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CASE HISTORY OF MIXED CONNECTIVE TISSUE DISEASE
Verkhotin A., Saykovskiy R., Lesnyak V.

The literary review on mixed connective tissue disease is given according to modern internation-
al data. The case history of this pathology is described. The case has been observed in the rheuma-
tological department of the Federal Research Clinical Center FMBA of Russia.

Key words: autoimmune connective tissue disease, mixed connective tissue disease

Cwmemannoe 3aboJieBaHue COEIUHUTETHHON
tkanu (C3CT, mixed connective tissue disease,
MCTD) suepsoie 6bu10 onmcano Illapmom
(Sharp) u coaBr. B 1972 1. y rpymiibl HaneHTOB C
coueTaHueM IPU3HAKOB CUCTEMHOM KPacHOH BOJI-
yanku (CKB), cucremnoii cknepogepmuu (CCJI),
nonmmuo3nTta/gepmaromuosuta (I1IM /JIM) u na-
JIMYUEM XapaKTePHBIX AHTUTET K PUOOHYKJIEO-
nporenny (antu-PHII) [1, 2,].

B nocsieiame rosipt 910 3ab60s1€Banme OO U3Y-
4eHO GoJiee MOJHO. J[MarHo3 ycTaHaBJIMBAETCS
IPY HAJMYUM CJIe[yIONNX OCHOBHBIX KJIMHUYeEC-
KUX U J1abOpaTOPHBIX KpuTepuesn: eHomeH Peii-
HO, NTOpa’keHue CYCTaBOB KHUCTEH, apTPUThI/apT-
paJITHH, aKPOCKJIEPO3 (CKIEPOIePMITYECKOe TIopa-
JKeHWe JIUCTATbHBIX OT/EeJIOB KOHEUYHOCTell),
MIPU3HAKY TIOJUMHUO3UTA, TTOBBIIEHHBIN YPOBEHD
antu-PHII anturten u ap. Onpenenennie aHTUTEN
k komiiekcy PHII gBisiercst ocHOBHBIM J1abopa-
topabiM KputepueM C3CT, ogHAKO MOTYT BBISIB-
JIITBCS U IPYTHE ayToaHTuTea [ 3, 4].

[TatoreHe3 3a60JieBaHNUS 10 KOHIA HE BBISICHEH.
C3CT cuuraercst ayTOMMMYHHBIM 3a00JI€BaHUEM Y
IIPE/IPACIIONIOKEHHBIX JIMI[ C DKCIIpeccueil crelu-
¢puueckux HLA-anturenos HLA-DR4, HLA-
DQB1. Yacrora orpenesieHus 3TUX aHTUTEHOB Y

narrenToB ¢ C3CT cocrasisier okosio 52% [4, 5, 6].

INUIEMUOJIOTHYECKIE CBeeHUsT 00 3TOM
3abojieBaHUM BechbMa CKyAHbl. K Hacrosiemy
BPEMEHU MMEIOTCS JTaHHbIe HOPBEXKCKOTO ATHUJIe-
MUOJIOTUIECKOTO MCCIeIOBAHUS B3POCJIbIX MAIlN-
entoB ¢ C3CT 3a 1996-2005 rr., corylacHO KOTO-
pbIM 3abosieBaeMOCTb paBHa 2,1 ciyyas Ha MUJI-
JINOH HaceJieHus B Tojl. JKennunsl B 3,3 pasa ya-
me crpajgator C3CT, cpennuii Bo3pact naiuex-
T0B 37,9 Jiet, X0Tst 60JIe3Hb MOKET HAYMHATHCS B
miobom Bospacre. Takske M3BECTHO, YTO TIPH Jie-
6tore C3CT B gercrse (B cpeareMm — B 10,7 jer)
MIPOTHO3 3HAYUTEJNBHO XYK€, B CBSI3U ¢ GOJIbIIEN
YACTOTOH TSKEJIOTO MOPaskKeHUs cepIla U MoveK.
Takske 17151 1eTCKOTO BapuanTa 60JIe3HU, B OTJIN-
yue OT B3POCJOTO, XapaKTePHO Pa3BUTHE TsxKe-
goit C3CT-acconmmpoBaHHO TPOMOOIUTOIIE-
Huu 5, 6] .

JlaHHbIX POCCUTICKON CTATUCTUKU TI0 JAHHOMY
3a00JIEBAHUIO HA CETO/HS HET.

[Iporuos misa mamuwentoB ¢ C3CT B 1enom
ayuire, yem nipuy CKB, CC/l u /IM/IIM. Okoso
4% manuenToB TMOTHOAI0T OOBIYHO B pe3yJbraTe
TSPKEJIOTO TeUeHUs JIETOYHON runepTeH3nu, Hed-
puTa, MUOKApUTa WU PACIIPOCTPAHEHHOTO Bac-
kymmTa [7, 8,9, 10].
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Kiaunnuyeckas kapTuHa

