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Ckreposupytomas Muenoma (CM) — BecbMa pefko BcTpevaromascs popma 6omes-
HI, KOTOpas XapakTepuayeTcs Audy3HbIM 0CTEOCKIEPOTUYECKUM MIPOLeCCOM. Y TI0TI0-
BuHBI 601mpHBIX CM compoBoXkpaeTcsi pasButueM nepudepudeckont Heiiponaruu (ITH)
[1-3]. CoueTanne ITH ¢ ocTeoCKIepOTUIECKUM TUIIOM MHOXKECTBEHHO MUETIOMBI, Opra-
HOMeTaJIVell, S9H[OKpUHOonaTyeil (TMnepnurMeHTalus, TMIePTPUX03, TMHEKOMACTISI, TUP-
CYTM3M U Jip.) ¥ M3MEHeHMAMY Ko 0603HavaeTcst kKak POEMS-cungpom [3-5].

POEMS-cunapom u ero xnmHnvyeckue npossiaeHusa. POEMS — sTto anrnossbru-
Has ab6peBuarypa, 0603HavaIOLmIas PefKUIl BAPMAHT [TAPaHEOIIACTUYECKOTO CHHIPOMA,
PasBUBAIOLIETOCs HMpPY IVIA3MOK/IETOYHBIX ONMyXOJAX. [JaHHBI CMHOPOM ObLI BIlepBble
omucaH R.S.Crow B 1956 I. B AHIIIMM y ABYX OO/BHBIX ¢ IIasMoryromoit. Knmmunyeckas
kaptuHa POEMS-cuHpoMa HEOTHOKPATHO ONMCHIBA/IACh B Pa3HBIX CTPaHaX, B 0COOEH-
HocTy B fInoHun. bonesHn mpucBanBamuch pasindHble HA3BAHVSA 110 VIMEHM M3y4YaBIINX
ee aBTOpoOB: «6oye3np Takatsuki», «curpgpom Crow-Fukase», «smoHckas cucremuas 60-
7ie3Hb». BbUIN ONMcaHbl Takye JIOMOMHUTETbHbIE CUMITOMBI KaK OTEKM, SHJOKPMHOIIA-
Tus, runepnurMenTanys koxu. B 1980 r. P. A. Bardwick Been a66pesuarypy POEMS, no
HepBbIM OYKBaM aHIVIMIICKVX C/IOB, YKa3bIBAIOIIMX HA OCHOBHBIE KIMHMYECKNE CYMIITO-
Mbl: P — nmonuueBponarus, O — opranomeranus, E — sHpokpuHonatusa, M — MoHo-
KJIOHA/bHBIN NTPOTENH, S — KOXKHbIe M3MeHeHus [6-9]. [laroreHes JaHHOTO CUHAPOMA JIO
cux nop He siceH. [IpeanonaraeTcs, 4To Befylee 3HaYeHME MIMeeT ITATO/IOTVA aHTMOTeHe3a
U yBe/INYeHUe YPOBHS TAaKUX LIUTOKMHOB, KaK MHTEPJIEVIKNH-6, UHTep/IeliknH-1B, dax-
TOp HEKpOo3a OMyXonu-anbda ¥ COCYAUCTOr0 IHAOTENNANBHOTO pakTopa pocta. CpemHuMit
BO3pacT 60/bHBIX cocTaBisieT 51 rox. OgHMUM U3 BefyIIMX IMPU3HAKOB 3TOTO CMHAPOMA
SIBJISIETCS TIO/IMHENPOIIaTysi, 00YC/IOBTIeHHasI leMUe/ITHM3aLMell ¥ aKCOHAIbHO JieTreHe-
palueit HepBHBIX BOOKOH. [Tpu nMMyHOQTI0OpeciieHIIeHTHOM aHanuse y 90% 60/mbHBIX
BBIABJIAIOTCA aHTUHEPOHA/IbHbIE aHTUTENA [6,7,9,10].
