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AHTUCUHTETA3HBIN CUHAPOM Y PEBEHKA C IOBEHUABHBIM
AEPMATOMHNO3UTOM

Kamauka peTrckux 6oaresHerr MMA uMm. .M. CeueHoBa, MocKBa

IOBenunpHbI fepmaTomuosut (F0IM) — Takesnoe mpo-
rpeccupyIolee CUCTEMHOE 3a00IeBaHYe MBIIIIT, KOYKHBIX I10-
KPOBOB ¥ COCYZOB MHUKDOIMPKYJISATOPHOI'O pycja ¢ MeHee
OTUYeTJIMBHIM IIOpa’XeHVWeM BHYTPEHHUX OPraHOB, HEPEIKO
OCJIOKHSAIOIEeecs KaJbIIMHO30M U rHOMHOM mHbeknuei. Ilo
riaccudpuranuy MKB X IO/IM oTHeceH K CUCTeMHBIM 3a00-
JIEBAaHUAM COEUHUTEJIHLHOM TKAHU HAPALY C CUCTEMHOMN Kpac-
HOH BOJTYAHKOM, CUCTEMHOU CKJIepoiepMuel u np. B kiuHuM-
yecKUX Kiaccupuranumax pepmaromuosut (M), mapany
¢ notuMmuo3uToM (IIM), MEOSMTOM C BKIIOUEHUAMY U HEKOTO-
PBIMU APYTUMHU OIUBKUMU UM 3a00I€BaHUAMYU TaKYKe OTHO-
CAT K IPYIIle UANONATUUYECKUX BOCIAJIUTENbHBIX MUOIATHH
(UBM) [4].

ITopasxkenme pectimparopHoii cuctembl npu F0IIM BcTpe-
YaeTcs JOBOJIBHO YacCTO U O0YCJIOBJIEHO IIPEKIe BCETO BOBJIE-
YeHHEeM B IIPOIECC AbIXATeJIbHON MYCKYJIATYPHI C PA3BUTUEM
IBIXaTeJbHON HeIOCTATOUHOCTH U I'JIOTOYHBIX MBIIIIL C HAPY-
IIeHVeM IJIOTAHUS U BOSMOKHBIM Pa3BUTHEM aCIIUPAIVIOH-
HBIX THeBMOHUH [1, 2]. ¥V B3pocabIx mopaskeHue JerKux Ipu
IIM u OIM onucauo B 9—63% cuayuaes [4, 5, 12].

Knunauueckue nmpoasierua IOM, B Tom umcie m pec-
IUPATOPHBIN CUHIPOM, OOBIYHO XOPOIIIO OTBEYAIOT HA Tepa-
nuio raoroxoprurougamu (I'K). Cnegyer oTrmeruTs, 4TO
CyIecTByeT rpynmna GonbHEIX (IpuMepHO '/, HabmogeHui),
Y KOTOPBIX HAPALY C MUOIATUYECKUM U KOXKHBIM CUHAPOMA-
MU IMeeT MeCTO IOPa’KeHNe NHTEPCTUIIUSA JIETKUX. ¥ 4acTH
9TUX OOJIBPHBIX JIETOUHBIM CHHIPOM HIpHOOpeTaeT BeLyllee
3HaUeHUe, IJI0X0 noanaercs jeuenuio 'K u onpenenser He6-
JIaTOIIPUATHBIA IIPOTHOS.

Coueranne [IM/IIM c nHTEpCTUIIHATBLHOI O0JIE3HBIO JIET -
kux (UBJI) m3BecTHO [aBHO, OZHAKO B HACTOSAINee BpeMs
IOKa3aHO, YTO OHO YacTO aCCOIMUPYETCA C OIpPemeIeHHBIM
KJINHUKO-UMMYyHOJIorndyeckum cyborumnom IM/IIM, masBaH-
HBIM aHTUCUHTETA3HBIM CHHIPOMOM, KOTOPBIN COIIPOBOIKIA-
ercsa cuaTe3oM aHTUTe (AT) K amunoanuicuuTerazam TPHE
[3, 12]. Ux dyHKnma 3arjaiodyaeTrcd B KaTajluse IIpoliecca
CBSISBIBAHUA OTJEJBHBIX aMUHOKUCJIOT C COOTBETCTBYIOIIEH
TPHK. Hau6osee uacro (B 18—40% ) u3 aHTUCUHTETA3HBIX
AT BriasnaoTcea antu-Jo-1-AT (AT k racrugun-rPHE-cus-
TeTase), Ha3BaHHBIE TAK 110 MMeHHu nanuenTta John P., cTpa-
nmasmrero ITM u ¢pu6posupyromuM aJIbBe0JIUTOM, ¥ KOTOPOTO
OHU BIEpBHIe ObLIu 00HApPY:KeH®I [3—5, 10, 11]. [na anTu-
CHHTETa3HOTO CHHAPOMA XapaKTePHE! CJIeAYIOIITe 0COOEHHO-
CTU: Ce30HHOCTH (7e0IoT 3a00JieBaHMA IIPEUMYIIIECTBEHHO B
BECEHHUH IIePNOJ), OCTPOE HAYATI0 MUO3UTA, UHTEPCTUIINAb-
HOe IIOPaKkeHue JeTKUX, JUX0PaaKa, CHMMEeTPUYHBIN HESPO-

3UBHBIHN apTpUT, cuaapoM Peiino, «pyka Mexanuka» (rumep-
KepaToa, IIepIIaBOCTh U TPEIUHBI KOMKU JIaJoHel), HemoJ-
HBIHA oTBeT Ha npuMenernue I'K [3, 12].