3abosieBanie MaHU(DECTHPYET XapaKTEPHLIMU
npusHakamu CKB, CC/[ n [IM. Tunmmaasivu mipo-
apyenngamu CKB nipu C3CT saBrsitores nonmapt-
PUT, CEepO3UTHI, JuMbaaeHOIaThs, dpUTEMa JINTA
no Tumy <«0abouKW», JEHKOTEHNs/TPOMOOIIUTO-
nenud [1, 4, 9]. IIpossaennsmu CCJl sBasiorcs
cunzpoM Peiino (Hambosiee YacTblii M paHHUI
MIPU3HAK), CKAepomakTuaus (yKe Ha paHHUX CTa-
JMsIX 60J1e3HN HaOJIIOIAI0TCS XapaKTePHbIE CKIIEPO-
JlepMudecKrie U3MeHeHUs TPU KalUJUIIPOCKOIINN
HOTTEBOTO JIO}KA), TIOpaskeHue Jierkux (MHTEepPCTH-
IMajbHOe 3a00JieBaHMe JIETKUX, JIETOYHBIN (Hhub-
PO3), JileroyHasi TUIepTeH3Msl, TUIIOTOHUS TTUIIEBO-
na |9, 11, 12-15]. Knunuka /IM/TIM Bkiiouaer B
cebst TIPOKCUMATbHY IO MBITIIEYHYIO CJTab0CTh, MUAAJ-
run, nosbimerne aktuBHocTn KOK, npusHaku
TIEPBIYHOTO MBITIIETHOTO TIOPAKEHWS TTPH UTOJTbYA-
Toli asekTpomuorpadun [2, 4, 12 .

IIpu smom cywecmeyrom ocobo xapaxmepnuoie,
ooszamenvrovie cumnmomor C3CT:

1. Orek kucTell («COCUCKOOOpPasHbIE» Mallb-
I[bI): BCTPEUAETCS TIPAKTUIECKU Y BCEX OOJIBHBIX,
HO BBIPAKEHHOM MJIOTHOCTU OTe€Ka M MHYpPAINu
kosku, kak nipu CCJ/l, He oTmMevaeTcsl.

2. Cungpom Peiino: 00bIYHO HEPE3KO BbIpa-
JKEHHBIH, HO MHOT/IA TSKeJIbIH, C Pa3BUTHEM JAUTH-
TaJbHBIX HEKPO3OB.

3. Aurutena k pubonykieonporenay (aHTH-
U1-RNP): cieniudpuyeckne antutesna K HyKJaeap-
HOMY (haKTOPY, YYBCTBUTEIBHOMY K PUOOHYKJIEa-
3am [1, 2, 3, 12]. B npornocTu4eckoM OTHOIIEHNUN
HarOoJIbIlee 3HAUCHUE UMEIOT TOPaKEHMS BHYT-
PEHHUX OPTaHOB.

Yacrora nopaxenus jerkux 1npu C3CT y pas-
HBIX aBTOPOB Bapbupyet ot 20 10 85% [13, 14, 16,
17, 18]. Jlerounble posIBIECHNS BKIIOYAIOT IKCCY-
JaTUBHBII TJIEBPUT, HHTEPCTUIIHAIBHOE 3a00J1e-
BaHMe JIETKUX, JIeTOYHYIO TMIePTEeH3UIO, JIeroy-
HBII BackysauT u ap. [15, 18, 19]. Haubosee xa-
pakrepho st C3CT unTepcTuimaibioe 3abore-
Banue Jjierkux (M3J1) ¢ pa3BuTHeM JIETOYHOM TH-
MEePTEeH3UN W TIPOTPECCUPYIONIETO JIETOTYHOTO
dbubposa [20]. ¥V psga GONbHBIX MOPasKEHUE JIer-
KHUX JOMUHUPYET B KJIMHUYECKON KapTuHe 3a00-
JieBaHMS, KOTOpOe dallle BCero MpOsBJSIETCS
o/IBITITIKOM TIpu pusndeckoit Harpyske [20]. B ps-
Jle cilydaeB JieroyHasl TUIIEPTeH3us, CBsI3aHHas ¢
npoandepaTuBHBIMU  HU3MEHEHUSIMU  COCY/IOB,
JlocTUTaeT 3HaYUTeJbHOM cTeleHu, XOTs pa3BUBa-
eTcst 00BIYHO UCTIOABOJIb. [IpoBeieH HbIE HETABHO
MCCJIEIOBAHUS TTOKA3AJIH, YTO Y OOJBHBIX, Y KOTO-
PBIX TIO3KE PA30BBETCS JIETOUHAS THUTIEPTEH3Us,

ysKe B Hauasie O0JIe3HN OTMEYAIOTCS BHIPAsKEHHBIE
M3MEHEeHUsT KalnJIsipoB (110 IaHHBIM MUKPOCKO-
MUY HOTTEBOTO JIOXKA), XapaKTePHbIE JIJIS TIPOTpec-
cupyioreit CC/] [18, 21]. IIpu 6Guoricun jierkux
BBISIBJISTIOTCST TJIaBHBIM 00pa3oM TpoJinepanust
UHTUMBI 1 TUTIEPTPODUST cpeieit 060109Ky apTe-
puii, ”HOTIA HACTOJBKO BBIPAsKEHHBIE, YTO TIPUBO-
1T K obaurepanun npocsera [22, 23]. Kak yxke
yKa3bpiBaJoch Boie, U3JI u serounas runepreH-
3Ust ABJISAIOTCS (haKTOPAaMU HETaTHMBHOTO TIPOTHO-
3a. OKOJIO yeTBepTH JIeTATIbHBIX UCXO/IOB, CBSI3aH-
HbIX ¢ ocsioxkHeHnsiMu C3CT, mpuxoautces Ha 9Ty
narosoruto [21].

