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PeBmarounnslii aptput (PA) siBiisieTcst Xpo-
HUYECKUM CUCTEMHBIM BOCAIMTEIbHBIM 30016~
BaHUEM HEU3BECTHOM 3THOJIOTMU, XapaKTepusy-
€TCsl TIPOTPECCUPYIOLIECH ACCTPYKLIMENA CYCTABOB.
Baxnyto ponb B pazButum PA urpator reHetnue-
CKUe U 3Kosorndyeckue gakropsl. Cpenn auil 6e-
noii pacel PA BoisiBistercst y 0,8—1% [1]. Iepuu-
Has 3a0oyieBaeMOoCTh cocTapisieT 27 Ha 100 ThIc.
HacejieHUs B 1ejoMm [2]. PacnpoctpaHeHHOCTb
IOBEHUJIbHOTO peBMarouaHoro aptputa (FOPA)
y aereit 1o 14 ner cocrasnset 45,8 (y nmoapoct-
KoB — 116,4) Ha 100 TbIC., TepBUYHasI 3a00JieBac-
MocTh — 12,6 (y moapocTkoB — 28,3) Ha 100 ThIC.
|3]. Cneayet OTMETUTD, UTO Y IOJPOCTKOB 3a00J1e-
BaeMOCTb U pacrnpoctpaHeHHOCTh FOPA mipuGnu-
3UTEIbHO TaKKe Ke, Kak npyu PA B3pocibIx.

BepxHuii cerMeHT 1eiHOro oTaea mo3Bo-
nounuka (IIIOIT) Bosnekaercs y 17—86% naumu-
eHTOB ¢ PA 11 3aHMMaeT TpeThe Mo YacTOTe MECTO
(mocne xucreit u crom) [4]. Takoit pazdpoc naH-
HBIX 110 PACTIPOCTPAHEHHOCTH SIBJISIETCS] PEe3YIlb-
TATOM OTCYTCTBUSI CTaHIAPTU30BAHHBIX MEXIIY-
HApOIHO MPU3HAHHBIX NeUHULINA TTOIBBIBHXA
aTJaHToaKcualbHOTO (ATA) cowteHeHus. Kpome
TOro, MCIOJIb30BaHue OoJiee 3P (PeKTUBHBIX Oa-
3UCHBIX CPEICTB B TeUEHNE MOCIEAHErO NeCATU-
JIETHSI MOTJIO MPUBECTU K YMEHBIIEHUIO YaCTOThI
u Tsokectu mopaxeHus LIOIT y 6onbHbix PA.
Ilpu mM3yyeHUM IMTEpaTypbl Mbl HE BCTPETHIN
MCTOYHUKOB, KOTOPbIE OCBEIIATu ObI BOIPOCHI
nopaxkenus IIOIT y B3pocabix 6ompHBIX FOPA.
3a 5-JeTHUI TIepro TOJBKO B YETHIPEX MCTOU-
HUKax ocsellayiach sBoouusi FOPA y naiueH-
TOB, yX€ CTaBLIMUX B3pocibiMU [5—8], HO Tipu
3TOM He coobiianock o BopieyeHuu LIOIT.

[To3BOHOYHBII CTOJIG COCTOUT M3 TTO3BOH-
KOB, KOTOPbIE CTAOWJIM3UPYIOTCS CIIOKHOM CEThIO
cBsa3ok. B LIOIT 6onbHbIX PA ocnabieHue cBs-
30K, HECTaOMIbHOCTb M TOABBIBUXU TMO3BOHKOB
MOTYT OBbITh BbI3BaHbI XPOHMUECKUM BOCTAJIEHU-
eM. [locnenyrolee cnaBiaeHUe CIIMHHOTO U TPO-
JTOJITOBATOTO MO3Ta MOXKET IMPUBECTU K CEPhE3HO-
My HEBPOJOTUYECKOMY OC(UIIUTY U HaXXKe BHE-
3amHoit cMeptu. LIIOTI, Kak mpaBuio, BOBIEKa-
eTcs yke B Hauayie 0OJIe3HU, U ero TopakeHue
TECHO CBSI3aHO C BOCTIAJIUTENIEHON aKTMBHOCTBIO
B mnepudepuueckux cycraBax [9—11]. I[lepsbie
MNpU3HAKM U CUMITOMBI ATA-HeCTaOMJILHOCTU
SIBJISIIOTCSI Pe3yJIbTaTOM MpoJudepaliu CHHOBU-
anbHOIl oOonouku. IlepenHuii ATA-TIOABBIBUX
pa3BUBaeTcsl M3-3a ACCTPYKLUMHU TOIMEPEYHOI,
anuKaJabHOW M KPBIJIOBUIHON CBsI30K. [ToBpexk-
JIEHUE TOJIbKO ITOTMEPEYHBbIX CBSI30K MPUBOIUT
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K YBEJIMUEHUIO PACCTOSIHUSI MEXIY 3yOOBUIHBIM
orpocTKoM Il 1meiiHoro mo3BoHKa U Ayroi aTjiaH-
Ta MPUMEPHO J10 3—4 MM; OOJIbIINIA TIEpEAHUI aT-
JIAHTO-AEHTaIbHBIN MHTEPBal yKa3bIBaeT Ha MO-
BpEeXIEHNE KPbUIOBUIHO-AMUKAIBHOTO CBSI30U-
HOTO KOMIUIEKCa, a TaKKe He3aBepIIeHHYIO (UK~
caumio Wi pe3opouuio 3yda Cu mo3BoHKa [9].
CpenHsist IponoKUTETbHOCTh PA Ha HaYaTbHOM
orane AtA-nonseiBuxa 12,7 roma (ot 3 1o 26 jer)
[12]. ¥ MHOTMX MauueHToB ATA-TOABBIBUX pa3-
BUBAETCS B TiepBbIe 3 rojia 3a001eBaHusl, HO HeB-
POJIOTMYECKHE HapyIIeHUsI MOSBISTIOTCS B CPeJi-
HeM nociie 18 yiet 6ose3nu (auarnaszoH 4—50 ser)
[13]. Tlpu paspylieHun 3yOOBUIAHOIO OTPOCTKA
MOXKET pa3BUTbCS 3aAHUN  ATA-TIOJBBIBUX.
IIporpeccupyiomiasi BocraauTelbHasl AECTPyK-
1M1 GOKOBBIX MacC aTjaaHTa U XpPOHUUYECKast Kpa-
HUOLIEPBUKAIbHAS HECTAOUIBHOCTb TMPUBOIST
K BEPTUKAIBHOMY CMEIIeHWI0 (KpaHuaIbHOe
pacriojioxxeHue, 0Oa3wisspHOe BHEAPEeHUEe WIn
BEpXHSS MUrpauusi) 3yOOBUIHOTO OTPOCTKA
[14—16]. 3yOOBMIHBI OTPOCTOK JABUXKETCS
K foramen magnum 3aTbIIOYHOM KOCTH M 3a TIpe-
IeNbl ee TpaHWil. HapacTaHwe TepHOIOHTHOTO
MaHHyca BeIeT K XPOHUYECKO HecTabUIbHOCTU
[4, 17]. Y 4—35% naiieHToB IPOUCXOAUT BePTH-
KaJibHOe cMmenleHue [17], KoTopoe MOXKET YMEHb-
IUUTh TIEPEAHUIN aTJIaHTO-ACHTAJIbHBIA MHTEePBAJI
U TIPUBECTHU, KaK 3TO HU MapagoKCaIbHO, K YIIyd-
wenuio [14, 19, 20]. BeprukansHoe mepemere-
HHE IIOSIBJISICTCS B cpeaHeM yepes 16,5 roma (or 4
1o 33 net) mociie Havana PA 1 1ouTH UCKIoYmn-
TEJIbHO TOCJIE€ BO3HUKHOBEHUSI MepeaHero ATA-
noaseiBuxa [13, 21]. Yuactue cybakcuallbHOTO
(CA) cermenTa LHIOIT Cu—Cvii MO3BOHKOB MpU
PA BcTpeuaetcs pexe, BOSHUKAET MO3IHEE U ITPO-
SIBJISIETCS KAK MHOTOYPOBHEBAsI EPEIHSIST TUCIIO-
Karus mo3BoHKoB (7—29%) [18].