IIpuBogum cobeTBenHOE HabmMogeHMe ciaydas FOIM c aH-
TUCHUHTETA3HBIM CHHIDPOMOM.

Bosawsraa 3., 6,5 jer, mocrynuia B KINHUKY HETCKUX
6osiesreit MMA um V.M. CeueHoOBA ¢ 'Kai00aMu Ha BEIPAYKEH-
HYIO MBIIIIEYHYIO CJIa00CTh.

Pogunace ot II ¢pusmonmornuecku mpoTeKasiieil 6epeMeH-
HOcTH, II cpounbrx pomnoB. Macca Tesna mpu poskaenuu 3530 r,
poct 52 cM, 3akpuyana cpa3dy. B paHHEM IICHXOMOTODPHOM
PasBUTHUM He OTcTaBaja. B mepuose HOBOPOXKIEHHOCTH IIepe-
HecJla THOUHBIN KOHBIOHKTUBUT; B maibHeiiniem OPBU mo
5 pas3 B roi, B 3 T — KpacHyXy, UMEIOTCS YKa3aHUA Ha
HeIlePeHOCUMOCTDh MaKponeHa (cbinb). IIpuBuTa o Kajgesaa-
pro. Peaknua ManTy orpunarensHas. HaciencTBeHHOCTS IO
peBMaTUYECKUM 3a00I€BAHUAM He OTATOIIEHA.

Hacroamee 3aboneBanve Hauvasochk B ¢eBpane 2002 r.
(B 6 JsreT), KorJa poguTe M OOpaTUIN BHUMaHUe Ha CHUKEHUe
IOBUTATEJbHO aKTUBHOCTHM pebeHKa. B Mapre mepeHecsaa
3aTAMKHON OpPOHXWT, Jeuujach B cramuoHape. Torma :xe
IOABUJINICH ITapaOpPOUTANIbHASA dPUTEMA C OTEKOM, OLYTJIOBA-
TOCTh JIWIla, 0OJM B Horax. Yepes 2 MecsIla POAUTETU
o0paTuau BHUMaHue, 4To y pebeHKa 00JIe3HEeHHO IIpUceJaHnme,
yTUHAA IIOX0JKa, MbIIIIeYHAs CIa00CThb, Cy0heOpUIUTET, ILIaK-
CUBOCTH. BHOBB rocriuTaausupoBaHa B 6oabHUIY T'. OLUHIIO-
Bo. IIpm mocrynieHuy oTMedasch apTpaarum, 0JIeHOCTH,
BSAJIOCTD, TAXUKAPAUA, HAPYLIIeHNEe MeTa00JINUeCKUX IIPOIeC-
coB B Mmuokapze no nanaeiM OKI'. Berasimens: AT kiacca IgG
K BHUpPyCY mpoctoro repueca, Mycoplasma hominis. Ilocras-
JeH guaruos3 «pesmatusm». C 08.07.02 HasHaAUeH TPEIHU30-
goH 20 mr (1 mr/xr) u 6osabHasa nepeseneHa B IKB Ne 9, rne
COXPaHANNUCH YTUHAA IIOXOAKA, MBIIIIeUHa A c1ab0CTh (BCTaBa-
Jia U3 TOJIOMKEeHUA CUS C IOAAEPIKKOIT), OTMeUaaach OABIIIKA
o 30 B MmuH. Ha peHTreHOrpaMMe IpyAHOM KIIETKY OIIPetess-
Jlach HECTPYKTYPHOCTD JIETOYHOTO PUCYHKA ¢ 00eUX CTOPOH.
Ha OMI' — cHumkeHHe UMIyJIbCaA 10 BUTATEJIBLHBIM HEPBAM.
IIpu uccnenopanuu @B]] BeiaBIeHa pecTpukiusa. [Ipu sa6o-
paTopHOM 00cjefoBaHMU 00pamiaIy BHUMAaHVE YMePeHHBIN
JeiikouTo3 nepudepuueckoit kposu (15 10°/1), nosslme-
Hue TpaHdepasHoi akTuBHOCTH KpoBu (ACT 4N, AJIT 3N).
CPB, P®, AT x IHK, LE-kineTku — orpuriareabubie. CocTo-
SHUE TPAKTOBAJIU KaK IIOJIUPAJUKYJIOHEBPUT, HEPEBMATHUEC-
KU KapIUT, HAYaTo CHUKEeHUe JO3bI IPEeIHN30JI0HA C IIOJTHOMN
orMmeHoM ero K 15.09 (kypc 2 mec). 3aTeM mosrydasia aHTUGAK-
TepuaJbHYI0 Tepanuio, opTodeH, TUroOKCUH, Maccax, JIPK,
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INEJUATPHUA Ne 2, 2004 r.
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Pucynox.

0

PenTrenorpamma opraHoB rpyqHoO¥ KJeTKu 60abpHOI 3., 6,5 jger, ¢ JOIIM u aHTUCHUHTETA3HLIM

cuggpomoM: a — B X 2002 r., 6 — B XI 2002 r. (moAcHeHUsS B TeKCTe).