[Topaskenue 1ouek BCTpeyaeTcsi PEiKo, B 5%
cayuyaeB [21]. OngHako pasButue HedpuTa TaKKe
orpeiesisieT HebIaropUsITHBIN TIporao3. Hapsimy
C MUOKAp/IUTOM, JIETOUHON TUTIEPTEH3Neil 1 pac-
MPOCTPAHEHHBIM BACKYJIUTOM, He(YPUT SBISTETCS
onHo# m3 mpuunH cMmeptu marmerToB ¢ C3CT
[21-23]. TTo aHHBIM pasIMYHBIX aBTOPOB, HAOJIIO-
JABIIUX B TeYeHUE HECKOJIBKUX JIET TAIIMEHTOB C
nopakerrem mnodek Ha (oue C3CT, nambosee
YacTO BCTPEYAIOTCS CJEAYIONINe THCTOJIOTHYeC-
Kue TUIBl HedporaTun: MeMOPaHO3HbIH (caMblii
YaCThIN), ME3aHTUAJIbHbBIN, CKJIEPO3UPYIONUN U
cMmeranubiil [21]. OTMmedaercs Takske, 4T0 B 2/3
CJIlydaeB aJIeKBaTHAsl TJIIOKOKOPTUKOCTEPOU/IHAS
Tepanusl TPUBOAUT K TMOJTHOMY KYHMUPOBAHUIO
POSIBJIEHN HepoTaTuu, MO0 3HAUUTETHHOMY
YMEHBITEHUI0 WX BbIPAKEHHOCTH. B cpenneMm, y
6% manuenToB HedpomaTUs TPUBOAUT K TEPMU-
HaJIBHOU XPOHUYECKON IOYEYHON HeJa0CTaTou-
HOCTH ¥ TIOTPEOHOCTH B TIPOrPAMMHOM TeMOJIHa-
ausze [7, 24].

[Topakenne HEpBHON CUCTEMBI BCTPEUYAECTCS
penko. Omucanbl caydyan acernTu4ecKoro MeHUH-
TUTa, HEPONaTUN TPONHUYHOTO HEepBa, NCHX03a
kak HeBposjorndeckux nposiiaennit C3CT. Takxe
CYIIECTBYIOT HAOJIIOAEHNST HEBPOJOTUIECKUX
paccTpoMCTB KaK eIMHCTBEHHBIX CUMIITOMOB B Jie-
61ore C3CT [22-27].

Yactota mopaskeHU# CepAedIHO-COCYAUCTON
CUCTEMBI, TIO TAaHHBIM Pa3HbBIX aBTOPOB, BAPbUPYET
ot 11 1o 85% [17-20]. Yaie Bcero onu KJaIuHUYEC-
KM He3HAYMMbl. MOTyT BCTpedaTbest epuKap/uT,
MUOKapP/UT, HAPYIIEHUsT TPOBOIMMOCTHU CEPIIaA,
aracrosimyeckast TUchyHKIUS MUOKap/a JIeBOTO
keqypouka [28]. Onmcanbl Takxke cjydaun mopa-
JKEHMS TIPOBOJISITIEN CUCTEMBI Cep/ilia ¢ Pa3BUTH-
eM JKM3HEYTPOKAIONIMX HapyIIeHui puTMma.
B manHBbIX HAOJIIOIEHNSIX TPH Ay TOIICUN BBISIBJISI-
JIaCh TUCTOJIOTMYECKAsT KapTUHA BOCIAIUTETHHO-
ro nopaxkeHus cocyznos cepamna [19, 20].
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B smmreparype mMeroTcst elMHUYHbBIE COO0TIe-
HUSI O Pa3BUTHUM ME€PUKAPANTA U TJIEBPUTA Y TIa-
renToB ¢ C3CT B nebrore 3abosieBanms ¢ OCTE-
NYIOIIUM Pa3BUTHEM TTOJHOU KJIWHWUYECKOU Kap-
THUHBI, TIO3BOJISIONIEH 3aM0/I03PUTh AyTOMMMYH-
Hoe nopaskenue [20].

JluarHocTuka

Kimunueckuii anajims KpoBU 4acTo 00HApYKH-
BaeT aHEMUIO, TPOMOOIUTOIIEHUIO, JIEHKOMEHUIO,
YCKOpeHUEe CKOPOCTU OCeNaHUsl IPUTPOIUTOB
(COI).

B 6uoxumuyeckoM aHajm3e KPOBU, 0COOEHHO
U KJIMHUYECKN 3HAYMMOM MOPAKEHUU MBITII] 1
KOKH, 4YaCTO BBISIBJISIETCS MOBBIIIIEHNE aKTUBHOC-
tn obmieit kpeatuHochoknuHazsl (KDK), mak-
tartgerugporenassl (JI/IT), amanunamuHoTpaHc-
depaszpr (AJIT), acmapratammHoTpancgepasbl
(ACT); nossimierne ypoBasa MB-dpaxnun kpea-
tundochokunazpr (KOK-MB) moxer cBuue-
TeJCTBOBATH O BOBJICUEHNN MUOKAP/IA.

