJISIOTh HEBEJIUKY KIIbKICTh
Bunioty. KiliHiKa capKoi/lo3HOTO ypaskeHHs ceplis
IPOSIBJISIETHCST OOJISIMU 32 TPYIMHOIO, CeprebuT-
TSIM, T1€pebOSIMU, PO3BUTKOM HEIOCTATHOCTI KPO-
B0OOGIry, pedpakreprol o mgikysanusa. Ha EKT
BUSIBJIIETHCSI TOPYNIEHHS PUTMY 1 IPOBIJHOCTI.
Bucoko iHhopMaTUBHUM [1J14 1IaTHOCTUKU CAPKO-
1103HOTO TIpoIlecy B MIOKap/li € yJBTPa3ByKOBe
nocmimkenns [1, 5, 10, 16, 26].

Ypaoswenns nupox pu capkoiiosi € K pe3yJib-
TaT KaJbIliiypii — HedpokasibimHO3, HedpOoJIi-

122

ISSN: 1992-5891 MEPVUHATONOMNA U NEANATPUS. YKPAVHA e MEPUHATONOTIA | MELIATPIA. YKPAIHA o PERINATOLOGY AND PEDIATRIC. UKRAINE

http://med-expert.com.ua

Tia3, PO3BUTOK TOCTPOi i XPOHIYHOI HUPKOBOI
HenoctarHocti [1, 11, 16, 30, 36].

Ypancenns  waynkoso-kuwkosozo mpaxmy
3ycrpivaerbest ayxe pinko (1%), nepeBaskino B
JIOPOCIUX MAI[EHTIB 1 KIIHIYHO € MOAiOHUM 0
xBopobu Kpona, Ty6epKyibo3y, rpubKOBUX ypa-
JKEeHb, TYXJIMH IIJIYyHKA 1 IIIIYHKOBOI 3271031
[1,9, 29, 32].

3MiHU 8 KicmKax TIPU capKoiz03i € pigKo (B mpo-
1leC BTATYIOThCS KICTKU 4yeperna, XpeOiliB, JOBIUX
TPpy6YaCTHX KicTOK (KMCTONMOMIOHI IPOCBITICHHS )
6e3 kiiHivHEX MposBiB. HaituacTime 3MiHK B KicT-
KaxX TIPW CapKoiZ03i JIOKATi3yloThcs B ermidizax
APIOHMX KIiCTOK KUTHIL abo cToml 6e3 KJiHiuHO]
Mamridecrarii. PeHTreHo0TiyHO BOHU ITPOSIBJISI-
I0ThCSI Y BUTJISII MHOKMHHUX a60 TOOAMHOKUX
OKpPYIJIMX mpocBitiens [1, 9, 13, 32].

Cyen06u BTATYIOTHCS B TATOJIOTTYHIIA TIPOIIEC
25-50% BuIaKiB: apTpaJITii, aCENTUYHI apTPUTH
BEJINKUX CYTJIOOIB MalOTh MIrPYIOUMil XapakTep.
Jledopmariist cyrio6iB mpu 1[bOMY He PO3BUBAETH-
ca [1, 19, 36].