KnauHuueckue mnpu3HaKM U CHUMITOMBI
ATA-TIOJIBBIBMXa BapbUPYIOT OT ACUMITOMHOTO
MopaXKeHUsl 10 TsDKeNoi MHBamunu3anu. Haum-
OoJiee pacTmpoOCTpaHEHHOW Kalo0oil SIBIsSETCS
6016 B 001aCTH 3aTHUTKA (CBSI3aHA C NECTPYKITNEi
ATA-cycTaBa WM CO CIABJIEHMEM 3aThIJIOYHOTO
HepBa), a TakKKe CUMIITOMBI IICIHOW Mueomna-
TUU: IPOTPECCUPOBaHNE KOPEIIKOBOI 00U, ci1a-
60CTb MBI KOHEYHOCTEH, aTpodusi MBIIIIII,
cImacTiKa (HEeTpOU3BOJIbLHOE HAMPSIKEHUE MBITIIIT
KOHEYHOCTE! M3-3a HapyLIeHUs] TOJYUHEHHOCTH
JBUTATEJIbHBIX KJIETOK CIMMHHOIO MO3ra aHajlo-
TUYHBIM KJIETKaM TOJIOBHOTO), HapyllIeH1e MoJe-
HUCIyCKaHUsI. ATA-HeCTaOMIbHOCThIO 00YCIIOBIIC-
HBI TAKME CUMIITOMBI, KaK 0OJIb B IIee, TOJIOBHAS
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0onb U 3aThUIOYHAsT HeBpairus. PesynsraTrom MemysuisspHOI
KOMTIpeccuu (CHaBJIEHUsI CTPYKTYP TIPOIOJITOBATOTO MO3Ta)
MOTYT OBITH TIAPECTe3WU, OHEMEHUE, CIa0OCTh, HapylleHUe
dyHKIMi Ta30BBIX opraHoB. [Ipu codeTaHUU BEPTUKAIBHOTO
CMeTIeHNs 3y0OBUITHOTO OTPOCTKA C MEIYJUIIPHON KOMITPECCH-
el MOTYT BBISIBIISIThCS TU3apTPUsT, TUChHOHUS, Tucharus, TNTI-
JIOTIUST, OHEMEeHHMe JInIia, alTHO? BO cHe. Kommpeccust mpomoi-
TOBaTOr0 MO3ra MOXKET IMPUBECTH K COCYIMCTOM HETOCTaTOYHO-
CTU, TOJIOBOKPYXKEHHIO U oOMopokaM. BeprebpobasuisipHast
UIIeMUST B pe3ysibTaTe cxKaTusi 3yOOBUIHBIM OTPOCTKOM BO3HU-
Kaet penko [22, 23]. Ero BepTukaabHOE CMellleHe MOXET TaK-
JKe TPUBECTU K CAABJIECHUIO TUPAMUIHOTO TPaKTa, MOpaXeHue
KOTOPOTO OBIBAeT TPYAHO OIIEHUTh, TaK KaK rureppeduexcus
U CMIACTUIHOCTH MOTYT MaCKMPOBATHCST TTPOTPECCUPYIOIINM 3a-
OoneBaHreM cycTaBoB. [lopaxkeHre MMPaMUIHOTO TPaKTa B 00-
JIACTH €To TiepekpecTa (TpaHulla MPOIO0JITOBATOTO U CIIMHHOTO
MO3ra) MHOT/a IIPUBOIUT K BHe3amHo# cMeptu. Hammuue cum-
TITOMOB HETIPSIMO KOPPETUPYET C TSKECThIO PEHTIeHOIOTIe-
CKM BBIIBIISIEMBIX aHOManuii. IHTepBal MeXIy BBISIBICHUEM
ATA-CMellleHUsI ¥ pa3BUTUEM HEBPOJIOTMYECKUX MPU3HAKOB
U CUMIITOMOB IIMPOKO BapbupyetT [21, 24—29]. 1o MeHbIel
Mepe 15% OGONbHBIX ¢ PEHTIEHOJIOTMYeCKU TUATHOCTUPYEMbIM
MMOABLIBUXOM HE MMEIOT CUMITOMOB [4], v 15—36% mainneHToB
BBISIBJISIETCSI TIPOTPECCUPYIOLINI HEBPOJOTUYECKUI AeunuT
[18], BO3HMKHOBEHHE KOTOPOTO CIYXUT HEOIArOMPUSITHBIM
nporHoctuyeckuM ¢aktopom [11, 30—34]. [Toce BbIIBICHUS
MePBbIX MPU3HAKOB 1IeHON Muenonatuu npu PA okoso 50%
MAIMeHTOB TOrMOA0T B TeUeHKME 6 MEeC M MOYTU BCE YMUPAIOT
B TeueHue HecKoabKuXx JieT [2, 30]. [IporHo3 ke B OTHOLIEHUU
BbDKMBaeMocTH nipu KOPA B 11eJ10M OTHOCUTENIBHO OJiaronpusi-
TEH: JICTAJIbHOCTh KoJjiebanack oT 2—4 o 14% [35—38], a B Ha-
crosiiiee BpeMst, 1o gaHHbIM J.T. Cassidy u R.E. Petty, B EBporie
coctasisieT meHee 1%, B CeBepHoit AMepuke — MeHee 0,5% [3].