[Tpu mopakeHUU TOYEK B OMOXMUMHYECKOM
aHaJIM3€e KPOBU BbISIBJISIETCS TIOBbIIIEHUE KPeaTh-
HUHA, MOYEBHMHBI, CHIKEeHHUE 00111ero Oesika 1 ajib-
OyMUHa, B aHalnW3e MOYH MOKET HaOJIIOMATHCS
IPOTEUHYPUST, MUKPOTEMATyPHUS.

B ummyHosmornueckom obeseioBannn Haubo-
Jiee BasKHASI POJTb IPUHAJICKUT OMPEIe/ICHUIO aH-
tutes antu U1-RNP (anturena kmacca IgG k pu-
6ouykseonporeny Ul), KoTOpble TPaKTHYECKU
Becerma obnapyskusaiorcst mpu C3CT u siBsstiorcest
OCHOBHBIMH CEPOJIOTUYECKUMU MapKepaMu 3TOM
narosioruu. Takke UMeeT 3HadeHne oOHapyKeHe
anTuHyKjIeapHoro dakropa (AH® Hep-2), antu-
tes k apycnupanbioit /IHK, anturena k Sm-anTu-
reny, La/SS-B-anturenam — mapkepst CKB, anTu-
tesa Scl-70 — mapkepsr CC/T u zip. [1, 2,9, 13].

BoBiiedeHHOCTD JIETKUX M3PEKA BBISBJSETCS
IPU CKPUHUHTOBOM PEHTTEHOBCKOM MCCJIE/I0BA-
HUU, O/IHAKO OCHOBHOE 3HaYeHNE UMeeT KOMIIbIO-
TepHas ToMorpadus OpPraHoB TPYAHON KJIETKH,
KOTOpast OOHApPYKUBAET MPU3HAKU WHTEPCTHUIIN-
AJIbHOTO MMOPAKEHUS JIETKUX [25].

Ixokapmauorpadus (IxoKI) mmeer BaxkHOE
3HaueHUe C TOYKU 3PEHUs BBIABICHUS JETOYHOM
TUIEPTEH3UH, TTEPUKAP/ANTA, HAPYIIEHUs COKpa-
TUTeabHON yHKIIMM Muokapaa [19, 20].

[Tpu nmpusnakax CCJI BaxkHOe 3HAYEHUE TMPU-
0OpeTaT PEeHTTEHOCKOMNUS TIUIIEBO/IA ¢ CyIbda-
TOM 6apust € 1eJIbI0 TUATHOCTUKU THITOTOHUY UJTH
ATOHMU MUIIEBO/IA, & TaKKe KaMWJJISIPOCKOIIHS
HOTTEBOTO JIOXKA, TIO3BOJISIONIAs BBISIBUTH U3MEHE-
HUS KanWIIpHO#N cetn, xapakTepubie s CC/]

[10, 11].

Uronpuatas anexrpomuorpadusi BBHISBISET
[epPBUYHOE MBIIIEYHOE MOpakeHne, KOTopoe He-
006X0MMO BepuUIMPOBaThH MOP(HOJTOTHYECKH C
MOMOIIIBIO OUOTICUN KOKHO-MBIIIIEYHOTO JIOCKYTa
[18, 29].

K macTosmeMy BpeMeHU TIPETOKEH PSIJT Tuar-
nocrtndeckux kpurepue C3CT, Hanbosee mpus-
HAHHBIMU W3 KOTOPBIX SBJSIOTCS KPUTEPUU
Alarcon-Segovia (1995), 6asupyroruecst Ha code-
TAHUU XaPAKTEPHbIX KJIMHUYECKUX U CEPOJIOTU-
4eckoro Mapkepos [12]:

1. CepoJiornueckuii MapKep: MOJIOKUTETbHBIC
tecthl Ha aHTU-RNP Ul.

2. KivHuyeckue KpUTEPUU: a) TPUITyXaHUE
KucTeit; 0) CHHOBUT; B) MUO3UT; T) (heHOoMeH Peii-
HO; JT) aKPOCKJIEPO3.

/lnarsos ycranaBiamBaeTcd TPU HAJTUIUU O
HOTO CepOJIOTMYECKOTO 1, KAK MUHUMYM, 3 KJINHN-
YeCKUX KPUTEPHUEB, OHAKO TIPU 3TOM COYeTaHUe
npumyxanus kucreii, ¢enomena PeiitHo u akpo-
CKJIepo3a TpebyeT HaJIMYKs elle XOTs Obl OJHOrO
kpurepust. dyBcTBUTENbHOCTH KpuTepreB Alar-
con-Segovia — 63%, crierudranocts — 86%.