Ypaocennsa nepsosoi cucmemu mpu capkoinosi
Mae Micte ay:xe pigko (5%) i me pigme (1%)
€ kiHivHi mposiBu. OctanHi MaHi(ecTyIoTh MOHO-
, TIOJIIHENpoMNaTiaMu, YpPaKeHHAMHU CIHUHHOTO
MO3KY, CApKOIJJO3HUM MEHIHTITOM, SIKMH YacTO
€ HepoamizHauuM. [Ipu capkoigozHomy Mporieci
B TOJIOBHOMY MO3KY YPa)KY€ETbCS HOTO OCHOBA,
yeperHi HepBU (30POBUH, JIUIIEBUH ), TITOTAIaMyC
i rimogiz. Kazyicrmuno pigko (y Jiojel 3pijoro
BiKY) OIIMCAHO ypakKeHHs TiroTtajamyca i rinodisa
npu capkoinosi. IIpu ypaskensi 3a/{HbO1 10711 TiTO-
(hiza i rimorasmamyca Moke pO3BUBATUCH HEILYKPO-
Buii giaber. YpaskeHHsI TOJIOBHOTO MO3KY Mae
Miclle Ha paHHIX CTajisx 3aXBOPIOBaHHS i 100pe
manaeTbed JikyBannio. [lepudepnuna HeBpora-
Tisl 1 HEPBOBO-M 'SI30Bi PO3J1aJI BUHUKAIOTH 1Ti3Hi-
1e i BKa3yloTh Ha XpOoHiuHuil mepebir. Capkoinos-
HHUI IIpolleC IePeAHbOI A0Ji rirnmodisa KJIiHIYHO
MaHihecTy€e TIOTUPEOIAM3MOM, TiTIOTOHAIU3MOM,
nedinurom ropmony pocty. OKpiM IbOTO, KJIiHIYHI
TIPOSIBU HEWPOEHAOKPUHHOI TUCHYHKITT TTPH TiTo-
TaslaMOo-TinmogizapHOMY CapKoi03i MOKYTh OyTH Y
BUTJISIII TTOPYIIEHHS] TEPMOPETYJISiiii, Oe3COHHS,
rineprpoJIeKTHHEMI, HeJJOCTATHOCTI KOPY HaIHHUP-
HUKIB, TIOpyIIeHHst ocobucrocti [5, 7,9, 17, 22].

Ypancenns: endoxkpunnoi cucmemu. Capkoinos-
HUH TTpoIlec y MMUTOBUAHIN 3271031 KITHIYHO MaHi-
(dectye rineprupeoimn3mMom i3 audysHuM 3000M,
MiJIBUIIEHHSIM TeMIlepaTypy TiJa, pijiie — Tiro-
Tpeo3oM. KazyicTH4HO pijIko € ypaskeHHS KOpU
HaJHUPHUKIB i3 KJiHIKOI XBOopoOM AjicoHa.
[Tpu crpusgTinBOMYy Iepebiry HacTyIla€ perpecist
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KJIIHIKO-PEHTTEHOJIOTIUHUX TPOSIBIB CAPKOIZI03y
[18, 30, 31].

iaznocmuxa capxoidosy npogodumvcs Ha
OCHO6L aHANI3Y: CKapr; aHamMHe3y; KJIHIYHOTO
JIOCJIIISKEHHST XBOPOT0; pentrenorpadii,
y T.4. KOMITTOTepHO1 ToMoTrpadii opraHiB rpymHoOi
kaiTku; EKI, yabpTpasByKOBOTO OCTIiJZKEHHS
cepIls 1 MaricTpaJibHUX CY/IMH, OPTaHiB YepPeBHOI
HOPOKHUHU 1 HUPOK, 3a MOKAa3aHHAMU — IIUTO-
BUJIHOI 3aJI031; PaJliOi30TOMHUX METO/IB JIOCJi-
JEKeHHsT; Gioricil (capKoigo3Ha TpaHyIboMa).

JlaGopaTopHi JOCIiIKEeHHS.

lemoepama (3MiHM He € TTATOTHOMOHIYHUMMN):
MosKe OyTH JIEHKOTIeHisT, aHEeMisl.

Bioximiuni noxasnuxu cuposamu Kposi: rinep-
KaJbIlieMist; BMicT iedinkoBuX epmenTiB (AJIT,
ACT, nyxna docdarasza), a30ToBUX 1LJIaKIB (Kpe-
aTUHIH, 3aJTMITKOBUH a30T, CECHOBMHA) Y CUPOBATILI
KPOBl € MiIBULIEHUMM Yy BUIIAJAKAX yPakKeHHs
MeYiHKY i HUPOK; MiIBUITIEHUI BMiCT KpeaTuHpoc-
(hboxinazm € MpoABOM ypaskeHHS M'431B, TOCTPO-3a-
najibHi TeCTH i mpoTeiHorpaMa — B MeyKax HOP-
MaJIbHUX BEJIMYH.