B ornene pannux aptpuroB ®I'bY «HUNUP» PAMH 3a
nepuoz ¢ 2000 mo 2010 r. HaGmogaIMCh TPU NaureHTKH ¢ FOPA
U pa3BUTUEM CEPbe3HOM necTpyKiuu B ATA- unu CA-cerMeH-
tax LLOII. [TpuBonuM KIMHUYECKKUE HAOTIOACHNS.

boavnaa H., 61 eoda. Kanobv: npu nocmynaienuu: 604u
6 cycmasax, onemenue 1V u V nasvyesé npasoil kucmu, naivyee
CMON, CHUMCEHUEe 4YECMEUMEAbHOCIU NAAbUed CMON, dNU300bl
nepeboes 6 cepdue, oHeMeHUe 3aMblIKaA, 201080KPYIICeHUe.

Anamnes: 6oreem FOPA ¢ 1967 2. (¢ 14-n1emueeo 6o3pacma).
B oebrome noauapmpum. Ilepeonauanvhuiii duaenoz no mecmy
JACUMENbCMBA — CUCMEMHAA KPACHAS 80N4AHKA C BbICOKOL 80CNA-
AUMENbHOU aAKMUBHOCMbIO, 6 Mec NOAy4anra mpuamcuHanioH
24—40 me, naaxeenun. B 1968 e. ¢ OI'BY «HUHUP» PAMH duae-
Hocmuposan FOPA. buoncus nouku: ymepeHHO 8blpadiceHHblil
Memopano3ubLil Hegppum. Jleuenue: npednuszonon 12,5 me, deaaeun
0,25 me/cym, HecmepouoHbvle nPOMUB0BOCHANUMENbHBIE NPENAPaA-
mot (HIIBII). C 1992 no 1994 e. npunumana azamuonpun 100 me
6 denv, 3amem (no Hacmosuee épems) memompexcam 5—10 me
6 Hedeato (npu nosvluleHUU 003bl — Pe3KO blPAdICEHHAS MOUIHO-
ma). Heoonokpammo npoxodusa cmayuonapHoe Aeuenue 8 KAUHU-
ke OI'BY «HUHUP» PAMH 6 césa3u ¢ obocmpenusmu. B 1987 e.
8blA181€HbI eCMPYKUUU 201080K NPABoLl beOpeHHOIl U 1eoll naeve-
6otl kocmeil. B 1987 e. npoussedena xupypeuueckas CUHOBIKMO-
MUSL 1€6020 KoaeHHo20 cycmasa. B 1993 e. duaenocmupoean amu-
a0udos3 (6e3 npomeunypuu). B mewenue 1 eoda npunumana 1%
pacmeop dumekcuoa 6Hympb. Yxyoduenue ¢ 2004 e.: noauapmpum,
YMPpeHHss CKOBAHHOCMb HA NpomsidceHuu 3 4, omeKu eoneweil,
caabocme, o0viwika npu @uauveckol Haepyske. Boiseaensi
decmpyKuyusi 20108KU npasoeo naeva, AA-amuaoudos, mouexa-
MeHHasi 00ae3Hb, XPOHUHecKdsi noveyHas HedoCmAamoyHOCMb
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(XITH) I cmaduu. B meuenue 10 .1em ommeuanucy 3nu300b! NOGbL-
wenus apmepuanvroeo odasnerus (AZ) do 180/100 mm pm. cm.
Tnokokopmurouds: (I'K) npunumaem nenpepwigno ¢ 1968 e.
C 2005 e. npunumaem xoaxuuyur (0,5— 1 me 6 dens). Oxoao 2 sem
Oecnokosam oHeMeHue 3ambliKa, 201080KpYiceHUe (YMeHbUaemcs
npU UCNONb308AHUU B0POMHUKA-2010800epIHCAMenss).

IIpu nocmynaenuu cocmosinue cpedueii maxcecmu. Xooum
¢ mpydom ¢ onopoii Ha kocmoiau. Humanue chuxcerno. Pocm 162
cm. Macca mena 46 ke. Tpoguueckue napyuwenus Koxcu é ooaac-
mu pyk u Hoe. MHodcecmeentble ouazu 6HympUKO0NCHbIX 2eMoppa-
euti, ucmonuenue koxcu. Omeunocmes cmon, eoneneil. Ilocaeone-
DAyUOHHbLI pybey, 6 06aacmu 1e6020 KoaeHHo20 cycmasa. Yucio
6boaesnennvix cycmasoe (4Y5C) cocmasuno 9, uucio npunyxuiux
cycmasog (411C) — 2. [Ipunyxnocms 1e6020 KOAEHHO20 U NPABO2O
naeuegoeo cycmagos. Banveycnas Oegopmauus, ceudamenvhbie
KOHMPAKmMypbl KOAEHHbIX N10KMEBbIX cycmasos. Boiuxu, noosu-
8UXU Mexcharaneosvix cycmaeog Kucmeii, cmon. OeparuueHbl
deudiceHus naeuesvix U masode0perHbiX Cycmasos, ueiinoeo om-
deaa nozeonounuxa. DAS 28=5,43. Co cmopoHbl 6HympeHHux op-
2aH08 (YUUKANBHBIX USMEHEHUI He Bbl8ASeMCA.

Temoenobun (Hb) 108 e/n, COD 23 mm/u, mouesas kucioma
441 mxmonv/n, moueeuna 10,94 mmons/n, peemamouonsiii pax-
mop (P®) 265 (nopma do 15 ed.), C-peaxmusnsiii 6eaox (CPB),
onpeodens8uuiics 8bicoOKouy8cmaumensHoim (64) memooom, — 9,3
(Hopma 0o 5) me/a.