®3T. Brinucana 2 ceHTAOpA ¢ HEKOTOPOII ITOJIOKUTEIBHOMN
IWHAMUKOM MHOIIaTHYeCKOro cuHapoma. Yepes 1 mecadr mo-
siBUIUCH heOpUIbHAL TUXOPALKA, BIAKHBIN KallleIb, O/bIIII-
Ka mo 50 B muH, Taxukapausa A0 110 B MUH, MOBTOPHO TOC-
nurtanusupoBana B KB Ne 9. Ilpum umHCTpyMeHTaIbLHOM
o6cJIe[0BaHNY BHOBD BHISIBJIEHBI I3MEHEHU B JIETKUX (CHUIKe-
HUe THeBMAaTHU3alluy B HUKHEeH JoJe cipaBa), BliepBbie O0HAa-
py:XKeHbl U3BMEHEeHUA B cepAlle (CHUKEeHUe BOJIbTaka 3y0OI[0B
QRS ua 9KT, Bemmor B nepukapzae 4 mm no 9XOKT, moBslie-
aue KTU g0 0,6 Ha peHTreHOrpamMmme) (CM. puCyHOK). Jlabopa-
TOPHBIE TI0KA3aTeJIN B [1eJI0M He OTJINYAJINCH OT IPEAbIAYIINX,
HO, HapALYy ¢ MOBbIIIIeHUEeM TpaHchepasHoii akTuBHocTH (AJIT
2,5N, ACT 3 N), oouapy:xeuo mossireaune K@K (10 N) u JIAT
(3 N). BeisiBJIeHBI TaKsKe IIOBBIIIIEHEe TUMOJOBOI IIPOOBI 10
4 N, runeprammariaobyauuemusi (30% ), moseimenue TTT
B 3 pasa, AT K Tupeorsodyauny B 13 pas, AT K Tupeonepox-
cugase B 4,5 pasa.

B mosa6pe 2002 r. (uepe3 9 mec or Hauasia 60Jie3HU) OBLIT
BIEDBbIe ycTaHOBJeH fuarHos [IM, BHOBb Ha3HaUeH IIPeSHUI30-
JIOH B cyTouHOIi 1o3e 1 mr/Kr u 19.11.12 neBouKa mepeBefieHa
B CIIEIIMAJIN3UPOBAHHOE OTAeJIeHNe JeTCKOoM KanHuKu. CocTo-
sIHVEe TPU IOCTYILIEHUU TSYKeJIoe 32 CUeT MUOIATUYEecCKOro,
JIETOYHOTO CHHAPOMOB, MUOKapAuTa. [[eBoUKa TOHUIKEHHOTO
nurauus (poct 121 cm, macca Tena 22 kr). Koxka O6negnas,
MUHUMAaJIbHASA IePUOPOUTATLHAS SPUTEMA C OTEKOM, eANHIY-
Hble TeJIeaHTM9KTA3UU Ha BEeKaX, JIeTKas dpuTeMa Hal JOKTe-
BBIMU ¥ KOJIEHHBIMHU CyCTaBaMu, 0Oojiee BbIpaKeHHAs HaJ
MeJKUMHU CyCTaBaMU KHUCTEH ¢ (PoOpMHpOBaHUEM PYyOUUKOB
(curgpom I'oTTpoHa), ceTuaToe JUBEAO HA KOHEYHOCTAX, AP-
KU KanWLISPUT Ha ISATKAaX, Malepanus KOXKU CTOI.

MuonaTuyeckuii CHHAPOM: IIePEeBAJIMBAIOIIASACT ITIOXO/-
Ka, He IPUCeaeT, Ha FOPIIOK He caauTcs. COBMEeCTHO jBe HOI'U
He IIOZHMMAeT, II0 OZHOW — Ha 60°, roJoBy OT MOAYIIKHU
OTPBLIBAET, HO HEJOJITO YAEPIKUBAET, CAAUTCA MeAJeHHO IPU
IIOMOIIIM PYK, IePEeBOPAUYMBAETCS B IIOCTEJIU XOPOIIO, PYKU
MOZHUMAET BBIIIe MAKYIIKK, HO He BEPTUKAJIbHO, OrpaHUYe-
HBI [BUYKEHUS B Ta300€JPEHHBIX , KOJIEHHBIX , 'OJIEHOCTOITHBIX
cycraBax. Cama He oneBaercda. ['osmoc He uameneH. CHUIKEH
pediaekc c HeOHOI 3aHaBecKu. MeaJIeHHO ecT, HO He TIOIIePX M-
BaeTcsda. OKCKypCcusa I'PYAHON KJETKH 2 CM, OBIIIKa g0 32

B MHH, y4YacCTHE€ BCIIOMOTATEJIbHON MYCKYJAaTyphl B aKTe
npixauus. [IepKyTOpHBIA 3BYK HaJ BCeil IOBEPXHOCTHIO JIeT-
KHX HECKOJIbKO IpUTyILIeH. [[bIXaHre MOBCEMECTHO IIPOBO-
IUTCA, ¢ OPOHXHMATBHBIM OTTEHKOM, JIOKAJIbHAA KPEINTAI[U
o 3aaHell IOBEPXHOCTH HUKHEHM IOJIM IIPaBOTO JIETKOTO B
npoeknuu 10-ro cermenTa. Kamwia ver. ToHEBI cepplia riayxue,
XJIomnaolInue, cucronndeckuii mrym B V rouke, HCC 102 B muH,
pacmiupeHue rpaHul cepamna BiaeBo Ha 2 cm. Al 100/80 mm
pr.ct. JKuBoT B3ayT, 6€300JIe3HEHHBIN IpU najgbnanuu. Ile-
YeHb +2 CM u3-IOoJ Kpasa peObepHoil Jyru IIo IIpaBoil cpemHe-
KJIIOYNYHON JIUMHUN, MATKO3JIACTUYECKOI KOHCUCTEHIINH, Ce-
JIe3eHKa He nmajbnupyerca. PusnosornyecKre OTIpaBIeHU
B HOpMe.

