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3MmilnaHe 3aXBOPIOBAHHS CMOMYYHOI TKAOHUHM

B NPAKTULLi CiIMeWHOoro nikaps

Pe3iome

Y AGHIN CTOTTi ONMMCAHO KAIHIYHWA BUMNOAOK 3MILLAHOTO 3OXBOPIOBAHHST CMOAYHYHOT TKAHWHU Y MPAKTULL
CiMENHOro AiKapst. MPEeACTABAEHO OTASIA AITEPATYPM LLLOAO ETIOACTIT, MATOreHesy, KAIHIKM, AIArHOCTUYHNX KPU-
TepiiB TA NPUHLUMNIB AIKYBAHHSI, MDOTHO3Y AASI XKUTTSI MPW 3MILLOHOMY 30XBOPIOBAHHI CMOAYYHOI TKAHWHW B

MPAKTUL CIMENHOro AiKapsl.

KAIO4YOBi CAOBQ: 3MiLLIAHE 3AXBOPIOBAHHST CMIOAYYHOT TKAHVHM, MPUHLMMN AIKYBAHHS], KAIHIYHUI BUNAAOK,
30raAbHA NPAKTUKA — CIMENHA MEANLIMHA

3MillaHEe 30XBOPKOBAHHS CMOAYYHOI TKaHMHKM (33CT, mixed
connective tissue disease — MCTD) — ue KAIHIKO-IMYHOAOTIYHNN CUH-
APOM, LLLO MPOSIBASIETLCSI MOEAHAHHSIM OKPEMMX O3HAK TAKMX PEBMA-
TUYHX 30XBOPIOBAHB, SIK CUCTEMHUIM YHEPBOHMIN BOBYAK (CHB), MoOAiMiO-
3ut/pepmatomiosnt (MM/AM), cnctemHa ckaepoaepmia (CCA) 3
HOSIBHICTIO BUCOKWX TUTRIB OHTUTIA AO SIAEPHOIO PUBOHYKAOMPOTEIAY
(aHTK-PHIT). Bnepuwe 33CT 6yno onmcaHo Lapnom (Sharp) ta crnisas-
TOpPAMKM B 1972 poLj, TOMY LLLE MOrO HA3MBAKOTb CUHAPOM LLapna [1, 2].

CKAQAHICTb AIQrHOCTVK AQHOTO 30XBOPKOBAHHST B MPOKTULL CiMen-
HOTO AIKaps1 MoAsIrae B ToMy, Lo 33CT 3yCTpiYaETLCS Y 2 AKOAEN HA
100 Tncay. Aikap MOXKe NPONPALIKOBATU BCE XXWTTS | HE 3yCTPITUCS 3
AQHOIO NATOAOTIEID, A SIKLLO | 3yCTPRIHETLCS — HE BiAPA3Y 3P03YMIE, 3
YM MAE CMPABY. 3A3BNYAN AIATHOCTUKA 30XBOPKOBAHHS 3ATNYETHCS
B CEPEAHBOMY HA 3,6 POKY BiA MOSIBA MEPLUMX CUMMTOMIB, OCKIABKN
33CT MO€E NMOBIAbHO MPOrPeCyUNM XapakTep [4].

33CT HaMYaCTilE YPOXKAE XKIHOK PEMPOAYKTMBHOTO Biky. BiAHO-
LLIEHHS1 XKIHOK, LLIO XBORIOTb, AO YOAOBIKIB CTOHOBUTb BiA 9:1 A0 16:1 [3].

Etionoria

[MPUYHO AOHOTO 3AXBORKOBAHHST AULLIAETLCSI HEBIAOMOIO | AOTE-
nep. MNpote LiAKOM MOXAMBO, LLO NOEAHAHHS TEHETUYHUX, TOPMO-
HOABHWX TO €KOAOTIYHMX GAKTOPIB MOXKE CMPOBOKYBATY BUHUKHEHHS]
AQHOrO 3AXBOPIOBAHHSI. T-KAITWHW, 51Ki MIMOBIPHO BIAINDAKOTH OCHOBHY
poAb B natoreHesi 33CT, pearytoTts 3 noAinentnaamm snRNP, U1-A ta
U1-70K, a Takox ix acouinosaroto U1-PHK. 3B’ a3ytouncek 3 U1-70K,
T-KAITUHM 3A0THI NpoAyKyBaTK Th1- (IL-12, IFN-B), Th2- (IL-10) Ta Th17-
(IL-17A, IL- 17F) UMTOKiIHW, WO BUKAMKAKOTb 3AMNAAbHI peakuii. Ha
PAHHIN cTaAji AHTU-RNP 3Q3BMYAN BUSIBASIKOTBCST AYTOQHTUTIAQ AO
6inkiB U1-70K Ta Sm-B/B, NoTiM 3°SIBASIKOTBCSI AYTOAHTUTIAG A0 U1-A
Ta U1-C, i 3pewtoto — cnpsMoBaHi Ha Sm-D. HagiBHICTE QHTUTIA AO
anonto3y U1-70K xapakTepusyeTbCs LWKIPHUMM NPOSIBAMMU, XOPAK-
TepHUMN AAs CYB, aHTUTIAQ A0 OKMCHO-MOoAMdIKOoBAHMX U1-70K
MOB’13aHI 3 CUHAPOMOM PelHo. MNpu TPMBAAIM peMmicii y nauieHTis i3

