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PE®EPAT

MpuBoanTCcsa 0630p nUTEpaTypbl U COGCTBEHHOE HabModeHVe ONUTeNb-
Horo TeyeHuss POEMS-cuHgpoma y naumeHTkn 42 net. Tepanus Tanvmpo-
MUOOM M [eKCaMeTa3oHOM Mmesnia MUHUMarbHbIA KITMHUYECKUI 3dheKT.
MimmyHocynpeccusi U TsxKenble MHEKLMOHHbIE OCIOXHEHUS MpUBENn K

neTanbHOMY UCXOAy.

Kntoyesbie cnosa
POEMS-curHapom, nonuHeponartiid, MOHOKIOHaNnbHasa raMManartus, rena-
TOMeranug, CrieHoMeranus, NepBnYHbIN rTMNoTUPEeos, NePBUYHbBIN FTUMOro-
HaguaM, numdbageHonarng, NNasMoumMToMa, TanMaoMma, LEKCaMeTa3oH.

BBEJIEHNE

B 1956 r. crapuiuii MeIMUMHCKUE pe-
ructpatop bpucTosbekoit KopoJieBeKok
6oJbHKILBLI R. S. Crow onucas aByx 60J1b-
HBIX C TJ1a3MOLIMTOMOH, y KOTOPBIX HMe-
Jlach TshKeJsasi TIOJIHHEHponarusi B co-
YeTAaHUH C PSZIOM JIPYTHX MPHU3HAKOB,
BKJIIOUAIOIIMX MTUTMEHTALHI0 KOKH, CHM-
nrom GeJsibiX HOrTel, JnMbaneHonartuo,
3HAUUTEJIbHOE CHUXKeHUe Macchl Teqia [ 1].
B o6oux camyuasx mpu snekTpodopese
6eJIKOB CBIBOPOTKH KPOBH M-rpajieHT He
BbISIBJISIICS, MTpoTenHypusi benc-JxoHca
TakkKe oTcyTcTBoBasa. TeM He MeHee O1-
HO3HAYHO MCKJIIOUHTH HAJM4YHe MOHOKJIO-
HaJIbHOM raMManatiy B Kak/0M M3 OMH-
CaHHBIX CJIy4aeB Ha TOT MePHOJ, BpEMeHH
6blJI0 HEBO3MOXKHO, TOCKOJIbKY €llle He
MCII0JIb30BANCh  OoJiee  UYBCTBHUTEJIb-
Hble METOJbl MAEHTH(PUKALMH MOHOKJIO-
HaJIbHBIX HMMYHOTJIOOYJIHHOB 1 UX (hpar-
MEHTOB, T103BOJISIIOLLIHE OMPEALTHUTD JarKe
C/IeJIoBbIe KOJNYECTBA.

R. S. Crow npoBes peTpocrnekTHB-
HYIO OLEHKY KJIMHHYECKOH KapTHHbI Y
BCeX MalHeHTOB ¢ MHOXECTBEHHON MHe-
JIOMOH, KOTOpbI€ JIEUHJIHCh B KJIHHUKE 32
nocJie/iHue O JIeT, U MpHILIe] K 3aKJioue-
HHUIO, YTO codYeTaHHe MJIa3MOKJIETOYHOMH
OMYXOJIM C MOJIMHEHpOTIaTHEN He sIBJIsIeT-
cs1 GOJIBILION PEKOCTbIO, MOCKOJIBbKY Ha-
6aiofianoch y 2 u3 14 naunenton. ABtop
MoluepPKUBAJI, UTO OGBIICHUTD MOpaXKeHHe

[eMaToNorM4ecknin Hay4HbIN LeHTp PAMH, Mocksa

HEPBOB MEePBHYHBIM aMHJIOUI030M, KOTO-
pbIfi MOKET coYeTaTbCsl C MHEJIOMOH U ya-
CTO COTPOBOXKIAETCS TOJHHERponaTh-
eil, B JAHHOM CJlydae HeJib3sl, TIOCKOJIbKY
TUCTOJIOTHYECKOe HMCC/IefloBaHHEe KOXKHO-
MBILLIEYHOTO JIOCKYTa U NepU(epPHUIECKOro
HepBa ¢ okpackoit KoHro-pot nasno otpu-
uaresbHbIN pesysbrar. [unepnurmenta-
1M1 KOXKHM, H3MEHEHHEe 1IBeTa HOTTeH H
JIPyTHe CHMMOTOMBI OBbLTH paclieHeHbl aB-
TOPOM KaK MapaHeornIacTHiecKue mposiB-
JIEHHUsI, CBsI3aHHbIE C MJIa3MOLMTOMOM.

Kinnueckne HabJo/ieHnst, NpuBe-
nennble R. S. Crow, MOr/IM ocTaThest Ka-
3YMCTHYECKUMH, eCyii Obl He SINOHCKHE
uceaenoanust. B 1968 r. S. Shimpo na-
6J11071a/1 NalyenTa ¢ TroJuHeldponaruei,
MJ/Ia3MOLIUTOMON W HJIOKPHHHBIMH Hapy-
wenusimu [2]. B 1974 r. K. Takatsuki u
COABT. OMHCAIM ACCOLMALMI0 MHEJOMBI
KaK C HIOKpPHHOMATHEH, TaK U C TUMep-
nurmMenTtauueil Koxxu. OHE BrepBbIe MM0-
CTYJIUPOBAJIH, UYTO TMOA0OHOE coueTaHHe
MO2KeT ObITb HOBbIM cHHIpOoMOM [3]. [To3-
»Ke UMH OblJ1 TpHBeJIeH NMoApoOHbIH 0630p
32 cayuaes 3a00J1€BaHHUS.

CroJib yacToe BbISIBIEHHE JAHHOTO
CHHJIPOMA Y XKHTeJIEH SITOHCKMX OCTPOBOB
TMPUBEJIO K TI05IBJIEHHIO OJIHOTO U3 Ha3Ba-
Huil 3a6oJ1eBaHls — SMOHCKAsi CHCTEM-
Hast 6oJie3Hb, KOTOPOE HCIMOJb3yeTCsl H
oTeyecTBeHHBIMH aBTOpamil [4]. OnHako,
KaK 1okasaJn 6oJiee Mo3faHne HCeae0Ba-
HHUSI, YaCTOTa BCTPEYAEMOCTH CHHAPOMA B
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JIPYTUX STHUUECKUX I'PYINax COMoCTaBUMa C pacrpoCcTpaHeHHo-
CTbIO Y ATIOHIIEB [ D, 6].

Jna  ob6osnauenuss nanHoro 3adoseBanus B 1980 T
P A. Bardwick u coar. [7] npemiokuin akponum POEMS,
npeJcTap/stolnil coooit ab6peBuatypy, o6pasoBaHHyto U3 nep-
BbIX OYKB aHIVIMHCKHX HAa3BaHUI HauboJ1ee TUITHUHbIX IPU3HAKOB!
Polyneuropathy — nosiuneiiponatusi;
Organomegaly — opranomerassi;
Endocrinopathy — suuokpunonarus;
M protein — M-rpanueHrT;
Skin changes — KoxKHble H3MEHEHHSI.

3BYYHOCTb, MPOCTOTA U JIETKOCTb 3arOMUHAHUST a66peBH-
aTypbl 06eCreumn/Iu ee NIMPOKOe pacnpocTpaHeHHe B MeUIUH-
CKOM JIuTepatype, HeCMOTPsI Ha TO YTO B COKPALIEHHH HE MOJIy-
YUJIH OTPaXKEHHsT HEKOTOPbIe BaXKHbIE MPU3HAKH, BKJIOYAIOIIHE
CKJIEPOTHYECKHE H3MEHEeHHUsl KOCTeH, yacToe Hajuune GoJies-
nu Kacriiemana, a Tak:ke KaxeKcHio, BOJISIHKY T0JIOCTEl, TPOM-
GounTo3. HecMoTpst Ha 5TH H3BeCTHble OrpaHHYeHHs], JAaHHBIH
AKPOHHUM [PAKTHYECKH BBITECHWJ GoJiee paHHHE SMOHHMHUYE-
cKue HasBanusi 3abosieBanusi (cunapom Crow—Fukase, 6o-
Jie3nb Takatsuki).

Knuunyeckasn kaptuHa

Manndecraunss POEMS-cunapoMa 06b19HO TPOUCXOIUT B
Bo3pacre 40—>50 set [4]. YacToTa pasiuyHBIX CHMITOMOB MPH
POEMS-cunnpome npescrasiena Ha puc. 1 [8].

[lepudepuueckas mnoJuHedponarus HanGosiee
paHHUE M OCHOBHOH npu3dHak 3abogeBanus. [laumeHTs
»KauyloTest Ha 3s10KOCTb M MOKaJIbIBAHHE B CTYTHSIX, TOJIEHSIX.
[TozxKe NPHUCOENMHSIOTCS MOTOPHbIE HApyLIEHHs, HMMeloliHe
Xapakrep Bsl/IbIX 1ape3oB. B 1ajibHeriieM MOTOpHbIe HapyllleHHsT
TpeBajMpyIoT HajJ ceHcopHbIMHU. [TopaxkeHHe HEPBOB BEPXHHX
KOHEUHOCTEeH BbIPaXKEHO B MEHbLIEH CTENeHH, YeM HHKHHX.
Juiib y HeGoJIbIION YacTH MallMeHTOB MMEEeTCsl HHTEHCHBHAS
HefiporaThueckas 60Jb.

B GosiblHCcTBe cyyaeB 3a60JieBaHHsT OTMEUAETCs MeJl-
JIEHHOE, B TedeHHe psifia JeT HapacTaHue cJ1aboCcTh B HOrax ¢ Mo-
CTeNeHHbIM Pa3BUTHEM MbIllIeYHON aTpodHH, 0COGEHHO 3amMeT-
HO BbIPayKEHHON B AUCTAIbHBIX OTAesax. [1pu rucrosoruyeckom
UCCIleoBaHuK N. suralis BbIsIBJISIETCs KAPTHHA NTEPBUYHOM IeMH -
€JIMHU3aLUK U aKCOHAJILHOM JlereHepalyu 0e3 PU3HaKoB AeMo-
HUPOBAHHST UMMYHOTJIOGYJIMHOB MJTH aMUJIOWHBIX OTJIOKEHHI.

Opranomeraaus. Ilpumepro y 50 % nauuenTos
yBeJIMUEeHbl  [eYeHb, Cejle3eHKa, JMM@aTHYeCKHe  Y3JIbl.
[enaromerasnnst MoxKeT ObITb 3HAYHUTEJILHON M COYETATHCS C
BbIDA’KEHHBIM ~ acluToM. JIumdaneHonaTtns, Kak MpaBHIIo,
renepanusopannasi, B 11—24 % ciyuaeB oGycsoB/iena
MYJIBTHLIEHTPHUECKUM ~ BapHaHTOM  aHTHO(OJIIHKYJISIPHON
runeprnasun JumM@aTnieckux yssos (6ose3nb Kacriemana)
[5, 8] Peke uaMeHenuss B JUMQaTHIECKHX Y3/J1aX HOCHT
HecrelMUIeCcKni, peakTHBHBIH Xapaktep. Haubosee pemko
yBesmuenue aumMdoysinos npu POEMS-cunnpome o6ycioBaeHo
IJ1a3MOLIUTOMOH.

IHaoKpuHonaTtuu.  Hapyuienusi  dyHKuun — keJjes
BHYTpEHHEH  CeKpelMh —  XapaKTepHas — 0COOEHHOCTb
POEMS-cunnpoma, oGHapyKHUBAIOTCSl HECKOJILKO vallle, 4eM
opraHomeraJsus.

[Tockosbky martorenes POEMS-cunipoma HensBecTeH H
3a60J/1eBaHHE JI0CTATOYHO PEIKO, HMEIOTCS CYLLIECTBEHHbIE Me-
TOJMYECKHE TPYAHOCTH B OIpeJle/IeHHH Kpyra XapaKTepHbIX JUlIsi
3a0oJieBaHUsT SHIOKPHHONATHI. JloMOHUTENbHbIE CJI0KHOCTH
CO3JIaeT TaKKe BbICOKAsi pacrpocTpaHeHHOCTb HEKOTOPBIX M3
HUX, HaNpUMep caxapHoro Juabera Trra 2 1 ruIoTHpeosa.

Hau6omnee mnoxpo6uo sumokpuHonatun npu POEMS-
cunapoMe 6bln ommcanbl A. Dispenzieri u coaBt. [8], BbifA-
BHMBILMMH Pa3/IMiHYI0 MaTOJIOTHIO JKejle3 BHYTPEHHeH cekpe-
1K y 67 % nauueHTos, B CTPYKTYpe KOTOPOH — FMIIOrOHaAM3M
(55 %), runekomacthst uau ranakropes (18 %), napyiienus B
TUMohU3apHO-HAAMOUCYHUKOBOH CHCTEMe MO THIY Haarmovey-
HUKOBO# HesloctatouHocTH (16 %). TunoTupeos (ualie nepsuy-
Hblit) oTMeuen y 14 % nauuentos, caxapHblil anaeT U runepa-
patupeos — & 3 %.