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Hesponornyeckne nposasnenna POEMS-cunppoma. Ilonuueitponarus, ABIAACh
OCHOBHBIM I 3a4acTYyIO IIepBbIM KIMHMYEeCKUM IposBieHneM POEMS-cungpoma, Hocut
IPeUMYIEeCTBEHHO AVICTANbHBI CEHCOMOTOPHBIN XapaKTep ¢ BO3MOXHBIM IIpeobnaza-
HJIEM U TTIOCTEIIEHHBIM IIPOrpeccupoBaHyieM MOTOPHBIX Hapyiiernit [11-13]. HauanbHbIM
U Haubojiee 3aMETHBIM KIMHWYECKUM IPOSBIEHNEM MOpakeHNs epudepndeckux Hep-
BOB, KaK IIPaBIUJIO, AB/ISI€TCA HapyIleHMe YyBCTBUTENbHOCTU. OOBIYHO OHO MIMeEET CUMMe-
TPUYHBI XapaKTep, MIPEUMYIIEeCTBEHHO B OMCTAMbHBIX OTHeNaX KOHEYHOCTeN (IO TUITY
«HOCKOB ¥ ITIepYaTOK») C HAapyLIeHVeM KaK ITOBEPXHOCTHOI, TaK ¥ ITTyOOKOIl 4yBCTBU-
TenbHOCTU. Ha paHHUX cTafusax MaHUQecTauuy CUMITOMATUKY OCHOBHBIMU JKaI06aMu
OBIBAaIOT OHEMeHNe, TIOKaJIbIBaHMe, MOKeHNe, YYBCTBO AUCKOMOPTa, 3510KOCTH B KOHEY-
HOCTSX. bonu HocAT HeltponaTuyeckuii xapakTep. 3aTeM IPUCOEAUHAIOTCA MOTOPHbIE Ha-
PYLIEHNsI — pa3BUBaeTCs C1abOCTh B JUCTAIbHBIX OT/e/TaX KOHEYHOCTEN!, Ha paHHMX CTa-
IVSIX, IPEUMYIIeCTBEHHO B CTOIAX, IPU X0fb0e MosB/AeTCs cTennax. HeBpomornueckue
MPOSIB/IEHSI, XapaKTepHBbIe [l MOBPeXAeHUs mepudeprieckux HePBOB, IPOSABIAIOTCA
CYMMETPUYHBIM OCTabIeHNeM CYXOXXIIbHBIX pedieKCcoB, HapylleHieM [TOBEPXHOCTHOM
¥ I/TyO0KOI1 YYBCTBUTEIBHOCTH, Pa3BUTHEM IepudepUIecKIX Tape30B, MbIIIeYHBIX aTPO-
¢uit. VI3 npusHakoB BOB/IEYEHNUsT YePENHBIX HEPBOB B 50% CTy4aeB OMMCBIBAETCS OTEK
3pUTEIbHOTO HEPBa.

Llenpio [aHHOTO MCCIEHOBAHMA ObIIO M3YYUTh OCOOEHHOCTY Pa3BUTHUA U TeUEHUS
IIH y maumeHTOB ¢ JOCTOBEpHO ycTaHOBIeHHBIM POEMS-cuHApOMOM Ha OCHOBaHMM
pAfa IMAarHOCTUYECKUX KpUTepHeB, C Y4eTOM AAHHBIX IeMaTOIOTMYeCKOro ¥ HeBpOJIo-
TUYECKOTO 0OCIeOBaHNS, BK/IOYas MpUMeHeHre aneKTpoHeipomuorpadun (SHMT).
Ha ocHoBanuu ananmsa tpex knmHudeckux cnydyaes POEMS-cuagpoMa, mpoTekasliero
C paHO Pa3BUBILEIICS U IPOrPecCUPYIOLIel CCHCOMOTOPHOI OMMHelponaTtueit, paspado-
TaTb ONITMMAJIbHBIE AJITOPUTMBI HEBPOIOTMIECKOTO 00CIeoBaHus U poBeneHus nudde-
PEHLMAIbHO AMATHOCTHKY Y TAKMX MALVIEHTOB.

Knunnveckne Habmogennsa. Knunuuecxoe nabmodenue Ne 1. bonpuoit 1., 1963 r.p.