33CT MOXAMBE 3HUKHEHHST AHTUTIA NPOoTK U1-RNP [6, 11]. 3a pe3yAb-
TATOMK AOCAIAXKEHD, MpoBeaeHnx B Hopsaerii, HLA B * 08 Ta DRB1 *
04: 01 6yAn iAeHTNDIKOBAHI 1K OCHOBHI AAeAi pranKy po3BuTky 33CT.
Byno Takox) BusiBA€HO 3B'5130K Midk HLA-DRB1 * 03: 01 i ¢pi6po3om
AereHb npw 33CT [6, 10].

KniniyHa kaptuHa

KAIHIYHO KOPTUHA 3MILLAHOTO 3AXBOPIOBAHHST CMOAYYHOT TKAHWHN
PIBHOMOHITHA. [ia YOC OBCTEXXEHHSI MOYKHO BUSIBUTK TOKI CUMNTOMO-
KOMMAEKCU: QPTPUT, APTRAATIS (95% BUNAAKIB), CUHAPOM PenHo (85%),
rinoTOHis CTPABOXOAY (67%), YPOKEHHS1 AereHb (67%), HOBPSIK KUCTEN
(66%). miosuTt, miacTeHis (63%), nenkoneHis (53%), ckaepoaepMis
(B3%), ceposnt (27%), YPOKEHHS LLEHTPAABHOI HEPBOBOI CUCTEMM —
LIHC (10%), cuHapom LLerpeHa (7%).

HiarHocTuka

[MoCTOBUTY AIQrHO3 AOMOMOXKYTb AIQTHOCTUYHI KPUTEPIT, 3aNPOoMno-
HOBaOHI Yy 1987 poui D. Alarcon-Segovia i cniBABTOpPOMM TA MIATBEP-
AKeHi J.M. Amigues i cniBasTopamn y 1996 pouy.

|. CeponoriyHi kputepii:

® BUCOKi TUTPW QHTU-U1-pNBOHYKAEOMPOTEIAHNX OHTUTIA;
o TUTP remarAtoTMHALi (1:1600).
II. KAiHIYHI kKpuTepii:
* HABPSIK KUCTEWN;
* CUHOBIIT;
* MiO3UT (MIATBEPAXKEHUIN AQHMM BionCii B0 AOBOPATOPHMUX
AOCAIAKEHD);
* CUHAPOM PenHo;
* CKAEPOACKTUAISL.

30 HOSIBHOCTI 3 A60 BiAbLLE i3 5 MEPEAHEHNX BULLLE KAIHIYHMX KPW-
TepiiB Ta OO60B I13KOBOKO HASIBHICTIO CEPOAOTIHHUX KPUTEPIIB MOXKHA
BCTAOHOBUTU aiarHo3 33CT [2, 3].
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3AraAbHOKAIHIYHI AOBOPATOPHI TA IHCTPYMEHTAABHI AQHI, XAPAK-
TepHi ans 33CT:

* 3AraAbHUM AHAAI3 KPOoBi (BAK): MOMIPHA MNOXPOMHA aHEMis,
AEVIKOMEHIg, NPUCKOPEHA LUBUAKICTb OCIAQHHSI €PUTPOLMTIB
(LLOE);

* 30raAbHUM AHOAI3 cevi (BAC): remaTypist, MPOTEIHYPIS, LIMAIHARYPIS;

o BIOXIMIYHMI AHAAI3 KPOBI: riNeprama-rAOByAiHeMis), MOsIBO peB-
MartoiaHoro ¢paktropa (PP);

* Rg-rpadia opraHis rpyaHoi NOpoXKHUHKM (OIT1): iHbiABTP AL
AETeHeBOI TKAHWHW, NAPOTOPAKC;

o exo-KI: eKCyAQTVBHUM NEPUKAPANT, MATOAOTISI KAQMAHIB;

o OYHKLIIOHOABHI AEreHeBi TECTU: AereHeBA rinepTeHsia [5, 7-91.