PaccrpoiicTBa (yHKIMM MOJIOBBIX »KeJjie3 HauboJsiee JacThbl
1 MMEIOT Ba)KHOe KJIMHHYECKOe 3HaueHHue, MpOsIBJIssCh IpeK-
THJIBHOH IMCYHKIMEH y My>KUHH U HAPYLLIEHHSIMH OBapHaJIbHO -
MEHCTPYasIbHOTO LMK/ Y JKEHIIMH. FIHTepecHO OTMETHTBb, uTO
yaule Bcero npu POEMS-cunapome HeBO3MOXKHO OTpPEE/THTh
BHJI HEJOCTATOUYHOCTH KOPbI HAAMOYEUHHKOB. B Tex ciyuasix,
Korja quddepeHyanys BO3MOXKHA, B OCHOBHOM JTHAaTHOCTHPY-
eTcsl MepBUYHAs HEAOCTATOYHOCTB, MPH KOTOPOH MMeeTcs Xa-
pakTepHasi THIEPIUTMEHTALUS KOKH M CJIM3UCTBIX 000JI0YEK,
TMOBBIILIEHHE YPOBHs ajipeHokopTHKoTporHoro ropmona (AKTI)
1 CHIXKEHHE — TVIIOKOKOPTHKOUAHBIX. ¥ HEKOTOPBIX MallMeHTOB
B fe6tore POEMS-cunapoma napyueHust yHKIMOHHPOBAHMUS
CHCTEMbI THITO(U3 —HA/INTOYEYHHKH OTCYTCTBYIOT M Pa3BUBAIOTCS
TOJILKO MPH JUTUTEJBHOM TeueHHH 3a60/1eBaHHs.

MoHoOKJOHaJlbHAsl MJAa3MOKJeToyHasi mnpoJaude-
pauus. MoHOK/IOHAIbHAS  CeKpelinsl  MMMYHOrIOOyJIMHOB
MMeeTCsT TIPAKTHIECKH y BCeX MauueHToB. Ee 0coGeHHOCTbIO
SIBJISIETCSl KpailHe HU3KHH ypoBeHb, M03TOMy M-rpajreHt
npu sJaeKTpodopese 6eNKOB CHIBOPOTKH BBHISB/ISAETCS JIMIIbL Y
15—20 % maumenToB. B ocTabHbIX corydasix Juist orpe/esieHust

MOHOKJIOHAJIBHBIX UMMYHOTJIO6YIHHOB HeOOXONNMBbI
6osiee  UyBCTBUTEJbHbIC METOJbl HCC/AENOBAHUS, HAMpUMEp
ummMmyHoukcauusi.  Jaxke mnpu  Hamuuud - M-rpaamenta

YpOBeHb MapanpoTenHa, Kak MpaBuo, He TpeBbllIaeT
20 r/n%. KosmmuecTBO MJIa3MaTHUECKHX KJIETOK MO JAHHBIM

LMTOJOMHYECKOI0  MCCJIENOBAHUS  KOCTHOTO MO3rd TakKe
HeBeJsIMKO (MeHaHa okosio 5 %).
KoxHble usmeHenus. Y 50—90 % mnauueHToB

BBISIBJISIETCS THIIEPIIUTMEHTALMS], HATTOMHHAIOIAs H3MEHEHHs
[1BeTa KOXKH IPH 1€ pPBUYHOI HAZIMOUEYHUKOBOH HEIOCTATOYHOCTH.
BecbMa THTHUHBI M3MeHEHUS TPHIATKOB KOXKU: orpy6eH1e BoJIoc,
6esibie HOrTH. OrpyGeHne BoJOC 0COOEHHO 3aMETHO Y 2KEeHIIHH
1 XapaKTepHu3yeTcsl H3MeHEeHUEM CTPYKTYPbI MYHIKOBBIX BOJIOC, B
OCHOBHOM Ha KOKe JIMCTa/LHbIX OTAEJN0B KoHeuHoCTeH. Bosoch
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POEMS-cunpapom

Tabnuua 1. KnuHnyeckre n nabopaTtopHble NPU3HaKKN MNa3MOoKIeTOHbIX Nponudepaumin, accoummMpoBaHHbIX C nepudepryeckon nonnHeponaTmemn
(no A. Dispenzieri, 2003—2008; ¢ U3MeHeHWUIMU 1 JononHeHusmu) [5, 8, 11, 12]

Kpuorno6ynuxemus I,

Mpu3Hak MGUS POEMS MHoxecTBeHHas Mmuenoma AL-amunonpgos’ 11 THoB cD’
Mepudbepnyeckas nonuHeriponarus, % =5 100 1-8 15-20 =25 =25
oropmors () counonerrs s M s s s ?
Opraxomeranus - ++ + ++ ++ ++
/13meHeHns Koxu 1 ee npuaaTkos - ++ + ++ et -

OTeku, acTenns, AcTeHuns, oTeku, Mypnypa, apTpanrus, AcTeHus,

[pyrue cumnTombl Het 3HJ0KpUHONATIY, bonb B KOCTAX, acTeHuns Kapanomuonarms, renatut (HCV-nHdekuns),  noxypauue,

noxyzexue HePOTUYECKIIA CUHAPOM Hedput nnxopagka
[MapanpoTeuHsl IgM > IgG > IgA  1gG > IgA > IgM 1gG > IgA 1gG > IgA > IgM IgM > > 1gG > IgA -
MoHOKnoHaNbKble NETKiE Lenk B75 %'::ny-iaes 895 %lcnyﬂaes B75 %’Znyqaes B75 %/Lnyqaea B75 %Kcnyqaes -
M-rpagueHT, r/n <30 06bI4HO < 20 06bI4HO > 30 06bI4HO < 20 06bI4HO < 20 -
Mna3amouuThbl B KOCTHOM MO3re, % <10 06bI4HO < 5 >10 06bI4HO < 10 06bI4HO < 5 06bI4HO < 5

+++ (CKNEpOTMYeCKne,  +++ (OCTEONNTUYECKME
Ovyarn LecTpyKLuN B KOCTAX Her CKNepoTnyeckme + 04aru, 0CTeonopos, Het Her Het
TIUTU4ECKIE) nepesnombl)

Tpom6ouuTo3 - + - +(++) + -
AHemus - + ++ ++ ++ ++

"AL-amunonzo3 — amunougo3, 06yCnoBneHHbIA OTNOXEHNEM NEerknx Leneil UMMyHOrN06yNNHOB.

" CD — nnasmoKneTo4HbIA TUM MYNBTULEHTPUYECKOI aHTMOONAMKYNAPHON runepnnasuu nuMdarindeckux y3nos (60nesHs Kactnemana).

CTaHOBATCS 60J1ee TEMHBIMU, AJIMHHBIMU H 2KeCTKUMU. [ 1pu 3TOM
BU3yaJslbHO UX KOJIMUECTBO MOXKET CYLLECTBEHHO HE H3MEHSThCSI.
[upcytusm s POEMS-cunipoMa HexapakTepeH.

CumnToM Oesibix Hortedl Obl1 omucan npu POEMS-
cunapome eme B 1956 1. R. S. Crow. On XxapakrepusyeTcst TeMm,
4TO Ha (pOHE MOTEMHEHHS KOXKH KHCTEeH OTUETNBO BUHBI O/l
Hble HOTTEBbIE JIOXKA. MeXaHuaM pasBHTHSI JAHHOTO CHMIMTOMA
HesiceH. [1pn nepBHYHON HAAMOUEYHUKOBON HEOCTATOYHOCTH Y
npejcTaBuTesiell 6e/I0l pachbl TaKxKe U3MEHsIeTCsl UBET HOrTel,
HO OHH CTAHOBATCS He OeJsIbIMH, a KOPHUHEBBIMU 3a CUET TUrep-
MUrMEeHTAlMH HOTTEBbIX MJIACTHHOK. [109TOMY BbIsIB/I€HHE CUM-
nroma 6eJibIX HOITell OJHOBPeMEHHO ¢ Ju((y3HOH TUrepIur-
MeHTallMell KOXKHbIX TOKPOBOB MOXKET HMETb OIpejlesieHHoe
T pepeHIaIbHO -IMarHOCTHIECKOe 3HAUCHHE.

Bosee penxu 1 MeHee criellpUUHbI TJIETOpa, aKPOLHAHO3,
AHIMOMaTo3, HATIOMMHAIONIMI TTOpaykeHHe KOXKH TIPH capKome
Kanoiuu.

Jdpyrue cumnrombl. Cpead Mpouydx  MposiBJeHHH
JIOCTaTOYHO ~ YACTO  BBIIBJSIIOTCST  OCTEOCKJEpPOTHUECKHE
M3MEHEHHUsT KOCTeH, HHOIJa B COYETAHHH C OCTEOJH30M
M KpailHe peako — TOJbKO oudaroBasi pesopOuusi. ¥
50 % NalUEHTOB MOXKHO OOHAPYXKHUTh TPOMOOLUTO3  (J10
500—600 X 109/n1). CTou1b 2Ke uacTo BCTpeuaeTcs 0TeK AUCKOB
3pUTEJIbHBIX HepBOB. KJ/IMHMYECKH BaKHBIMU MPOSIBIEHUSIMU
SIBJISIOTCS BHECOCY/IMCTbIE CKOIJIEHHUS] »KUIAKOCTH — aCLMT,
THAPOTOPAKE, pexKe MMAPONEPUKApPL, BEPOSITHO 06YCI0BIEHHbIE
runoasbLOMyMUHEMUEH u MOBBILIEHHOH COCYIUCTON
MPOHUIIAEMOCTbIO. B codeTaHnn ¢ BbIpaKEHHBIM CHHXKEHHEM
Macchl TeJ1a 3a CUeT MOTepPH JKUPOBOH KJIETYATKH U MBILIEYHOH
aTpocuell 3To MpUAAET NalleHTaM XapaKTepHbIH BHELTHUH BHL.

Eite ognnmM npusHakom 3a6osieBaHUsT, HEMAJIOBAKHbBIM 15T
MPOTHO3a, SIBJSETCS MOPayKeHHe AbIXaTeJbHON CHCTEMbl B BHJIE
JIETOUHOH M'HIePTEH3UH, BbIPAXKEHHOCTH KOTOPOH KOPPEIUpPYeT C
ypoheMm IL- 183, TNF-a, IL-6, VEGF, a rakxke nuesmocu6posa,
MIPUBOJISIIIIETO K BbIPAXKEHHOMY CHIKEHHUIO TU(P(Y3HOHHOH CI10-
COOHOCTH JIETKHX.

[TopaxkeHue novek B KNIMHUUECKOH KAPTHHE HE JOMUHUPYET,
HO BCTpeyaeTces yacTo. XapakrepHa npotennypust (81 % caryda-
eB) ¢ moTepeli MeHee 2 1 6eJsiKa B CyTKH, Oosiee pesika MUKpore-
matypusi (30 % ciydaes), IpH ATHTENLHOM TeUEHHH 3a60J1eBa-
HHSI MOXKET Pa3BUTHCS XPOHHYECKAst TOUeYHAs HeIOCTaTOYHOCTb.
[Ipu rucrosiornyeckom nceseoBaHnK GHONTaTa TOUKH OOHAPY-
JKMBAIOT SHAAPTEPUUTONOAOOHBIC H3MEHEHHS B MEJIKHX apTepH-
SIX COCYIMCTBIX KJIyOOUKOB.

www.medprint.ru

[Tomumo Backysonatun npy POEMS-cunnpome B 20 %
CJly4aeB BO3MOXKHO PAa3BUTHE TSKEJbIX apTepUHalibHbIX TPOMOO-
30B pasyiuHoi Jokanusaiw [9, 10].

AnehghepenynansHbii AUarHo3 n JUarHoCTHYECKUE KPUTEPUH

Juddepentmanshpiii muarnos POEMS-cunapoma BkIouaeT
TMOJIMHEHPONaTHH, aCCOLMHPOBAHHBIC ¢ MOHOKTOHATLHON ramMmma-
natueit HeyrouHeHHoro sHadenust (MGUS — ot anri. monoclonal
gammopathy of undetermined significance ), MHO>KeCTBEHHOI MK -
€JIOMOI1, MyJIETULIEHTPUYECKHUM BapPHAHTOM aHrHOMOJUIHKYJISIPHON
THIIEPIIa3HH JIMM(ATHYECKHUX Y3JI0B, KPHONIOOYJIHHEMHEH, Mep-
BHYHBIM aMH/10M1030M (TabJ1. 1), @ Takke XPOHHUECKYI0 BOCMA/H-
TeJIbHYIO JIeMHEJIMHH3UPYIOLLYIO MOJUHEeHPONaTHIO.

Crniektp 3a6osieBatui, NPH KOTOPBIX MOJHHEHPONATHS CO-
YETACTCs! C MIa3MOKJIETOUHBIMHU MPOJH(EPALHIMH, J0CTaTOUHO
ILINPOK, TO3TOMY HMMYHOXHMHUYECKOE MCCE0BAHNE ChIBOPOTKH
KPOBH U MOYH HEOOXOAMMO BO BCEX HESCHBIX CIyyasix IeMHe/H-
HU3UPYIOLLEH TOJIMHeAPONaTHH.