B kimHMuecKux aHaimsax KpoBu B auHamuke: Hb 132—
121 r/n, »sp. 4,49—3,82+10?/1, Tp. 300—410-10°/1,
1. 20,4—10,3-10°/x1, muen. 1—4%, 1o. 0—1%, n. 1—5%,
c. 55—64%, 3. 0—3%, 6. 0—1% , aumdp. 13—41% , moH. 2—
9%, CO9 32—T7 mm/u.

Buoxumuueckuii aHaIn3 KPoBU: IIIOK03a 4,8 MMOJIb/ I,
ounupy6uHn obimuit 17,4 MKMOJIBL/J1, ipaMoii — 0, HenpAMOi
— 17,4 mxmoub/an, ACT 56 En/n, AJIT 52 En/n, kpeaTuHuH
0,079 mmoab/n, moueBuHa 8,9 MMmoiab/a (HopMma mo 8,3),
K wonumsupoBanHbIN 3,9 MMoab/n, Na MOHU3UPOBAHHBINA
139,8 mmoub/, xomecrepuH 7,2 mmoab/i, KOK 201 Ex/n,
JIOAT 1024 Ex/n, menounas ¢gocharasa 146 Ex/a, a-amunaza
158 En/n, obmuii 6eok 78,8 r/n, TumoJsioBas mpoba 28 y.e.
(mopma 10 5).

Nmmynonornueckuii ananus kposu: IgA 140 mr % , IgM
192 mr %, IgG 1600 mr % ,xommiement 26,3 remout. ex. AH®
1:80, romorennoe cBeuenue ++. AT x marusnHoii J[HK 0,1 ur/
mia (Hopma gpo 0,2), Jarekc-Tect +++, peakmus Baamepa—
Poge 132 mr/ma (Hopma mo 20), CPB 2+, Tutp ACJIO 80 mr/mi
(mopma). AT k rapamonununy IgG 34 (mopma mo 20). AT
K IUTOILIa3Me HEeHTPODUIOB OTPUIlATEIbHBIE, AHTUIIEHT-
pomepHbie AT oTpunaTesbHbIe, KPUOIPEIUIUTUHBI OTPHUIIA-
TeJIbHBIE.

AnTtu-Jo-1-AT (AT k ructugun-TPHEK-cunrerase) (HEp-2)
CJ1a00II0JIOKUTEIbHEIE.

T'pynna xposu 0 (I), Rh-monoxurenbHbIH.

Koarymorpamma B mpezgesiax HOPMBEI.
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T'opmon®! muTOBKAHOH sxenessl: T, 2,22 MMob/ 11 (HOpMa
0,6—1,9), T, 24,0 ME/n (mopma 9,0—23,2), TTT 6,47 ur/ma
(mopma 0,17—4,05).

OO0muit anaans Mour — 0e3 U3MEeHEeHUI.

AT x BUY, RW, autu-HCV-Ab, HbsAg oTpurareiabHbIe.
TIoceBbI KPOBU, MOYH ¥ CO CIUBUCTOM 060JIOYKY HOCA OTPUILA-
TenbHbIe. [loceB co cansucToi 0600uKY 3eBa: Str. gr.viridans
10°, Staph. haemoliticus 10°.

9KT': cunycosslit put™m (88—98 B Mmun), 90C oTKJI0HEHA
BIIPABO, IIpeolJiajaHre MUOKAap/a JIEBOT'O JKeJyIOUKa, BhIpa-
JKeHHbIe HaPYIIIeHU S MeTab0INUYeCKUX IIPOIECCOB MUOKap/Ia.

®B]: FVC 63% oT HOpMBI — BhIpasKeHHAsS PECTPUKITUA;
FEV, 69% or mopwmsl, FEF,, ... 86% or nHopmbl. ITHeBMOTO-
Homerpusa: 30 MM PT.CT. HA BJOXe BBIAOXE, T.€. PECTPUKIIUS
00ycIoB/IeHa KaK MOPa’KeHUEeM JIETKUX, TaK U OcJIabjieHueM
MBIIIIEUHOTO YCUJIUA.

Penrrenorpadusa OpraHoB TIPYAHON KJETKHU: OYaroBBIX
¥ nHOUIBTPATUBHLIX TeHEH He BBISBJIICHO, JIETOUHBINA PUCYHOK
yCUJIEeH, B cpeauel noje — ned)opMUPOBAHHBIN, KOPHU IIOJIHOK-
POBHBIE, KyImoJia AuadparmMbl YeTKHe, Cepille He pacIlIupe-
"o, KT 50 (mopma), mpocTymaeT Ayra JIETOUHOM apTepuu
(CM. PUCYHOK).