Takske CymecTBYIOT AMAarHOCTHYECKUE KpUTe-
pun Kusukawa [2]:

O6mme cumnrome: 1. @enomen Pelino;
2. llpunyxanue namublieB kucteit; 3. Hamuuue an-
tutes K RNP Ul; 4. «CMmemnmantbie» MPOSTBJIEHUS:

A. CKB: mosuaprtpur, cepo3utsl, JumMba-
JIEHOMIATHS, SPUTEMA JIUIIA, JTeHKOIIeHUs/ TPOMOO-
IIATOTICHUS.

B. CC/I: ckepomakTuivsi, IerouHblii puo-
PO3, TUTIOTOHMS TTUTIEBO/IA.

C. [TomMMuO3UT: TIPOKCUMAJIbHAS MBIIIIEY-
Hast caabocth, nosbimenne akTuBHOCTH KOK,
NPU3HAKU TEPBUYHOTO MBIIIEYHOTO MOPaKeHUs
npu OMI [29, 30].

Jluist ycTaHOBJIEHWS IMarHo3a HEOOXOIMM Kak
MUHUMYM OJINH OOIIHII CUMIITOM B COYETAHUH C
HajmyrieM antutel K RNP u ogun wim Gosee
CUMIITOMOB 13 KaK MUHUMYM JIBYX TPYIIT KaTero-
puii A, Bu C [32-35].

Jleuerne C3CT mpoBoaUTCs 110 OOUIMM IPUH-
IUTIAM TTIATOTEHETUYECKOTO JIeYeHUs] ayTOUMMYH-
HBIX 3a00JIeBaHMIi — TIO/[aBJIEHUE MTATOJOTHYECKO-
ro ayTOMMMYHHOTO Tipotiecca [6]. 113 Hemenuka-
MEHTO3HBIX TPUHIIUIIOB BaKHEHIIUM SIBJISETCS
n3beranne BO3JIENHCTBUS XOJI0/, MTPEKIE BCETO —
Ha KUCTU ¥ CTOIBI — C TI€JIbI0 YMEHBIIEHHS Ba30-
crazMa apTepuosi U TPouyeckux HapylieHU
JUCTAJIBHBIX OT/eJI0B KoHeuHoctel [3]. 113 mean-
KaMEHTO3HbBIX MPUHIUIIOB HanboJiee BasKHBIMU
SIBJIATOTCS a/IeKBaTHAS TTIOKOKOPTUKOCTEPOUTHAS
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(I'KC) m mmmyHoenipeccuBHad tepanus [4, 20]:

1. TKC: 06b1yt0 5(hheKTUBHBI MaJIble U CPe/l-
HI€ JI03bl, HO B 60JIee TSDKENbIX CJIyvasix HazHava-
ercd 10 1 MT/Kr 1IpeITHU30JI0H3;

2. IMMyHOIeTTpecCaHThl TTOKa3aHbl TPU KJIU-
HUYECKU 3HAUMMOM TMOPAKEHUU JIETKUX W TTOYEK
(muknodocdan 1000 mr/mec.), Kok (aMHHOXH-
HOJIMHBI );

3. Ilpu BeIpaskennom cunpome Pefino mokasa-
Ha Ba30AKTHUBHAS Teparust: OJOKATOPBI KaslbIlie-
BBIX KaHaJOB (TpyIia HudeannnHa), TEHTOKCH-
bumn, mumUprIamMo.

[TpuBoarM omnucanuve KIUHUYECKOTO CJrydast
Ha [TpYMepe MallieHTa, HaXoAUBIIerocsi Ha obcre-
JIOBAaHWU W JIeYEHUU B OTAEJeHUN PEBMATOJIOTUN
Kinnnnueckoit 60mpammbl Ne83 MMBA Poccun
(peopranuzoBana B DejiepaibHbIil HAYIHO-KJTH-
HUYECKUH TIEHTP CIelUaJu3uPOBAHHBIX BU/IOB
MEeIUIIMTHCKON TMTOMOTIN U METUITMHCKUX TEXHOJIO-
ruit @MBA Poccun) B aBrycre-centsiope 2011 .
[Tarment /1., 51 1., mocTymnu B OTeIEHUE C JKAJIO-
G6amu Ha 60/ ¥ OrpaHuyeHne oobeMa JIBUKEH it
B IIJIEUEBBIX CYCTaBax, YTPEHHIOI CKOBAHHOCTDH B
KHCTSIX, OrpaHrdYeHre UX (DYHKIINHU, TPUCTYII006-
pasHoe M3MeHEeHMe OKPACKU KOXKU IaJblleB KHC-
Teit; GOJIM B JIyYe3arsiCTHBIX CyCTaBax; JIUXOPaIKy
10 37,5°C B TeueHue OCJAEIHUX 2 MEC.; CHUYKEHUE
Macchl TeJsia Ha 6 Kr 3a mocyenaue 6 mec. 13 anam-
He3a M3BeCcTHO, 4To B siHBape 2011 1. BmepBbIe OT-
MeTu1 0OJIM B IJIEYEBBIX CyCTaBax, OrpaHuYeHue
MOABUKHOCTA B HUX. llosiBNeHre 3TUX CUMIITO-
MOB HAIMEHT CBA3bIBAET ¢ M30BITOUHON (husmyec-
KO Harpyskoil. AMOyJaTopHO Haba0xaICcsa C
despasig 2011 1. ¢ AMATHO30M OCTEOXOH/IPO3 TITEH-
HOTO OT/leJIa TI0O3BOHOYHUKA, 0CTe0apTpo3. B mae
2011 1., Bo BpeMs otzbixa B Iperun ObLT 21IN30/1
TUTIEPUHCOJISIINN, TI0CJIe KOTOPOTO BIIEPBbIE BO3-
HUKJIN GOJIN B JIy4e3alsiCTHBIX CyCTaBax, CKOBaH-
HOCTb B KHCTSIX, OHEMeHHe MBIIIII ToJIeHel, cia-
60CTh B MBIIIIAX Oeep, TMOBBIIIEHNE TEMITEPATY-
pot tena 1o 37,5°C. B GuoxuMuveckoM aHasmae
kpoBu ot 01.08.2011 BeIsABJIEHO yBeJiMueHne ak-
tupHoctu KOK no 1668 Exn/m, AJIT — 45 Exn/n,
ACT — 104 En/n. B Teuenue nocsie/inero Mecsia
(c mrosst 2011 1.) manueHT oTMEYAI MPUCTYTO00-
pasHoe n3MeHeHue OKPAaCKH KOKU KHUCTEl /10 Ch-
HEBATON TIPM KOHTAKTE C XOJIOJIOM, OJIHAKO He
pU/IaBaJl JaHHOMY CUMITOMY OOJIBIIIOTO BHUMAa-
HUS B CBSI3U C HEPE3KOW BbIpasKeHHOCTHIO. [Ipm
00BEKTUBHOM WCCJIEJIOBAHWI: TEMITEpaTypa TeJia
37,5°C, nurnutaiabHbIil KanmuisspuT. OpraHbl Ibl-
XaHWS, CEP/IEYHO-COCYTUCTOMN CUCTEMBI, JKeJTy104-