B 2003 r. mosBuNCh Xamobsl Ha OHEMeHNMe KOXW HAJ[ HIDKHEI YeTI0CTbI0 C/IeBa, Orpa-
HUYEHMeE ee TOJBIDKHOCTH, YBelTn4eH Ve IOf4e/TI0CTHBIX TUMPOy310B cineBa. C ceHTsI0ps
2004 r. JaHHBIMU peHTreHOTpaduM MOATBEPXK/EHO TOsABIEHe 00BEMHOTO 00Pa30BaHM
B 007acTy HIDKHe democTy cneBa. [lo manubiM Y3V OpraHoB ey BBISIBIEHO M3039XO0-
reHHOe 0Opa3oBaHye B 00/IACTI BETBY HIDKHEI YEMTIOCTH C/IeBa, MCXOfslllee U3 KOCTHOI
TKaHY, HEOHOPOJHOI CTPYKTYPBI 10 25X16 MM, a TakKe yBelIMueHUe MOJYeTI0CTHBIX
mmMdoy3snos ¢ obenx cropo. ITo ganueiM KT HyDKHeI YemocTu: ceBa B 00/1aCTy BETBU
MBIIL[/IKOBOTO OTPOCTKA 1 TOIOBKY OIpefersieTcs fedopMauysi 0 TUILY «B3LYTHsI» U Je-
CTPYKLIMM 3aMbIKAaT€/IbHOM IUIACTMHKU. [McTonormyeckoe M MMMYHOTMCTOXMMMUYECKOE
UCCeoBaHye 00pa3soBaHMsl BBISABIIN IUIa3MOLIUTAPHYIO OMYXO/b, ouddepeHnrpoBaH-
HYIO, C O4eHb HM3KOI1 Ipo/depaTuBHON aKTUBHOCTHIO. I10 JaHHBIM UMMYHOIOTMYeCKO-
TO UCCNIe0BaHNA CbIBOPOTKY BBISIBJIEHO NoBbILIeHMe IgG u nerkux nemnei kanmna. Takum
obpasoM 6b11 ycTaHOBIeH Auarno3 — CII HipKHelt yenmtoctu cneBa, IgG/k BapuanT. Beito
IIPOBEJeHO eveHe: MTyyeBas Tepanys Ha o6mactp nopaxenus COJI 42 Ip, xuMuorepanust
«MP» (mendanan+npenansonos) Ne 6. IToce mpoBefjeHHOrO Kypca Tepanu OCTUTHY-
Ta YacTUYHAsA PEMUCCHS B CBSA3U C COXpaHEHNEM CeKpeluy Kalna-1eneit — 47,7 MKL/MI
B CbIBOpOTKe 1 15,8 Mkr/mn B Moue. B nepuop ¢ 2006 mo 2008 IT. manmeHT HOMIydant jie-
4yeHue 1o cxeMme «VD» (Benkeiig+nexcamerasoH) Ne 10. C gexabps 2009 r. peunaus 3a-
6oneanys. IToABMMICH XamoObl Ha HAPACTAIOIIYIO CT1AbOCTh HIDKHUX KOHEYHOCTeit. Pe-
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3ynbTaThl 00ciIenoBanus: M-rpagnent B y-ppakuuu 19,76 r/n — IgA 1,8; IgM 1,7; IgG
18,5 r/n. KT rpymHoro otfiesa Mo3BOHOYHMKA ONpefieNinia B TeflaX IPYAHBIX ITI03BOHKOB
Th3-Th12, sagHux oTpeskax 4 pebpa cneBa u 7 pedpa cripaBa O61acTU4ecKye O4ary pasme-
pamu o 0,5 cM B amameTpe. B tenax Thé, Th11 u neBom nonepeynom orpoctke Th10 Ha-
PALY € MeNKMMM OlaCTMYeCKUMMM O4YaraMyl OIpefeNAloTCs OTTPaHMYEeHHbIe CKIePO30M
o4ary TUTN4ecKon gectpykuum 1,0x1,4 cm, 1,2x1,3 cm n 1,0%2,0 cm cooTBeTcTBeHHO. 110
maHHbIM OHMI BbIAB/IE€HBI IPU3HAKM BBIPAaXKEHHON [MCTANIbHONM aKCOHAIbHO-JEMUENN-
HU3MPYIOLENl MOTOCEHCOPHOJ IONMHENponaTuy HIDKHUX KOHeuHocTeil. IIpn HeBpomo-
TMYECKOM OCMOTpE OIpefielIeHbl: CHIDKEHVE MBIIIEYHON CU/IBI BEPXHUX KOHEYHOCTEN [10