JlikyBaHHs

[OAOBHO META AIKAPSI NPU AiKyBAHHI XBOPUX HO 33CT — KOHTPOAb
CUMMTOMIB TOl GYHKLIIOHOABHOTO CTAHY YPOYKEHNX OPTOHIB, BUSIBAEHHS
YCKAQAHEHb HA PAHHIX CTAAISX pO3BUTKY. Cepea MEAVNKAMEHTIB HOM-
BiAbLL ePEKTUBHUMM € IAOKOKOPTUKOIAM. [X A03a TO TOMBAAICTL 301CTO-
CYBQHHS1 3AAEXKATb BiA OKTMBHOCTI 30XBOPKOBAHHSL. Y BUNAAKY HEAO-
CTATHBOI €EKTUBHOCTI IAFOKOKOPTUKOIAIB — 3ACTOCOBYHOTb LIMTOCTO-
TVK QB0 NPOTUMOASIPIVHI NpenapaT. AAS CUMATOMATUYHOI Tepanii
TAKOXX 30CTOCOBYIOTb HECTEPOIAHI NPOTU3ANAAbHI 3acobu (HIM3MM),
iHFiIBITOPY MPOTOHHOI NOMMU, BAOKATOPU KAABLIEBUX KAHOAIB, OHTU-
QArpPEraHTM 1A iHLWi. Ha CbOroAHILLHIN AeHb MPOBOAUTLCS PSIA AOCAI-
AKEHDb 3 MPNBOAY BCTAHOBAEHHST TOYHOI MPUYMHI 30XBOPRIOBAHHS TA
MOLLYKY HOBUX MeTOAIB AiKyBAHHS 33CT. OaHE 3 TAKMX AOCAIAXEHD
npoBoanTbCsl B CLUA — «be3neka 1a edeKTnBHICTb XKMPOBUX KAITUH,
OTPUMAHUX 3 XXUPOBOI TKAHVHW, NPU PEAKTUBHOMY PEBMATOIAHOMY
ApPTEUTI, CUCTEMHOMY YEPBOHOMY BOBYAKY Y CUHAPOMI LLIapnan.

AJarHoCTMKa 1A AiKyBAHHS 33CT 3AIMCHIOETBCS CRIABHO CIMENHM
AIKQPEeM Ta PEBMATOAOTOM. [1poTe NOCTIMHUIA HATASIA | CNOCTEPEXEH-
HS1 MALIEHTA B MOAOABLUOMY 3AINCHIOE CAME CiMEeMHUI AiKap.
CiMenHMN AiIKQp NOBUMHEH OBCTEXYBATV MALIEHTA 3i CTABIABHOIO
HOPMOIO 3OXBOPKOBAHHST KOXHI 2—4 MiCsILi, NPOBOANTU KOHTPOAb
3AraAbHOIO AHAAI3Y KPOBI TO BIOXIMIYHMX MOKA3HWKIB KPOBI. [aujeHTiB
3 AKTVBHOKO GOPMOKD 30XBOPKOBAHHST CAiA OBCTEXYBATU KOXHI 3-5
TVKHI. Y BMMNAAKY MOSIBU YCKAQAHEHb CAIA HAMPABUTU NALJEHTA AO
PEBMATOAOTA ABO Y CTALLIOHAP AAS MPOBEAEHHS AOODCTEXEHHS T
NIKYBOHHSI.

HambBinbL YacTtoro npuumHoto cmepTi npu 33CT CcTae AereHeBa
rinepTeHsia (AN, piaLue —iHdeKLinHI 30XBOPIOBAHHS TA 30XBOPKOBAHHS
cepusl. 30 OCTAHHI POKW 3BIABLLMACCH KIABKICTb MALIEHTIB 3 TSPKKOKO
A, NpOoTe CBOEUYACHE BUSBAEHHS TA OASKBATHA TEPAMIS CMOBIABHIOIOTL
nporpecyBaHHs Al | CIIPUSIKOTb KPALLOMY NPOrHO3Y AAS KUTTS [7-9].

KniniyHui BUNnagok

[MPeACTABASIEMO KAIHIYHWIM BUNAAoK 33CT y NpaKkTuuj CiMemHoro
AIKQpPSI.