HO-KHUIIIEYHOTO TPAKTA, MOUEBBI/IEJIUTEIBHOM CHC-
TeMbl 0e3 KIMHUYEeCKHU 3HAYMMBIX OTKJIOHEHUH OT
HOPMBI. YMepeHHast G0JIe3HEHHOCTD TIPH TaJjIbIia-
UM TapaBepTeOpaIbHbIX TOYEK IIEHHOTO, TPY/I-
HOTO OT/IEJIOB TIO3BOHOYHUKA, aMUOTPODUH /1€7Th-
TOBUHBIX, ABYTJIABBIX MBI TIedeii. Orpanude-
HUe OTBe/leHUI B IjleueBbIX cycraBax. HesHauu-
TeJIbHAsE MPOKCUMAJIbHAS MbIIIeYHast c1aboCTh B
MBITITAX TIIedeBoro mogca. JByxdasubiii cumj-
pom Peiino. Orpannyennie GyHKIMU KUCTEH Ha
20%. ITpu 1abopaTopHOM 00C/I€I0OBaHUH BBISIBJIE-
HO cJie/yIolnee:

KinHnveckuii aHaau3 KpOBU: TeMOTJIOOWH
114 r/m; neiikoruter 5,7x10°/1; oTHOCHTEIbHAA
sozuHobuMs 10 16% (MO/UIMHO3 B aHaMHe3e);
CO3 — 16 mm/u. Kimnndeckuii anaaus Mmoun 6e3
natosiorun. buoxummueckunii ananns kposu: KOK
— 2211 En/m; ACT — 220 En/m; AJIT — 100 En/u;
MOUYEBMHA, KpeaTUHMH, IJI0K03a, 00mmii OesoK,
GestkoBbIe (hpakiyu, GUINPYOUH 1 ero Gppakiuu B
Hopme. C-peakTuBHBIN Geok — 5,4 mr/i1. PeBmaro-
uznenii dakrop (P®) ceiBoporku kpoBu — 74,31
ME/mn (nopma mo 50 ME/mi). Auturena x
[MUKJIUIECKOMY [UTPYJTMHUPOBAHHOMY TTE€NITHLY
(AILLLIT) orputiatenbHbl (Kak MapKep PEBMATOM/I-
HOTO apTPUTA, YIUTHIBAS MOPAsKEHNE KUCTEN, CEPO-
mo3uTUBHOCTH 110 PM). AnTuTeNa K HATUBHOM
AHK (a/[IHK) otpumartesbHbl (Kak Mapkep
CKB). Kpuormo6ygnHbl, 1UPKYJIUPYIOIIE HM-
mynHble KoMmriekeel (IIVK), antunetirpodnib-
Hble TTOTIa3Marndeckue antutena (AHITA) B
HopMe. VImMyHosoriyeckoe obesieoBanie (oury-
KOJIMYECTBEHHBII METOJT): aHTUTEIa K PUOOKYKJIe-
orporensy (a/RNP)+++; anturena k Sm-anture-
Hy (a/Sm) +/-. Ceposiornyeckrie MapKepbl OHKO-
JIOTHYEeCKKX 3200 1eBaHMii, MUeIOrpaMMa KOCTHOTO
Mosra, obcsie[oBaHre Ha HapasuTapHble WHBA3UK
MaToJIOTUU He BhisiBUIN. [Ipn ceposiornyecknx Ko-
JITYECTBEHHBIX UCCIEIOBAHNSIX KPOBH JJAHHOTO T1a-
IUEHTAa BBISBJIEHBI CJENYIONINEe TO0Ka3aTeJu:
a/PHII 6omee 200 Ex/n (Hopma 10 5,0 Ex/n); an-
TUTeNMa K aHTtureHy ckiaepoaepmun-70 (a/Scl-70)
(mapkep CCJl) orpuliaTeIbHbl; aHTUTENA K TIEHT-
pomepe B (a/Centr B) (Mapkep TUMUTHPOBAHHOM
CC/I, epBUYHOTO OMJIMAPHOTO IIMPPO3a) OTPHIIA-
tenbbl; a//IHK oTpumiatesibubl; anTUTEN A K AaHTH-
reny Jo-1 (a/Jo-1) (mapkep IIM) oTpumnaresbHbr;
AHO® Hep-2 (anTtunyKJI€apHble aHTUTETA UMMY-
HOuoopeciieHTHBIM MeTozioM) 1/1280 (Bbicokuii
TUTP) TOMOTEHHOTO U KPaIyaToro cBeueHud (Kpar-
YJaThIll TUTT cBeueHns Xapakreper st C3CT).