V3U GpiolirHoii TOJIOCTH: YBEJIUUEeHE Pa3MePOB MIeUeHN
— mpasBo# goau Ha 1,2—2,0 cm, sneBoit — Ha 1,0—1,5 cm;
yMepeHHOe YILJIOTHEeHNE TePUITOPTATBHBIX TDAKTOB, IIOBBIIIIE-
HUe COOTHOIIeHNA I cerMenTa 1 TOJNIUHEI HapeHxums 10 0,31
(mopma 1o 0,3); yBenuueHnue pasMepoB cesedeHku Ha 1,0 cMm,
yCUJIEHWE COCYAUCTOr0 PUCYHKa M HeOOJIBIIIOe IOBBIIIEHNe
9XOreHHOCTH ee IIapPeHXUMbI; YMEePEeHHOe YBeJInUeHrue pasMe-
DPOB IOYKEJIY JOYHOM 2KeJIe3bl ¢ MeJIKUMU JOIOJHUTEIbHBIMU
9XOCUTHAJIAMY B IAPEHXUME; TOYKU — 0e3 IMaTOJOTUH.

IAXOKT': yroiienre MHOKapAa MeXKIKeJIyI0UKOBOH 1Ie-
peropoaku (MJKII) u sagueii crenku (3C) JIeBOTO KeTyIOUKA
(JIIK), sa cuer uero guametp moJoctu JIJK HUIKe HOPMBI 11O
Macce Teja; IUIIEPMOTOPUKA MHOKapaa, yBeianuenue Gpax-
muu usrHaHusa (PU) m dpaknuum yxkopouenus (DY) JIIK;
HapyleHue quacroianueckoi pyuxuuu JIFK; neboabiroe mo-
BBIIIIEHVE JaBJIEHNUA B JIETOYHON apTePUU; PACXOKICHHUE JIK-
CTKOB mepukapaa mo sagueii creake JIIK — 2,5 mm (MuHU-
MaJIbHBIA BBINOT); MaJible AHOMAJIUM DPa3BUTUSA CepAlla —
mobaBouHbIe XOpAHI B moJsiocTu JIYK, mposanc MUTpaIbHOTO
KjamnaHa I cremenu (4—5 MM), MUTpaidbHaA PeTypPTUATAIU
I crenenn.

V3U ¢ poumiepoM IUTOBUIHON Kejaes3bl: KOHTYP UeT-
Kuii, poBHBIN, leperieex 1,8 MM, cymMMapHEIi o6beM 3,2 cm?
(mopma 10 2,85 cm®), mapeHXmMa M309XOT€HHA CJIOHHON
JKeJiese, 63 OUaroBbIX N3MEHEHU; BACKYJISIPU3AIIUS YMEPEeH-
HO yCUJIeHA; TeHIeHIIU K CHIDKEHUIO II0Kasareieil nepudepu-
YECKOTr'0 COIIPOTUBJIEHUS.

Koucynpramusa okyaucra: OU croKoiiHbIe, cpeabl Ipo-
3paunble. I'stazuoe mmo: [I3H o6GBIUHOTO IIBETA, T'PAHUIBI
YeTKUe, BeHbI IIINPOKHUE, IIOJHOKDPOBHBIE, apTePUN 00BIYHOTO
Kauubpa, COCYyIbl U3BUTHI, MOBBINIEHBI PedICKCHI.

IIuaruos: I0BeHUJIbHBIN IePMATOMMUO3UT, AHTUCUHTETA3-
HBIA CUHPOM, IIOZOCTPOE TeUEHNE, AKTUBHOCTD 2—3 CTEeIeH .
IlapaopbuTanbHas 9pUTEMAa W OTEK, HAACYCTABHAA dpUTEMAa,
MIOOIIBEHHBIA KAIULIAPUT, JUBEH0-BACKYJIUT, aHTUOMATUS
CeTUaTKU; MOPAYKEeHNE CKEJIETHBIX, IJIOTOYHBIX U IbIXATeNb-
HBIX MBIIIII]; MUOIIEPUKADIUT; UHTEPCTUINAIBHOE IIOPAYKEeHIe
JIETKUX; MeINKaMeHTO3HbIN cuugpom Unenko—Kyunra.

Jleuenune: npexgausosod 20 mr/cyt (1 Mr/Kr); 5 ceancos
mnasmadepesa (IIP), CHHXPOHU3UPOBAHHBIX C ITYJIbC-TEPAIIH-
elf MeTUJIIpeHN30J0HOM 250 MTI' 1 IBAXK bl — C BHYTPUBEH-
HBIM BBEJ€HUEM MeTOTpeKcara mo 2,5 Mr u 5 Mr; nHQY3UOoH-
Has Tepanus, BKJIYasa rellapuH, 3y(GUILINH, TDeHTaJ, HUKO-
TUHOBYIO KUCJOTY; BHYTPh ayrMeHTuH 562,2 Mr/cyT, Kamo-

TeHn 18,75 wmr/cyr, cepmmon 15 mr/cyr, KopuHbAap
10 Mr/cyT (HeCKOJIBKO JHEel), KYPaHTHUJI 75 MI'/CyT, KaJbI[Uii-
D,-auxomen 500 Mr/cyT, MUaKaJIbIIUK HasadbHBIH cripeit 200
ME/cyT, mananrua mo 1 Taba. 3 pasa, suTamuu B, 1 mui,
runuH mo 1 Taba. 3 pasa, aadbMareb.

IToce oKOHUAaHWMA CUHXPOHHOI Tepanmuu K JI€UEHUIO
noakJioueH merorpexcar 8,75 mr/uen (10 mr/m?) B couera-
HUU ¢ (PoUeBOil KUCJIOTON 3 Mr/Hej (uepe3 CYyTKU IOCJIe
mpueMa MeToTpeKcara). AHanu3 KpoBu Ha (oHe mpumema
MeToTpeKcaTta B HOpMe.

