«CaHkT-lNeTepbyprckmnmn Meamko-
COLMANBbHBbIM UHCTUTYT»

Ilpe3eHTanus

HA TeMY:
« boae3snn lllerpenay

BbinoaHua: Hypmaromegos X. H.
[pynna: 227 cTomaTo/10rms



bone3Hb LLlerpeHa

*bonesHb LLlerpeHa — nepBUYHbIN
cuHgpowm LllerpeHa — cuctemHoe
ayTOMMMYHHOe 3aboneBaHue,
XapakTepumayoLeecs
AMMOOMNAA3MOK/IETOUHOM
MHPUABTPALLMEN CEKPETUPYIOLLNX
3MUTE/INANbHbIX Xesie3 C Hanbonee
YACTbIM MOPAXXEHMEM CJIFOHHbIX U
CN€3HbIX Xees.




2NMaeMmnoNorus

*CnHapowm LerpeHa pa3BuBaeTcs
y 30% 601bHbIX PA, 20% 601bHbIX
CC/A, 10% 60nbHbIX CKB 1
3HAUUTE/IbHO peXxe — Ha POHe
APYrUX ayTOMMMYHHbIX
3abos1eBaHUN.

* bonetoT Yalle XXeHLUHb
MOJ1I04,0r0 M 3pesioro BO3PacTa




Kiaaccudpukanusa 0oae3nu lllerpena
HHCTUTYT peBmarojgorun PAMH

Bapuanr Cranus

TCUCHUA Pa3BUTUA

MuHuMaabHasg

@

ITomocTpoe = HauanbHas

XPOHUYECKOE Bripaxkennas Ymepennas (11)

o [lo3gHas mm Boicokas (II)




Bo1es0T 1Ba BApUAHTA TeYeHUus1 00J1e3HH
Ilerpena.

o 30 et B 3penom Bo3pacte (okoso 50 jer)
P p

BoBiekaroTcs HE TOJIBKO SK30KpPUHHBIE, HO U [TopaxaroTcs NperuMyIIeCTBEHHO CIIOHHBIE U
JIpYyrye OpraHsbl CJIE3HBIC JKEJI€3bl

*IApOTHUT C OOJIBI0, MPUITYXJIOCTHIO U *YBEJIMYEHNE OKOJIOYIIHBIX CIIFOHHBIX JKEJIE3
MOKPACHEHHUEM B 00JIACTH OKOJIOYLIHOW CIIFOHHOM  * CYXOCTh CIM3UCTOM MOJIOCTH PTa
KEJE3bl *HapacTaHUE MPUIIEEYHOTO Kapueca

*BBICOKAsI JINXOPAIKA *p€3Hu B I11a3ax

*KOHBIOHKTUBUT *apTPAJITUH.

*apTPAJITUH.

/
| HOPMOXPOMHAsI aHEMHSI, JISHKOTICHNS, yckopenue CO3 (no 20—35 mm/gac),

runeprammanioOynuaemusi, PO, AHO, Beicokue runeprammaniooynuHemus (23—26%), Huzkue
3HaueHus [{UK TUTPBI PEBMATOMTHOTO (PaKkTopa



bonesHb LLerpeHa

bonbHag ¢
00JIE3HBIO
[llerpena B
IO3IHEN CTaIUM.
Pe3ko yBEIUYEHBI
OKOJIOYIIIHBIE U
MOIHUKHEUEIIIOCT
HBIC JKCJIC3HI.




AKTHBHOCTD 3200J1eBAHUSA OLICHUBAETCHA

* ()YHKIIMOHAJTbHBIE,
TucTpopuyYeCcKue u
CKJIEPOTUYECKHUE
W3MEHEHHS Pa3INYHBIX
JIOKaJIN3aui

TSKEJbIC MPOSIBIICHUS
CYXOro
KEPaTOKOHBIOHKTHUBHTA,
KCEPOCTOMMUH,
arpo(uUecKoro racTpura

KOPPEIUPYET C MO3THEN
CTaAuEN Pa3BUTHS

IO TPEM CTCIICHAM.