CucreMHOCTL MopakeHust TpeOyeT HCKIoueHust auddys-
HbIX 3a00JIeBAHUI COEIMHUTEJLHON TKaHH, B MEPBYIO oyepellb
CHCTEMHOH CKJIEPOJAEPMHH, a TAKXKE CHCTEMHbLIX BACKYJHUTOB C
nopaKeHueM MeJIKMX U CpeIHUX cocynoB. BoisiBienune POEMS-
CHH/IpOMa 00JIeraloT IMarHoCTHIECKHE KPUTEPHH (Tabi1. 2).

Tabnuua 2. AnarHoctuyeckue kputepum POEMS-cuHpgpoma [11]

MonuHeiponatus

MoHoKnoHanbHas NnasMokneTo4Has nponudepaums (noyTy scerga A)
CKnepoTnyecKmne M3MeHeHUs KocTei

BonesHb Kactnemana

BonbLune kputepumn

Mosbiwenne VEGF

OpraHomeranusi (CrneHoMeranus, reMatoMeranis uam numdageHonarns)
VBENMYEHME BHECOCYANCTOr0 06bEMa XXUAKOCTY (OTeKI, NeBPaNbHBIN BbINOT AW acLuT)
OQHA0KpUHONATUY

KoXHble N3MEHeHNs (runepnurmeHTawus, runepTpuxos, rMomepynonaHas
remMaHruoma, nneTopa, akpounaHos, WenyLieHue, Genble HOrTH)

Manble Kputepuu

OTeK Ancka 3puTeNnbHOro Hepea
Tpom6ouuTo3/nonuumtemMus

[narHos sABNseTcs JOCTOBEPHLIM NMPYU HANNYUI HE MEHEee Tpex 60NbLUNX KpuTepues
(npuyem NonNHeponaTMs U MOHOKNOHANbHAA raMmanarus ABNAOTCS 06a3aTenbHbIMI)
W 0fIHOro mManoro.

MporHo3

POEMS-cunnpom umeer aMTeqbHOE XPOHHYECKOE Teye-
HHE ¢ MeIMaHOH BBDKMBAEMOCTH B cpeaneM 13,8 mer, uTo mpu-
MepHO B 4 pasa BBbIlIE 10 CPABHEHHIO C BbIKHBAEMOCTBIO MPH
MHOKECTBEHHOI MUesioMme [8].
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Kntwoun k natorenesy

Artuosorusi u narorenes POEMS-cunipoma B HacTositiee
BpeMs HeuadBecTHbI. Bosiee Toro, okoHuatesbHO He pelieH BO-
npoc, K KakoH Tpymre OTHOCHTCS 3aboJsieBaHHe — TMJ1a3MO-
KJCTOYHBIM OMyXOJIIM MJH AU(PQPY3HbIM 3a00/€BaHUSIM COe-
JIMHUTENBHOH TKaHH. HeckoabKko XapakTepHbIX 0COGEHHOCTEMH
POEMS-cunapoma, mo MHEHHIO TPyMIbl HCcaeoBaTesell U3
KJAMHUKK Metio, SIBJSIIOTCSl KJlOYaMKM K ero naroreHesy. Bo-
NepBbIX, MOUTH Y BCEX MALUEHTOB MPH UMMYHOXHMHUYECKOM HC-
CJIEJIOBAHUH  CBIBOPOTKH KPOBH OIpeJe/IsieTcsl Jierkasi Lerb
MUMMYHOTI06Y/IMHOB-A. Bo-BTOpBIX, BO BCex ciyuasx 3abode-
BaHUsl BbIIBJIsIETCs] yBeIMueHne yposHst IL-6 1 snnoTemanbHo-
ro cocymucroro daxropa pocra (VEGF). B-tperbux, POEMS-
CHHJIPOM YacTO COYETAETCS C OCTEOCKAEPOTHUECKOH MHEJOMOH
u/unn anrnodoTMKYISPHOl THMeprIasueil TUuMbaTHIeCKHX
y3J10B (60s1e31b Kacriiemana).

Hannune MoHOK/IOHAIBHOM TraMManaTHy SIBJSieTCS, 110
BCeH BUIMMOCTH, 00si3aTesibHbiM 111 POEMS-cunnpoma, xotsi
B JINTEPATYPHBIX JIAHHBIX 110 3TOMY BOIPOCY MMEIOTCsI HEKOTO-
pele TmiporuBopeunsi. PpauilydcKasi rpymnna 1o HCC/leI0BaHHIO
POEMS u uccrienoBaresn U3 KJIMHUKA Mefio npernodsaraior,
4TO 3TO OJIUH U3 KapJMHA/IbHBIX PH3HAKOB, BCTPEUAIOLIHHCS B
100 % caryuaes (uanie Beero BoisiBasetcst PIgAA nian PlgGA) [4,
13]. B 10 2Ke Bpemsl SINOHCKHE aBTOPbI OTMEUa MOHOKJIOHA/b-
Hylo cekpeuuio ik B 75—80 % cayuaes, a B 15 % ciyua-
eB HUMeJsla MeCTO TIOJIMKJIOHANBHAS THTIepraMMarao6yanHeMus.
[TocKo/IbKy MOHOK/IOHAJIbHAST CeKpelust Y GOJBIIHHCTBA Malt-
eHTOB HesHauuTebHa, B 31 % ciyuaes ee MOXKHO OGHAPYKHTH
TOJIBKO TIPH UCTOJBb30BAHHK MeToia HMMyHOo(UKcauuu [7]. [Tpu
5TOM B 4 % cJiyuaes jlae ¢ MoMOILbK HMMYHO(DHKCALHH STIOH -
CKHe HCCJIeJIOBATE/H He CMOTJIH BBISIBUTH MOHOKJIOHAJIBHYIO Cée-
kpeuuto [ 14, 15].

[TonoGHast auccolMaLUsT MEXKILy BbIPAKEHHBIM MYJIBTH-
CHCTEMHBIM TOpaKeHHeM C XapaKTepHOH 3arnoMHHaIOLIeN -
sl KJIMHUYECKOH KapTHHOM W MPH 9TOM yMEPEHHOH, J1axKe CKyl-
HOM ceKpelrell napanpoTerHa Mo3BoJisieT MPeoNoKITh, HYTO
POEMS-cunipom mnpencrapyser coboil 3abosieBaHue, OTJIH-
yajoleecsl OT MaparnpoTeMHeMHuecKux remo6maactodon. Heco-
OTBETCTBHE MEKJy CTEMEHbIO OPraHHBIX MOPaXKEHHH W YypOB-
HeM cekpeluu mapanporenna commkaer POEMS-cunnpom ¢
MEePBUYHBIM aMHJIOMI030M, HO B OTJIMUHE OT TOCJEAHEro Mpu
POEMS He o6Hapy:KHBaIOTCS TKAHEBbIE E€MO3UTBI, BKIIOYAI0-
1111€ HMMYHOTJIOOYJIHHBI UJTH UX (hparMeHTHhI.

Euie oGosee sasctBeHHO camocrositesibHocTs POEMS-
CHHJIpOMa TPOCJ/IEXKMBAETCS NIPU aHA/IM3€e YPOBHSI T171a3MEHHbIX
LMTOKMHOB. F3BeCTHO, UTO TPH MHOXKECTBEHHOH MHEJOMeE MOo-
BBILLIAETCST YPOBEHD MPOBOCMAINTEIbHBIX LINTOKHHOB. OIHAKO Y
60sbHBIX ¢ POEMS-crHipoMoM HMeeTcst cTaTHCTHIECKH 3HAUH -
moe noBbitienue yposhsi 1L-18, TNF-a, u IL-6 no cpaBHenHio
C TIALMEHTaMH, CTPAAIONIMMH MHOYKECTBEHHON MUesoMol [ 16].
Hau6onee uacto npu POEMS-cunnpome o6HapyKUBAIOT yBe-
auuenvie yposust VEGE, npuuem ero cumxkenue Ha oHe ycrern-
HOH Teparnuu npeaBelaeT XopoIHii KIMHUYeCKHil otBeT [17].

VEGF — oauH 13 uneHoB ceMelcTBa CTPYKTYPHO OJIM3KHX
MexKly coO0H 6eJIKOB, KOTOpPbIE ABJIAIOTCS JIUTaHIAMK U1 CeMei -
ctBa peuentopoB VEGE VEGF BausieT Ha pa3BuTHe HOBBIX KPO-
BEHOCHBIX COCY/IOB (@HTHOTeHe3) U BbKMBAHHE HE3PEJIbIX KpOBe-
HOCHBIX COCYJIOB (COCYaHMCTast TIOJYIeprKKa ), CBSA3bIBAsICh C JBYMsl
GJIM3KHMH T10 CTPOCHHIO MEMOPAaHHBIMH THPO3UHKHHA3HBIMH pe-
uentopamu (petienropom-1 u penenropom-2 VEGF) u akrusu-
pys ¥X. DTH PELENTOPbI SKCMPECCHPYIOTCS KJIETKAMH SHIOTENHS
CTEHKH KpoBeHOCHBIX cocynoB. CasspiBanue VEGT ¢ perientopa-
MH 3aIycKaeT CHTHaJbHBIH KacKajl, KOTOPbIH B KOHEYHOM HTOTe
CTHUMYJIHPYET POCT SHAOTEIHAIBHBIX KJIETOK COCY/IOB, X BBKHBA -
HUe U npoJindepalinio. Boicokast nposdepaTHBHAs aKTHBHOCTD
9HJI0TEJIMOLIUTOB IPUBOJUT K UX OoJiee ObICTPo# rubesd, cBoeo-
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6pasHOMy IHIOTENNO03Y, HA (POHE KOTOPOTO BO3MOXKHO Pa3BUTHE
MHKPOTPOMO030B, 0OYCJIOBJIEHHBIX, C OAHOH CTOPOHBI, BbIOPO-
COM TPOMOOTEHHBIX CyOCTAHILIMH, COEPKAIUXCS B SHOTEIHOLH -
Tax, a ¢ JIPyroil — yMeHbllI€HHEM MECTHOH SHI0TeNMH3aBUCUMON
TpoMOOPE3UCTEHTHOCTH. Bee 9T0 B H3BECTHOH Mepe HaroMHHAeT
MHKPOBACKYJIUT U MOXKET OOBSICHUTL CUCTEMHOCTD TOPAXKEHUST 1
00s13aTesibHOe BOBJIeUeHHe NepU(epuuecKoil HEpBHOH CUCTEMBI,
x0T, Koneuno, POEMS-cunnpom u3-3a oTCyTCTBHUSI MePBUUHBIX
BOCMaJIMTE/IbHbIX H3MEHEHHUH B COCylax He MOXKeT ObITh OTHEeCeH
K KJ1aCCHYECKUM CHCTEMHBIM BaCKYJIHTAM.

M3BecTHO, 4TO MoJiMHeliponaThs HaOJ/0aeTCsl TPH MHO-
TMX BACKYJIMTaX, MPOTEKAIOLIUX C MOPaKeHHEM COCYL0B MEJIKO-
ro Kaamuopa,  CBsi3aHa ¢ OTJI0KeHHEM HMMYHHBIX KOMITIEKCOB B
vasa nervorumm M 3MHHEBPHUH C MOCCAYIOUIeH aKTUBALUEH MO-
HOLIUTOB, BBICBOOOKICHHEM TPOBOCTAINTEBHBIX IUTOKMHOB
00pa3oBaHUEM XeMOATTPAKTAHTOB, MUTpalLHell HeHTPOPUJIOB.
OcHoBHast posib B pa3BUTHH AKCOHAJBLHON 1€MUENTUHU3ALMH OT-
BOJIUTCSI MIIEMHUH, 0OYCJOBJAEHHOH KAETOUHOH HHMUIbTpaLUeh
1 TPOMOO30M MeJIKMX COCYNOB, NUTaiolnx HepBbl [18]. Kpome
TOTO, B CBfI3H C MeHblIeH 3(h(eKTHBHOCTBIO reMaToHeBpallb-
HOro Gapbepa B CPaBHEHHH C reMaTo3HIe(aIHIeCKUM TPOCTOe
paspylleHHe 3HA0TeJHaNbHON BLICTH/IKH B MeJsbyaillMX vasa
nervorum NpHBOAUT K 3a6apbepHOMY NPOHHKHOBEHHIO CBOOO/I-
HBIX PaJMKaNOB W MATPUUHBIX METAJJIONPOTEHHA3 U paspyllie-
nuto muesinna [ 19].

Baxubie nyisi monumanusi narorenesa POEMS-cunipoma
nantele npuBoasAT Y. Nakamoto u coaBTt., o6Hapy:KuBlIMe B
MeJIKMX apTepHajsbHbIX COCy/lax MoueK nposuepaltio sHaoTe -
JIUSL CO 3HAYUTEJ/ILHBIM CyXKEeHHEM MpocBeTa (puc. 2), MpU3HAKH
MEe3aHTHO0JIM3a MPH OTCYTCTBHHU JCMO3UTOB B CyO3IHAOTEHANb-
HOM npocTpaHcTie [ 15].