Cymounas nomeps oeaxa 0, 1—0,017 e/cym (cymounoiii 06s-
em 1200 ma). Crxopocmv kaybouxoeoii puivmpauuu (CK®P) —
46 ma/muH.

buoncus cauzucmoii 060104k 06eHadyamunepcmuoi Kuui-
Ku: eviaeren AA-amunoud; AL-amusoud omcymcmeyem.
Jlencumomempus: ocmeonopos é uielike aeeoeo b6edpa: T-kpume-
puii = -2,8. Penmeenoepaghus xucmeii, cmon: PA IV cmaduu.
Penmeenoepagus koaeHHbIX CYCMAB08: Pe3K0 CyiIceHbl wea, MHO-
JcecmeeHHble 3PO3Ull CYCMABHbIX NOBEPXHOCMELL, 8blpadiceH pac-
NPOCMPAHEHHbLI 0CMeonopo3, eOUHUYHble KUCHbL, cYOXOHOPAnb-
HbLll ocmeockaepos. Penmeenoepagus IOl — cm. puc. 1. Mae-
Humro-pesonarcuas momoepagus (MPT) HIOII — cm. puc. 2.

Penmeenoepagus masa: cyyicena weab, HepOGHOCHb CYC-
MABHBIX NOBEPXHOCMELl NPABO20 MA300e0peHH020 cycmasa. B ae-
60M maszobedpeHHOM cycmaege BuipajdceHHas Odeghopmauyus
U ymeHbvuieHue 6 0bveme 20106KU bedpa, no08bleUX Keepxy U KHy-
mpu. [Ipompy3us 20106KU 6 6ePMAYICHYIO BNAOUHY

Koncyavmayus neeponoea: cencopHas noauHelponamus
HUMICHUX KOHeuHocmell, ducmanvhblii mun. Heliponamus npasoeo
AN0KMeg020 Hepaa.

Hasznauenvr memunped 4 me/cym, memompexcam 10 me
6 Hedenlo BHYmpUMbluleuHo, oauesas Kucioma 2 me/cym (Kpome
duell esedenus memompexkcama,), Koaxuuun 500 mke, merokcukam
15 me, omenpazon 20 me, cnpeit karvyumonuna 200 ME/cym unm-
PpaHaszanvro, arvghaxanvyudon 1 mie, cmponyus panesam 2,0 e.

Bobisigaensl KauHuueckue u sneKkmpokapouoepaguueckue
npusHaku HecmabuavHol cmenokapouu. boavhas ¢ nodospenuem
Ha UHGapkm muokapoa nepesedena 6 Kapouonio2uueckoe omoesne-
Hue 20podcKoll 601bHUYbL, 20e Obla duaeHocmuposan He-Q-006pa3y-
WUl uHghapkm muokapoa, HecmabuabHAs CMEeHOKapous.

boavnasa 2K., 39 nem, uneansud I epynnoi. XKanroder npu no-
cmynaeHuu: 604U, oepanuderue 08UNCeHUN 6 Ma300e0peHHbIX CyC-
maeax, 6oau 6 ulee, NOGbIUIEHHAS GONE3HEHHOCHb U OHEMEHUE DYK,
€1ab0cms 8 pyKax u Ho2ax.

Anamnes: cmpadaem KPA ¢ 15-remneco eo3pacma
(c 1976 2.). B debrome noauapmpum, 8vicokas 0CHANUMENbHAS
akmuenocms (COD 55 mm pm. cm. no I[lanuenxosy, Hb 58 ¢/n),
omcymcmesue P® ¢ nepugepuueckoii kposu. C 1999 e. (uepes
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23 e00a) FOPA cman ceponosumugnsim ¢ vicokumu mumpamu PO
(0o 1/1280). B deb6rome FOPA u uepe3 7 aem no 1 e0dy aeuunace
npenapamom coieii 3010ma (aypomuomanam) u NPeoOHU30A0HOM
(25 me) ¢ nocmenennoii ommenoi. B 1984 e. (uepe3 7 nem om Ha-
uana FOPA), nocae 6mopuix cpouHbiX po008, Gbis6AeHbL IPOIUBHBIE
uzMeHeHus KoaeHHuix cycmaesos. C 1985 e. newenue amuHoxunonu-
HoebiMu npenapamamu (xaopoxur 0,25 e 6 deHv uau eudpoKCcUxn0-
poxun 0,2—0,4 e 6 denv). B 1987 e. eviasaena evipadxcennas
decmpyKuyus 20108KU 160l bedpentoll kocmu, 6 1988 e. ycmano-
8/1eH IHOONpome3; 8bisI8NEHA MANCEAAs 0eCMPYKUUS 20108KU NPA-
601l OedpeHHOl Kocmu, HAAHUPOBANOCH IHOONPOMeE3Uposanue.
B 1992 2. sudonpomes neoeo mazobedpernnoeo cycmaga 6oin yoa-
NeH 8 CBA3U C UHDUUUPOBAHUEM CYCMAasa, NOCAeONepayuOHHbIM
CBULOM C nepesoMom (6HYMPUONePAUUOHHBIM) Ae60li bedpeHHOl
Kocmu @ cpedueil mpemu. B 1989 e. — sposuensiii apmpum npago-
20, a 6 1999 e. — ne6oeo naeuesoeo cycmasa. B 1991 e. enepsvie
npedssguna xcanobdvl Ha 6oau 6 uiee. Hesponoeom, co croé 601b-
HOIl, 8bIABAANUCH 04a208ble HapyuleHus. Penmeenonocuuecku pe-
eucmpuposanucy usmenenus 6 IIOIl (puc. 3). Ilpu ocmompe
6 5mom nepuoo pe2ucmpupo8anco 601e3HeHHOCMb U 02PaAHU"eHUe
nodeusicnocmu ¢ LIIOI1.