Inynoepama: smenmenns Bmicty T-mimdornin-
tiB, Ta-mimbonuris, T-xeanepis (Th), migsuire-
Hu#l BMmicT T-cympecopiB, 3HMKEHA AKTUBHICTH
HATypaJbHUX KiJIEPIB, MABUIEHUIN BMICT IIUPKY-
JIIOIOUMX IMYHHUX KoMILIekciB, [gM. Pinko BusB-
JASI0ThCA TpoTusierenesi (22%), npoTusiiepHi
(30%) anTuTina y xBopux. 3HMKeHa haronuTapHa
akTUBHICTh HelTpodiniB. IlixBuinennii piBeHb
gizorumy B Kposi, AIID (60%). Crerudidnicts
OCTaHHBOTO € JIOCUTH BICOKOIO (95%).

bioricig € nmokazanoio mpu eKcTpaTopakaabHUX
YpaskeHHX 13 JIOKaJIi3aIli€io B TIepuepiiiHmX JiiM-
(aTmuHUX By3ax, a TAaKOXK TMEYiHIl, KiCTKOBOMY
MO3KY, cesesinti. [icronoriuna Bepudikaiis cap-
KOI/103y: HasIBHICTb CAPKOi/IO3HOI TPAHYJIbOMHU.
EBoJtolist capkoi/103HO1 TPaHyJIbOMU: PO3CMOKTY -
BaHHs, (hiOpPo3, 30KpeMa mapeHximu JiereHb 3 hop-
MYBaHHSM «COTOBOI» JiereHi [8, 9, 13, 24].

Ozns0 ogpmanvmonoza. Tybepryninodiaznocmuxa.

JlikyBanus. bazoBa Teparrisg — TJIIOKOKOPTUKO-
crepoiqn (I'KC). Ilpu ypaskeHHi mikipu, IeH-
TPpaJbHOI HEPBOBOI CHUCTEMM 1 TillePKaJIbI[iEMIl
e(eKTUBHUMU € XiHOJIOHHU.

[Ipenapar 3 antu-TNFo-akTuBHICTIO — TIeH-
TOKCU(DIJIIH y BUTJISAAI MOHOTEPAITii 1 y MoeaHAHH]
3 T'KC Bcepenuny abo BHYTPIIIHBOBEHHO B 1000-
Bill 1031 25Mr/Kr M.T. .71. [lentokcudinin Takox
npusHavaioTh y noeganandi 3 'KC npu HepocTart-
Hill e()eKTUBHOCTI OCTAHHIX.

Ilokasanns do mepanii I'KC: yci craaii capkoi-
703y 3 eKCTpPaTOpaKaJbHUMH TMPOSBAaMU — ypa-
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sxkenns [ITHC, oueit, cepiig, rinepkasbitiemiss. Mic-
neBo BukopuctoByoTh ['KC (Masi, kpemu) mpu
CapKOiJ103i TMKipH, MiCIIEBO BBOJSATH MIPU YPaXKeH-
Hi TopTadi, oueit (kparwii). [lapasnenbHo npusnava-
I0Tb IIpernapaTu KaJilo.

Inynodenpecanmu i yumocmamuxu (METOTPEK-
caT, a3aTioONpPUH) HaJeKaTh /10 IIpenaparTiB Apyroi
JIiHi1, 1 MPU3HAYAIOTH iX MPU PE3UCTEHTHOCTI /10
I'KC a6o 3a HasiBHOCTI TIPOTUTIOKA3aHb 1 PO3BUTKY
TSDKKUX HeOasKaHMX Peakiliil Mpy IX BUKOPHCTaH-
Hi. [Ipemapatom BUOGOPY MPHU IIbOMY € METOTPEK-
caT, SIKUil BUKOPUCTOBYIOTb Y BUTIJISI/II MOHOTEpa-
mii a6o y moexnanni 3 'KC, pigme — azarionpus.
MertoTpekcar € e)eKTUBHUM TIPU peppakTepHOMY
no 'KC capkoinosi. Kypc sikyBaHHSI TPUBAE Bijl
1-6 micsais 10 2 pokiB. OHOYACHO 3 METOTPEKCA-
TOM IIPU3HAYAIOTH (DOJIEBY KUCIOTY 110 1 Mr/100y.