XBopa 3., 1970 poKy HAPOAXKEHHS, B rpyAHi 2011 poKy 3BEpPHYAC-
C$1 AO CIMEMHOTO AIKQPS 3i CKAPraMm HA NIABULLIEHHST TEMMEPATYPU
Tina A0 39,0-40,0°C, BUPOXKEHUIN CYXM KALLEAb. [TicAsI TPOBEAEHHS
Rg OI'K 6yAO BCTAHOBAEHO AlarHO3: HIL, ABOCTOPOHHST HYKHBOAOABO-
BA MHEBMOHIsI. XBOPY BYAO FOCMITAAIZBOBOHO AO MYAbBMOHOAOMYHOrO
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BiAAIAEHHS 30 MiCLIEM MPOXKMBAHHS TA MPOOBEAEHO AHTUBIOTUKOTEPA-
nito, HA SIKY Y NALIEHTKM BUHUKOAQ QAEPIYHO PEAKLLS Y BUTASIA] LLIKID-
HOro BUCUMY 30 TUMOM KPOMMB' SIHKWU, TOMY QHTUOIOTUKU AOBEAOCS
MOCTIMHO 3MIHIOBATU. [TICAS1 ABOTMDKHEBOTO AiKYBAHHSI TEMMEPATYPA
TIAG HOPMOAI3YBOAQCH, AAE HO KOHTPOABHOMY Rg-3HiMKy OITl nosu-
TUBHOI AMHAMIKN HE BiIA3HOYAAOCS. XBOPA BYAQ HAMPABAEHA HA
KOHCYABTALLIKO A0 KMIBCbKOI OBAACHOI KAIHIYHOI AikapHi (KOKA).

BpaxoBytoun AHOMHE3 30XBOPKOBAHHSI, HASIBHICTb MAMYAbO3HNX
BVCUMOHb HA LLKIPI, BIACYTHICTb MO3UTUBHOI PEHTTEHOAOTYHOT AVHO-
Mik 3 BOKY AereHb Ha GOHI aHTMBIoTMKOTepanii Ta Bucoky LLIOE
(48 MM/TrOA), HOSIBHICTb KOHAMAQ3Y MPU OTASIAT POTOBOT MOPOXKHUHW, —
30MiA03PUAM cneudIYHNM MPOLEC Y AETEHSIX (TYOEPKYAbO3, CAPKO-
in03), AEOBIOT 3MILLAOHOIO 30XBOPIOBAHHST CIIOAYYHOI TKAHWHW. ByAO
PEKOMEHAOBAHO KOHCYALTALLjIO B IHCTUTYTI GTUIIATPII T MYABMOHOAO-
rif imeHi O.T. SIHOBCbKOTO.

KOHCYABTATMBHMIN BACHOBOK IHCTUTYTY GTUBIATPIT T MYABMOHOAOTIT
iMeHi O.T. SIHOBCBbKOrO: CAPKOIAO3 BHYTPILLHBOTPYAHMX AIMbATUYHMX
BY3AiB | CT., QKTMBHA $a30. KOHAMAO3 POTOBOI MOPOXKHNHWN. AAEPTIHHNIA
AEPMATUT. PEKOMEHAOBOHO: BiA CMELIAABHOTO AiKyBAHHS CAPKOIAO-
3y AOLIABHO YTPUMATUCH Y 3B'S13KY 3 OOMEXEHUM YPOXKEHHSIM TQ
HOSIBHICTIO CYMNYTHbOI MATOAOTIT. PeHtreHorpadis OI'K yepes 3 micsuj
3 MOBTOPHOK KOHCYALTALIELO.

Y rpyaHi 2012 poky XBopa 6YAQ rOCMITAAIZ0BAHO AO PEBMATOAO-
riyHoro BiaaineHHs1 KOKA 3i ckapramm Ha BUPAKEHY 3AraAbHY CAQD-
KiCTb, BiAb Y KOAIHHMX TQ APIBGHMX CYTAODAX KNCTEW, BiAb T CAQOKICTb
Y MPOKCUMAABHMX M’ 130X BEPXHIX TA HUMYKHIX KIHLIBOK, NepioanyHe
MIABULLIEHHS] TEMMEPATYPU TIAQ Y HiYHMM Yac A0 38,0-39,0°C aBidi HO
MiCSILb MO AEKIABKQO AHIB, SIKA CAMOCTIMHO MiA PAHOK 3HMYKYBAACCS.
[epioANYHI BUCUMM HO LWKIPI Y BUMASIAT KPOMMB' STHKW, BUNOAIHHSI BOAOC-
CS$1, CXYAHEHHS 3a OCTAHHI 6 micsuis HaA 30 Kr.