He meHee vHTepecHo conocrabjeHHe KIMHHYECKON KapTH-
bl POEMS-cunpoma u 6uodioriueckux sepgpexron [L-6. Dot
NPOBOCNAJNUTEJLHBIA LIHTOKHH, NPOAYLHPYEMblil SHAOTENHAb-
HBIMH KJIETKaMH, MOHOLMTaMH/MakpodaraMi 1 aKTHBMPOBaH-
HeIMH T-KeTkamu, momMuMo 3dekToB, aHasornuubix [L-1 u
TNF-a (muddepenunposka B-kaeTok, Tpancdopmarlius B niaas-
MOLIMTBI, THIIEPTEPMHUS, CTUMYJSLMS CHHTe3a OEJKOB OCTPOH
(hasbl MeveHblo, aHOPEKCHS ), COCOOCTBYET PA3BUTHIO TPOMOO-
uMrosa, yesnuuuaet npoaykuuio AKTT, uro moxer npuBecth K
TUIEPIUTMEHTALUH.

Ocreock/1epo3 1 H3MeHeHHUs! B JIMM(ATHUECKUX Y3J1aX, 110-
JIOOHBIE TeM, KOTOPble UMEIOT MECTO TP MYJILTHLEHTPHYECKOM
BapHaHTe aHTHO(OJIUKYJISIPHOH THIEPIIa3uH, MOKHO TaKxkKe
paccMaTpuBaTh Kak CJIeJCTBHE JJIHTEJbHON MPOBOCMANUTEIb-
Hoil runepuuTokuHemun 20, 211.

Artuonorusi POEMS-cunipoma u3yuena eliie MeHblile, yeM
naroretes. 3 cyliecTByIoUMX T€OPHI IOCTATOYHO HHTEPECHOH
1 B KaKol-TO Mepe yOeIUTesbHO SIBJSIeTCsl O/lHa, PAaCcCMaTpH-
BalOIlasl B Ka4eCTBE OCHOBHOTO 3THOJOTMUECKOTO areHTa BH-
pyc repreca uejoBeka 8-ro tuna (HHV-8 — or aurs. Human
Herpes Virus 8 type).

[TosiBjieHMe 3TOM TEOPUM CBSI3aHO C BbISIBJICHHEM CJyyaes
nepekpecra POEMS-cunnpoma ¢ 6osedubto Kacriemana. Io-
J06HOE coyeTaHHe UMeeT MeCTo, 110 JAHHBbIM Pa3HbIX aBTOPOB, B
11—24 % cayuaes [4, 9].

AurnodosuikysisipHasi  runepriasus  JMMGaTHIECKHX
Y3JI0B NpeJIcTaBJsieT coboi Heomyxo/1eBoe 3ab0/eBaHue, BIep-
Bble OMUCAHHOE 0 CTPAHHOMY CTEYEHHIO OOCTOSITeJILCTB TaK
xKe, kKak 1 POEMS-cunnpom, B 1956 r. rpynmnoii uccienonare-
Jeit u3 bocrona nox pykosozacteom B. Castleman [22]. Haspa-
HHe 3a00/1BAHUSA y2Ke caMo Mo cebe NPernoaraeT, YTo MMeeT-
cs1 (hOJTHKYJISIPHAS THITEPIIIA3UsT TUMOY3JIOB C aTOJOTHYECKH
MOBBILLIEHHOH BHYTPH(DOJIIUKYJISIPHON BacKyJ/sipu3alifei.

Ha ocHoBaHUM KJIMHMYECKHX M PAJHOJOTMUECKUX JaHHBIX
B 3aBUCHMOCTH OT 00beMa MOpPaKeHHs! Pas/nyaloT 04aroBylo 1

KIMHUYECKAS OHKOTEMATOJIOTUS



POEMS-cuHapom

b= . e e 1M &
MyJIBTHLIEHTPHUECKYIO (bopMbl GoJie3HH. [HcTosiornueckoe Hc-
C/Ie/IOBAHNE TMOPAKEHHBIX JMM(ATHIECKUX Y3JI0B T03BOJISIET
BBIIE/IUTb THAJMHOBO-COCYIMCTBIH W TJIa3MOLUTapHBIA BapH-
anTbl 3a6osieBanust [23]. Accoumaumsi ¢ POEMS-cunipomom
XapakTepHa Jyisi MyJIkTHLEHTpHuecKoil dopmbl Gosesnn Kacr-
JemaHa. BaxkHo oTMeTHTB, 4TO MpH aHTHODOJIUKYNSPHON TH-
nepriasud B 27 % cilyuaeB BO3MOXKHO Pa3BUTHE M30JMPOBaH-
HOI noJiHedponatin 6e3 APyrux CHMIITOMOB, XapaKTepPHbIX
st POEMS-cunnpoma [7]. Tlpn mysstrientpudeckoi gopme
00bIYHO MMeETCs1 pacrpoCTpaHeHHOE YBeJHUeHHe JIMM(OY3/I0B
M B HEKOTOPBIX cllyyasix rermaromerasnus. Takxke HaG/ioaator-
Csl CHMIITOMbI MHTOKCHKALMM, BKJIOYasl BbIPA’KEHHYIO yCTa-
JIOCTb, BeUepHHE MOTbI, JUXOPAJKY, MOTEPIO MacChl TeJja, aHo-
peKcHIo. DTH NPU3HAKH CBS3BIBAIOT C MOBBILIEHHOH MPOIYKIHEH
IL-6 [24]. Tunepnponykuus IL-6 Tak:ke o6BsCHSET MOBBIIIE-
nue COD, yposus C-peakTuBHoOro 6eska, GpubpuHoreHa, Tpom-
OOLIMTOB M TUIEPraMMarjoOyJMHeMHIO. Y MalHeHTOB OOBLIYHO
MMEIOTCSl OTE€KH, MasIOuyBCTBUTEJIbHbIE K TETJEBBIM JAHYPETH-
KaM, aHeMHst ¥ ruroasb0yMUHEMHUSI.

B HeckoJIbKHX HCC/e0BaHUsIX ObIJIO YCTAHOBJIEHO, UTO MPH
MyJIbTHLEHTpHYecKo# opme OGosesnn Kacriemana HHV-8
onpesensiercst B 20—50 % cayuaes gaxe npu orcyrersun BUU-
MHpeKLKH, a npu codetanun ¢ BUY-uHdekyeil yacrora BbisiB-
nenus Bupyca HHV-8 nosbimaercs g0 60—100 % [22].

HHV-8 orHocuTest K moaceMeicTBy y-reprecBUpycoB, Kyja
TakkKe BXOAMT BHMpyc Omnurteiina—bBapp. [iurenbHoe Bpe-
Msl B @HTJIOSI3bIUHON JIMTEpaType ero HasblBaJM BHPYCOM, ac-
conupoBaHHbIM ¢ capkomoil Kamoum (KSHV — ot anrn.
Kaposhi Sarkoma Herpes Virus). YHuBepcanbHbIM CBOHCTBOM

Puc. 2. OyaroBoe NoBpexaeHne Mesikov apTepum n atpodmsi KOpKOBOro
cnos noukw [15]:

A — 3HauuTenbHaa nponudepauvs UHTUMbI MEIKOro apTepuanbHOro
cocyfa C pe3kMM CyxXeHuem npocseTa. Jnactuyeckas membpaHa
M Mbille4yHas 060JSiIo4Ka CpaBHUTENIbHO COXpaHHbl. X 200; B — B
pesynbrate aTpoun KOPKOBOrO Crliosi Mouvku Habniogaetca KapTuHa
TYGYNOVHTEPCTULIMAIIBHOTO  OMYCTOLLEHWS,, COCYAUCTblE KNy6GO4KM B
nopKancyribHO 30He CKNepo3npoBaHbl, B CPefHEel 30HE YMEeHbLLEHbI
B pasmMepax u3-3a uwemun. B rny6okux oTaenax KOpKOBOro Cros
BbIABMAOTCA YBEIMHYEHHbIE KIYyOOYKN C UBMEHEHUAMM, XapakTepHbIMU
ans Mmem6paHonponudepaTMBHoOro Hecpputa. x 8

Y-TepIIECBUPYCOB SIBJSIETCS JUMBOTPOITHOCTb. OTIHUHTEIbHAS
oco6ennoctb HHV-8 — crnoco6HOCTb K MPOAyKIMH BUPYCHO-
ro IL-6 (vIL-6). AMuHOKKC/IOTHAST TTOC/I€0BaTebHOCTD VIL-6
na 50 % anasornuna yesnoseyeckomy IL-6, OH BbI3bIBA€T B Op-
raHuaMe CxojHble 3(dexThl, 6aaroaaps cnocoGHOCTH 06pas3o-
BBIBaThH retepoaumepsl ¢ [L-6Ra 1 cBsi3bIBaThCS ¢ perienTopom
gp- 130, KoTophIfi 3KcnpeccrpoBal Ha GubpobdaacTax, KaeTKax
sHp0TeHs M tuMpornTax [ 25]. O6pasyoliiicst KOMIJIEKC aKTH-
Bupyet Suyc-kunasbl (JAK), hochopunupyrouime 6esnok STAT3
(ot anru. signal transducer and activator of transcription —
npeoGpazoBaTe/ib CHTHAJIA U aKTUBATOP TPAHCKPHIILIMHI ), KOTO-
PHIii, B CBOIO OU€PE/ib, TPUBOJHT K TPAHCKPHITLLUH U TPAHCJISILIUH
JokanusoBanHoro Ha 6pl2 rena VEGF [26]. Takum o6pasowm,
npu HHV-8-undexunn noseimaerces ypoenb VEGFE u nabumo-
naiotes [L-6-3aBucumMble addexTsl (puc. 3). vIL-6 npuBoaut K
nposucepaunn B-kaeTok, yBeandennio QoJIHKYJI0B U TUnep-
niasuu UM oysnos. OIHOBPEMEHHO MOBLILIACTCS MPOJIYKIIHUS
VEGTF, BbIsbiBatollero aHruoneorenes, mpoJudepaimio sHAoTe -
JIMOLIMTOB M SHI0TEH03. DKenpeccnust vIL-6 npu 6os1esnn Kaer-
JieMaHa paccMaTpUBaeTCst KaK HeOJ1aronpusTHbIH IPOrHOCTHYE -
cKUi (haKTOp, yBEJINUUBAIOLINH PUCK PA3BUTHS HEXOLKKHHCKOH
Jaumpomel [27].

ManoxuB  BupycHyto Teopuio mnaroreHesa POEMS-
CHHJIPOMA, HaM BCE K€ XOTeJIoCh Obl TIPUBECTH CJIOBA BhIIAIO-
1Ierocst OTeUeCTBEHHOro KiMHWLKMCTAa EBrennst MuxaitioBuua
TapeeBa, HacTONYHBO HATOMHUHABLIETO O TOM, YTO < HH(EKIIMOH -
Hast KOHLIETILUS SIBJISIETCST TAKUM TTOCTOSIHHO I€HCTBYIOIIMM Mar-
HHTOM, KOTOPBIH OTBJIEKAET BHUMAHHe BpaueH W KPYIMHBIX yue-
HBIX OT HeMH(EKIIMOHHOTO areHTa».

B-kneTxa, Wan HHV-8

Puc. 3. Cxema BnusiHus HHV-8 Ha ypoBeHb VEGF [26]
(06BSICHEHME B TEKCTE)
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MENTTPYRTIoR W Puc. 4. padhonormyeckas cTpykTypa 3a6onesaHus
Mok men aTpoipun =l | payneHTK XK.
Fenzromeranun e JIBCT — pndbdpy3Hble 60Ne3HN CoeanHUTENBHOM
P ey TKaHW; CKB — cUCTeMHasi KpacHasi BONYaHka;

PS——— S ——— CC/l — cvcTemHas ckiepogepmus
KONWH
Numcboaperonamms 7?7 I

Demuvenuuuanpylowas  OBCT? (CKB? CCAO?) Muctuoumros X? Uuppos neyeHn? TumdonponudepaTnstoe

JAWATHO3 nonuHeponatus Amunonnoa? 3aGoneBaHue?

POEMS-cunipom oTHOCUTCS K YHC/Ty peikux GosiesHeit. B
3apyOexHOl JnTepaType ornucano Hemuorum Gosee 200 ciy-
yaeB, B OTEUECTBEHHONH — eaMHHYHbIE. Bo3moxkHO, 310 33a60-
JieBaHHe BCTpevaeTcs vallle, YeM JMarHoCTHPYETCs, B CBSI3H C
MJ10X0f MH(OPMHPOBAHHOCTBIO Bpauel pasjMuHbIX CHelHalb-
HOCTEH, 0CO6EHHO HEBPOJIOTOB, B MOJIE 3PEHHsT KOTOPBIX B Mep-
BYIO O4€pe/ib MOTYT 10MacTh 3TH NaLUEHTHl. B 3Tl cBsA3M npu-
BOJIMM Halle HabJIoJIeHHE.