NucTpymenTanmbHble UCCIEOBAHNS BbISBUIN
caenytoiiee. KommbiorepHas tomorpadus (KT)
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OPraHOB TPY/IHOH KJIETKHU: IBYCTOPOHHUE WHTEP-
CTUIIMAJIbHbIE M3MEHEHMs] B JIETKUX («MaToBOE
CTEKJIO», YTOJIIEHNE MEXK/I0JbKOBBIX TIeperopo-
noK) (puc. 1a, 6).

uddysnonnsiii Tect: cHuzkenne auddy3noH-
HOH CIIOCOOHOCTH JIETKOW CTEIICHU TAKECTH, CHU-
JKeHre yaeabHoi quddysnn, 00ycIoBIeHHOE U3-
MEHEHUEM CBOWCTB aJbBEOJSIPHO-KAUILISIPHOM
MeMOpaHbl.  YAbTPasBYyKOBOE — MCCJIEOBAHUE
(Y3W) BHYTpEHHUX OPraHOB, MOYEK (€3 KIMHU-
yeckn 3HaunMon narosoruu. IXoKI: npusnakos
JIETOYHON TUIIEPTEH3UU He BBIABJIEHO, (hpaKiiums
BoiGpoca (DB) 62%. Jnekrpomuorpacdust (OMT)
UTOJIbYATAsT: CHUIKEHUE JIJIUTEJbHOCTA M aMILIN-
tyzabl [IJIE B TpokcUMabHBIX MBITITIAX BEPXHUX
M HIDKHUX KOHEYHOCTEH — TIPU3HAKU MEPBUYHO-
MBIIIIEYHOTO TIpollecca. IDJEeKTPOHeHpoMHUOorpa-
dusg (OHMI') HepBOB BepxXHUX 1 HUJKHUX KOHEY-
HOCTel (CPeIMHHBIX ¢ 00ENX CTOPOH, OOJIbIIe- U
Masio6epIOBBIX € O6EUX CTOPOH): 3aMejJieHIe
npose/ieHnd 1o kopemikaM Ha ypoBHe Cg-Cg, Ls-
Sy. CencopHblii 6JI0K Ha yPOBHE KapraJbHOTO Ka-
Hasia ¢ 0benx ctopoH. Hapyiiienue npoBeieHus mo
MOTOPHBIM BOJIOKHAM MaJIOOGEPIIOBBIX HEPBOB 110
AKCOHAJIBHOMY THITY. J30(haroracTpoiyoieHOCKO-
nus (II/]C): MHOKeCTBEHHBIE OCTPBIE SI3BBI JIy-
KOoBUIbI 12-niepcTHoi Kk, DubPOKOIOHOCKO-
st (DKC) 6e3 matonornn. Kanuuisipockormst
HOTTEBOTO JIOJKA: TIO3THUH CKJIEPOJAEPMUYECKUIA

TUNl u3MeHeHU#. Buoncus koxHO-MbIIIIEYHOTO
Jgockyta n daciuu (2 ¢pparMeHTa U3 Mecta Hau-
GOJIbIIIEl BEIPAKEHHOCTH aMHOTPOGhUH TpPaTIelie-
BUJIHOM MBIIIIIBI ¥ YeTBIPEXTIABOI MBITIIBI Ges-
pa): 1. ¥YMepeHHO MIOTHAS MEJIKOKJIETOYHAS coe-
TUHUTETbHAS TKaHb C OYaraMu >KUPOBOU TKAHU C
y4acTKaMu AUCTPOGMUH, TT0 XOILY HEKOTOPBIX COCY-
JIOB KPYTJIOKJIETOYHAsT Hecrelnguyeckas BOCTa-
auTerbHas nHbUABTpanus. 2. Bosokaucras me-
KOKJIETOUHAsI COEMHUTEebHAss TKaHb W TKaHb
CKEJIETHOM MBINIIIBI, BOKPYT HEKOTOPBIX MEJKHUX
cocynioB cyabo BBIpaKEeHHAst JUM(O-THCTHOTN-
TapHasl MHQUIBTPAIKS.

[To COBOKYMHOCTH Pe3yIbTATOB 00CIEI0BAHIS
BBISIBJICHBI CMH/IPOMBL: cUHpoM Peiino, nopaxe-
HUE CKEJIETHOM MYCKYJaTypbl, WHTEPCTUIIAAb-
HOe TOpaKeHUe JIETKUX, apTPaJTud, TOJUHENPO-
MaTus, UMMYHOJIOTUYECKIe HapyTITeHWS.