Ymepennasa (Il) cmenens

* IECTPYKIIHS B
CEeKPETUPYIOIINX
AMUTEINAIBHBIX JKeJle3ax

* YMEPEHHO BBIPAKCHHBIMH
71a00paTOPHLIMU TECTAMU
AKTHBHOCTH BOCITAJICHUS

Buvicokasa (IIl) cmenenw

* PCOUAUBUPYIOIMIUX ITaPOTUTOB,

CTOMAaTHUTOB,
KEpaTOKOHbIOHKTUBUTHI,
HE3PO3UBHBIX apPTPUTOB U
JPYTUX OOIINX TMPU3HAKOB
BOCHAJICHUS C TpeoOIajaHueM
OCTPBIX, TOJTOCTPBIX
MHTEPCTULINATBHBIX
MPOSIBJICHUH B BUJIE
pPEeLUANBHUPYIOLIEN
runepraMmmarioOyInHeMUYECK
Oi U KpUOITIO0YITMHEMUYECKOM
MypIyphl I3BEHHO-
HEKPOTUYECKOTO BACKYJINTA,
rioMepynonedpura,
(GbuOPO3UPYIOIETO ATHBEOUTA,
re€HEPaAIIN30BaHHOMN




OpraHbl U CUCTEMbI BOBJ/IeKaeMble B
naToaormyecknm npouecc npu MNBLL




OpraHbl U CUCTEMbI BOB/1IeKaeMble B
natoaornyeckmumn npouecc npu MNBLL

Mebuis1




OpraHbl U CUCTEMbI BOBJ1IeKaeMble B
naToaormyeckmm npouecc npu MNBLL

e




Kputepun gnarHosa 60s1e3HM 1 CUHAPOMA
LlerpeHa (MHCcTUTYT peBmaTonornum PAMH).

1. CHUXEHMe 1. CUANOMETPUA <2,5MA[5 1. MONOXUTENbHbIM PO

C/1e30BblAeNeHNsA — MUHYT (TnTp 1:80) Nau
CTUMY/IMPOBAHHbBIN TECT (cTMMyAnpoBaHHas); 2. nonoxutenbHbin AHO
LLinpmepa <10 mm/5 2. obHapyxeHue (TnTp 1:160) Nn
MUHYT; MOsI0CTEN >1 MM MpW 3. obHapyxeHue Ro/La
2. OKpalwmBaHue aNuUTeAns cnanorpadum; aHTUSAEPHbIX aHTUTEN

KOHBIOHKTUBBI/POroBuLbl 3. 04YaroBo—-Anddy3Has
6eHranbCckMm po3oBbIM U nmMmdorucTmounTapHas
doopecuerHoM +1 1 > MHOUABTPaL S B

3. CHUXEHWe BpeMeHM bronTaTax C/IIOHHBIX

pa3pbiBa xenes (>2 GOKyCOB B 4

7 npekopHeasibHOU MM2 B 4 OLL,eHWNBAEMbIX
C/Ie3HOW MNJIEHKU <10 xeneskax)

CeKYHA,.



Kputepun gnarHosa 6onesHu u
cnHapoma LlerpeHa

 [lnarHos onpegeneHHoun BLL moxeT 6bITb
NOCTaBJIEH NP HAJINMUYNM NEPBLIX 4BYX KpUTEPUEB
(I, 1) » He meHee ogHoro npusHaka us i
Kputepus, npu uckmodveHumn CKB, CCA, PA
ayTOMMMYHHbIX renatobmamapHbeix 3abonesaHum.
CLLl mo>xeT 6bITb MOCTaB/IEH MPU HANYNU YETKO
BepudunumposaHHoro 3abonesanmsa (ABCT, PA,
ayTOMMMYHHble renatobuanapHole 3aboseBaHmA)
M O4HOIr0 13 NepBbIX ABYX KPUTEPUEB.




