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BOJIE3Hb BEXYETA

C 1871 rona peunauBUPYOUINI TMIONUOH-UPUAOLUKIUT HA3bIBAJIU CENITUYECKUM
UPUIIOIMKINTOM WiId o¢TanbMmuei-neHTa. HekoTopble aBTOpPHI OTMedYaau C
PELUIMBUPYIOIIUM TUIONUOH-UPUIOLUMKINTOM TOPAKEHUE KOXKU M  apTO3HBIN
ctromatut. B 1930 romy »5t0 3aboneBaHue OBUTIO OMHCAHO O(TAIBLMOJIOTOM
AnamanTtuamucoM. A B 1937 roay Typenkuii Bpad-aepmarosior H. Behcet o0beauamn
B OJIMH CHUHAPOM PEUUAMBUPYIOIMINNA TMIONUOH-UPUJOLUKINT, aTO3HBIA CTOMATHUT,
U3BS3BICHHUE TOJIOBBIX OPraHOB W TMOPAXKEHHE KOXKH, KOTOpbIE A0 A3TOr0 OBLIH
M3BECTHBI MHOTMM KaK OTJEJIbHbIE 3a00J1€BaHMsL.

3a0oJieBaHue yalle BCTpeyaeTcsl B cTpaHax bmkHero Boctoka u Ha moOepexbe
CpenuzemHoro Mops (st onpeneneHHbIX obOnacteil crpaH Cpean3eMHOMOpPbS
00J1€3Hb SIBISIETCA DHAEMUYHOMN), B JH000€ BpeMsl rojia, MOpa)karoTcs JIMLA Pa3HbIX
BO3pacTOB, HO Yallle MY>KYMHBI MOJIOJIOTO M CPEAHETO BO3pacTa.

Amuonozua. dtuonorus 0osne3Hu bexdera okoHYATENbHO HE ycTaHOBieHa. Emie
bexuer mpeanosokui BUPYCHYIO TNpPUPOAY 3a00JieBaHUs, OOHApPYKUB BHYTPU- U
BHEKJIETOUHBIC dJIEMEHTApHBIC TeNblla B a)TaX CIU3UCTON 0OOIOYKH MOJIOCTH pTa. B
1952 rony Typeukuil opranbmonor Zezer BoIACINUI BUPYC U3 CTEKIOBUIHOTO Teja U
cyOpeTuHaNbHOM >KUAKOCTH OOJBHBIX, a B 1956 rogy emy Bo BpeMsi o0OCTpeHUM
3a00JIeBaHMs y1aJ0Ch BBIICTUTh BUPYC U3 MOYH M KPOBH.

[Ipy 1DaTOIOr0OAHaTOMHYECKOM MCCIEIOBAaHUU COCKOOOB M3 SI3B  CIIM3HUCTOM
00O0JIOUKH TOJOCTH PTa W TOJIOBBIX OPraHOB, DHYKJIECHPOBAHHBIX TJa3, TKAHEH H
OpPraHOB YMEPILUX OT JAaHHOTO 3a00JIEBaHUs, @ TAKXKE SKCIIEPUMEHTAIIbHBIX )KUBOTHBIX
OTMEYEHBbI NMEPUBACKYIISIPHBIE KPYTIOKJIETOUHbIE MH(QUIBTPAThl, FEMOPPAruy, OYaru
HEKpo3a B TOJOBHOM Mo3ry. Kpome Toro, oOHapyXWid TreMOpparundecKyro
MTHEBMOHMIO, SHA0(PTAIBMHUT, JIET€HEPATUBHBIC U3MEHEHHS B CETYATKE U 3PUTEIILHOM
HepBe, GUOPUHOUIHBIN HEKPO3 apTEPHUl CETUATKH.

B 1961 rony A.C. TepeHTheBa ¢ COABT. MPU TUCTOJOTUYECKOM HUCCIIEAOBAHUH Ta3a
0osbpHOrO, ocienimero ot Oone3Hu bexyera, oOHapyX WM, YTO KapTHHA CXOXa C
CUMIATHYECKUM BOCTIAJICHUEM (9KCCYIaTUBHO-TIPOIH(PEPaTUBHOE C
rpaHyJieMaTO3HbIMU KJIETOYHbIMU HHQUIbTpAaTaMU COCYAMCTOTO Tpakrta). W3
COCYMCTOTO TPAaKTa OHU MPUTOTOBHIIN B3BECH B (PU3HOTIOTHUECKOM PACTBOPE B CTPOTO
CTEpUJIHHBIX YCIOBHUSIX W BBENIM €€ B MEPEAHIOI0 Kamepy riaza Kypuibl. Yepes 2-3
HeJeNU BO3HHUKIO 3a00JeBaHHE BTOPOTO HEMOBPEKIACHHOTO TJla3a B BHUJE YBEUTA C
MPEIUIUTATAMHY.