Ilepepwisvr 6 mepanuu ¢ 1992 no 1994 u ¢ 1995 no 1997 e. —
AeHUNacs <HapoOHbIMU» cpedcCmeamu y <yeaumeneil» ¢ yXyouleHu-
em: npoepeccupogaruem FOPA, vicokoii 6ocnarumenvHoil akmug-

Hocmerio. B 1997 e.
6 OI'FY «HUHUP» PAMH
HazHauen  NPeOHU3010H
5—15 me 6 dens. B 1999 e.
eunepecmesus noO MUny
«nepuamox» U <«HOCK08»
pacuyeHena  Hegpoa02OM
KaK CUHOpOM NOAUHeLpO-
namuu. Ouazogoii Hegpo-
A02U4ecKoll  cumMnmoma-
MUKU He B8blA6AAN0Ch.
C mapma 2000 e. 60au
8 wee YCUAUAUCH, C CeH-
msabps 2000 . — onemeHue
6 pykax, ¢ anpeas
2001 e. — crabocmy 6 py-
Kax u Hoeax.

IIpu nocmynaenuu
cocmosAHue cpedHeil ms-
Jicecmu, NoOAOJCEHUEe Bbl-
HYJiIc0eHHOe —  Jedcum
6 nocmeanu, He MoJcem no-
sopauusamocs. B obaac-
mu npagoeo N0KMeso2o

Puc. 1. PeHTtreHorpadoms weiiHoro
0TfieN1a NO3BOHOYHMKA B 6OKOBOIA
npoekuumn. CyxXeHbl Lienu 601b-
LUMHCTBA MEXM03BOHKOBbIX ANC-
koB (6onbLue B Cv—Cv n Cv—Cu).
BbipaXKeHHblit aHTenucTte3 ten Cw
1 Gv N03BOHKOB. MHOXECTBEHHbIE
0cTe0uThbl. MHOXECTBEHHbIE MO-
BEPXHOCTHble 3po3un Tes1 Cv—Cu
NO3BOHKOB

Puc 2. MPT weiiHoro oTaena no3BoHO4HMUKA. Cy>KeHMe CMMHHOMO3roBoro kaHana Ha ypoBHe Gu—Cv i Cv—Cu
MEXXMN03BOHKOBbIX AMCKOB. AHTenncTe3 Ten Gv u Cv n03BOHKOB. MMnepnopno3 Ha ypoBHe Ten Ci—Cv No3BOH-
KoB. Bbinpsimnenune nopao3a Ha yposHe Gv—Cwi. MoagbiBux Tena G no3BoHKa Knepegu. [ucnokauns 3y6o-

BMAHOro 0TpocTKa Cn KBEPXY
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Puc. 3. PentreHorpacous LUERHOro 0TAena N03BOHOYHIKA B ABYX
npoekumsx (1991): He3HaYMTENbHO CYXKEHbI LLenn OUCKOB. Bbinpam-
neH chuanonornyeckuin nopao3. MoasbiBnx No3soHKa Gi knepean

(4 mm). He6onbluoi aHTennctes Ten no3BoHKOB G 1 Cv. 320CTPEHbI
11 BbITAHYTbI Kpas YHKOBEPTEOPATbHbIX COYNEHEHWIA

cycmasa, 1e6020 bedpa nocaeonepayuoHHsle pyoysl. Ykopouerue
DYK, Ae6oil Hoeu. Jleghopmayus u oepanuterue noosUNCHOCMU Cy-
CMasoe Kucmell, nie4egvix U A0KMe8blX, NPUNYXA0Cmb NPagoco
KONEHH020 U 10KMes020 cycmagos. Omceymemeue 08uiNceHuUl 6 Ae-
60M KOAEHHOM cycmage, 02paHu4eHue NOOBUNCHOCMU U 00aU
6 ma3zobedpennvix cycmasax. YbC cocmasuro 14, YIIC — 2;
DAS 28=6,46. B ocmanvrom pusuxarvHole danHble 6e3 0COOeHHO-
cmeii. Hb 102, COD 21—48 mm/u; mump PP 1/80, anmunykaeap-
Hoeo hakmopa — 1/160, yupkyaupyrouue UMMYHHbIE KOMNACKCbL
560 e0. o.n., ummynoenrobyaun (Ig) G 22 me/ma.

Ocmomp Hesponoea: evieux noseonxa Cur ¢ Komnpeccuell
CNUHHO20 MO3ea. LlepeuKanvras muesonamus, NOAUHeNponamuye-
ckuti cunopom. Penmeenoepagusa kucmeii: npusznaxu FOPA
1V emaduu. Penmeenomuenoepaghus wieiitnoeo omoena no360HOUHU-
ka (2001): cmewenue nozeonka Cu knepedu Ha 1/2 nonepeunuka,
CcydHceHUe NO360HOUH020 KAHANA U KOMNPECCUs CRUHHO20 MO3ed.

Pexomendosana cmaoduruzayus weu sopomuuxom Illlanya,
HasHauen memunped 4 me é denv, naakeenun 0,4 ¢ 6 deHv, 6HyM-
PUCYCMABHO OUNPOCHAH, CUMNMOMAmMu4ecKue cpedcmed, Ae4ed-
Has QusKyavmypa, uzuomepanusi.

B 2001 2. 6 opmoneduueckom cmauuoHape 6 cés3u co CHOH-
dunoaucmeszom nozgonka Cui, weliHol muesonamueil npoeeoeHa
ummoobunuzayus IIOII eonosodepicamenem.

[lo3dnee 6 c6:3u ¢ npoepeccuposanuem Muesonamuu U paz-
eumuem mempanape3a no CRACMUYECKOMY MUNY, HApyuleHuem
@DYHKUUU Ma308bIx 0peanos (3a0epiucka MOYEUCnYCKAHUS U CIYy-
Aa), 6oasmu 6 uiee 8 NOKoe NpoBedeHbl HAN0NCeHIUe 2aN0annapama,
QuCmpakyus u 6npasgaenue 8bleUxd, a MaKice Xupypeuueckas gu-
keauus nozeonkos Cu—Cw cucmemoii CCD, 3a0nuii cnonounodes
aymompancnaaHmamom u3 Kpblaa nods3o0ouwHoi kocmu. JJocmue-
Hymo noaxoe enpasnerue eviguxa noseonxa Cu. B nocreonepauu-
OHHOM nepuode pazeuauch 1e80CMOPOHHASA HUNICHeA01e6as NHeG-
MOHUS, ObIXamenbHas HedoCmamo4HOCms, NOmpebo8aguids noo-
KArueHus ucKyccmeennol eenmunsayuu aeekux (MBJI). [lposodu-
AU NOCMOSHHYIO CAHAUUI0 MPAXeoOPOHXUANbHORO Oepeda, AeHeHue
nHe8MOHUU, HanodiceHue mpaxeocmomst. [Ipu noaroxcumenvHoil Ou-
HamuKe co CopoHbl 0peaHo8 ObIXaHUs U He60AbUOM Hegpoao2ute-
cKom yayuuieHuu (ymeHvuleHue 6onell 6 uiee, nosieaeHue eOUHUMHbIX
dsudicenuil @ Hoeax, 60AbUIOM nanvle npasoil pyku) Obviaa NOAHO-
cmoio npexpauea UBJI u yoanena mpaxeocmoma. Yepes 2 mec
noAguUAUCy U cmaau Hapacmamos 604b 80 6cem mene, OUfyujeHue
acapa, HeHceHus, NPeUMyuw,eCmeenHo no cpeoHeil AUHUU Myn08U-
wa, He Kynupylouwuecs: 00bIMHbIMU AHAAbCEMUKAMU.