AnddepeHumanbHasag AMAarHoCTMKa NOPAXKEHUN
CEKPETMPYIOLWMX SNUTENNANBbHBIX Xene3 npu 6os1e3Hm
LllerpeHa

|. CyxocTb rna3

Aednumt BOAHOrO C105 CyxoW KepaTOKOHBIOHKTMBUT ( HonesHb
LLlerpeHa, cnHapom LLerpeHa,
capkonaos)

Aeduunt MmyumHa [MnoBUTaMUHO3 A, nemouryc,
XUMUYECKME OXOrn, CUHAPOM
CTmBeHa-/>XOHCOHa

HapyweHune annuaHoro cios Bredaput

SNnTeAnonaTms poroBuLbl BupycHoe nopaxeHue, HoleHne
KOHTAKTHbIX JINH3

HapyweHne dyHKUMM Bek AvcdyHkumsa V yepenHoro HepBa




AnddepeHumanbHasa AMAarHoCTMKa NOPAXKeHUN
CEKPETUPYHOLLMNX SMUTENNAJIbHBIX XXeJie3 Npu
6onesnHu LLlerpeHa

Il. CyxocTb pTa

JlekapcTBeHHbIe npenapaTbl AHTngenpeccaHTbl (MHrMbutTopsl MAO),
HenposaenTUkm (0cobeHHO
npon3BoAHble GpeHOTHA3NAA),
ceZlaTUBHble, TPAaHKBUIN3AaTOPbI,
aHTUXONUHepruyeckue, H,-
rmctaMmHboN0oKaTOpbI,
aHTUTUMNEPTEH3UBHbIE, ANYPETUKMN.

[cuxoreHHble pakTopsl TpeBOXHOE COCTOAAHME, Aernpeccus

CucteMHble 3aboneBaHus BonesHb 1 cuHapom LLerpeHa,
capkomnaos, Tybepkynes, ammaonsos,
caxapHbin gnabeT, naHKpeaTuT, LMPpPO3
NneyeHu, BUPYCHble MHPEKLMN,
NMMPOMBI.

Aernapatauus



AnddepeHumanbHasag AMarHoCTMKa NOPaXKeHUN
CEKPETUPYHOLWMNX SMNTENNAJIbHBIX XXeJie3 Npu
6onesnHu LLlerpeHa

I1l. YBennuyeHue cOHHbBbIX XXenes

Ob6bl4HO OAHOCTOPOHHEE BakTepuasnbHas M BUPYCHast UHPEKLMN,
XPOHNYECKUN CUANOALEHUT,
0bCTpyKL M, NEPBUYHBIE HEOMIA3Mb
(apeHoMa, aseHoKapLMHOMA, IMMOOMa,
CMELLAHHAs OMYyX0J1b C/IHOHHbIX Xenes).

ObbI4HO ABYCTOPOHHEE BupycHble nHdekumm (AnwtenH-bappa,
BWY, repnec, untomeranosumpyc,
KOKCAKW, CBUHKA), FPaHy/IeMaTo3Hble
3aboneBaHus (Tybepkynes, capkonsos,
nenpa), aMmaoua 03, rmnepamnuaemMms,
nogarpa, renatmT, akpoMeraaus,
MYAbTUPOKaNbHBIV GMbPO3, AMMPOMBbI.




CUHOHUMBI: cMHApPOM MenbkepccoHa-Po3eHTans.

B 1928 r. Melkersson onncan 6oabHOro ¢ peumanBupyrowmm
Mape3oM ANLEBOro HepBa U CTOUKMM OTEKOM ryb.

B 1931 1. Rosenthal otmeTna TpeTn cumntTom 3T0rO
3ab0/1eBaHNSA - CKNaAYaTbIN UK CKPOTabHbIN A3bIK. Lucher
(1919) npepnoxunn 3aboneBaHme, xapakTepusyoLieecs
HEBPUTOM JINL,EBOIrO HEPBA, OTEKOM JIMLLA U CKJTQAYATbIM
A3bIKOM MUMEHOBaTb CMHAPOMOM MenbkepccoHa-PoseHTans.

Ha Tpragy cMMNTOMOB, TUMNYHBIX AN AAHHOIO CUHAPOMQ,
KaK yKa3sblBatoT c|>paHL|,y3CKme Aepmatosnoru Mouly u Vaillont
(1962), ewwé B 1901 I. ykasan pycckun Hesponatoor [~ Y.
Pocconunmo. [NoaToMy MHOrMe AepmMaTo/ior npeaaaratoT
Ha3BaHWe «cnHapom Poccoimmo-MenbkepccoHa-Po3eHTansay.