IIpenapamom mpemwvoi ninii € negaynomio
(apasa) — 1uWTOCTATUYHWI TIpeniapaT i3 rpynu
aHTHMeTaboJIITIB, SKUiT yepe3 iHTIOIIi0 AeTiapo-
OpOTAaT JIETIIPOTEHA3N TIPUTHIUYE CUHTE3 TTipami-
Ry, HeobxigxHoro aust Mmetabosizmy JTHK. Jliky-
BaHHS TPUBAE IITICTHh MiCAIIIB.

Monoxnonanoni awmumina do TNF-o (incix-
crMab, agamiMymal) IpU3HAYAIOTH 3a BiJICYTHOCTI
edexry Bix TKC i nurocrarukis. [udikcumabd €
e(hekTUBHUM TIPU CapKOi/I03i IKIPH, HEMPOCAPKO-
/1031, 3yMOBJTIOE T€PATIEBTUYHUH e(heKT YITPOIOBIK
KiZTbKOX THXKHIB. BpaxoBytoun BUCOKY e(heKTHB-
HicTh iH(AiKCMMaby TpU JKyBaHHI CapKoimo3y,
BiH MOJK€ BiJ[HOCUTHUCH JI0 MPEIapaTiB APyTOl JiHil
a00 B OKPEMHX BUIIAJKAX TTPU3HAYATHCH PA3OM 3
I'KC na mouaTky JiKyBaHHS. 3arajibHa TPUBAIICTh
JiKyBaHHS iHMIIKCHMaOOM BU3HAYAETHCST TEMIIa-
MU perpecii 3axBopioBatb. AfamiMmymal Ipu JiKy-
BaHHI CapKOi/03y Ma€ MepeBaru B TOMY, IO PifIie
BUKJIMKAE aJIeprivdi peakilii, aje BuMarae Oijbiim
TPUBAJIOTO YacCy JIKYBaHHS JJIs1 JOCATHEHHST MaK-
cuMaJibHOTO edekTy, Hixk iHdaikcumab. Etanep-
IENT He € eDeKTUBHUM TTPU JIIKYBaHHI CAPKOII03Y.

Hecrepoinni nporusanajibHi mpenapaTi BUKO-
PHCTOBYIOTD 32 HASTBHOCTI CyTJI000BOTO CHH/IPOMY,
YPasKeHHI M 's131B.

Jlikyeanns cynymuix 3axeopiosamnsv i yckiao-
Henwv. IlpodinmakTuka i JIiKyBaHHS OCTEOIOPO3Y:
npenapaTu Kajbllilo, BiTaMiH /[, KaJbIUTOHIH,
GipocoHaTH MiZi KOHTPOJEM BMICTY KaJbIliio B
KpoBi i ceui [8, 13].

BucHoBku

BpaxoBytoun moJiicuCTeMHICTh ypaskeHHS TTPU
eKcTpaTopakajabHuX (hopMax CapKoifosy, BiiCyT-
HICTh IIATOTHOMOHIYHUX KJIHIYHUX CUMIITOMIB,
JIarHOCTUKA IX € CKJIAAHOI0, 6a3yeThCs HacaMIle-
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pesl Ha PI3HOMAHITHUX 1HCTPYMEHTAJbHUX, MOP-
(hosoriuanx pocaimxenHax. JIikyBaHHs ekcTparo-
pakajgbHUX (DOPM € CKJIAJTHUM 1 He 3aBXKIU edek-
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