Ha done Tepanuu cocTosgHME CO 3HAUUTEIHHOM TTOJIOMKU-
TenbHON AuHaMuKoii. IIpmbaBusa B macce 1,7 kr. Ilocie
nepBHIX 2 cearcoB IIP crana mpucenaTh, yaydIInIach MIOX0T-
Ka, BOCCTAHOBMJIACHh IOJBM)KHOCTH HEOHOI 3aHaBecKu. IIpu
BBITIMCKE IIpHCeJaeT HECKOJbKO pa3, OBICTpee BCTaeT
C IIOCTeJU, MMOJHUMAET ABEe HOTY, BEPTUKAJIBHO MOJHUMAET
pyku. Koxupiit cuaapom 6e3 aumHamuku. CokpaTuaach IO
HODMBI JieBasl T'PAHUIlA CEPJAEUYHOIN TYIOCTU, TOHBI CepAIla
ciaerka npurayiiess, YCC 100 B mus, AJl B ipeiesiax HOPMEI.
OABINIKY HET, ayCKYJIbTaTUBHAA KapTUHA B JIETKUX C IOJO-
JKUTEJIbHOH AMHAMUKOM B BU/le MCUE3HOBEHU A OPOHXMATBHO-
TO OTTE€HKAa ABIXaHUsA, OAHAKO ABIXaHWE OCTAeTCs KEeCTKUM,
B mpoeknuu 10-To cerMeHTa CIIpaBa COXPAHAETCSA OTPAHUUEH-
HBIM yYacTOK KPENMuTAalluM Ha BBICOTE TJIYOOKOTO BIOXA.
ITo panuwsiM SKT, yaydmuancsk MeTaboInUecKe IIPOIECChI
B Mmuokapze; mo gaHubiM OXOKT, ymeubiuiaachk (HO He [0
HopMbl) Tosrmaa MIKII u 3CJIVK, coxpaHsaeTcsa HeGOIbIToe
yBenuuenue noygoctu JIK, Hopmanusosanucs PU u @Y JIK,
IaBJIeHUE B JIETOUHOM apTepuu Ha BepXHel IpaHuIle HOPMHBI,
coxpaHsAeTcsA HapylleHue quactToandeckoit pyurmnuu JIGK, Ho
C TIOJIOYKUTEHHOM JTUHAMUKOIH.

Oco0GeHHOCThI0O TAHHOTO HAOJMIONEHUS SBJSAETCA COUe-
taare IOAM c JIerOYHBIM CHUHAPOMOM, Ie0IOTHPOBABIIUM
OZHOBPEMEHHO C KOXKHBIMU M MBINIEYHBLIMU MPOABICHUAMU
¥ COIIPOBOJKAABIIINM MX Ha BCEM IPOTAKEHUU 3a00JIeBaHNIA;
e6roT 60JIe3HU B BeCEHHEE BPEMS, BHISIBJIEHUE TIOJOKUTEIb-
HbIX aHTHU-Jo-1-AT. Bce BbIIlIenepedYncIieHHOe MTO3BOJIAET
PAaCIleHUTH JaHHBIN cIydyail Kak aHTUCUHTETA3HbBIH CUHIDPOM.
KoMmiexkcHas Tepanus, BKJIOUAOIasa IEPOPATBLHBIN IpueM
T'K B mogasasiomieit fose (1 mr/xr), II®, cuHXpOHU3UPOBAH-
HBIH ¢ myJibe-Tepanueii 'K 1 BHyTPUBEHHBIM BBEJ€HNEM METOT-
peKcara, I03BOJIMIA JOCTUYh XOPOIell AMHAMUKN MUOIIATU-
YeCKOT'0 CHHAPOMA 1 YMEHBIIIEHUS PECITMPATOPHBIX HAPYIIEHUI,
ofHAKO (prM3UKaJbHbIe UBMEHEHU B JETKUX (PKeCTKoe AbIXa-
HUe, JOKAJIbHAA KPETINTAIIN) COXPAHAIOTCA. ¥ UNTHIBASA JaH-
HBIE€ JIUTEPATYPHI O TOPIHUIHOCTH IOPAYKEHUSA JETKUX IIPU
VIBM 1o OTHOIIIEHUIO K TEPAIINH, ¥ OCOOEHHO K MOHOTEPATINHU
T'K, K jJeueHUo OBLT MOAKIIOUEH METOTPEKCAT.

ITopaskeHue JerouHOM TKAHU IPU AHTUCUHTETA3HOM CHH-
IpoMe dYalle IpoABJIsIeTCA Mo TUly hubpo3upYyIOIIEro aabae-
0JINTa, PeXKe — OpraHu3yIoleiics MHEBMOHUU, OCTPOTO TUC-
CTpecc-CUHPOMa, KalMJLIAPUTA ¢ A Py3HBIMU reMOpParuaMu
B aJIbBEOJIBI; 000CTPEHMEM IIPW IOMBITKEe CHuU3UTh no3y 'K,
TIPOTPEIUEHTHOCTHIO TEUEHU A, BEICOKOI JIeTaJIbHOCTDIO [4, 5].