Knuunyecknii cnyyaii

[Taunentka JK., 1965 . p. B aBrycre — centa6pe 2000 r. oGpaTu-
Jla BHUMaHWe Ha MOosiBJIeHHe HapacTalolleil ciabocT B Horax (puc. 4).
Taxke uMeJsIHCh MapecTe3nt U HapylleHHe YYBCTBHTEIBHOCTH T10 THITY
HockoB. Beina o6ceieoBana B HeBPOJIOTMYECKOM CTallMOHApe, rje Ha
OCHOBAHHH JJAHHBIX THCTOJIOTMHYECKOr0 UCC/Ie10BaHUS HKPOHOXKHOTO He-
pBa Obl1 yCTAHOBJIEH JMArHO3 JIEMHEJIMHH3UPYIOLIEH MOJHHEeHponaTHH
HesicHO# sTHOJMorMH. [IpoBesieHHOe Jevenye, BK/IOUaBIIee BUTAMHHbI
rpynnsl B u HefiporporekTopsl, sthdexra He uMmesno. CnabocTb B HIXK-
HUX KOHEUHOCTSIX JIOCTHIVIA TaKOH BBIPAXKEHHOCTH, UYTO Mal[MeHTKa He
Moryia 6e3 I0OCTOPOHHEH OMOLLU BLIITH U3 KBAPTHPDI.

B konue 2003 r. y nauyeHTKH MosiBUINCL HAPYLIEHHST MEHCTPYaJlb-
HOTO LMKJIA MO THITy oJiuroMeHopen. HecMoTpst Ha npoBoaumyio Tepa-
MHIO MperapaTamMy KeHCKHUX MOoJ0BbIX ropMOHOB, B KoHlle 2004 r. KoH-
CTATHPOBAHO PA3BUTHE AMEHOPEH.

OnHOBPEMEHHO ¢ HapyLIEHUSIMH MEHCTPYaslbHOH (YHKIMH T1051-
BUJIMCh M3MEHEHHS] KOKH: THIePIHTMEHTalusl, CyXocTb. Vamenunach
CTPYKTypa IMYLIKOBBIX BOJIOC, MOKPBIBAIOWIMX KOHEYHOCTH. OHU cTanu
ToJIlle U rpybee, XOTs HX KOJIMUECTBO He yBesnuuaoch. [lanuenrtka or-
MeuaJia YeTKyIo XPOHOJIOTHUECKYIO CBSI3b KOXKHBIX M3MEHEHHUH ¢ IPYrUMH
MposiBJIeHUsIMU 3a00J1€BaHHUS, B [IEPBYIO OUEPE/lb ¢ HAPYLLIEHHSIMH MeH-
CTPYyaJIbHOrO LIHKJA.

[TomMUMO H3MeHEeHHIT KOXKH 1 ee TIPUIATKOB BHEILIHUE 00JIMK NalMeHT-
KH U3MEHSI/ICS B CBSI3H CO 3HAUUTE/IbHBIM CHUPKEHHEM MACChI TeJ1a ¥ MbILLIeY -
Ho¥ aTpodueil, 0cOOeHHO IPKO BbIPa2KEHHOI B MaCCHBaX roJieHeil u Geziep.

C 2005 r. ciabocTh B HOrax JOCTHIJIA TAKOK CTEMeHH, YTo Maliu-
€HTKa CTaJla UCIbIThIBAThL 3aTPY/IHEHHSI TTPH TToIbeMe ¢ KpoBaTh. C 3T0-
o Ke BpeMeHH HayaJl yBeJHUMBaThCsl B o6beMe xKUBOT. [1pH KinHuue-
CKOM M YJILTPa3BYKOBOM MCCJIEIOBAHUH BbISIBJIE€HBI 3HAYHTEIbHOE CKO-
TJIeHHE 2KUJKOCTH B OPIOLLIHOM TTOJIOCTH, TeraToMeraJus 1 crjieHoMmera-
amst. [TpoBesieHo HeCKoIbKO MpoLelyp JlanapolieHresa ¢ sBakyauue 10
2 J1 KUIKOCTH, HO CTOMKOT0 3(hheKTa J0CTHYD He YAaa0Ch, ACIUT TakKe
OblJl pe3UCTEHTEH K KOMOMHHPOBAHHON Iy PETHUECKOI TeparuH.

Bouio 3anonos3peno HanuuMe y nauMeHTKd LUppo3a nedenu. s
pelleHust BOMpoca O MpOBEACHHH TPAHCIIAHTALMH MeYeHH B OKTOpe
2007 r. maumeHTKa Oblia rocnuranusuposana B HUM um. H. B. Ckiu-
thocosckoro. C 11eJ/1b10 BepU(UKALIMK IHarHO3a BbITOJIHEHA J1anapocKo-
nuyeckas Guorncust nedeHu. [Ipu rucTosoruyeckom uecseioBaHun 61o-
nTaTa BbIsIBIEHbI PU3HAKH I'elaTHTa yMePEHHOH aKTHBHOCTH, LIHPPO3
NevyeHd H aMHJIOHI03 HCKJII0YEHDI.

Puc. 5. MaumenTtka X., 42 net:

A — o6Lwmn B1A; B — runepnurmeHTaums Koxu u orpybenve Bonoc; C — runepnurMeHTaumsa KoXu KUCTen n CUMnToM 6enbix HOrten; D — CUMMITOM «MOSOWn

cTonbl» (cTona ®dpupaperixa — BbICOKMIA BOTHYTLIN CBOA CTOMbI C NepepasrvbéaHveM nanbueB B OCHOBHbIX hanaHrax u crmbaHmeM — B AUCTaNbHbIX) W

«BYTbINIOYHbIX FONEHEN»
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BriepBble o6pallieHo BHUMaHHe Ha HajMuMe y NalHeHTKH JuMda-
JICHOMATHH C YBEJANYEHHEM JI0 1,0—2 M LIeHHBIX, aKCUJJISIPHBIX, 11aX0-
BbIX JIMM(baTHUECKHX Y3J/I0B. Dbla ocMoTpeHa remMaTos1oroMm H jyist uc-
KJoyeHust umonposndepaTuBHoro 3a6oseBaHms roCMUTATM3HPOBa-
Ha B [emarosiornyeckuii Hayunblit ientp PAMH.

CocrosiHue TpH MOCTYIVIEHHH TsKEJIOe B CBSI3H C HCTOLLEHHEM
(puc. 5). Ilpn pocre 165 cm macca tesa 40 kr. )Kupopasi kieTuaTka
NPAKTHYECKH OTCYTCTBOBA/A. Uepe3 HCTOHUEHHYIO KOXKY JIMLA MOXKHO
ObIJ10 BUJIETD OT/IeJ/IbHbIE MYYKH MUMHYECKHX MbILLILL,

HecmoTpst Ha TO 4TO OCHOBHBIM MOBOJIOM J1/151 FOCTTHTAIN3ALMH MO-
CJIy?KMJIO BBISIBICHHE Y MALMEHTKH JUM(paAeHONATHH, BCE 2Ke BEIYLLUM
CHH/IPOMOM sIBJIS/IACH CEHCOPHO-MOTOPHast IOJIMHEPOTaTHsl.

[Topaskenne nepucepuieckoil HePBHOH CHCTEMbl HMEJIO XapaKTep
JIEMHEJIMHU3UPYIOLLEH CEHCOPHO-MOTOPHOH MOJIMHEAPONATHH ¢ Npeos-
JlaJlaHieM MOTOPHbIX HapyLIEHHH B BUJIe TeTpanapesa lpeuMyllecTBeH-
HO B JIUCTAJIBHBIX OT/eJIaX KoHeuHocTel, Goslee BBIPasKEHHOTO B HOTax
(cuna B kuern D = 3,5 6anna, S = 3 6anna; B crone D = S = 0,5 Gasn-
Ja). JImuTe bHbIi BSIBIHA 1ape3 CONpOBOKAJICS Pa3BUTHEM BbIpaXKeH-
HOM aMHOTPO(UH C XapaKTEPHBIMH «GyTHIIOUHBIMH TOJICHIMH» H <TI0~
JIOH CTOMNO#H» (CM. pHc. D).

Bropoii rpynmoit ciMnToMOB, HMEBLIUX MECTO Y NALMEHTKH, OblIH
SHIOKPHHHBIE HApylIeHus. [ToMuMo BTopuiHOil aMeHOpeH, XapakTepH-
3YIOLIEHCS 3HAUMTE/IbHBIM CHIZKEHHEM MTPOYKLHH JIOTCHHH3UPYIOLLETO
(0,2 MME/ma1 niput Hopme 11,3—39,8) u hOJLIHKYJIOCTUMYJIHPYIOLLET0
ropmoHoB (0,35 MME/ma1 npu HopMme 21,7 —153), y nalMeHTKN IMarHo-
CTHPOBAH MEPBUYHBII THIOTHPEO3 (TabJl. 3).

Ta6nuua 3. Pe3ynstarthl CCNeAOBaHNS FOPMOHOB LLIMTOBUAHON Xenesbl 1
TUPEOTPOMNHOro ropMoHa y nauneHTkm XK., 42 net

Mokasarenb Pesynbratsl

10,8 MmkME/Mn

Hopma
0,27-3,75 mkME/mn

TnpeoTpONHbIA FOPMOH

T, 06wt 46,8 HMONL/N 55-170 HmoNb/N
T, cBOGOAHbIN 6,0 HMOnb/N 10-22 Hmonb/n
T, 06wt 0,1 Hmonb/N 1,0-3,3 HMOMb/N
T, CBOGOAHbIN 1,2 Hmonb/n 1,9-5,7 Hmonb/n

KumHudeckn y nalueHTKH MMeJIMCh TPU3HAKH, MO3BOJISIIOLLHE MTPEJL-
noJiaraTh MepPBUUHYI0 XPOHMUYECKYIO HA/TOYEUHHKOBYIO HEJ0CTATOU-
HOCTb. B X umcsie — runeprnurmeHrauust KoxH, BblpaxKeHHast ofLiast
c1a6ocTh, aprepuasibHas runotensus (Al 80/60 mu pr. cr.). He npotu-
BOPEUHJT MPE/NO/IOKEHUIO 1 ToBbIeHHbli yposenb AKTI (70,6 nr/ma
npu HopMe 710 46). B To xke Bpemsi ypoBeHb KOPTH30J1a OCTaBaJICs B Ipe-
Jiesiax Hopmbl (8.00 — 461 Hmouin/ar; 20.00 — 326 HMOJIb/JI).

$IpKo Gbla mpeacTaBaeHa rpynna CHMITOMOB, CBSI3AHHBIX C H3Me -
HEHUSIMH KOXKH U ee npuaaTkoB. OHa BKJIIOYaJa TUIIEPIUTMEHTALHIO,
M3MeHEeHHs] CTPYKTYpbl BOJIOC, KCEPOJEPMHIO, CUMITOM GeJIbiX HOrTel
(cM. puc. 5).

Caenyrollas rpynna CHMITOMOB, TMOSIBUBLUUXCSI [PAKTHYECKHU
B OJHO BpeMsl, BKJloyasa renatromerasuuio (no paHsoiM Y3M seBas
noJs nedenn — 160 X 60 mm (Hopma 100 X 60 mMm); mpaBast 1os11 —
186 x 120 mm npu Hopme 150 X 100 mM) u crsteHoMerasnuio (pasme-
pbl cesie3eHKH 110 1aHHbIM Y 3K — 205 X 78 mm nipu Hopme 110 X 45),
a TaKKe BbIpayKeHHbIH acluT. B To 2Ke BpeMsl SIBHBIX PU3HAKOB Tieve-
HOUHOH He0CTaTOYHOCTH He HalJopanoch. Vmenach runoanb6ymu-
Hemusi (25—31 /1), Ipu 9TOM ypOBeHb XoJlecTepHHa, IPOTPOMOUHO-
BBII MHIEKC He BBIXOAM/H 3a rpanulibl Hopmel. O6painana na ce6st BHU-
MaHHe JMCCOLMALIUS MEXKJLy CTENEHbIO YBEJIHYCHHUS TTeUeHH H YyPOBHEM
OGHOXMMHMUECKHX TOKasaTeJleil, XapaKTepH3YIOIHX MeueHOUHYI0 (hyHK-
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Puc. 6. [uccoumaums mMexgy pas3Mepamu MeyHeHn U OUOXMMUYECKMMM
nokasatensamu y naumeHTku XK., 42 net
www.medprint.ru

umio (puc. 6). BeposiTHee Beero, B JaHHOM cJjlydae MPUUHHON THITOAb-
OGyMHUHEMHH ObLIO He CHHXKEHHE OEJIKOBOCHHTETHUECKOH (PYHKLMM Te-
yeHH, 00YCJIOBJIEHHOE MEeYeHOUYHOI HEJ0CTATOUHOCTBIO, a MepeKJye-
HUe Ha CUHTe3 GeJIKOB OCTPOil (hasbl, T. K. y MALUEHTKH Obl TIOBBIILIEH
ypoBeHb C-peakTuBHOro 6eJ/ka, (hMOpUHOreHa, a NPH UIMMyHOXHMHYE-
CKOM MCCJIEIOBAHUH BbISIBJISIIOCH IBYKPATHOE M0 CPABHEHUIO C HOPMOH
yBeJiueHHe Gppakumii & - U ,-r1o6yIMHOB.