4-x 6a/710B, HIDKHUX KOHEYHOCTel! 10 3-X 6a/IIOB, [YICTa/IbHO BbIpa)KeHHAsl MBbIIIeYHasI
TUIOTpodus, OTCYTCTBUE ITyOOKNUX pedpIeKcoB B KOHEYHOCTAX, Ipyboe YKOpoueHue BU-
OpalMOHHOJ YYBCTBUTEIBHOCTH (IO 3 ¢ Ha YPOBHE TOABIKEK C IBYX CTOPOH ), IIOJITHEBPU-
TUYECKMEe PACCTPONCTBA IIOBEPXHOCTHON 4yBCTBUTENbHOCTH. [Ipy manbHelieM peHTre-
HOJIOTMYeCKOM 00C/IeJlOBaHNY BBLB/ICHBI CK/IEPOTHYECKIIE U3MEHEHNS B INIOCKVX KOCTSAX:
Ha TPaHNIIEe 3aTbIOYHON ¥ TEMEHHOI KOCTeNl C/IeBa Y4aCTOK OCTEONeCTPYKLMM 3X8 MM,
B TeJIaX TPY/IHbIX II03BOHKOB MHO>KE€CTBEHHbIE MEJIKME OYary OCTEOAECTPYKLMM C YETKOM
KalIMOJ1 CKJIEpO3a, aHaJIOTM4YHble o4aru oT 3 mo 10 MM B NpoeKuuu cefaaniHbIX, Ipa-
BOI1 JTOHHOII KOCTell, Kpbl/IbeB IOAB3IOIHBIX KocTell. C y4eTOM XapaKTepHOTO CUMIITO-
MOKOMIIIEKCA ¥ OCTE@OCK/IEPOTUYECKIX M3MEeHEeHN ], MaleHT ObUT 06C/IeloBaH B paMKax
POEMS-cunppoma. IIpu rucTonornyeckom uccnegoBanuy n. suralis B 060mo4kax Hepsa
BBIABJIEHO OT/IO>KeHMe OEKOBBIX MacC, IMEIOIVIX TMHKTOPUA/IbHbIE ¥ CBETOOITUYECKIE
cBoOJiCTBa amMmIona. IIpy ropMOHaIbHOM MCCIIEIOBAaHUY BBIABJIEHO MOBBIIIEHNE YPOBHA
nponaktuHa 1o 469,9 MME/n. C auBaps 2010 r. maumeHT 06paTiI BHUMaHNe Ha YIUIOT-
HeHVIe U yMepeHHYI0 60/1e3HEHHOCTD TPYAHBIX XKenes, 6onbiue cresa. [To ganubiM Y3V,
TPY[HBIE XKeTe3bl IPefCTaBNIeHbl )KMPOBOJ TKaHBIO C COEMHNUTETbHO-TKAHHBIMMU TXKaMIUL.
B nipaBoii rpyiHOI XKerese Mo3ay COCKa TMIIO3XOreHHasd 30Ha 13X6X13 MM, ¢ I0CTaTOYHO
poBHBIMU KOHTYpaMu. C/leBa Io3aiy COCKa yTO/IIEHMe TKaHY JKe/le3bl IIOBBIIIEHHO 3XO0-
TeHHOCTH 110 Tepudepun 1 TUII0IXOTeHHON 30HOII B IIeHTPe C HEPOBHBIMI KOHTYpPaMI,
C TUIepIXOTeHbIMM TVMHEHbIMU TSXKaMU, pazMepaMut 22xX27x11 MM. AKCU/IIAPHBIE TUM-
¢oysnbl cripaBa 16X7 MM, cneBa 13X6 MM, ¢ TUIIEPIXOTeHHBIMM BOpoTaMu. Takum obpa-
30M BbIABJICHBI IIPU3HAKI UCTUHHOI rnHeKoMacTyn. ITo maHHbIM Y3V opranoB 6proIHoif
IIOJIOCTY OIIpefie/ieHa relaToMerains.

ITo pesynbraTaM 06C/IeOBAHNA He OMY49eHO JaHHbBIX 32 MHO)KECTBEHHYIO MIETIOMY,
VICK/TIOUEeHbI KOHKYPUPYIOLIIie OITyXOjIeBble 3a00/IeBaHNMs, IOIMUO3NT.

Kpurepnansuo sepupunyposan POEMS-cunpmpom (6onbuive Kpurepum — Ipe-
VIMYILECTBEHHO MOTOPHasA IMOIMHENPONaTHs, MOHOK/IOHA/IbHAA IJITa3MOK/IETOYHas Ipo-
mmdepanys, CKIepOTHYeCKe U3MeHeHNs KOCTell; Majible KpUTepUy — OpraHOMerans,
KOXKHBIE I3MEHEHN s, IVIeTOPa, YePThI 9HJOKPUHOIIATIN).