Iaunsie o yacrore BcTpeuaeMocTu aHTU-Jo-1-AT y nmereit
npotuBopeunBbl. Feldman u coaBT. ucciemoBaiy CHIBOPOTKY 42
6oapHbIXx IOIOM, amTu-Jo-1-AT He OBLIM BBISBJIEHB HU
B oxgHOM ciydae [13]. B To ke Bpemsa B uccieroBanuu Roux S.
¥ coaBT. auTu-J0-1-AT obHapy:xeHbl B 12 3 77 rccaeqoBaHHBIX
cbIBOPOTOK geteil ¢ IBM [14]. B knuuuKe neTcKkux GosesHeit
MMA cosmectro ¢ HUU pesmatosioruz PAMH npoanatusupo-
BaHbI cbIBOPOTKHU 30 60sbHBIX FO[IM — ypoBens auTH-J0-1-AT
He OBLJ TIOBBIIIIEH HU B OTHOM ciyuae [8]. BeisiBiaenue antu-Jo-
AT nake B HEBBICOKOM TUTDPe Y pebenka ¢ JIM u mopaskeHueM
JIETKUX TI03BOJISIET CUUTATh MX MapKEPOM aHTUCUHTETA3HOTO
cuHApOMa y HabJoqaBIelicad HaMu GOIBHOI.
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Jleuerue jerounoro cuuapoma mpu MUBM cBssaHo ¢ He-
MAaJIBIMHU TPYAHOCTSIMY, TAK KAaK MHTEPCTUIMAIBHOE ITOparke-
HUe JIETOYHOH! TKaHU, KaK IIPaBUJIO, TOPIUAHO K MOHOTEPATINT
T'K niu oTBeuaeT TOJbKO Ha BEICOKHE 0351 IIPEeHU30JI0HA (1151
Bapocasrx 100 mr/cyT u Gosiee) [4, 6, 9]. B HacToAIlee BpeMs
B JIATEpaType MPUBOAUTCA MHOTO AAHHBIX 00 3d)(PeKTUBHOM
WCIIOJb30BAHUY IIUTOCTATUKOB B coueranuu ¢ I'K. Boubimoe
KOJIMYECTBO COOOIIEHUH OCBAIIEHO 9(PHEKTUBHOCTH ITUKJIOC-
nopuHa A (IInA) B meuernun [IM/IIM, kak npu Haauyuu UBJI,
Tak u 6e3 Hee [16, 18, 19, 23, 24, 28, 29]. Pax aBTopoB oTHAIOT

IPEeAIIOUYTEeHNE MCIOJIb30BaHUI0 IMUKJIoDochaHa, mpenumyiie-
CTBEHHO B BHJI€ ITyJIbC-Tepallul, YKa3bIBas Ha BBICOKYIO 9(pdeK-
THUBHOCTD 3TOTO IIpellapaTa Ipu MOpaKeHnu JeTKux [4, 7, 15—
17, 22, 25, 27]. Yro KacaeTcsa METOTPEKCaTa, TO OH CUUTAETCSA
MeHee 3(GEKTUBHLIM B AaHHOI curyanuu [4], XoTd ecThb
coo0ITieHnA 00 YCIIEIITHOM €ro WCIIOJIb30BaHUU B CJIydasaX,
pesucTeHTHBIX faske K coueranuio 'K u I[TuA [26]. cmoabay-
IOTCS W APYTHe IIMTOCTATUYECKUE IpemnapaThl (a3aTUONPHH,
XJI0pPaMOyIIMJI) UM cOUeTaHWe HECKOJIbKUX 13 Hux [4, 5, 9,
15, 20, 21].
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CAYUAU MPAMOPHOUW BOAE3HU (OCTEOIIETPO3A)
YV MAABUUKA 11 AET

KeMepoBcKasi roCyAapCTBEHHAST MEAUITMHCKAST aKaAeMuUs,
KeMepoBckasi oOAaCTHASI KAMHWYeCKass OoAbHHUITA Ne 1,
r. Kemeposo, PO

Mpamopuas 6ose3ub (MB) (ocTeomeTpos) BriepBbie ObLIa
onucana B 1904 r. vemenkum xupyprom Annoepcom-I1lenGep-
rom. MB — mocTarouHo penkoe 3abojieBaHMe, OTHOCAIIEECS
K IpyIe Me3eHXUMaJbHbIX AUCILIa3uil ckesera. K Hacros-
IeMy BpeMeH! B MHPOBOI JHUTepaType omucano oxogo 300
cayuaeB MB. Ocreomnerpos — HacjencTBeHHOe 3a0ojieBaHue,
He CBA3AaHHOE C II0JIOM, BCTPEUAIOTCSA CeMeMHbIe TOPaYKeHNT;
nebioT, KaK IPaBUJIO, OTMEUaeTCsa B JEeTCKOM Bo3pacTe. JTH-
onorusgs MB meusBectHa. Cumraercs, 4To 3TO 3a00JieBaHUE
CBABAHO C INTyOOKMMU U3MEHEeHUAMU (POCHOPHO-KAIBIEBOTO
o0MeHa U CIIOCOOHOCTHIO ME3eHXUMBI YIeDPKUBaTh GoJIbIliee,
YyeM B HOpPMe, KOJIMYECTBO cojieii. B pesyibraTe B 30HAX
SHIOCTAJILHOI'O ¥ 9HXOHAPAJIBHOTO OKOCTEHEH A PA3BUBAETCS
U30BITOYHOE KOJIUUECTBO CKJIEPO3MPOBAHHOM TKAHHU, UTO
MPUBOJUT K IIPEBPAIIEHUIO I'y0UaTOro BelecTBa B KOMITaKT-
HYI0 KOCTHYIO MacCy U KOCTH, BCJIEICTBUE WMCUE3HOBEHUS
CIIOHTHO3HOTO BEIeCTBA, IIPEACTABJISIIOT COOOM CILIOIIHYIO
Oesyio Maccy, HAIIOMHUHAIOIIYI0 MpPaMop. BuimensiioT aBe
¢dopmbr MB — KOCTHYIO 1 KPOBETBODPHYIO.