[pPaHyneMaTO3HbIN XeUANT, onnucaHHbIM Miescher B 1945 T,
MHOrMe COBPEMEHHbIE AePMaTO/1I0MM OTHOCAT K CUHAPOMY
MenbkepccoHa-Po3eHTans, nonaras, 4to B psge c/iyvyaeB OH
ABASETCA MOHOCMMMNTOMHbIM NMPOSAB/AEHNEM 3TOr0 CUHAPOMA.



* 3TUOJIOMNA U NaToreHes

* EAnMHOro B3rasAa Ha cywHoCcTb 3aboneBaHns B
HacTosLWee BpeMa HeT. HekoTopble gepmaTonoru
(Evans, Wilkinson v ap.) nog4epkunBatOT TECHYIO CBA3b C
capkono030oM. [1poTMB 3TOro BblCKa3bIBAIOTCA
CTOPOHHUKN MHPEKLMOHHO-aA1eprmyeckon Mpupoabl
3TOro 3abonesanums (Filipowicz, Berger, Gottwald

ApP.-).-

* K pakTopam, npeaLiecTsyowmnm Havany bonesHm n eé
peunanBam, OTHOCATCS FPUMM, MPOCTOU My3bIPbKOBbLIN
JINLLIAW, @HTUHBI, TPABMbl MW TPELLMHbI KPAaCHOU KaMbl
ryb, oxnaxaeHue, Nnpuem NeKapcTB n Ap.

 CornacHo Apgll'l/lM npeACTaB/IEHUAIM, Pa3BUTUE 3TOrO
CMHAPOMa 0byC/IOB/IEHO HapyLUEHMEM PYHKL MK
BEreTAaTUBHbIX BOJIOKOH JINL,EBOr0 HEPBA, B YaCTHOCTM
napacumnaTtnyeckmx. Coobuaercsa o PyHKLNOHANbHBIX
M3MEHEHMAX Pa3INYHbIX Nepndpeprnyeckmx HepBoB U
LLeHTpasbHOM HepBHOU cnuctemsbl (Pocconmmo . U,
Melkersson, Rosenthal n gp.).




e KanHuka

 XapakTepHas Tpuaja - CTOMKasa NpUNyx/a0CTb AN, Yawe ryd,
peuvavBUPYIOLW MU HEBPUT JINLLEBOI0 HEPBA N OTEYHO-CKJ1aA4aTbIn
A3bIK - BCTPeYaeTcs He bosee yeM y 20-30% 60/1bHbIX; OCHOBHYHO
rpynny (70-80%) cocTaBagtoT 60/1bHbIE C MOHO - U ABYCMMNTOMHbIMY
MPOSABNIEHNAMU (MAKPOXENNUSA NN MAKPOXENINA B COYETAHUM C
HEBPUTOM JINLLEBOIO HEPBa WJIN CKAAAYaTbIM A3bIKOM).

* 3aboneBaHue MOXeET pa3BUTbLCA y N, 06oero noaa v B 1060M
BO3pacTe, yalle B nepuoge ot 16-17 A0 35-55 a1eT (75-80%
60/bHbIX.).

* Begywunm cuMnTOMOM ABASETCA MAaKPOXEUINA UM OTEK Y6,
KOTOpbIN HabatogaeTca y 95% 6oabHbIX. ['YObI, 0cO6EHHO BepxHSS,
yBe/IMYMBAOTCA B pa3mepax (npesblllas obblYHble pa3Mepbl B 3-4
pa3a), NnprMobpeTatoT NI0THO-31aCTUYECKY0 KOHCUCTEHLLNIO U
CUHIOLHO-PO30BYO OKPACKy; NPU HaAaBANBAHMUM HA HUX IMKA He
octaetcs. [lpunyxnoctb Hanogo06une xoboTka BbIBOpaunBaeT
KpacHyto Kanmy ryb Hapyxy. Camsumctas ryb, npymbikatoLas K
JecHaM, 0BbIYHO C1erka runepemMnpoBaHa. OTMeuYaeTcs YyBCTBO
HanpsaXeHnA (pacnupaHuna), HeN0BKOCTb MNPW Pa3roBope, eJe,
CYXOCTb KPaCHOM KanMbl. YaCTO MakpOXenimsa coveTaeTcs ¢
OTEYHOCTbIO LWeK (NapenT): B34yTHe 3aHUMAET BCIO LWEKY, a MHOrAa
PacnpoCTpaHAeTCs Ha APYrve Y4acTKu MAMKUX TKaHeu anua.