B ¢pespane 2002 e.: eaybokuii mempanapes — peskoe 02pa-
HuYeHue 08UNICeHUIl 8 PYKaX U HO2axX, NOGbLUIEHUE MbIUEHHO20 MO~
Hyca no cnacmuyeckomy muny (3—4 no Ashworth), cyxoxcunrvhas
euneppegaexcusi eniomes 00 KAOHYC08 Kucmeil, HAOKONEHHUKO8
u cmon, hamonaozuteckue gepxuue u HudxcHue 3naxu (XKykoecko-
20, Poccoaumo, Onneneeiima, babunckoeo). lunepecmesus c eu-
nepnamueii ¢ 3one Cii—Cv caeea, eunecmesust N0 ce2MeHmMapHOMy
muny 6 3one Ci—Cv cnpaéa u eunecmesus, nepexoosuds 8 ane-
Cme3ur N08epXHOCMHOIU HY8CMEUMENbHOCIU NO NPOBOOHUKOBOMY
muny c ypoeus Cvu—Cyui. [n1ybokas uyecmeumensHoCmy 0MHOCU-
MeAbHO COXPaHeHd.

B neiipoxupypeuueckom cmayuonape ¢ yeavlo Kynupoeanus
bo.eii npogedena onepayus NO YCMAaHo8Ke HeUpOCMUMYAMOopa —
cmepeomakcuyeckas UMHAGHMAYUA XPOHUHECK020 31eKmpoda
6 nepuakeeodyKkmanbHoe npocmpancmeo (cepoe 6eujecmeo 20108-
HO020 M032a) U NOOKOICHO20 NPUEMHUKA 8 NPABYI0 NOOKAIOHUYHYIO
obaacme. [locae KonmpoavbHoi KoMnblOMepHOU momoepaguu
(KT) 201061020 M032a npogedena KoppeKuyus NOAOJNCEHUS GHYM-
DpuM03208011 acmu 21eKmpoda (cucmembl 0451 XPOHUHECKOLL INeK-
mpocmumyasayuu). Ha ¢pone snexmpocmumynsyuu ¢ nebonvuioii
amnaumyooii ¢ wacmomoii 160—200 Iy y 604bHOT omMmeuanocs He

Puc. 4. Pentrenorpachus LLIOM no3BoHo4HMKA B 60KOBOI Npoekumu: a — o1 2007 r.; BbINpsmieH u3nono-
TNYeCKMil Nopao3, He60oMbLION K03 HA YypOBHE TeN N03BOHKOB Gv—Cwi. BoipaxxeHHbIi anTennctes Cv. [e-
chopmauym MHOTUX Ten NO3BOHKOB. [ofBbIBNX | WEHOr0 NO3BOHKA Knepeaun. Aucnokawums 3y60BULHOM0
oTtpocTka Gi KBepxy. BbipaXeHHOe cyxxeHune 1 aecpopmauns CiMHHOMO3roBOro kaHana Ha yposHe Gv—Cui.
Pe3K0 Cy>XeHbl LLeN BCEX MeXMNO3BOHKOBbIX AMCKOB. MHOXECTBEHHbIE 0CTe0(UTbI. ONOpHbIe NoLLajKu
TeJ1 NO3BOHKOB 3P0O3MPOBaHbI. BbipaXKeHHbIN Cy6X0HAPaNbHbIA 0CTE0CKNEP03 Ten No3BOHKOB Ci—Cu; 6 — OT
2008 r.: 3a nepuog HabnogeHns ¢ 2007 r. 6e3 3ameTHON guHamukun; B — o1 2010 r.: 3a nepuop Habsnoae-
HUA ¢ 2007 r. 0TMEYaeTCs ONpefenieHHas NoNoXUTeNbHAA AUHAMIKA (HApacTaHWe CKIepOTUYECKNX U3Me-
HEHUI B TeNnax NO3BOHKOB, YMEHbLLUEHUE NePeaHEero CMeLLeHns 1 pukcauns Tena nossoHka Cv, aHKuno3u-

posaHue Ten Ci—Cvi N03BOHKOB)
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BbIPAIICCHHOE, HO OMYEeMAUGOe YMEHbUIeHUe napecme3uil 6 obeux
Kucmsx. Jpgexm om ceanca orumenvrocmoro 15—20 mun npo-
doaxcancs 4—5 u.

boavnaa 4., 46 nrem. 2Kanobwi: cydopoeu Hoe, narvyes Kuc-
mell, OHeMeHue Kucmeil, CMOn, HUJCHel 4acmu Jicugoma, 60au
6 cycmasax Kucmeil, maszobedpennvix cycmasax, IIOII, cra-
b60cmb 6 pyKax u Ho2ax, He03MOJICHOCHb CAMOCMOSMENbHO CU-
demb, cmosms, depicams 8 pyKax npeomemst, 3ampyorerue Obi-
XaHUsl, 201060KPYICeHIe, HapyUleHUe MOYeUCnyCKanus, degeka-
yuu, nogviuwenue AJl.