B xoai 06CTEXEHHS BYAO BUSIBAEHO:

3AraAbHOKAIHIYHMM QHOAI3 KpoBi: Hb — 84 r/A; Aekoumt 2,6x10°/A;
LLIOE — 56 mm/roa.

AHOAI3 KpOBi HO peBmonpobun: C-peaktmBHmMn 6inok (CPb) —
46,3 Mr/A (HopMma A0 5), peBmaToiaHui daktop (PP) — 7,0 oa/A
(y MeXAxX HOPMW), QHTUCTPENTOAI3NH-O — 67,5 OA./A (Y MEXXAX HOPMI).

AHAAI3 KPOoBI NaKkeTy «CUCTEMHI 3AXBOPIOBAHHSI» — QHTUHYKAEAP-
Hi QHTUTIAQ NO3UTKBHI, IgG A0 RNP — 6,9 (HopMa A0 1), iHLWI QHTUTIAG
HEraTMBHI.

AHQOAI3 KPOBI HO TOBCTY KPAMAK (MAASIPIST) — HEFATUBHUIA.

AHQOAI3 KPOBI Ha BIA-iHOeKLito — HEraTUBHMIA.

EKI = HOpMAABHE MOAOKEHHS1 EAEKTPUYHOT OCi CepLst, CUHYCOBA
TaXiKapAisl, YacTota cepuesnx ckopodeHs (HCC) 100-107 30 XBUAWHY,
MOMIPHI AMPY3HI 3MiHM MiOKaPAQ.

Komn'totepHa Tomorpadia (KT) OITl — AereHi 6€3 BOrHMLLLEBUX
3MiH. MNHeBMO}IBP03. PEHTTEHOAOrIYHI AQHI HO KOPUCTb XPOHIYHOIO
OpoHXxiTy. KT-03HaKM AiMbaaeHOoNATii, AQHKX 30 CApPKOia03 beka He
BUSIBAEHO.

YABTPA3BYKOBE AOCAIAKEHHS (Y3A) OPraHiB YepeBHOI MOPOXKHUHM
(OMIM) = XXMPOoBUN reNATO3, XPOHIYHUM MOHKPEATUT, CMTAEHOMETAAISI.

BpaxoByoun ckaprn XBopoi, AQHI AHAOMHE3Y 30XBOPKOBAHHSI,
PE3YALTATU AQBOPATORHMX TA IHCTRYMEHTOABHUX METOAIB AOCAIAKEH-
Hg1, BYAO BCTAHOBAEHO AIQrHO3: 3MiLLAHE 30XBOPIOBAHHST CMOAYYHOI
TKOHWHW, QKTMBHA $A3Q, AKTUBHICTH lll CT., 3 ypaxkeHHsIM LKipu (aep-
MQTUT), PETUKYAOEHAOTEAIAABHOT cucTeMU (AimbaaeHonarTisl, CriAe-



ISNN 1997-9894

HOMETAAISl, PELIMAMBYIOHA AUXOMAHKQA), CYrAOBIB (QPTPAATii, Heepo-
3VBHUIN QPTPUT), M’513iB (MiaAris), Aerenis (MHeBMOGIBPO3) 3 MO3UTKB-
HUMW OHTU-PHIT-QHTUTIAQGMN, OHTUHYKAEOPHUMU QHTUTIAQMMU.
BTopuHHGO aHemisl. ApTepiabHA rinepTeHsis | CT. XpOHIYHMA XoAeumc-
TUT, CTEATOrenaTo3, XPOHIYHNN NAHKPEATUT. [PUHAYEHO AiKYBOHHSI:
METUMPEAHIZOAOH 8 Mr HO AOBY, MAPOKCUXAOPOXIH 1 TABA. HO HiY;
eHaAanpua 5-10 Mr Ha AOBY; NPenapaTh 3aAI3a — 3 MICsIL.