Knunuueckoe nabnwooenue Ne 2. TTaunent K., 1980 r.p. C deBpana 2008 r. BrepBbIe
HOYyBCTBOBAJI OBICTPYIO YTOM/IIEMOCTD, CTA00CTb B MKPOHOXKHBIX MBIIIIIAX, CTA/IO TPY/-
HO MOJHMMATbCA 110 JlecTHULE. B okTsa6pe 2008 I. MOSBMINCH CYFOPOTY B MKPOHOXHBIX
mbininax. C Hos16ps 2008 1. mosiBUIach c1aboCTb U OTEYHOCTD B CTOMAX, OLIYIIeHIe OHe-
MeHMs, IoKanbiBanuA. O6palancsa K HeBPOJIOTY IO MeCTY >KUTE/NIbCTBA, IOMydal Tepa-
nuio — BuTaMuHbl rpynmnsl B. C ¢espans 2009 r. Hapocia ¢1abocTb B CTOIAX, IIPY X0fb0e
MOABWICSA cTennax. [Ipy HeBponornyeckoM oCMOTpe: CO3HaHMe CHOE, KOHTaKTeH, aJleK-
BaTeH, OPMEHTMPOBaH. Bpicime MO3roBble QYHKINMM He HapylleHbL. leMuaHoOIICHY HeT.
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3pauky okpyrble d = s. Peakuys 3padykoB Ha CBeT COXpaHeHa. [|BIDKeHNA I7Ia3HbIX A0/10K
He orpaHudeHsl. [lonynros, cuMnrom pecHur ¢ 2-x ctopoH. Hucrarma, gumionum Her.
Imoranmne, ponanys He Hapymensl. Uvulae geBumpyet Brpaso. S3bik Brpaso. Cua Bepx-
HUX KOHEeYHOCTel! monHast. [ly6okne pedriekcsl He BhI3bIBatoTcsl. CHIDKeHa Cila B cruba-
Te/AX ¥ pasrnbaTeax cTol 0 2 6ajUIoB, MableB ¢ 2-X CTOpoH fo 0 6a/u1oB. MblevHas
cmta B m. ileopsoas cH>KeHa 710 3,5-4 6a/710B ¢ 2-X CTOpOH. I1aToNorn4yecKux sHaKOB HeT.
IvnepnaTua B KMCTAX U CTONAX II0 TUILY II€PYATOK M HOCKOB. HapyieHo mplmeyHo cy-
cTaBHOe YyBCTBO B cTomnax. C era 2009 . oTMeyasn MoBbIIlIeHNe TeMIlepaTypbl fo 37,2°C.
C mapta 2010 1. — paccTpoOiCTBO YHKINYU Ta30BBIX OPTaHOB, 13-3a CTAOOCTM B HOTAX
[IPecTas CaMOCTOATENbHO nepenBuraTbest. [1o ganusiv MPT 22.02.2009 1. BbIsABIIEHBI 06B-
eMHbIe 00pa3oBaHus B S1 ¥ eBOII TOAB3OIIHON KOCTH.

B mexabpe 2010 r. B HeBpoIOrMYecKoM craryce: od = 0s, Ierkoe CXOpsIeecst KOCOIa-
3ue 3a cuet 0s. PoTopeakunsa cHkeHa. Jusaprpua. [unorpodus muieBoit MycKynaTypsl.
Iuddysubie arpoun Mplly. Bsbii TeTpanapes — pyku 2,5-3 6aiia B IPOKCUMaTbHBIX
oTpenax, 5o 0—1,5 6a110B B KuCTAX. B Horax — NIpOKCHMaJIbHBIE OTAENbI 3-3,5 6aa, guc-
tampHO — 0-0,5 6a/U10B. MBIIIEYHDIT TOHYC CHIDKEH. [UnepecTe3ns CTOI ¥ TO/EHel OT
BEpXHell TPeTH, TUIIOCTe3N:A KUCTel. MbIIIeqHO-CyCTaBHOE YYBCTBO CHIDKEHO. 3aK/TI0ye-
HIle OKY/IICTA — OU YacTUYHaA aTpodus 3puTenbHBIX HepBoB. I1o sanabiM DHMI, npu-
3HAKM IPyOOro aKCOHATbHOTO MOPAYKEHNA CEHCOPHBIX ¥ MOTOPHBIX BOTIOKOH Hepudepn-
YeCKMX HEPBOB BEPXHUX M HIDKHUX KOHEYHOCTEN € 2-X CTOPOH IIO/IMHEPONIaTUYECKOTO
XapakTepa. BbIsBaHHasA aKTMBHOCTD C MBIILII] KMCTeEN U cTon oTcyTcTBYeT. [Ipn Y3 opra-
HOB OPIOIIHOI OIOCTY — JBYCTOPOHHMUII TUAPOTOPAKC, FellaToCIIeHoMeraus, suddys-
Hble 3MeHeHNA IedeHN, acuuT. Mopdoornueckux faHHBIX 3a MIETIOMHYI0 60J1e3Hb I10-
ny4eHo He Ob110. [Tpy crivpaibHO KOMITBIOTEPHOIT TOMOTpaduu KOCTell Taza — B IIPaBOii
MOJIOBMHE Tena S1 MO3BOHKA yYacTOK OCTEOIUTIYECKON NeCTPYKIMN 2,5 CM, pacIIpocTpa-
HAIOLMIICA Ha MPaBYI0 HOXKY YT C Ha/IM4MeM MATKOTKAaHHOTO KOMIIOHEHTa B IIPaBOM
MEXII03BOHKOBOM OTBEPCTUM. B Kpblie /1€BOII IOIB3MOMIHON KOCTY YYaCTKI OCTEONTNUTH-
YeCKOTO M OCTEOCKIEPOTUUECKOI0 XapaKrepa 1o 2,5 cM. B Tese y1eBoil OAB3/I0IIHOM KO-
CTU y4acTOK ocTeockaeposa 1,2 cm. Kputepuanbao Bepudnuuposan POEMS-cuupipom
C AKCOHAJIbHOI CEHCOMOTOPHOII MTOJIMHENPOTIATIEN, TIEPUDEPUIECKUM TeTPATIAPE3OM.