Anamnes: 6oavna FOPA ¢ 14 nem (c 1974 ¢.). B debiome no-
Auapmpum, nogvluleHue memnepamypsl meaa 00 eopuIbHbIX 3HA-
uenuil. Jleuenue Kynpenuiom (maxcumanvras dosa 1500 me 6 denv,
nodoepicusaroujass — 450—600 me) 6 meuenue 30 a1em c nepepwiéa-
mu 6 1982— 1983, 1985— 1986 ee. (svinamusanue 6epemennocmeil)
u 6 2005 e. (omcymemeue npenapama). C 1976 e. nabarodanacs oe-
dopmayus Kucmeli, 3amem KOACHHbIX, NAEHEBbIX, 20A€HOCHONHbIX
cyemaeos. Yxyouenue nocae cmpecca ¢ ocenu 2006 e.: noxydanue,
Hapywenue QyHKyuu Kucmei, cmon, cydopoeu Hoe u pyk. C mapma
2007 e. nepecmana camocmoamensbHo NOOHUMAMbCA C NOCMeAU
U cmosmy, HApacmana caabocmv, NPeUMyUjeCmeeHHo 6 HO2dx.
C 21-22.03.2007 2. — oHemeHue ycusoma, HapyuieHue degpexayuu
(cmya 1 pas 6 3 OHs ¢ nomMoubro cAabUMENbHO20) U 3a0epICKA MO-
YeUCNYCKAHUsL, OMeKU Hoe, ompuyamenvsli duypes. Yxyouenue
cocmosnus nocae naderus (2 mec Hazao).

Ilpu nocmynaenuu cocmosinue cpeoneti msaxcecmu. Camo-
CMOAMENbHO He Nepedsu2aemcsl, He 6Cmaem ¢ NOCMeaU, He MOJICem
npunumams nuwjy. C nOCMOpOHHel Nomowblo nepedsueaemcs
6 Kpecre-kamanke. YkopoueHvl eepxuue KoHeuHocmu. Boiguxu,
n008bIBUXU CYCMABOE KUCMell, 10Kme8bix cycmagos. Jlegopmauus
U npunyxauue KoAeHHbIX, 20A1eHOCMONHbIX cycmasos. Oepanuuenue
deudicerull 6 npagom mazobdedpentom, nieveswix cycmasax, IOII.
bypcumbi 6 obaacmu noxkmegwvix cycmasos. Y6C — 5, YIIC — 2,
DAS 28 cocmasua 5,05. Ilyavc 90 yoapoe 6 1 mun. A/l 200/100 mm
pm. cm. Jlpyeue ghusukanvhole dannvle 6e3 ocodennocmeil. Hb 85e/x,
AHU30UUMO3 YMEPEHHbII, CMEUIaHHbL NOUKUAOUUMO3, 2UNOXPO-
mus, COD 32 mm/u, CPhb 1,0 me/n (Hopma do 0,5), mump PD
1/320, AH® — 1/40 kpanuamoeo ceeuenus, KpeamuHuH Kposu
91 mxmonv/n, kpeamunun mouu 3,7 mkmonv/n, CK® 38 ma/mun,
cymounbiit duypes 1350 ma. OcmanvHbie nokazamenu He U3MEHEHbL.

Penmeenoepagus rkucmeii: npusnaku FOPA 1V cmaduu.
Penmeenoepaghus KoneHHbIX €YCmMagos: 6bipadcentvle O0ecmpyK-
mueHble (3po3UsHbie) U 0CMeoCKAepOmUYecKe UsMeHeHus InUpu-
306 Kocmell. Bvipacennas deghopmavus snuguzoe kocmeii (ymeHob-
wenue 6 obseme). Kanrvyunamor Msaekux mgameti, pacnpocmpaneH-
Hblli ocmeonopos. Penmeenoepaghus IO — cm. puc. 4, a—s.

Koncyasmayus nesponoea: mempanapes. CuHOpom 8biKAI0-
uenus: apmepuu Adamkesuna (Hapyuwienue CHUHAALHO20 KPOBOOD-
pawienuss Ha epyOHOM YpoeHe). BepmeOpoeennas uepsuxaneus.
Heiiponamus 10kme6oeo Hepsa 6 pamkax KyoumanibHo2o KaHaid,
CPEOUHHO20 Hepea — KOPMUKAAbHbLIL CUHOPOM, Ooabuie cnpasd.
IIpusnakoé wielinoi Mueaonamuy He 6bls61eH0, XOMs U3MEHeHUs!
6 welinom omoene NO360HOUHUKA @bipadicerHble. Crabocmy 6 py-
Kax obycaoenena nopajicenuem nepugeputeckux Hepeos. Kou-
CyAbmayus yponoea: HapyuieHue MoYeucnyCcKanus C8s3amHo ¢ no-
padceHuem n0360HOHHUKA.

Haznauenvt memompexcam 10 me/Hed, eudpoKcuxiopoxun
200 me/cym, muopeaakcanmol Kypcamu, cpeocmea, yayHularujue
MUKDPOUUPKYASYUK, AHMUPe30pOmueHas mepanus, npu 60aax —
HIIBII, ananveemuku, cpedcmea, cmumyaupyrouiie MOMopuKy.

Tocnumanusayus 6 HelipoxupypeuuecKuii Cmayuorap 6 an-
pene 2009 e. luaenos: cnuHanbHblii CMeHo3 NO360HOYH020 KAHAAA
Ha ypoeHe no360nk06 Cv—Crvi, KOMIPECCUOHHAS MUCAONAMUS Well-
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Ho20 omdena chunHoeo mo3sea Ha yposre Cv—Cvi. Tempanapes. Ha-
pyuleHue @QYHKUuU masoguix opearos. Omcymcmeue no3vlgog
K MO4eUucnycKanuio.

B nesponoeuueckom cmamyce: cundpom bepnapa—Ilopuepa,
HUJICHUI cnacmu4ecKull napanapes, epxXHuil 8sablll napanapes.
CyxoorcunvHule peghaexcol ¢ 6epXHUX KOHEHHOCMEU HU3KUE, C HUIC-
HUX — Pe3K0 0JcuéaeHbl 00 KAOHYCO8 CMOon. Jl8ycmopoHHULl CUM-
nmom babunckoeo. Hapywena @ynxyus mazosvix opeanos (3a-
depoicka). Hapywenuii vyecmeumenvHocmu Hem.

KT HIOII: aucmes nossouka Cv khepedu co cmeujeHuem Ha
0,9 cm. [lozeonounwiii kanan Ha yposHe eepxuux omoenog Cvi cy-
acen 0o 0,4—0,7 cm (u3-3a dyeu u ocmeoghumos 6 npoeKyuu Hcen-
moti ceasku Cv, mena u Kpaegvix KOCMHbIX pa3pacmaHuii no eeo
3aduesepxnemy kparo 0o 0,2 cm). Ankuno3 nozeonkosé ¢ Ci no Cv,
degpopmauus meaa Cv — cHudicena evicoma, ankunos Cvi (Koupec-
UeHuus), 0y200mpocmuamoie cycmagbl 0eghopmuposambl.