* Bone3HeHHOCTb M BOCNAAUTE/IbHbIE ABAEHUA B 06/1aCTH
NPUNYX10CTN OTCYTCTBYIOT. B pefkunx caydasx HabatogaeTcs
OTEYHOCTb BCEro /IML,a, CO3/atoLlas Bnevat/ieHne «/1bBUHOU
Macku». [paHynemaTo3HbIn b1epapuT HabatogaeTcs B e ANHNYHBIX
cny4dasx (YTo/iweHne KOXXHOM YacTu BeKa, Cy>XXeHue r1a3Hou Wwesin un
Ap.). BTOpbIM OCHOBHbIM CUMNTOMOM (Haémo,u,aeTc;l Y 35-40%
60/1bHbIX) ABNSETCS HEBPUT JINL,EBOIrO HEPBA, KOTOPBIN Y
6onblINMHCTBA 60/IbHBIX NPOABASETCA B BUAE Nape3a U B OTAE/NbHbIX
C/lydasax napaaMya MMMUYeCcKou MyckynaTypbl. Hepeako Ha
CTOPOHE OTeKa CrAaXeHa HocorybHas cknajka.

* Y MHOrmx 60/IbHbIX UMETCA MUrpeHeobpa3Hble roN0BHbIE 6011,
Yallie Ha CTOPOHe OTeKa WM HeBPUTA IMLEBOrO HepBa. TpeTbUM
OCHOBHbIM CUMNTOMOM fIBJSI€TCA OTEYHO-CKNAA4ATbIN A3bIK -
ocobast popma MaKpPOr/10CCUM - FPaHYIEMATO3HbIN II0CCUT; OH
BCTpeyaeTcs y 39-52% 60abHbIX. []/19 Hero xapakTepHa OTEYHOCTb
13bIKa, BbIpaXX€HHAsA B pa3HoOM cTeneHW. [ToBepXHOCTb A3blKa
Oyrpuctas, pasgeneHa Ha OTAE/IbHbIE «XOIMUKU» U «J,0/1bKNY,
nepemexatowmecs ¢ rnybokmmmn 6oposgkamm. A3bik NOCTENEHHO
CU/IbHO YBE/IMYMBAETCA B pa3Mepax, CTaHOBUTCA MAIONOABMXKHbIM,
MOPOW OH 3aMNoJIHSET BCHO LUMPUHY poToBOM Wweaun. Mo bokosow
MOBEPXHOCTU A3blKa OOHAPYXKMBAKOTCA OTNeYaTKn 3yHos..
HekoTopble gepmaTonoru (Altmeyer, Larsson, Westermark u gp.)
NoAYepPKUBAOT BO3MOXHOCTb PAa3BUTUA FrPaHy/1eMaTO3HbIX O4aroB
BHe nLa - B 061aCTh By/bBbI, Ha Aroagnuax n Ap. NMpuHaanexHocTb
3TUX 0YAroB MOPAXEHUS K CUHAPOMY bbl/la ,0Ka3aHa Ha OCHOBAHUM
AaHHbIX TMCTO/I0MMYECKOro UCCe0BaHMS.