Knunuueckoe nabnooernue Ne 3. bonbaoii C., 50 ner, O6paTI/[)'ICH 3a MEIUIIMHCKOM I10-
MOLIIBIO C >Ka/100aMyl Ha Kallle/lb, YBelM4YeHe TIOMBIIIeYHBIX ¥ ITaXOBBIX TNM(aTIHIeCKIX
Y3710B, HapacTallye OTEKM HIDKHUX KOHEYHOCTEN, eXKe[HEBHbIE IIO'beMbl TEMIIEpaTy-
pot Tena o 38°C. Ilpn ocMoTpe — KOXKHbIE ITOKPOBBI C MATHUCTO-TeMOPPArniecKIMM
BBICBIIIAHVAMY, BBIPQKEHHBIVI OTeK MOLIOHKM ¥ TojeHeil. JInMQoysibl BceX Hapy»KHbBIX
TPYyII yBelndeHbl, 6e300/1e3HeHHbI, MOABIDKHBL [Ipyu Y3V 6pIoniHoil MONMOCTY BBIsABIIE-
HBI TellaToOMerams, CIUVIeHOMeranusA. B BopoTax ceme3seHKM ¥ BOMM3Y TOMOBKU IOJKe-
JIYBOYHOI >Kele3bl yBemudeHHble 1o 11-15 MM nmumdoysnsl. [Ipu KT opranos rpypgHoi
KJIETKV — MHO>KeCTBEHHbIE MeJIKVe CyOIIeBpalbHble 04ary ¢ 00eMX CTOPOH, yMepeHHOe
yBelMM4YeHNe BHYTPUTPYAHBIX MMMEPATUIeCKUX y370B. IIpy MUKPOCKOIMYECKOM JICCIIe-
IOBaHUM OMOIICMPOBAHHOTO MMM(OY3/Ia BBIABIEH TMAINHO3 COCYLOB, He3HAYNTENIbHOE
pacuimpenne Me>X(GOIMKY/ISIPHON 30HBI C IOBBIIIEHVEM COfepXKaHMEeM IITa3MOLIVITOB.