Taxm 06pa3oM, BBISIBJIEHO COOTBETCTBUE J{HAr-
noctuyeckum kKputepusim C3CT Alarcon-Segovia
(1 nmmyHOJIOTHYECKUHT + 3 KIMHUYECKUX KpUTe-
pust). Ha ocHOBaHWMM BbIIIIEyKa3aHHOTO OBLT yCTa-
HOBJIeH [rarto3: CMerannoe 3a60JieBaHIe COeIN-
HUTEJIBHON TKaHU C MOpa’KeHHeM CycTaBoOB (apT-
pasirum), CKeJeTHBIX MBI (MUAJITUH, aMUOTPO-
(buK MBINIIL [1JIEYEBOTO 1105ICa, MUOTIATUS 110 JIaH-
HBIM 3JIeKTpomMuorpaduu, yseanyeHue akTUBHOC-
i KOK o 3144 En/n), nerkux (MHTEPCTUITNATD-
HOe 3abojieBaHUE JIETKWUX), MepuhepudecKoin

Pucl.

KT OpraHos I'p)/ﬂHOl;l KneTku. AkcuarnbHbie cpesbl. B HukHMx oThenax fnierknx, B8 OCHOBHOM B 6a3ANbHLIX CEFMEHTAX HUXHUX nonew,
BbIABIIAIOTCA JOBOJIbHO O6LUV1pr!e 30Hbl MOHWXEHHOM BO3AYLWHOCTM MO TUIY "maTosoro CTeKﬂO“/ HQ ¢OH€ KOTOPbIX BMAHbBI YMEDEHHbLIE
MHTEePCTUUMANbHbIE PETUKYNAPHbBIE M3MEHEHMS, O6yCﬂOBHeHHbIe YTONWEHNEM MEXOOTIbKOBLIX 1 BHYTOMAOIbKOBbLIX MEPErOpOLOK.
O6pOLLLOeT BHUMAHME NPENMYLLIECTBEHHAs BOB/IEHYEHHOCTb B MPOLUECC KOPTUKASIbHbIX U C)/6KOpTVIKOﬂbe/X OoTAenoB Nerkmx.
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HEPBHOI cucTeMbl (IUCTATbHAS TTOJUHENPOTIATHS
10 JTAHHBIM 3JIEKTPOHEHpoMuorpadun), cocynoB
MUKPOIMPKYISATOPHOTO pycia (cuHapoM PeiiHo,
MMO3/IHUI CKJIEPOAEPMUIECKUA THUI W3MEHEHUH
TP KaMWJIIPOCKOTTUY HOTTEBOTO JIOKA ), C UMMY-
HoJsiormueckumu Hapymenusmu (a/RNP Gosee
200 Ex/mur; AH® Hep-2 1/1280 h+sp), Buepsbie
BBISIBJIEHHOE, aKTUBHOCTH 3. COmyTCTBYIOIINE 3a-
6onesanus: HIIBII-racTponaTus: ocTpble MHOXKE-
ctBennbie g3BbI 0T 0,3 10 1,0 cM B JIyKOBUIIE /IBE-
HaJlaTUIIepCTHOM Kuinku. lopconarust nmpeumy-
IIECTBEHHO IMIEHHOro OT/ie/Ia TT03BOHOYHUKA.

B cootBeTcTBUM C AMAaTHO30M M COBPEMEHHbI-
mu nipusIunamu jgedenusi C3CT, a takke yuu-
TBIBasi COMYTCTBYIOMIYIO TTaTOJIOTHIO, OBIJIO Ha3-
Ha4yeHo JieyeHre: MEeTUJITIPETHN30I0H 16 MT/CyT.
(nocne xoutposbHONt IT'/[C, KOTOpasi BBIIBUIA
AMUTENN3ANNIO 3B, A03a yBeandena no 40
mr/cyT.); HIIBIT — mesnokcukam 15 mr/cyT. (ot-
Mernen 1o pesyJspratam I/IC); Tuzanuaun 4
Mr/cyT.; neHTokcuuiana 100 Mr BHyTpUBEHHO
kareabo Nel5; tepanusi HITBII-ractponarum:
pabemnpaszos 40 mr 2p/cyt.; nokanbhas [KC-te-
pamnus: cycreHsust 6etaMeTasoH 1o 3,5 M B Kap-
najbHble KaHaybl. [Ipy KOHTPOJIBHOM OCMOTpE
yepe3 1 Mec. KJIMHUYECKOe YJIydllieHUE B BHjE
YMEHbIIEHUs MPOsIBIeHUl cungapoma PeiiHo,
yBeJIMYEHUs TIOJBUJKHOCTU B IIJIEYEBBIX CyCTa-
BaX, OJTHAKO COXPAHSJIOCH yBeJINYeHNe aKTUBHOC-
tm KOK 1o 3000 Ex/n. YuurbiBast KIMHUIECKU
3HAUMMOE TIOpaKeHre JIeTKUX W HAJTUIHe 3IUTe-
JIM3aIUN 93B, HazHadeHa Tepanus nukiaodocda-
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