[TomMuMoO yBe/MUeHHS MEUCHH U CeJIe3eHKH Y MALMEHTKN UMeach
reHepasii3oBaHHast JUMdaaeHonatus. YBeJnueHHbIMU OblIH HE TOJILKO
lLIeiHble, MOAMBILIEYHbIE 1 TIaX0Bble JUM(aTHIeCKHE Y3Jbl, HO ¥ MEU-
acTHHaJbHbIC U 3a0pIOLIHHHBIC, TPHYEM ToC/eHHEe HanboJee 3HAUU-
TeJIbHO (pHc. 7).

Bblnia npoBeieHa SKCLU3HOHHAST GUOTICHST TOMBILLIEUHOTO JTUM(O-
yaJa cripasa. [1cTosornyeckas CTpyKTypa JuMpaTHIECKOro y3/1a ocTa-
Baslach CoXpaHHOH. Onpeessiioch GOJblIoe KOJMUECTBO (POJITHKYIIOB
C peakTHBHBIMHU lileHTpaMK. B mapadonnkyispHbIx o6JacTax — mJa-
CTbI MJ1a3MaTHUECKUX KJIeTOK (puc. 8 u 9). Oco6eHHOCTbIO THCTOJIOTH -
4eCKOI KapTHHBI Obljla COCYIUCTAst peaKLusi, BbIPaxKaBIIasicsi B TPOJIH-
thepauun cocynos (puc. 10).

LluTosoruueckoe Hecse0BaHHE KOCTHOrO Mo3ra OblI0 MaJsloMH-
hopmaTUBHBIM («Cyxoil 1pokoJi»). [Tpu rucrosoruueckoMm U HMMYyHO-
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Puc. 7. KomnbioTepHble TOMOrpamMmbi:
A — rpyoHOM CermeHT. YBenuyeHne nuMOoy3noB BEpXHEro cpefocTeHus;
B — 6ptoLwHON cerMeHT. Ha doHe XMaKoCTU oTaesbHble BHYTPUOPIOLLHbIE
MMAOY3nbl, B 3a6PIOLLMHHON KNETYaTKe MHOXECTBEHHble 3a6poLLUMHHbIE
nMMdpoy3nbl, YacTb B BUAE NaKeToB, pa3mMepbl OTAENbHbIX A0 17,5 Mm
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A. A. Knop3uHcKuii U coaBT.

Puc. 8. licTonornyeckuii cpe3 numdartnyeckoro ysna (06bsCHeHVE B
TEKCTE)

Puc. 11. MncTonornyeckmin cpe3 KOCTHOro Mo3ara (06bsiCHEHUE B TEKCTE)

Puc. 9. VIMMyHOTUCTOXVMMMYECKMI MpenapaTr MMaTU4eckoro yana.
MepokcnaasHein metogd. dkenpeccusi CD38

Puc. 10. TvcTonornyeckuii cpe3 numdaTtvyeckoro ysna (o6bsicHeHWe B
TEKCTE)

THCTOXMMHYECKOM HCCJIEN0BaHUsIX 00palliaiy Ha ce6sl BHUMaHHe ova-
roBble CKOMJIEHHS M1a3MaTHIECKHUX KJIeTOK Ha oHe HECKOIbKO YBeJH-
YEHHOTO KOJIHUeCTBa 3pesibiX Jumporutos (puc. 11). Amusonanoi 1u-
(HIBTPALUK B KOCTHOM MO3re He BBISIBJIEHO.

B 11e/10M BbIsiBIeHHbIE H3MEHEHHST B IMM(ATHIECKOM Y3Jle H KOCT-
HOM MO3re He YKJaJblBaJUCh B KAPTHHY CHELU(pHUECKOr0 MOpaxKeHHsl
npu sumdornposudepaTHBHOM 3a00J€BaHUH U PacLieHHBAJIUCH T1aTOTH-
CTOJIOTaMH KaK peaKTHBHBIE.

XapakrepHas KJIHHMYECKasl KapTHHA M03BOJIs/1a MpearnoaaraThb Ha-
smune y napentku POEMS-cunpoma. OHako noMiUMo JieMHe/THHH -
3upylolieil MoJHHeHPONaTHH BTOPLIM 06513aTe/IbHBIM TTPU3HAKOM SIBJIsI-
eTCsl HaJlMuie MOHOKJIOHAJIbHON rammanatuu. Kak B sumdartnyeckom
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Puc. 12. M'cTonornyeckuii cpes noyek (06bACHEHWE B TEKCTE)

y3Jie, TaK U B KOCTHOM MO3re Y MalHeHTKH OMpPeIe/siIiCh 04aroBbie
CKOTIJIEHHUS 1171a3MaTHUECKHX KJIETOK, HO 6€3 IBHOTO NpeobianaHns sKe-
npeccuy OHOM U3 JIeTKHX Lerneil. [1pn uMMyHOXMMHYECKOM HCC/Ie10Ba-
HHM CHIBOPOTKH KPOBH BbIsIBJIEHA BOCHAJIUTE/IbHAS JUCTIPOTEHHEMHS,
YPOBEHb HMMYHOTJIOOYJIMHOB OblJl B Ipejiesiax HopMbl, M-rpajiuenr, 6e-
J0K benc-/Ikonca He oGHapykeHbl. OTCYTCTBHE MOHOKJIOHA/IBHOH ce-
KpEeLMH CTaBUJIO T10/L coMHeHre ario3 POEMS-cunapoma.

JlnuresbHOCTb 3a60/1€BaHusl U €ro sipKasi KJAMHWYeCKasi KapTHHA
NPAKTHUECKH HCKJI0Ya/IN JPyrie AMArHOCTHYECKHe ajibTepHATHBBI, B
CBsI3H C ueM ObLI0 MPOBEIEHO MTOBTOPHOE 1ieJIeHATPABIEHHOE HMMYHO-
XMMHY€eCKOoe HCC/e/IoBaHHE CHIBOPOTKH KPOBH U MPH UMMYHO(UKCALUH
BoisiBiier PIgAA B ciieioBbIx KostuecTBax.

Takum oGpasom, y naunuentku JK. umesuch 1Ba 006s3aTesbHbIX
Goubinx Kputepusi POEMS-cunipoma (nosiHeiiponaTisi © MOHOKJIO-
HaJIbHasl TIJIA3MOKJIETOUHAs! TPOJHdepalys ) i MOYTH BCe Masible: opra-
HOMeraJius (rernatocrjeHoMerajus, reHepani3oBaHHas JumMdageHona-
THS1), TIOJIMSHIOKPUHONATUS (TIEPBUYHBIA TUIIOrOHAIM3M, TEPBHYHBIH
TUITOTHPEO3, XPOHHYECKast HAANOUEeUHUKOBAsT HEJI0CTATOUHOCT ), H3Me-
HEHUs KOXKU U ee TIPUIATKOB B BUJE MHIIEPIUIMEHTALUY, KepaTo3a, I'1-
nepTpuxo3a, GeJibiX HOTTel, BHECOCYUCTOE CKOTJIEHHE YKHUAKOCTH (ac-
LIMT, OTEKH), a TakKe TpomMGoimTo3 (10 450 X 10%/n). Inst nocrosep-
HOTO IHarHo3a OblI0 HEOOXOIMMO HaJIMUKe elile OJHOr0 GOJIbLIOro KpU-
Tepusi. M3 ocraBiinxcs Tpex GOJBLIMX KPUTEPUEB /1B OTCYTCTBOBAJIH:
TUIHYHBIX CK/JIEPOTHUECKUX M3MEHEHHH KOCTEH MO0 JaHHBIM PEHTIEHO-
rpadui U PaJHOHYKJIMIHOTO CKAHUPOBAHHSI He BbISIBJIEHO, a YPOBEHb
VEGEF He uccnenoascs. TosbKo u3MeHeHHs, 0OGHAPYKEHHbIE B JIMM-
(haTHUECKOM y3Jie, B H3BECTHOH CTENEeHH MOXKHO ObLIO TPAKTOBATh KAk
KactiemaH-1o06Hble U CUHTATH HEIOCTAIOUIUM GOJIBIIMM KPUTEPHEM,
XOTsl B MATOJIOTOAHATOMHYECKOM 3aKJIIOUEHHH OHU U He OblIM OTHECEHbI
K Orpe/ie/IeHHOH HO30/10rH4ecKoi hopme.

[Tocsie ycTaHoB/eHHsT IHArHO3a BCTaJl BOMPOC O BbIGOpe MeToia
Jedenns. Hanmo ckasath, 4TO, HeCMOTPsl Ha He3HAUMTEJbHBIH B
CPaBHEHMH C MHOXKECTBEHHOH MHEJNOMOH YypOBEHb MOHOKJOHAJbHOM
cekpeuyu, Jeuenne POEMS-cunipoma npoBoAUTCs MO aHAJOTHYHBIM
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nporpammam. Ilpn 3TomM HanGosee 3S(PPeKTHBHBIM CUHTACTCS
NPOBEJIeHHEe  BBICOKOJO3HOH  XUMHOTEpanuu ¢  [oC/eytoLlei
TpaHCIJIAHTALMel  Mepr(epHIecKX CTBOJIOBBIX KJIETOK, XOTs

CMEPTHOCTb MPH 3TOM BbIlle, YeM Yy MallUHeHTOB C MHOXKECTBEHHOMH
MHEJIOMOH, HO HHXKe, yeM npu AL-amusionnose (amunonnos, o0y-
CJIOBJIEHHBIII OTJIOKEHHEM JIETKUX Lenell HMMyHOT06yauHoB) [ 10].
JlpyrumMu BapuaHTaMu JieueHHUst IBJsieTCs IPUMEHEHHEe CTaHAAPTHBIX
J103 AJKMJHPYIOLLIX areHTOB H/WH KOPTHKOCTEPOHJIOB.

C nosuiuil MTOKHHOBOH Teopun mnatoreHeza POEMS paumo-
HaJIbHBIM MOKET ObITb MPUMEHEHHE TaJMIOMMIA WM JeHAJIHIOMUA,
croco6HbIX BbI3blBaTh aHTU-VEGE sddekr. B smuteparype umeercs
onHcaHue cyydast IpaMaTiieckoro yJyulleHus y nanupenta ¢ POEMS-
CHH/IPOMOM Ha (hOHe JieueHHst TaTuIOMHUIOM [ 28].

B 3701 cBsi3u nairieHTKe Oblia HAYaTa Teparus TaJHI0MUIOM B Cy-
TouHO# 103e 100 Mr B coueTaHuu ¢ npeiHu30i0HoM 60 MI‘/CyT B TeUEHHE
7 nHeil ¢ MoC/IeIyIONIMM CHUYKEHHEM I03bI CO CKOpocThio 5 Mr/cyT. TTpo-
(hbuIakTHKa TPOMOOTHUECKHX OCJIOXKHEHUE MPOBOIUIACH paKkCHITapu-
Hom 1o 0,3 mut 11/k.

Ha done sieuenns umenach HeaHauuTebHAS MONOXKUTEbHAS U -
HAaMHKa B BHJIE€ HEKOTOPOTO YBEJHUYEHHs CHJIbI B KOHeuHOCTsIX. [latm-
€HTKa KpailHe TJI0X0 MepeHOCHIa OTMEHY KOPTHKOCTEPOUIIOB C pa3BH-
THEM BBIPA’KEHHOTO CHHAPOMAa OTMEHbI, TO3TOMY CHHKEHHE JI03bI TTPO-
BOJIMJIOCH MOCTEMEHHO U JIeKCaMeTa3oH OblJl 3aMeHeH Ha MPEJHH30JI0H.

JlnutesibHOe npeGbiBaHKe B CTAlMOHAPAX, KIMMYHOCYTPeCCHBHAsT
Teparnus cnocoOCTBOBAIN Pa3BUTHIO MHMEKIHMOHHBIX OCJIOKHEHHH. ¥
MalUeHTKH MOCJENI0BATEIbHO PA3BUIKUCH TSIXKEJ1as1 IBYCTOPOHHSIS [THEB -
MOHHUSI, KAT€TEPHbIH rPAMIIO/IONKUTEbHBIH cercuc. C AMarHoCcTHIecKo
1eJibio Oblya poBesieHa GPOHXOCKOMHS, 32 KOTOPOI Moc/e10Bala 0cTa-
HOBKA CEp/IeYHOH JIesITeIbHOCTH. PeaHnMalnonHbie MEpOTpUsITHS ObLIH
9 PeKTUBHBI, HO MOJIHOCTBIO CO3HAHHE HE BOCCTAHOBUJIOCH. B mepuoj
HaXoXKJIEHUs] B OTIAEJEHHH PeaHHUMallik MPUCOEAMHUIACH MOJHPE3HU-
cTeHTHast GaKTepuasibHasi U TPUOKOBAsi HHEKIHST, TPEIONPE/IeUBIIAsT
pa3BUTHE PE3UCTEHTHOrO CENTHYECKOTO 1I0KA U JIeTA/IbHBIH HCXOJL.