Onepayus 9.04.2009 e.: aamunsxmomus nozeonkos Cv, Cri.
Baonaa mukpoxupypeuveckas 0eKOMApeccus CHUHHO20 Mo3ed,
ycmpaHeHue CHUHAALHO20 CMEH03d NO360HOYHO20 KAHAAA HA
yposHe nozeonkos Cr—Cvi. B nocaeonepayuonnom nepuode 6e3 oc-
A0JiCHeHull. 3ajcusnenue nepeutHviM Hamsaicenuem. Heeposoou-
yeckuil cmamyc 6e3 ompuyamenvHol OUHAMUKU.

B HacTosiiieit ctatbe nmpeacTaBaeHbl ONMMCaHUST OOJbHBIX
IOPA ¢ nopaxenuem LIOII. 3a6oneBaHue y Bcex Hayalaoch
B TIOIPOCTKOBOM Tiepuone (14, 15 u 14 yet) 1 accoLMUpoBaHO
¢ keHCKUM TrofioM. [1pu n3yueHun nutepatypsl Mbl HE BCTpe-
T faHHbIX 0 opaxennu LLIOIT y B3pocibix uil, 3a00meB-
mux PA ete B netctBe. MI3BeCTHO, UTO peBMaTOMIHOE ITOpake-
Hue HIOIT Ha ATA- u CA-ypoBHSX 3HAUUTEIbHO OTSTOLIAET
nporuo3 [39, 40]. B mpencraBieHHBIX Cilydasix OTMEYaloCh
Tporpeccupylolee TeueHne 3abosieBaHUsI, KOTOPOE IPUBEIIO
K HapyIIeHHIO CITIOCOOHOCTH K CaMOOOCTy>KMBaHUIO (Y BCeX Ma-
HueHToK Obul IV (hyHKIMOHANBHBIN KJ1acC), Pa3BUTHUIO TSIKe-
JIBIX OCJIOKHEHUIA: Y IBOUMX — MUEJIONATHsI, Y IBOUX — aMUJIOU-
1103, Y BCEX — OCTEOINOpPO3; U B OTHOILEHUHU TSKEJIbIX COMYTCT-
BYIOIIMX 3a00JIeBaHU (Y OMHOM — MH(papKT MUOKap/a), U B O/~
HOM cjlyyae — K JIETAJIbHOMY HCXOHy. Y ONHOU MalMeHTKU
THOWHOE OCJIOXKHEHME SHAOIPOTe3a Ta300eIpeHHOTO cycTaBa
3aBEPIIIIOCH €TO YIAJICHNUEM U TPETISITCTBOBAJIO YCTAHOBKE DH-
TOTIPOTE3a IPYToro Ta300eIpeHHOTo cycTaBa. B mureparype Mbl
He BCTPETWIN TaHHBIX O TeHepan3al 3PO3UBHOTO MOpaxke-
HUS cycTaBOB y 00s1bHBIX PA ¢ BoBieueHrem ATA- ninu CA-cer-
meHTa LIOIT. XapakrepHbie nist FOPA usmenenus LLIOTT mo-
I'yT NPUBOIUTH K CPACTAaHUIO AYT MO3BOHKOB (yauie Bcero Cu
1 Cim) 1 0OBIYHO BO3HUKAIOT YK€ B IETCKOM Bo3pacte. ToinbKo
y OJTHO U3 TPOUX Pa3BUJICS aHKUJIO3 MTO3BOHKOB, HO HECKOJIb-
ko apyroii jokanuzauu (Cu—Cv) 1 yepes IIUTeabHbII Mepruo
nocie Havaja 3aboneBanus (6onee 30 mer). g FOPA taxkke
XapakTepHO 2PO3UBHOE MopaxeHue 3yooBuaHoro orpoctka Ci,
TTONIBBIBUX aTJIAHTOOCEBOTO CYyCTaBa W HEIOPA3BUTHE TeN TO-
3BOHKOB. Y BCEX TPEACTaBICHHBIX OOJBHBIX PETHCTPUPYIOTCS
aHrenucTe3pl Mo3BoHKOB Ci, muciaokauus 3yda Cn KBepxy
U cybaKcHalbHbIE aHTEIUCTE3bl TTO3BOHKOB (Cv — 1Ba ciydas,
Cwu Cv — onuH ciyyait). ¥ mpencTtaBlIeHHbIX MaMeHTOK K-
HWYECKUM TIPOSIBJICHUSIM 3TOTO TTOBPEXICHUSI IPEIIIeCTBOBA-
JIM TPOTPECCUPYIONINE TsDKEIble JEeCTPYKTUBHBIE MPOIECCHI
B cycTaBax (BKJIoyasi Ta300epeHHbIe U KOJIEHHbIE). B cBsi3n
C 3THUM BCTaeT BOIIPOC O HEJAOCTATOYHOM 3(PHEKTUBHOCTU MO
TeM WIM WHBIM TMPUYMHAM TIPOBOIAMMON 0a3MCHON Teparuu,
YTO MOIJIO SIBUTHCSI OJHOI 13 TTIaBHBIX MPUYUH TeHepaIn3auu
SPO3UBHOTO MOPAKEHUS CYCTABOB. DTO MPEATIOIOXKEHNE MOXET
OBITH TIOJIEPKAHO TAHHBIMY (DUHCKUX aBTOPOB [41], KOoTOpBIE
YTBEPKIAIoT, yTo d(hdeKTnBHAs Ga3ucHas Teparusi MOXeT He
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JIY4CHUS PEMUCCUN WU MUHUMAJIBHOW BOCIMAJIUTEIIBHON aK-

TOJIbKO TIPEAYTNPEXAaTh, HO U MOAABISITH CUMIITOMBI MOpaxKe-
nHust LIIOIT y 6onbHBIX PA. BeposiTHO, G1aronpusiTHBIE pe3yib-
TaTBl MOTYT OBITh ITOTyIeHBI IPY UCTIOb30BAHUY TeHHO-HXKEe-
HepHbIX ononornyeckux npenapatos (M BIT) u coBpemeHHbIX
MPUHLMUIIOB JieueHus: PA, onpenensonmx HeoOX0auMOCTb T0-
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