B napaxoprukanpHOil 30He Ha (POHE METKMX TMMQOUIHBIX K/IETOK 00HAPY>KMBAIOTCA pac-
CesiHHbIE OIMHOYHBIE K/IETKM, IMEOLIIie CTPOeHMe MMMYHOO/1acToB. 1o pesynbpraram nm-
MYHOTMICTOXVIMIYECKOTO MCC/IEOBAHNA: MOP(OIOrNYecKas ¥ UMMYHOTUCTOXUMMIYeCKast
KapTVHA COOTBETCTBYET I'MCTO/IOTMYeCKOMY AuarHody 6onesun Kacimana. C yueToM BbI-
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P@XEHHOTO OTE€YHOTO CMHAPOMA U M3MEHEHUI KOXXI OBUIO BBICKA3aHO IIPeIIOIOKEeHNe
o passutuy POEMS-cunppoma. [I1s ero mogTBepsk/jeHNA SOMOMTHUTETBHO BBITIONTHANACH
OHMI. Beiny BBIABIEHBI CHYDKEHA aMIIIUTY/bI OTBETa MBIIILIBI ¥ CKOPOCTH NIPOBENEHNA
MIMITy/IbCa Ha OTpe3Ke «TO/I0BKA Majo0eplioBOil KOCTY — IOAKOJIEHHAs SIMKa». 3aKJIio-
yytenbHad OHMI saperucrpupoBsana pasBuTiE HapyLIEHNII IPOBENEHNUA U IO YYBCTBU-
Te/IbHbIM BOJIOKHAM MKPOHOXXHOTO HepBsa. Pesynprarel SHMI mo3Bonmmm auarHocTupo-
BaTb B Hayaje 3a00/leBaHMA MPU3HAKY TOTBKO MMUHVMMA/IBLHON [AVICTAaIbHON CEHCOPHON
HO/IVHEPOIIaTUY HVDKHMX KOHEYHOCTel! M HapylleHMs IPOBefeHMs 10 Mano6epIioBbIM
HepBaM C IByX CTOPOH Ha JIByX YPOBH:X, 60/lee BbIpa)KeHHbBIe CIipaBa. B guHaMumke 3a60-
neBaHus ganHble SHMI mo3BommIu cenaTb BHIBOJ, O PasBUTUM U CTOKOM COXpaHEHUM
y 60/IbHOTO B TeYeHMe MOC/IeAYIOMMNX 9 MecsIleB JOCTOBEPHOTO YXYALIeHN HeBPaIbHOTO
IPOBeJieHNs 110 MOTOPHBIM BOJIOKHAM Ha YPOBHE Tap3a/bHbIX 1 PpUOYIAPHBIX KaHAJIOB,
a TaKXXe yXyZALIeH)e IPOBeleHN:A 110 CEHCOPHBIM HepBaM HIDKHMX KOHEYHOCTE. ITO yKa-
3bIBAJIO Ha pasBUTHUE y OOIBHOTO AMCTANBbHOI MOTOPHO-CEHCOPHON aKCOHA/IbHO-JeMIe-
MVHMU3VPYIOLIEl OMMHEPOIAaTUM HYDKHUX KOHEYHOCTEN.

BroppiM Ba)kHBIM KpuTepueM, HnoaTeepkpamomuM POEMS-cunipoM, cTama MOHO-
K/IOHa/IbHaA IJIa3MOK/IeTOYHasA npoydeparis, KoTopas OblIa BbIABIeHa Yepes 1,5 roga
OT Havaja 3aboneBaHysl. TpeTuil [UArHOCTUYECKUIT KPUTEPUIT — OCTEOCKIepo3 — OBl
IOKa3aH PEHTTeHOJIOTMYeCK) IO YBEINYeHUI0 KOPTUKAIBLHOTO CI0s 60Iblne6eploBoil
1 Mato6epIioBOIt KOCTelt, TakKe uepe3 1,5 roma ot Havasna 3aboneBanus. YeTBepThIM mma-
THOCTUYECKMM KpUTepyeM ABIUIACh TOKa3aHHasA MOP(OIOTMYeCKY ¥ MIMMYHOTMCTOXVMIU-
veckn 6one3Hp Kacimana. ITarsii kpurepuit POEMS-cunapoMa u ero BefyIumii marore-
HeTUYEeCKUIT 37IeMeHT — aKTUBAIMA IPOJYKIVM (GaKTOpa POCTa COCYAUCTOTO SHIOTENA
(VEGF) — 6b11 onpefiesieH MMMYHOTICTOXMMIYECKY Ha cpe3aX OMOICHPOBAHHOTO JINM-
doysna yxKe CIycTs MecAll OT Hayasa 3a6oneBanys. TakuM 06pa3oM, Y JaHHOTO 6OTbHOTO
Hammare POEMS-cungpoMa 65110 OKa3aHO OfHOBPEMEHHBIM IIPUCYTCTBUEM BCeX IIATH
6onbux Kpurepues. [Ipy sToM HeBpoIOTMYeCKIe TPOSABICHNS OABINCDH M CTaIM Ha-
pacTarb depes 8 MecsleB OT Hayana 3aboneBaHus. VI3 ManblX KpUTEpUeB AUATHOCTUKY
POEMS-cunppoma y faHHOTO 6OIBHOTO MOXKHO OTMETUTb OpraHOMETrasyio, IpefcTaB-
JIEHHYIO CIVIEHOMETAa/IMeEN, TellaTOMeTaauell U AUIaTalyell IpaBoro Kenypaodka cepana
(xapayomerameit). BTopbiM Ma/ibIM KpUTepyeM CUUTA/IN VIMeBIINecsa Y 60/IbHOTO OTEKH,
TPeThMM MaJIBIM KpUTepyeM ObI/IO pasBUTHE M30MMPOBAHHON IOHAHON SHIOKPUHOIA-
TVM: OBUIO BBLAB/ICHO CHIDKEHNE YPOBHS TeCTOCTepoHa, nosblienye yposHsa OCI n JIT,
a TaK)Ke Ha/lmn4yyue MUKpoazeHoMbl runodusa no gaHasiMm MPT.