[lo naHHBIM ayTONCHH JUM(ATHUECKHE Y3JIbl OCHOBHBIX Py YBE -
JIMUEHBI: B KOPHSIX JIEFKUX U B 00J1aCTH OUypKalUK Tpaxeu J10 2,5 ¢m
B JUIMHY, B OCTaJIbHBIX TPyMax (MoAMbllleYHble, aX0Bble, Maparpaxe-
aJibHble, TIapaaopTajbHble, GpblXKeeUHble, BOPOT MEYEHH U CEE3eHKH )
0 1,5 cMm, msirkue, Ha pa3pese cepo-po3osble. [1pu rucrosiornueckom
HCCJIEJIOBAHUN PUCYHOK TIOJIHOCTBbIO coxpaHeH. Dosuinkyiibl HeGoJIb-
1IMX pa3MepoB, Ge3 LIeHTPOB pa3MHOXKEHHS, PACTIONOKEHBI B HECKOJIb-
Ko psinoB. [TapadosinkyssipHasi 3oHa paciinpena, oTeuHa, KJAeTKH Jie-
Kat pbixjo. B Hell umena mecto maccuBHas nposudeparus CD38+,
CD138+, nnasmarnueckux Kiaetok. OCHOBHAs Macca 3THX KJI€TOK A+,
B HeGOJIBIIOM KOJHYECTBE BUIAHBI KAeTKH K+. [TogoGHbIe H3MeHeHHs!
OblIM JIOKAJIM30BaHbl B OCHOBHOM B 3a0pIOLIMHHBIX JHM(paTHUECKHX
yanax. Creuuhuueckoro nopaxeHusi KOCTHOTO MO3ra, CeJie3eHKH He
o6HapyKeHo. [IpakTHuecku BO BCeX BHYTPEHHUX OpraHax OMpeaesisiji-
sl CKJIePO3 MEJIKHX apTepHil, epUBACKYIsPHbII cKIepo3. Kak BuaHO Ha
puc. 12, uaTHMa MEJIKOH MOUevyHOH apTepul HepaBHOMEPHO YTOJIIEHA,
MPOCBET COCY/IA CyKeH (Cp. puc. 2).

DBblin BbISIBJIEHBI MAKPO- U MUKPOCKOTHUYECKHE U3MEHEHHS B XKe-
Jie3ax BHYTPEHHEH CeKpelH: THIIepTIIa3nst epeiHeil 1o runoguaa,
BbIpayKeHHast aTpoKsi KOPbI U THIEPIIIa3Hsi MO3TOBOTO BEIECTBA HaJl-
MOYEUHHKOB, (GUOPO3 LIUTOBUIHON KeJjie3bl, aTpodusi SHUHHUKOB, Tie-
PUBACKYJISIPHBIA W MePUIYKTAIBHBIH GUOPO3 B MOLKENYIOUHOH JKeJle-
3e. [Ipu 3TOM B runoduse u HaaoueuHHKax onpeessiiach HeGoJbliast
JIUMbOUIHAS HHPUIBTPALLHS.

3HauuTebHbIEe I3MEHEHHS HMEJIUCh B JIETKUX B BHJIE MHOXKECTBEH-
HbIX 04aroB THOHHON GPOHXOMHEBMOHHMH H B JIETOUHBIX COCYIax (CamK
IPUTPOLUTOB, IPUTPOLUTAPHO -PUOPUHOBBIE TPOMODI ).

Takum o6pasom, npu ayrorcun y naunentku JK., 42 ser, 6bi1a 06-
Hapy’KeHa crieluduueckas Jyisi MIa3MOLUTOMbI HHMHUJILTPALUS B 3a-
OpIOIIMHHBIX JHM(aTHUeCKUX y3aax. Kpome Toro, BbisiB/JeHbI 3HAUU-
TesibHble MOP(OJNOrHYecKHe H3MEHEHHs] B Keje3ax BHYTpPeHHei ce-
Kpelun (runodus, HaAMoOueUHWKH, SIMYHMKH, [MUTOBHIHAS JKeJsesa,
NOJRKEJTY/I0UHAS 2KeJie3a) U paclpoCTPAHEHHBII CKJIEPO3 COCYIOB, Mpe-
HMYILIECTBEHHO apTepHil MEJIKOTO Kaanopa.

ObCYXAEHWE

BHEKOCTHOMO3TOBBIE TIa3MOLUTOMBI BCTPEYAIOTCS MpaKTHUE-
CKH BO BCEX OpraHax U MOTYT ObITb KaK MePBUUHBIMH, TaK H BTO-
PUUHBIMH, CBSI3aHHBIMH C TPOrPECCHEN MHOXKECTBEHHOH MUEJIO-
MBI. DTO CosMHBIe 06pa3oBaHysl, 0OBIYHO JOKATU3YIOLIHEeCs B
BEPXHUX JIbIXaTEJbHbIX My TSIX, KETYJI0UHO-KHILIEUHOM W MOUETo-
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JIOBOM TpaKTax, Kozke, jierkux. [ leppuunas nsazmouuroma Jum-
(haTrueckoro yasa — peskasi ornyxoJib [29].

B npuBeneHHOM KJHHMYECKOM HAOGJIONCHUH HEOOBIYHBIM
SIBJISIETCST HE CTOJIBKO JIOKAIU3alllst SKCTpaMeLy IIspHo Tias-
MOLMTOMbI, OpazKatollieil 3a6piolluHHbIe TUM(ATHIECKHE Y3JIbl
(60J1€€ XapaKTepHO MOpaXKeHUe LIeHHbIX JuMPoyaoB) [27, 30],
ckoJbKo ee coyetanne ¢ POEMS-cunnpomom. Heemotpst Ha to
UTO B [1€PBOM OINUCaHUH JlaHHOTO 3a60JjeBanus R. S. Crow cBsi-
3aJl €ero pa3BUTHE C BHEKOCTHOMO3IOBOH MJ1a3MOLIUTOMOH, B 10~
CJIe/lyloleM MCCIeIoBaTeJH allle BCero oGHapyKUBaJIM B JIUM-
thatnueckux yasnax npu POEMS-cuHapoMe MoJIMKIOHANBHYIO
npoJudepannio, xapakrepHyio aias 6Gone3nu Kactiemana, u
TOJILKO B €IMHMUHBIX CJIydasix — I1J1a3MOKJIETOUHYIO OMyXO0JIb.

Mmelotcs n 6osiee MO3AHME OMMCAHHS COYETAHHS TJIa3MO-
urombl 1 POEMS-cunnpoma. Hanpumep, Y. Takakura u coaBr.
(2003) nabmonanu nonobHoe coyeTaHue y My:KUWHBI 66 JeT,
MpHUueM MJIA3MOKJIETOYHAsT OMyXoJb TaKkKe OOHapy:KHBaJlach
TOJILKO B 3a0PIOIMHHBIX TUM(aTHIeCKUX y3aax [31].

BogHukaeTBonpoc: nouemy BumcJ/ie AMarHoCTHIe CKUX KPUTE -
pues POEMS-cunapoma otcyrerByet mia3mountoma? Io ana-
JIOTHM ¢ 3a060JI€BAHUSIMU M€UEHH W LeMOUYKOH «IenaTut = LUUp-
po3 = pak IeueHW» B JIAHHOM cJlydae MOKEeT HMeTb MeCTo
1erouKa «TOoJIMKJIOHAJbHAsA npoJuepalus B-kineTok = aHru-
oO/IHMKyISIpHAs TUIeprIasus > JuMdoMa/1a3MOLHTOMA >,
PasBuTHe HeXOMKKMHCKUX TUM(OM Ha (hoHe 10Ka3aHHOH 6oJies-
Hu Kactnemana — akT 1ocTaTouHO M3BECTHBIH, XOTS U Heya-
CTLI: OH MOYKET UMeTh MecTo B 2—6 % cayuaes [32]. Buicokas
yacToTa BUpycHbIX MH(exuuit (HHV-8 n BUY), accounnpoan-
HbIX ¢ 60oJ1e3Hb0 KacTiiemana, etie 6oJiblie cOMMKAET IBe LEeMH
COOBITHH.

OnyxosieBasi TpaHcopmauus J000H KJIETKH — TMpolecce
MHOTOCTAJIMIHBIH, T03TOMY B OMyXOJsIX UeJOBEKa Moadac Haxo-
Jat 6osiee 10 myrauuil. BoaM0o:KHO U OJIHOCTaIUITHOE pa3BUTHE
OITyXO0J1, CBSI3aHHOE C BUPYCHbIMU OHKOreHamu. KoJsiuecTBo re-
HETHUYECKHUX [10JIOMOK HAXOAUTCS! B IPSIMON 3aBUCHMOCTH OT [1pO-
JhepaTUBHON aKTHBHOCTH KJIETOK, a CIOCOGHOCTb CHCTEMBbI
penapauun JIHK ycTpanuth 3T1 nosioMmkn — B 06paTHOH.

B orsmune ot MHOTMX ApYruX KJaeTok st B-numdponuTos
comaruyeckue nepecrpoiiku JIHK siBsisiiotress HopmanbHbIM 51B-
JgenveM. Tem He MeHee o6M/IME THX MEPECTPOEK MOXKET CO3-
JlaBaTh OCHOBY JUISl OHKOTEHHBIX HapylleHHil. B ycioBusix He-
crielhMUecKoll CTUMYJISILUH TPOJIM(ePaTUBHON aKTHBHOCTH
MPOBOCNAJUTENbHBIMU IUTOKHHAMU BEPOSITHOCThL MyTalUi yBe-
auunBaetcs. [Tostomy oOHapyxKeHHe B JaHHOM KJAHHHYECKOM
HaOJIO/IEeHUH TIJIa3MOKJIETOUHON OIYXOJIH, YUUThIBAsl JJIUTEIb-
HOCTb 3a60J1eBaHMSs1, BIIOJIHE 3aKOHOMEPHO.

[IpuKM3HEHHOE TUCTOJIOTHYECKOE HCCJIeIOBAHUE TOAMbI-
ILIEYHOTO JUM(ATHUECKOTO y3Jia He TO3BOJIMJIO AHarHOCTHPO-
BaTh TJ1a3MOLUTOMY, UTO MOXKHO OOBSICHUTb OTCYTCTBHEM TeHe-
paJM3al|y OMyX0JIM U ee MPEHMYIIeCTBEHHOH JIOKAJIH3alnel B
3a6PIOIIMHHBIX JUMOy3aax. JInMbaTHdeckue y3/bl 9T0H rpyn-
1bl 06pasoBbiBasik naketbl (10 17,5 mm no panubivM KT), Ho ripu
9TOM He ObIJIM CaMBIMH KpyMHBIMHU. HekoTopblie muMbaTHdeckue
y3J1bl B 06/1aCTH GUYpPKaLIMK TPaxen IOCTUTaNH 25 MM.

OGHapy»KeHHe y NalMeHTKH C1e10BbIX KostnuecTB PIgAA —
HauboJiee 3HAUUTENbHOE MOATBEP:KAECHUE HAJUUMS Y Hee MJ1a3-
MOKJIETOUHOH OMyXoJid ¢ He6GOJbIIOH OMyX0oJeBOH Maccol,
CTaBllee KpaeyrosbHbIM KaMHEM JHarHosa. YUuTblBasi BaxK-
HOCTb 3TOTO MPHU3HAKA I yCTaHOBJeHUs quarHosa POEMS-
CUHJIPOMA, MOXKHO MPENOJ0KHUTb, YTO BO BCEX CJyyasix JaHHOTO
3a60J/1eBaHNs IMEET MECTO OMyXOJIb U3 TIJIa3MOLIUTOB MJIH MOCT-
(HONTHKYNSPHBIX IUMPOILMTOB, HO HEGOJBIIIOE KOJHIECTBO OTTy-
XOJIEBBIX KJIETOK H OYaroBOCTb MOPaXKEHHsI 3aTPYAHSIIOT €€ Bbl-
sSIBJICHHE.

Addexrusrocts npu POEMS-cunapome MeTos0B, MpH-
MeHSIEMbIX B JIeUEHHH MHUEJIOMbI, SIBJSIETCS ellle OJHUM J0Ka-
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A. A. Knop3uHcKuii U coaBT.

3aTeJIbCTBOM OITyX0JIeBOH MPHUpOojbl 3aboJeBanus. [Ipu sTom
HaUMy4IIHH KIMHAYECKHH OTBET MOXKET ObITh IOCTUTHYT TIPU HC-
MONb30BAHUHM BBICOKOMO3HON Tepamuu ¢ MOC/eAyIoiell TpaHe-
nIaHTalel nepruepruIeckix CTBOMOBBIX KaeTok [ 10].