* Mncronartonorus

¢ XapaKkTepHbl KN1e€TOYHble peakLMn y3eaKoBOro Tuna, obosHavyaemble
Kak rpaHynémbl. OHM TOKANN3YIOTCA NPenMyLLeCTBEHHO BOKPYT
MeNIKMX COCYZ0B, Yalle BOKPYT KanUAASPOB, MOCTKANUIIAPHbIX
BEHY/ 1 IMMPATUYECKMNX COCYA0B. Pa3nnyaloT HeCKOIbKO 5
OCHOBHbIX TUMOB MOP$OAOrnUYeCcKMX peakLn: Tybepky1o0naHbIn,
Hecrneunpunyecknn, AIMMPOHOAYNAPHO-MNA3MOLUTAPHbIN 1
CapPKOUZAHBIN.

* Yauwe BcTpeyaeTca Tyb6epKyaoUAHbIW TUM CKOMAEHUS
ANUTENNONAHBIX KNETOK, OKPY>XXEHHbIX HEDObLUMM KONNYECTBOM
AMMPOUAHBIX Y PETUKYAAPHBIX 31eMeHTOB. Hekpos He
BCcTpeyaeTcs. CapkoUAHbIV TUMN peakLum XxapakTepu3lyeTcs pe3ko
OTFPaHUYEHHbIMU CKOMIEHUAMM SMUTENNOUNAHOKIETOUHbIX NN
FUraHTOK/IETOYHbIX FPAHY/IEM, OKPYXXEHHbIX HE3HAYUTE/IbHbIM
KOJIN4eCTBOM NMMPOLUTOB. ,Z(nﬂ NMMPOHOAYNAPHO-
N1a3MOLMTapHOrO TUMa XapaKTepeH rycTou MIjCEMﬂpraT B AepMe
AN CO6CTBEHHOM CN0€ CAN3UCTOU, COCTOALLMM N3 IMMPATUYECKMX
KJIETOK C NPMMECHIO PETUKYNSPHBIX U N1a3MaTUYECKMNX KJEeTOK.
Hecneunduueckmm Tmn TKaHeBOM peakL My NpossaseTcs 5
MaCCMBHbIM OTEKOM CO C/1ab0 BbIpaXeHHOU KNeTOYHOMU peakLnen.

* [MonaratoT, 4TO XapaKTep rMCTOAOrNYECKMUX U3MEHEHMI 3aBUCUT OT
A,aBHOCTM NposiB/ieHMM 3aboneBaHns. 3aboneBaHuve npoTtekaeT
ANNTENBHO - OT HECKOIbKUX JIET A0 HECKO/IbKMX AecAaTKoB neT. OHO
OT/IMYaETCA NPUCTYNO0HPa3HbIM XapakTepPoOM TeYEHMUS.




* AvddepeHumanbHbIM gUarHos

* CnepyeT NpoOBOAUTL C OCTPbLIM aHIMOHEBPOTUYECKUM
OrpaHNYeHHbIM OTEKOM KOXMW, POXMUCTbIM BOCNANEHNEM
1L, CIOHOBOCTbLIO ry6, KAaBEPHO3HOM FreMaHr MoMOW,
AnmepaHrmomou, TybepkynésHon BoNYAHKON,
TPETUYHBIM CUPUIUCOM, EMPON.

* JleyeHue

* KoMmnsiekcHasa Tepanus, BKAOYAlOLLLAA
KopTuUKoCTepoubl (NpegHN30/10H MO 25-30 MI B CYTKM),
aHTUOMOTUKM LUIMPOKOIro CNEKTPa AENCTBUS
(oKCcMTeTpaLUMKINH MO 100-200 ThiC. E/l 4-5 pa3 B cyTky;
MeTauMKANH No 300 TbiC. E/l 2 pa3a B cyTku u 4p.),
npenapaTbl aMMHOXMHO/IMHOBOIO pAAa (aenarv,
XJIOPOXMH-ANPOCPAT, NIAKBEHWUA MO 0,25 I 2 pa3a B
AE€Hb, 20-25 I Ha KYPC); aHTUIMCTaMUHHbIE NpenapaThbl;
BUTaMMHbI (ACKOpObmHoBana knucaota n Ap.). K. 1.
PombepLluTenH C ycnexoM NpMMeHW akynyHKTYpY B
coYeTaHun C CepoBOAOPOAHbIMY BAHHAMM.




