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Summary. Sharp’s syndrome is a rare autoimmune disease. In
the blood of the patient there is an increase in autoantibodies to
ribonucleoprotein. Sharpe’s syndrome most often manifests itself
as a hereditary disease. In the early stages of Sharpe’s syndrome is
characterized by a violation of blood supply in the peripheral parts of
the limbs. Sharpe’s syndrome is difficult to diagnose. Complex therapy
of Sharpe syndrome in the early stages leads to a favorable prognosis
for life. Surgical treatment is used in the visceral form of the disease,
which is accompanied by intestinal perforations.
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AKTY3AbBHOCTb

epBoe YMNnoMMWHaHWe O MefNeHHO NpPOorpeccupyio-

wem 3aboneBaHMM COEAUHUTENbHOM TKaHW Mpo-

nsowno B 1972 rogy. Ctonb pepkaa natonorua
npoTeKkaeT MOA MacKoW Cpa3y HeCcKoNbKWUX 3aboneBaHuWii:
nepmMaToMno3unTa, cuHapoma LLerpeHa, peBmaTomaHoOro ap-
TpUTa, CUCTEMHOW CKNePOoAEPMUN N KpacHOW BoNYaHKK (Pu-
CYHOK 1). [InA NOCTaHOBKM TakOro CEPbE3HOro 1 OMACHOro
3a0051eBaHNs JOCTAaTOUYHO 2-3 NMpuK3HaKa BbIEONMCAHHbIX
3aboneBaHuii. BmecTe ¢ TeM B KpoBU y 60n1bHOro Habnoga-
€TCA NOBbILLEHWE ayTOaHTUTEN K prbOHYKneonpoTenHy [1].

CuHpgpom LWapna nopaxaeT NpenmyLLecTBEHHO NpeacTa-
BUTENbHUL, Cflaboro nosa. MopaeHvie CycTaBoB NPosABAsAeT-
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Anromayus. Cuppom Llapna pegkoe ayToummyHHoe 3aboneBanue. B kposu
y GonbHoro HabniopaeTca MOBbILLeHNe ayToaHTUTEN K PUGOHYKNEONPOTeNHYy.
(unapom LLapna Hanbonee yacto npoABnAeT ceds, Kak HacneaCTBEHHOR 3a60-
neBaHue. Ha paHHux crapuax cungpom Lapna xapaktepusyeTca HapyLieHem
KpoBOCHaOXeHus B nepudepuueckux otaenax koHeuxocteid. Cunppom Llapna
[LOCTaToOuHO TPYAHO NoAJAETCA AuarHocTuke. KomnnekcHas Tepanua cuHgpoma
[llapna Ha paHHuX 3Tanax NpUBOAMT K 6NaronpuATHOMY NPOrHO3y ANA XM3HN.
Xupypruyeckoe neyeHne npumeHseTca npu BucLepanbHoii dopme 3abonesa-
HIA, KOTOpaA CONPOBOXAAETCA NepdopaLMAMM KULLEYHNKA.

Kniouesbie cnosa: CMHApom UJapna, dYyTOUMMYHHOE 3aboneBaH1e, BOMYaHKa,
cKnepoaepmuaA, noONUMNO3NUT, nep(l)opauvm KuLleyHunKa.

CA apTPUTOM U NonnapTpanruen. B page cnyyaes Ha peHTre-
Horpamme HabAATCA NPY3HAKM AeCTPpyKUMK KocTu [1].

3tunonorua [2]. CuHapom Lapna — 6one3Hb coeanHu-

TeNIbHOW TKaHW, KOTOpas ABMAETCA PefiKM ayTOUMMYHHbIM
pPaccTPONCTBOM, OHa Bbi3BaHa ayTOMMMYHHOWN peaKumen,
npy KOTOPOW MMMYyHHaa cuctema npomyumpyeT aHTuTena
NPOTUB TKaHel COBCTBEHHOrO opraHu3ma. Bmecte ¢ Tem
K 3a60n1eBaH1I0 MOTYT NPUBECTY cleayiolre GpakTopbi:

BupycHas nHoekums;

3aboneBaHWsA SHOOKPUHHON CUCTEMDI;

HepBHoe nepeHanpsxeHue;

CunbHbIN CTPECC;

MepeoxnaxpgeHue;

TpaBmbl.
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Puc. 1. A)depmaTtomnosurt; b) CuHgpom LerpeHa; B) PeematongHbin aptpurt; I CuctemHasa cknepogepmus; 1)
KpacHana BonyaHka.
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Puc. 2. A. 3BeHTpauus, HeCOCTOATENIbHOCTb KONOCTOMbI; b. MHOXeCTBeHHble KMLIeYHble CBULLM

Knaccudumkauyms [3]. JaHHoe ayTorMmyHHOe 3abone-
BaHMWe Knaccuuumpyetca cnegyowum obpasom:

¢ CycraBHas popmMa — apTpuT U NoNMapPTPaNTmK.

¢ MbiweyHaa popma — MmblweyHaa cnabocTtb, Mmuan-
rmun, AUCKOMGOPT B MblLLLIAX.

¢ KoxHaA dopmMa — nurmeHTauusa KoXu, anoneuwus,
npusHakm cknepogepmmm n CKB.

¢ BucuepanbHaa popma — runoToHUs NuLieBoaa, Mu-
oKapauT, Aucdarus, aopTanbHas HeJOCTaTOYHOCTb,
nepdopauum ToNCTOro KMLLEYHNKKA.

¢ Cocyauctasa popma — cuHapom PeliHo

Knunuka [3]. Ha paHHux cTtaguax CuHgpom Lapna
npoABNAeTCA HapylleHneM KpoBOCHabeHusa B nepude-
puyecknx oTtgenax KoHeuyHocTel. Bmecte ¢ Tem manbubl
Ha KUCTAX 1 cTonax 6nefHEIT U CTaHOBATCA LMAHOTUYHbI-
mu. MNMo3gHee npucoerHAeTCA ANCKOMPOPT B MbIWLAX, Cy-
cTaBax. [locteneHHO pa3BUBAIOTCA aPTPUT U apTPO3 MESTKNX
cycTaBoB. bonbHbIx 6ecnokout cnaboctb U cybpupunbHas
TemnepaTypa. Y 60nblUMHCTBA 6ONbHbIX NPU Pa3BUTAN CUH-
apoma Llapna nposBnAlTcA npusHaky aptputa. Bmecte
C TeM B JaHHOM BapuaHTe 3aboneBaHve NpoTeKaeT neryve.
Bnocnenctsum K apTpuUTy NPUCOEUHAIOTCA MPU3HAKU CUH-
apoma PenHo.

OpRHOBPEMEHHO C MopaxeHneM CycTaBoB HabsnoaatoTca
1 natomopdonormyeckme U3MEHEHUA Ha KOXKHbIX MOKPO-
Bax. [loABnAlTCcA oyarm rmnepnurMeHTauum, OTéK KUCTem.

Cpepniv nopaxeHuii BHyTPEHHUX OPraHoB HabAaTCA:
MeMb6pPaHO3HbIN HeppUT, NHEBMOHUA, M1OKapamnTa, nepdo-
pauua Toncton Knwku. Nepdopauumn KrweyHnka foBOsb-
HO pefAKoe, HO BMecTe C TeM OYeHb OMacHOe OCNIOKHEHUeE.
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JNeTtanbHblli cxog npu nepdopaunn KMLeYHKa LJOXOAUT
00 90%. KuweyHble canwm npun cnHgpome Llapna nnoxo
noadatoTCA NIeyeHuio.

JocTtaTtouHo pefko HabnogaeTca numbageHonaTua, Ko-
TOpas MOXeT CTaTb NPUYMHON Pa3BUTUA 3/10KaUYE€CTBEHHOW
onyxonun. Okono 10% naumeHToB Npu cnHppome LWapna
CTpagaloT HeBpanrnen TPOMHNYHOTO HepBa.