Ha $oHi npmsHayeHoi Tepanii CTaH XBOpOi NoKpaALmBCs. B naa-
HOBOMY MOPSIAKY MNALJEHTKA FOCMITAAIZYBAAQCS 1 pa3 HA Pik, MPOBO-
ANAQCS KOPEKLLS1 A03M MPEenapaTiB 3AAEXHO Bia CTAOHY TA AKTUBHOC-
Ti npouecy. OCKIAbKI 3AraAbHMIN CTAH MALIEHTKW ©yB BIAHOCHO 30A0-
BiAbHMM, Y 2016 poLji BOHO COMOCTIMHO Pi3KO MPUMUHUAQ NPUMMAOTA
METUAMPEAHIZOAOH, Y/M CMPOBOKYBAAC CUHAPOM BiaMiHW. Lle, B cBOIO
yepry, NpmM3BEAO AO 3ArOCTPEHHSI OCHOBHOIO 3AXBOPIOBAHHSI.
OB’ EKTMBHO — ArAAbHMIN CTAH BYB TsHKKMM. LLIKIpQ Ta BUAMMA CAM3OBA
OBOAOHKA — BAIAO-POXKEBOTO KOALOPY. LLIKIPA MAABLLIB BEPXHIX KIHLIBOK
AELLO CUHIOLHOTO KOAbOPY. AIMGATUYHI BY3AM HE 3BiAbLLEHI. TOHU
cepust pUTMiYHI, 38y4Hi. MNMyAbc — 130 30 xBUAMHY, AT — 120/90 MM pT.CT.
ANXQAHHS KOPCTKE 3 ARIBHOMYXMPUACTMM XPUMNAMM B HYKHIX BIAAIACX
AEreHb 3 060X CTOPIH. YHOCTOTA AMXAHHST — 22 301 XBUAVHY. 513UIK BOAOTUN,
OBKACAEHUIN BIAMM HOABOTOM. YKMBIT M’ SIKUM MPW NAAbAALLT, YyTAUBUIA
y npasoMy niapebep’i. MNediHka Buctynae Ha 4,0 cMm 3-mia pebepHoi
AYTU, YYTAMBA, CEAE3IHKA 36iAbLLEHA. BUMOPOXHEHHS1 6€3 OCOBAN-
BocTen. CevyoBMnycKkaHHs — A0 250-300 MA 3a A00Y. HasiBHI BUpake-
Hi HOBPSIKN HMKHIX KiHLIBOK. MNpuW NAAbnauii BUSBAEHO BOAIOYICTb
MPOKCUMAABHKX M’ §13iB BEPXHIX TOl HVYKHIX KIHLLIBOK, O TAKOXX BOAKOUICTb
KOAIHHWX CYTAODGIB.

AQHiI 30raAbHOKAIHIYHOrO AHAAI3y KpoBi: Hb — 123 r/A; ep. —
5,17x10%/A; nenk. — 7,3x10°/ A; TooMBoumtn 240x10°/A; LLUIOE — 35 mm/r.

ACHi GIOXIMIYHOTO AHAAI3Y KPOBI: 3AraAbHUI GIAOK — 70,4 T/A; Kpe-
ATUHIH — 91,67 MKMOAbL/A; CEYOBUHA — 6,26 MMOAb/A; AANAT - 84,91 Oa/A;
ACAT - 130,7 Oa/A; C-peakTBHUM BIAOK — 52,2.

EKT: BiAXMAEHHSI EAEKTPUYHOI OCI BMPOBO, CUHYCOBA TAXIKAPAlS —
120 30 XBUAMHY. HEMOBHO BAOKAAQ MPABOI HKKW My4dKa lNca (WO MOTAO
03HAYATY HOSIBHICTb TPOMBOEMBOAIT AereHeBoi apTepii — TEAA). Tomy
HEramHo ByAO MPOBEAEHO:

Exo-KT: 36iAbLLEHHST AIBOTO MEPEACEPAS, NPABOro LUAYHOYKA
(NPABUM LLUAYHOHOK TUCHE HQ AiBUIN). BUpQYKeHA AereHeBa rinepTeHsaist.
AJQCTOAIMHAO AUCOYHKLLiSI 301 PECTPUKTUBHUM TUMOM. TK TOMKYCMIAQABL-
HO HEAOCTATHICTL Il CT., MITPAABHO HEAOCTATHICTL | CT. NapONepuKapA
(1,6 cM UMpKyAsipHO). Opakuis BuknAay (OB) — 69%;