Kocraaa ¢dopma MB mmeeT ayTOCOMHO-IOMHHAHTHBIN
THII HACJIEOBAHUS U XaPaKTePU3YeTCA OTHOCUTEIBHO [06DO-
KauecTBeHHBIM TeueHHeM. B 50% ciyuaeB KJIMHUYECKUE
CHUMIITOMBI OTCYTCTBYIOT, JIN0O HAOIIOLAIOTCS IIEPUOIUUECKI
BO3HHUKAMOIME 00JM B KOCTSX, IATOJOTHYECKNE II€PEJIOMBI.
duaruos OOBIUHO CTABUTCA Ha IMO3THUX CPOKAaX, dYalle y
MIOAPOCTKOB M B3POCJIBIX, U MHOTA Jaxke B crapocTu. Hepenko
3abojieBaHMe BBIABJAETCS CJIYYalHO, KOrZa HA PEHTTEHO-
rpamMMe IpU II€PeJIOMe KOCTeH BBIABJAIOT XapaKTepHbIE IS
OCTEOIIeTPO3a N3MEeHEHUs — BCe KOCTHU CKeJIeTa NUMeIOT Pe3KO
VILIOTHEHHYIO CTPYKTYPY, snudusapHble KOHI[BI HECKOJIbKO
YTOJIIIEHB! U 3aKPYIJIeHbI, MeTa(Gu3bl 0yJIaBOBUIHO YTOJIIIE-
HBI, IIPXA 5TOM BHEIIHAS (pOPMA U pasMephl KOCTeil He u3Me-

HEHBI; BCe KOCTH IJIOTHBIE 1 COBEPIIEHHO He MPO3PAaUuHBLI JJIA
PEHTTreHOBCKOI'0 U3JyUeHUsA, KOCTHOMO3IOBOM KaHAJ OTCYT-
CTBYeT, KOPTUKAJBHBIN CJI0H He BoIfeasgeTcsa. OcOOeHHO BBI-
Pa’keHbl 3T U3MEHEHUA B KOCTAX OCHOBAHUA uepela, Tasa,
TeJiaX M03BOHKOB. C TeueHneM 3a00JIeBaHUA BOBHUKAET Aeu-
rypanusa KOCTel, BCIeACTBIE Yero OHM HAUMHAIOT JaBUTh HA
COCeqHIE OPraHbl, HEPBHI M COCYZAbI, UTO MOXKET CIYKHUTH
HPUYNHON PAa3BUTUA 9K30(TATIbMA, a B TAMKEJIBIX CIAyUasdix —
CJIETIOTHI, TIOHUKEHUA CayXa, I1apes3os.

KposerBopuas ¢opma MB nmeeT ayToCOMHO-PEIECCUBHBIH
TUII HACJIEJOBAHUA U MIPOTEKAET 3JI0KAUeCTBEHHO C Ae0I0TOM
yaie Ha ImepBoM roxy *KusHu. [Ipu aToii hopme ocTeocKJie-
POTHYECKHUI IIPOIlECC MOPaKaeT KOCTHOMO3IOBYIO IOJIOCTH
¥ IPUBOAUT K MAHIUTOIEHNH C 9KCTPaMe Iy IAPHBIM e MOIIO3-
30M, BBIBLIBAIOIIUM TeIlaTOCILIEHOMEraJuio u JuMpoaeHo-
MaTHUio, WHOTAA € NPU3HAKAMHM MHUEJOMIHON MeTAaIlIa3Wuu.
BosbHBIE TOrnbaoT B paHHEM Bo3pacTe.

Jleuernre MB TOJIBKO CUMIITOMATHYECKOE B CBA3U C BPOIK-
JIEeHHBIM XapakTepoM 0osie3Hu. CunTaeTcs, 4YTo IIOJHOe U3JIeue-
HIe BO3MOYKHO TOJIBKO IIPU TPAHCILIAHTAIIMKA KOCTHOTO MO3Ta.

B cBs3M ¢ TeM UTO B IeIUMATPUUYECKON IPAKTUKE MBI
JOCTATOYHO PEJKO BCTPEUAEMCS C OCTEOIIETPO30M 1 eT0 Juar-
HOCTHKA IIPEICTABIAET ONpeeieHHbIe TPYIHOCTH, CUUTAEM,
4TO HAaIlle HaGJIOLeHNe IPeJACTABUT ONpPeAeJeHHbIA NHTEepeC
TSI IPAKTUKYIOINX Bpauei.

Boawnoit B., 11 jer, mocTynua B JeTCKOe reMaTOJIOTH-
yecKoe orgesieHne O0aacTHON KINHUYECKON 00MbHMIIBI Ne 1
r. Kemeposo 11.11.99 ¢ :xamobamu Ha 6OJM B IPaBOM
TazobeJpPeHHOM CyCcTaBe Ipu X0as0e, XxpomoTy. I3 anamHesa
3aboJsieBaHUA M3BeCTHO, uTo B 1995 r., B Bodpacre 7 Jer,
BIepBble Ha (pOHE IIOJHOTO 3J0POBbHA IMOABUJINUCH 0OJU B
npaBoM Ta3o0eJpeHHOM CycTaBe IPH XOAb0e M XpoMoTa,