B 1964 rony A. Mortada u L. Imami Brnepsbie B Erunrte BbIACTHIN BUPYC H3
AIUTEIMAIIBHBIX KJIETOK TUIIONHUOHA, COCKO0A C SI3B CIIM3UCTON 000JI0UKH MTOJIOCTH PTa,
C KOXH HapYKHBIX MOJIOBBIX OPTaHOB M U3 JIGHKOIIMTOB KPOBH BO BPEMS JTUXOPAJIKH.
OHu curTanu, YTO NPUUMHON MOpaKeHUs Tia3 npu Oose3Hu bexuera siBisieTcs BUpycC
HEHPOATIUTENUANBHBIX KJIETOK PaayXKH, IHJIHAPHOTO Tela W CETYATKH, KOTOPBIH



HaxOJUTCA B JPEMIIIOIIEM COCTOSIHUM, @ MPU AKTUBU3ALMH BBI3BIBAET BTOPHUYHBIN
BaCKYJIUT B COCYIUCTOM 000JIOUKE U CETYATKE U 1aeT XapaKTEPHYIO KAPTUHY YBEUTA U
petuauTa. OUYEBUIHO, MOPAXKEHHBIE BHUPYCOM JICHKOIUTHI CIM3UCTON 000J0UYKU
[OJIOCTU PTa, KOXKHU MOIIOHKM U OOJIBHOTO IJ1a3a MEPEHOCAT BUPYC B KPOBb, UTO
BBI3BIBAECT JIMXOPAJOYHOE COCTOSIHME. Yepe3 HECKOJIbKO JHEW B OpraHu3me
BbIPa0aTHIBAIOTCS aHTUTEIA, BUPYC HHAKTUBUPYETCS U SA3BbI 38KHUBAIOT.

M.A. Mopo3oB ¢ coaBT. Takke cooOmaiu o0 H30JMPOBAaHUM BHUpyCa U3
KOHBIOHKTHUBEHI TJ1a3 OOJILHOTO JaHHBIM 3a001eBaHuEM. bopoc ¢ COaBT. MOTUEPKUBAIOT
3HaYeHUe TUllepceHcHOMmIM3aluu B mnaTtoreHese Oose3Hu bexdera. becap ¢ coabr.
YCTaHOBWJIM pPOJIb ayTOMMMYHHOTO (QakTopa B maroreHese Ooise3Hu bexuera.
NMMyHHBIE (DEepMEHTBI, MOXO0XXME HAa TAKOBBIE IMPU Pa3IUYHBIX KOJUIAreHo3aX, U
rUNoTe3a 00 OTI0KEHUH HMMYHHOI'O KOMIUIEKCA UHTPABACKYJIIPHO U UHTPAOKYJISIPHO
ABJISIETCSl HauOoJiee MPUHATOW TUIIOTE30M MEXaHHM3Ma IOBPEXKJEHUS TKaHEW Mpu
6one3nu bexuera.

HNmmyHonornveckue uccienoBanust KpoBu (1972 1., AOKH) BBISBUJIH, YTO YPOBEHb
remorjaoOnHa u (uOpuHOreHa y NauuMeHTOB ¢ OoJje3Hblo bexuera Belme, a
TpaHcQepprHa HUXKE, UEM Y 3[JOPOBBIX JIUII, YTO, BO3MOXKHO, CBSI3aHO C peakluel Tumna
«AHTHI€H- aHTUTEIIO.

B 1972 rony lllumama ¢ CcoOaBT. ONpEAECHUIN XEMOTAKCHYECKYH) AKTUBHOCTH
BHYTPUIJIA3HOM JKHUJIKOCTU M BBISIBWIN €€ CBSI3b C aKTUBHOCTBIO IpoLecca B riiasy. A
Korype ¢ coaBt. B 1978 rogy BbIsiBUIM, 4TO (PUOPUHOIUTHYECKAS AKTUBHOCTh KPOBHU
O0onpHBIX OoJe3Hbt0 bexuera TOBBIMIACTCS, OCOOCHHO TJIA3HBIX MPOSIBICHUIN
3a00JIeBaHus, U IOHMKAETCS, KOT/1a 000CTPEHUE TOCTUTaeT HAUBBICIIEH CTaHH.