KT OIT1 3 KOHTPACTOM: AQHKX 30 TEAA He BusiBAeHO. KT-O3HAKM apTe-
PIAABHOT AereHeBOI rinepTeHsii. ANPY3HWM IHTEPCTULIIAABHMIA NpoLEC Y
AErEHsIX 3 O3HAKAMM HIBPO3Y — 3 YPAXYBAHHSIM OHAMHESY KAIHIK — 3B~
YAMHA IHTEPCTULLIMHA MHEBMOHIN? Hepi3ko BUpPaXKeHA MeAIOCTUHAABHO
ANMPOAEHONATISI BKA3AHMX MY AIMBATUYHMX BY3AIB. [ADONEPUKAPA,.
MiHIMOABHI O3HAKM MPOBOCTOPOHHBOTO MAPOTOPAKCY; Y3A BEH HVKHIX
KIHLJBOK: Y3-O3HAK TPOMOO3Y BEH HUKHIX KIHLIIBOK HO MOMEHT OTASIAY HE
BUSIBAEHO. YABTPOI3BYKOBI O3HOKM KAQMAHHOI HEAOCTATHOCTI MIALLIKIPHMX
BEH OOOX HVKHIX KIHLLIBOK, AIMATNYHOTO HABPSIKY OBOX FTOMIAOK.

AjarHo3 TEAA He niATBEpAMBCSI.

CdOpMYyAbOBAHO AIQrHO3 TAKMM YMHOM: SMILLAHE 3AXBOPKOBAHHS
CMOAYYHOT TKAHWHMK, AKTMBHA HQA3A, AKTUBHICTb 2-3-i CT., 3 YPOXKEHHIM
LKIPKW (AEPMATUT), PETUKYAOEHAOTEAIGABHOI CUCTEMU (AIMPOAAEHOMO-
Tig, reNATOCNAEHOMETAAIS, PELMAMBYIOHO AMXOMAHKA), CYrAOGiB
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(QPTPAATisl, HEEPO3MBHNIN APTPUT), M’ a13iB (MIQATis1), AereHiB (IHTepcTn-
LLIOABHO MHEBMOHIsI, MHEBMOGDIBPO3, AEFEHEBA MNEPTEHSIs, MAEBPUT,
MPOBOCTOPOHHIN MAPOTOPAKC, AETEHEBA HEAOCTATHICTB Il CT.), cepus
(kapaiomionarisl, TEUKYCRIAOABHO HEAOCTATHICTb, MPOACQMNC MITPOAbL-
HOTrO KAQMAHA 3 Perypritauieto, MITPAAbBHA HEAOCTATHICTb, EKCYAQTMB-
HUN NEPUKAPANT, CUHYCOBQA TAXIKAPAIS, CepLeBa HEAOCTATHICTL —CH
IIA-1IB), NoAicepo3uT (MEPUKAPANT, NAEBPUT, MPABOCTOPOHHIN MAPO-
TOPAKC), 3 NO3UTUBHUMW AHTU-PHIT-QHTUTIAOMW, QHTUHYKAEQPHVMM
QHTUTIAOMW. APTEPIAALHA rinepTeHsis Il CT., CTyniHb 1, pr3nK 3. IluemiyHa
XBOPOOA cepust: ATePOCKAEPOTUYHMIN KAPAIOCKAEPO3, CUHYCOBA
Taxikapais, CH IIA-IIB. XpOHIYHNN XOAELIMCTUT, XPOHIYHNA MOHKPEATAT.

XBOPI NPOBEAEHA MYAbC-TEPAMISI FAKOKOKOPTUKOIAOMM TA MEAN-
KAMEHTO3HA KOPEKLLiSI BUSIBAEHMX MOpYLUEHb. Ha GOHI MpoBeAEHOro
AiIKYBOHHS1 CTOH XBOPOI MOKPALLMBCS, SMEHLLMAACS CAQBKICTb, 30AMLL-
Ka, BiAb Y M 930X TQ CYrAOBAX, PIALLMM CTAB KALIEAb, 3HUK GiAb Y
NPAaBOMY Miapesep ‘i, BSAAULLMANCS HE3HAYHI HOBPSIKN HUXKHIX KIHLLIBOK,
O MIATBEPAXKEHO MOKPALLOHHSIM PE3YALTATIB AOBOPATOPHO-HCTRY-
MEHTOABHUX AOCAIAYKEHD (3ArAABHOKAIHIYHIIN AHOAI3 KPOBI: HO — 132 1/A;
ep.—5,42x10%?/A; nenk. —8,5x10%/A; TpoMB. — 312x10%/A; LLUOE - 23 Mm/r;
BioxiMiYHMIM aHAAI3 KpPOoBi: AAAT — 60,66 Oa/A; ACAT — 51,0 Oa/A;
C-peaktBHUM BinoK — 33,1; exo-KI Ha GOHI NPOBEAEHOTO AIKYBAHHSI:
HE3HAYHE 30iAbLLEHHST PO3MIPIB AIBOTO LLAYHOUKA (ALY, 3GiAbLLEHHS
npasoro nepeacepas (MM) Ta npasoro wAyHouka (ML), nomipHa
rinepTteHsia B AereHesin aptepii (AA), AIQCTOAIMHO AUCOYHKLiS
MITPOABHOTO KAANAHa (MK), ekcyaaTuBHUM nepukapanT (1,15 cm),
CUCTOAIMHA dyHKLIS MK 36eperkeHa. 3 NOKPALLLEHHSIM XBOPA BUMA-
COHQA 3 BIAAIAEHHS] 3 PEKOMEHAALIKO MPOBEAEHHS MOAOABLLLOTO 6a3MC-
HOrO AIKyBAHHSI. Ha >KQAb, MPOrHO3 AAS XBOPOI € HECTMPUSITAVIBUM Y
3B’513KY 3 HOPOCTOHHSIM A€reHEeBOi HEAOCTATHOCTI.