Mrmuoroo6pasie KJIMHHYECKHX MPOSIBJACHUI — OAHA H3
ocHOBHbIX 3arajok POEMS-cunipoma. Y1oBjeTBOpUTEIbHOE
00bsICHEHHEe M0I00HOr0 MHOro06pa3ust Ha CEroJHSILLIHUI JIeHb
OTCYTCTBYET, HO MMEIOTCSl MPEANOJIOKEHUsT U aHasoruu. Ecin
Mbl BHOBb 00PaTHMCS K METOJly aHaJIOTHil, TO MOKEM OTMETHTB,
uto npu POEMS-cunipome B oTiinue 0T MHO?KECTBEHHON MHe-
JIOMBbI Yallle UMeeTCs CeKpeLus JIerKoi A-11enu, 4To XapaKTepHo
W /151 IEPBUYHOTO aMUJION103a. ECTb U JIpyrue CXOACTBA MeX-
ny POEMS-cunpomom u AL-aMHIOMI030M: CHCTEMHOCTD T10-
pakKeHHs, yactoe BOBJEUCHHE MepHepHIecKoll HepBHOH CH-
CTEMbI, HAMYHE OTEKOB, TpoMboIMTO3. OHAKO KapAHHANBHOE
OT/IMYHE, a UMEHHO OTCYTCTBHE AMHJIOMAHBIX OTJIOXKEHHWH BO
BHYTPEHHUX OpraHax, Mo3BoJieT MpoBecTH JuddepeHralb-
HYIO THarHOCTHKY MEXKJy STHMH 3a00JeBaHUSIMH.

Tak:ke Heu3BeCTHO, KakWM 00pa3oM CBsi3aHa CeKpeLusi
A-ueneii ¢ nosbiliennem yposust IL-6 u VEGF npu POEMS-
cunapome. MOXKHO MPEINoNoKUTb, YTO TapanpoTenHbl 06Ja-
JIAI0T KaKOH-TO CrellU(HUIeCKOil aKTHBHOCTbIO MO aHAJIOTHH C
VIL-6 npu HHV-8-uncexunn.

[ToBbIllIeHHe ypOBHSI MPOBOCHAJNUTE/BHBIX LUTOKHHOB H
«OeCrpUUMHHBIN», HeajeKBaTHbIH, THIEePTPOUPOBAHHBIH U
pacTAHYTBI BO BpEeMEHH CHCTEMHBIH BOCMAJHTENBHBIH OT-
BET COCTaBJSIIOT, BEPOSTHO, OCHOBY KJIMHHUECKHX TPOSIBICHUH
POEMS-cunapoma, T. K. Mia3MoK/IeTOYHAs! MpoJudepalus 1
MOHOKJ/IOHA/IbHASl CeKpPelusl MPH KJAHHHIECKOM HCCJIeI0BAHHH
HUKaK ce6st He 0OHapPyKMBAIOT. BoJsiee TOro, HeJb3st HCKIIOUUTD
1 BO3MOXKHOCTb HX Pa3BHTHsI y:Ke Ha (DOHE JIUTENLHON Thmep-
LIUTOKMHEMHUH.

[unoretnuecku passutiue POEMS-cunnpoma Mbl MOKeM
MPEICTABUTh CJELYIOUIMM 00pa3oM: MPOJIOJKUTENbHBIH Hea-
JIEKBATHBIF CHCTEMHbIH BOCTAJINUTE/bHbINH OTBET C yBEJIHYEHH-
€M YpPOBHSI TpoBocnannuTe bHbiX mutoknHoB (IL-6 n VEGF)
MPUBOAUT K MPoJH(epalnn SHAOTEHs C MOCTeIyIOUHUM pa3-
BUTHEM SHIOTENH03a U MHKPOTPOMOO30B, BBISHIBAIOIIMX Ha-
pylIeHHe KPOBOTOKA B vasa nervorum, HIeMHio, paspylieHue
THCTOHEBPAJIbHOTO Hapbepa U, B KOHEUHOM HTOTE, IEMUEINHHU-
3UpYIOLLYIO TToJIMHeponaTuio. MiaMeHeHust BO BHYyTpEHHHX Op-
raHax pasBHBAIOTCS M03Ke. YBeJHUeHHe NeUeHH U CeJle3eHKH
MOYKHO OOBSICHUTH JJIHTEbHBIM BO3JEHCTBUEM TPOBOCHAJIH-
TeJIbHbIX LIUTOKHHOB, B repByto oyepenb TNF-a [32]. TTon nx
BJIMSIHUEM B TI€UEHH aKTHBHO CHHTE3UpYIOTCS OeJIKM OCTpPOi
thasbl, yBesinunBaercst obpasosanue pudpunorena. OpHoBpe-
MEHHO B CBSI3H C J€(HUIMTOM TJ1aCTHYECKOr0 MaTepuaJa, Bbl-
3BaHHBIM MOBBILLIEHHBIM €ro MoTpe6JeHHeM U MOHHKEHHBIM
MOCTYTJICHHEM (CHUKEHHE ammeTHTa), yMeHblaeTess o6paso-
BaHME «HETATHBHBIX» PEAKTAHTOB OCTPOH (ha3bl, K YHCIY KOTO-
pBIX OTHOCATCST anbLOYMUH, NpeasbOyMuH, TpaHchepput [33].
BenenerBue runoanbOyMHHEMHH CHHXKAETCST OHKOTHUECKOE
JIaBJICHHE U PA3BUBAIOTCS OTEKH.

Kpome Toro, rnpu rucToiorndeckom Hecse/JoBaHHH MPaKTH-
YeCKH BO BCeX BHYTPEHHHMX OpraHax y rnaiieHTKH Oblja BblsiBJIe-
Ha BaCKyJIOTaTHsI B BHJIE CKJIepo3a MEJKHX apTepHaJsbHbIX CO-
CYJIOB, KOTOpast MOTJIa MPUBOJUTH K MILIEMHH H MOCJ/IEIYyIOLIEMY
Pa3BUTHIO PYHKIMOHAJIBHON HEJIOCTATOUHOCTH.

JlmTe IbHbIl CHCTEMHBIH BOCMAINTE/bHBIH OTBET SIBJISIETCS
CTpeccopHbIM (DaKTOPOM, MPUBOSILLMM K HAIMPSZKEHHIO CTpecc-
peasin3ylolux cucrteM. [uneprpodus nepeaneil 1011 runodusa
M MO3TOBOTO BEIIECTBA HAAMOYEUHUKOB MPH aTPO(HH HX KOPBI,
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BbIsIBJIEHHbIE Ha ayTOTICHH, MOTYT pacCMaTpHUBaThCst Kak Mopdo-
JIOTHYECKOe TOATBEP2KAeHHE 11000HOr0 nepeHarnpskenus. Kak
y2Ke oTMeuasioch panee, [L-6 noseitaer Beipadotky AKTT, B pe-
3yJIbTaTe 4ero yBeJNYNBAETCS MPOAYKIHS TIIOKOKOPTHKOMIHBIX
FOPMOHOB, CHMXKaOMWKUX mpoaykuuio IL-6 mo npunimmny o6par-
HOI oTpuLAaTebHON cBsA3U. Hapyliennst MeHCTpyanbHOTO LHK-
Jla B YCJIOBUSIX XPOHHYECKOrO cTpecca — JOCTaTOYHO M3BeECT-
HbIl (haKT (Harpumep, «aMeHopesi BOGHHOTO BPEMEHH» ).

M3meHeHHst KOXKY U ee MPUAATKOB Pa3BUBAJINCD Y MALUEHT-
KU MapaJsijlesbHO ¢ SHAOKPUHHBIMK HapyLLEHUSIMH H, OYEBUJIHO,
SBJISIICH UX cJeAcTBHeM. YBeauuenue npoaykinu AKTI npu-
BOJIUT K IOBBILICHHIO CHHTE3a MPOONHOMEJIaHOKOPTHHA, KOTO-
pblil ABJISETCA MCTOYHMKOM MeEJATOHHHA, CMOCOOCTBYIOLLEro
runepnurMeHTanuy. CTUMYJISIAS ceTyaTol 30HBI KOPbl HaMo-
YEUHHKOB YBEJIMUHBAET BBIPAOOTKY MY?KCKHX TTOJIOBBIX TOPMO-
HOB, KOTOpble MOTYT CMOCOGCTBOBATH M3MEHEHHIO CTPYKTYphI
BOJIOC, MPUBECTH K HAPYLIEHHUIO MEHCTPYaIbHOH (QyHKIIHH.

Heo6x01MMO OTMETHTb, UTO (heHOTHITHUECKHE MPOSIBIIEHHS
IHIOKPHHONATHH, HMEBILMXCS Y MAlLIMEHTKH, BCE K€ HEOObIUHDI.
B ot/inune ot H3MeHeHHil KOXKH NPH NePBUYHON HA/ITTIOYEUHHKO-
BOI HEJIOCTATOUHOCTH FUITEPIUIMEHTALHs KOXKH Y MALlHeHTKU He
COMPOBOK/A1aCh TOTEMHEHHEM CJAH3UCTBIX 000J104€K, a HOI'TH,
Hao060poT, UMeJsn Oesblit 1BeT. Eciu npu runepanaporeHeMum
XapaKTepHO H3MEHEHHEe CTPYKTYPbI BOJIOC B BHJIE YBEJHUCHHUS HX
JKECTKOCTH, TO OJJHOBPEMEHHO Pa3BMBACTCS U TMPCYTHU3M, TOIJa
KaK y MalieHTKn orpyGeHHe BOJIOC He COMPOBOXKAANOCH Hapy-
IICHUSIMH MX POCTa.

[IpuBeeHHbIA KIMHUYECKUE IPUMED [T0KA3ATENIEH TEM, UTO Jie-

MOHCTPUPYET JyiuTe ibHOe (GoJiee 7 JIeT) eCTeCTBEHHOE TeueHue

POEMS-cunipoma ¢ nocteneHHbIM pa3BepThiBAHHEM KAPTHHBI

MYJITHCHCTEMHOTO MopaxeHus. K MOMeHTy JAMarHOCTHKH 3a-

60JieBaHUs y TIALMEHTKH HMEJIOCh GOJIBIIMHCTBO U3 H3BECTHBIX

CHMIITOMOB, XapakrepHblxX 11t POEMS-cunapoma.

Ha ocHoBaHnu aHa/M3a KAMHHYECKOTO HABJIOIEHHS U JIUTE -
paTypHBIX JAHHBIX MOYKHO C/ICIaTh HECKOJIBKO BBIBOJIOB, Ba’KHBIX
JUIS TPAKTHYECKOTo Bpaya.

1. Bo Bcex cayuasix aemMHeJHHHU3UPYIOLIEH MOJMHEHpomna-
THW HEYTOUHEHHOH THOJIOTHH, OCOOEHHO MPH BbIparKeH-
HBIX MOTOPHBIX HAPYLIEHUSIX U COUETAHUHU C CHCTEMHBIMU
Nnopa<KeHUsIMH, HEOOXOJAUMO HMMYHOXHMHUECKOE HCCJIe-
JIOBaHHE KPOBH U MOUH € 00513aTeJIbHBIM HCIT0JIb30BAHUEM
MeToIa UMMYHO(UKCALIUH.

2. BoBcexcayuasx, nogo3puresibHbix Ha POEMS-cunnpom,
HeoOX0IMMO HCKJIoUuTh AL-amunoniosa.

3. YuuTBIBasi BHICOKYIO YaCTOTy apTepHasbHBIX TPOMOO30B
npu POEMS-cunjipome, BEpOsSITHO CBSI3aHHBIX C 0COOEH-
HOCTSIMH €ro rnartoreHesa (BacKysaonaTts, SHA0TEIHO03), B
nJaH Tepanuu 3abo/eBaHus HeoOXOIUMO BKJIOYATh aH-
THKOATYJISTHTBI.

4. Jleuenne POEMS-cunapoma, naxke B OTCyTCTBHE MOJ-
TBEPXKACHHOH MJ1a3MOLUTOMbI MJTH OCTEOCKJIEPOTHYECKOH
MHEJIOMbI, TPOBOJUTCS 110 TEM K€ CXeMaM, UTO U TPH MHO-
JKECTBEHHOU MUeJIOMe, OIHAKO OTBET Ha TePATTHIO XyKe.
Yro mbl 3HaeM 0 POEMS-cunnpome? Ha ceroinsi HemHoro.

[Toxkasyii, camoe riiaBHoe — 370 T0, ur0 POEMS-cunnpom siB-

JISIETCSl COBEPILIEHHO 0COOBIM 3a60JIeBaHHEM, TTPOTEKAIOLIUM C

MOHOKJIOHA/IbHOH raMManatyeil, Ho KIMHUUECKH Pe3KO OTJIHYa-

IOLIUMCS OT BCEX U3BECTHBIX MapanpoTenHeMUUECKUX reMobJ1a-

cro3oB u AL-amusonji03a.

KIMHUYECKAS OHKOTEMATOJIOTUS
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