Takum o6pasom, Hamu 6bUIN TTpOaHaMM3VpoBaHbl 3 manyenta ¢ CII u passepHyTOI
KkHNKoi POEMS-cunpoMa, B KIMHIMYECKO KapTHHe KOTOPBIX MIMe/Ia MeCTO sIpKas Mo-
TO-CEHCOPHas MOIMHENPOIaTHA, KOTOpas OblIa MepBBIM U BeAYIINM KIMHNYECKUM CHM-
NTOMOM. Y BCeX IALVIEHTOB VIMET MECTO MOTOPHBIN KOMIIOHEHT ITOJIMHENPONIATUN B BUJIE
CaboCTy KOHEYHOCTEN, IPEUMYILeCTBEHHO AVCTAIbHO, HAPYIIeHN s BCeX BUIOB YyBCTBU-
TETIbHOCTY IIOBEPXHOCTHOI M IITyOOKOI, Tpoduueckne M3MeHEeHUsI KOXKHBIX IIOKPOBOB,
ABJICHMS BereTaTYBHOI (ABTOHOMHOJT) IomHeriponatun. [IposBieHns NonmmHeponaTum
OBV IO TBEPIK/ICHDI TOTIOTTHUTE/IbHBIMU METOJJAMI MCCTIEOBAHMS: SIeKTPOHEIPOMMO-
rpacdueli, y AByX IAlMeHTOB — TUCTONOrn4YecknM rccnegosanmeM N.suralis. [TogrBepx-
meHye Ham4us y nanyentoB POEMS-cunapomMa tpe6oBasio npoBefeH s pyTUMHHOTO 06-
CNIeOBaHMA ¥ OCMOTpa pasHbIMU criennanuctamu. [Iluarnos POEMS-cunppoma craBuics
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KpUTepuanbHO. Bo Beex cmydasx uMenu nposiBieHue Kak 60bliINe, TaK U Majible KpuTe-
pun.

Bo Bcex cy4asx KIMHMYECKU BBIAB/AEMas CEHCO-MOTOPHAsA IOIMHENpOoNaTA Tpe-
6oBaja nposefeHNs fudepeHIanbHON JUATHOCTUKIA C IPYTYMI BUAAMI ITOTMHENPO-
natuii. C y4eTOM BBILIEU3TOKEHHOIO HAMU MOXET OBITh IPeNIoyKeH KOMITIEKC 00cmeno-
BaHMA NALIMEHTOB C HEYTOYHEHHOI IMPUYMHOI CEHCO-MOTOPHOI monuHelponartuu. OH
BKJIIOYAeT BBIIIOTHEHME 3JIeKTpoHelipoMuorpadum, ouomncuio nepudepudeckoro Hepsa,
BBIIIO/IHEHVIe IMMYHOJIOTMYeCKIX MCCIeoBaHmII (onpesiesieHIie YPOBHSI KaIlla u 1aMoyia-
LIelell B CBIBOPOTKE KPOBM M MOY€, OIIpefie/IeHNe aHTUTEN K TaHI/IMO3UAM, PeBMaride-
CK1te IIpOOBI), MICCTIeiOBaHIe 9HOKPUHHOTO CTaTyCca, PyTUHHOe 00CIejoBaH)e BHYTPeH-
HJX OPTaHOB C IPYIMEHEHNEM METOMOB YIbTPa3BYKOBOI U Ty4€BON JMAarHOCTUKIL.

CormacHo MPOBEEHHBIM KIMHUYECKUM HaOTIOeHNSIM, [TOTIMHENPOTIATISI ABIAETCS
rmaBHbIM i1 POEMS-cuHapoMa cMMITOMOKOMIIIEKCOM ¥, KpOMe TOrO, B OT/IMYUE OT
OPYIUX CMMIITOMOB, IEMOHCTPUPYET BBICOKYIO YCTOYMBOCTD B IIPOLECCE TEPATIUIL.
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