Onke, cuHapoMm LWapna - ue piakicHe 3aXBOPIOBAHHST CMTOAYHYHOI
TKAHWHW, SIKE LLIBUAKO MPOTECYE 3 PO3BUTKOM TSKKOMO IHTOKCUKAILYAHOTO,
MIOMATUYHOTO, CYIAODOBOTO, LLIKIPHOTO, ASTEHEBOTO, CEPLIEBOrO CUHAPO-
MiB. XQPQAKTEPHOK OCOBAVBICTIO € BUCOKA €DEKTUBHICTb AFOKOKOPRTUKO-
iAHOI Tepanii. ToMy CBOEUACHE BUSIBAEHHS | BYOCHE MPU3HAYEHHS eTiona-
TOrEHETUHHOTO AIKYBOHHS1, PEMYASIOHIA [PUIMOM MPENOPATiB CripusiE GiAbLL
CMPUSITAVBOMY MPOTHO3Y AAST XKUTTSI AOAMHK [2, 3, 9]. CiMenHnin Aikap
MOBUHEH BYTU OBIZHAHMIN LWOAO MOXAMBOCTI P0o3BuUTKY 33CT Ta MOro
YCKAGAHEHb, CAIAKYBATH 3Q MEPIOANYHM OBCTEXEHHSIM TA PETEABHUM
MPUMOMOM MPENAPATIB XBOPWM, MPOBOANTU O3 SICHIOBAALHI Becian
LLLOAO MPOBUABHOTO 30CTOCYBOHHS AFOKOKOPTUKOIAIB.

Aoaarkosa iHpopmauis. ABTOPU 3QSIBASIKOTL MPO BIACYTHICTb
KOHQAIKTY iHTepecis.
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Pe3iome

CmeluaHHoe 3a6oneBaHne coeANHUTESIbHON TKAHU
B NPAKTUKE CEMENHOro Bpaya
B.N. TkauweHko, O.A. [aesas, A.l1. Kekyx

HaLUMOHAABHAST MEAVLIMHCKAS AKAAEMUST MOCAEAUNAOMHOTO OBPA30BAHMSI
mmenn N.A. Wynvka, Knes

B AQHHOWM CTATbE OMUCAH KAMHUYECKUM CAYHON CMELLAHHOTO 3060AEBAHMS
COEAMHUTEABHOM TKAHW B MPAKTUKE CEMEMNHOrO Bpada. MNpeaCTaBAEH 0630p
AUTEPATYPBI OTHOCUTEABHO STUOAOTUN, MATOrEHE3A, KAUHUKW, AUATHOCTUHECKNX
KPUTEPUEB U MPUHLIMMOB A€YEHWNS, MPOrHO3A AAS KU3HW MPU CMELIOHHOM
3060AEBOHUN COEANHUTEABHOM TKOHW B MPAKTUKE CEMENHOIo BpAya.

KAtoueBble CAOBA: CMELLAHHOE 3A00AEBOHNE COSAMHNUTEABHOWM TKOHW,
NPWHLMMBI AEYEHUS], KAMHUYECKUI CAYYal, OBLLAsS NPAKTUKA — CEMENHAS
MeANUMHA
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Summary

Mixed connective tissue disease
in the practice of a family doctor
V.I. Tkachenko, O.A.Gaiova, D.P. Kekukh
Shupyk National Medical Academy of Postgraduate Education, Kyiv

This article describes the clinical case of a mixed connective tissue disease
in family doctor’s practice. A review of literature on etiology, pathogenesis,
clinics, diagnostic criteria and treatment principles, as well as a prognosis for
life in mixed connective tissue disease in the practice of a family doctor are
presented.

Key words: mixed connective fissue disease, principles of treatment, clinical
case, general practice - family medicine
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