ANArHoOCTVKa

CvHppom lWWapna goctatouHo TpyAHO MoppaéTca au-
arHOCTMKe TaK, Kak MMeeT CXOXKue CUMNTOMbI C ApYrummu
CUCTEMHBIMK 3a060MIEBAaHNAMYN 1 AaHHbIE CUMMNTOMbI MPO-
ABNAIOTCA He cpasy, a nocTeneHHo. [InarHocTnka CMHAPO-
ma Llapna HauMHaeTca C UCCNeAoBaHUA KPOBEHOCTHbIX
COCY[OB: HapyLlUeHUe KPOBOOOPaLLEeHNA U COCTOAHME KPO-
BEHOCTHOM CUCTEMbI B LIESIOM, MOTYT YKas3blBaTb Ha Kona-
reHo3 ¥ ABRATbCA Tpurrepom 6onesHu. NMommmo obuero
OCMOTpa HeobGXOAMMO TLATeNIbHO MpPOaHanu3MpoBaTb
ncTopuio cemeliHbix 6onesHen. JlabopatopHaa AnarHoCTU-
Ka BKJloYaeT B cebs:

¢ OO6Lme aHanM3bl: KPOBY, MOYMN.

¢ Broxummnuecknii aHanms kposu: GUBpUHoOreH, rmooby-

NNH, CYanoBble KUCOTbI, anbfonasa, cepomykons,
ACT, ANT.

¢ VIMMyHOROrMYecKunin aHanuns: Haanyme aHTUTen K pu-

6GOHYKJIeONpPOTENHY, Hannune LE-KneTok.

AeveHune

KomnnekcHasa Tepanua cvHapoma Lapna Ha paHHuX
STanax NPUBOAUT K 6N1aronpuUsTHOMY NPOrHO3Y A4S XKU3HU.
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Tepanva y mauMeHTOB C CTOJb CNOXHbIM ayTOMMMYHHbIM
3aboneBaHVeM BKIIOYaET clegytoLye rpynrbl npenapaTos:
¢ HMBM— gnAa neyeHunsa cyctaBHoM 6011 1 BOCNaneHus;
¢ TKC — cHWXeHre ayTOUMMYHHOW peakLmu.
¢ bnokatopbl KanbueBbIX KaHanoB — ANA NeYeHus
NpoABNeHUN cnHapoma PerHo.
¢ VmmyHoamnpecaHTbl — MNOAABNEHNE UIMMYHHOWN CU-
CTeMmbl.
¢ [netoTtepanus.

Xnpyprideckoe
AeYeHue

JaHHbIi BUL NedyeHVs NPUMEHSETCA NPU TPO3HbIX
nposeneHusx cuHgpoma LWapna — nepdopaunn Toncron

M TOHKOW KULWKK. Hanbonee 4acto Xvpypru CTajikKnBaloTCA
C TaKMM OCNOXKHEHMEM CJTyYalHO, Y MaLUEHTOB C ABNEHU-
AMU neputoHnTa. CoHTaHHble nepdopaLmn KULLEYHMKA
y naumeHToB C cuHgpomom Llapna pepkoe ocCfioxHeHue.
BmecTe ¢ Tem AaHHOe OC/IOXHEeHne o4veHb onacHo. B sugy
TOro, YTO NaUMEHTbI AIUTENIbHOE BPeMsA MOoNy4valoT eyeHmne
IKC, oTmeyaeTca 3ameffieHe NpoLeccoB penapaunun. 1o
NPOABNAGTCA TeM, YTO paHa He 3a)KMBaeT, N MPOUNCXOAAT
paHHWe 3BeHTpauuK, U HeCOCTOATENbHOCTb KOSIOCTOMbI
(PucyHok 2).

B BMAy BblpaxeHHOW arpeccuvt UMMYHHOW CUCTEMbI,
He npeacTaBnAeTcA BO3MOXHbIM 3aXKUBUTb TOHKOKMLLEY-
Hble CBMLLM. KaK onmcaHo Bbile XMpypruyeckoe neyeHue
npwu cuHgpome LWapna manos¢p$peKTMBHO 1 HersyyeHo.
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