Knunuxa. Haunnaetcsi 3a00JjieBaHME BHE3AIHO U IMPOTEKAETE BHUJE IMPHUCTYIOB,
KOTOpBIE MPOAOJDKAKOTCA OT HECKOJBKHUX JHEH J0 HECKOJBKHMX HEAENIb U 3aTEM
pPEeUUAMBUPYIOT B TeUEHHUE MHOTHUX JieT. Kak nmpaBuiio, mopaxatorcs o0a rias3a, iHOria
OJIHOBPEMEHHO, 4allle B pa3Hble Cpoku. B Tperu cinyuyaeB HaOnromaercs Tpuaaa
cUMOTOMOB. IHKyOaIlMOHHBIN epHO] HEU3BECTEH. 3a00IeBaHUE PEAKO HAUMHAETCS C
IJIa3HOM CHUMNTOMATHUKH, Yallle MOSBJISETCS HEJOMOraHUE M JIMXOpaJlKa, 3aTeM
NOSIBIISIFOTCS. aThl HAa CIM3UCTOM O0O0JIOUKE MOJOCTU PTa U S3bIKA, U3BA3BISIOTCS
MOJIOBBIE OpraHbl, MopaxaeTrcs kKoxka. Bce 3T sABlIeHHsS] MPOXOJAT B TeueHue 2—4
Henenb. B pasHbie CpokM OT Hayana 3a0osieBaHUSl OOJIbHbIE OTMEUAIOT CHU)KEHHE
3pE€HHS W Pa3BUBAETCS TUITONUOH-HUPUIOLMKIUT, KOTOPBIM C MPOrpecCHpOBaHUEM
Mpoliecca pa3BUBAETCS BCE Yallle U MPOTEKAET TsHKellee.

CHavana mnosBisiercss nud@y3Has MyTh BO Bjare mnepeiaHel Kamephl, 3aTeM
TUIONKMOH, a B CTEKJIOBUAHOM Tejl€ MOMYTHEHHS Pa3JIMYHOM WHTEHCHBHOCTH.
['MnonuoH ¥ MOMYTHEHMS B CTEKJIOBUIHOM TEJIE PACcCaChIBAIOTCS JOBOJIBHO ObICTpO. B
pe3yJibTaTe MOBTOPHBIX MPUCTYIIOB 00pa3yIOTCs 3aJHUE CUHEXUH, IKCCYIaT B 00JIaCTH
3payka, pPa3BUBAIOTCA CTOMKME TOMYTHEHHUS B CTEKJIOBHUJIHOM Telle, a TaKxKe



OCJIO)KHEHHAsI KaTapakTa, MOBBIIIAETCS BHYTPUIJIA3HOE JaBlieHue. B 3aHeM oTpeske
rjia3a HMEIOTCS SIBJICHUS SKCCYJIaTUBHOTO XOPUOPETUHUTA M HEWPOPETUHUTA,
nepudueduTa C KPOBOMBIUSHUSMU B CETUYATKy U  CTEKJIOBUAHOE  TEIO,
peTpoOynbp0apHOr0  HEBpUTA, MNANWUIATA, aTPOPUU  3PUTEIBHOIO  HEPBA,
JNETCHEPATUBHBIX U3MEHEHUN B ceTyaTKe. YacTo mpolecc pacupoCTpaHsETCS Ha BCE
000JIOYKH IJa3a, CONPOBOXKIAETCS THOMHBIM KOHBIOHKTHBHUTOM M KepaTuTom. Kak
PaBUIIO, IPOLIECC 3aKAHYMBAETCS CIETIOTOM.

Bropsim, Hanbosee yacTbiM cuMnToMOM OoJie3Hu bexuera, SiBIsAt0TCA 00I€3HEHHBIE
adThl Ha CIU3UCTON 00O0JIOYKE MOJIOCTH PTa, SI3bIKE, KOTOPbIe UMEIOT BHUJI OEI0BATO-
KEJITOBATHIX TIISITEH, OKPYKEHHBIX KpacHbIM OO0OJKOM pa3HOM BeTUYHUHBL. AQThI
MCYE3al0T, HE OCTaBIISIs ClEAO0B. AQTO3HBIM CTOMATUT Yalle APYTrUX CUMIITOMOB
COBMAJaeT ¢ OOOCTPEHHWEM THIONUOH-yBenuTa. M3bsA3BIE€HHE TMOJOBBIX OPraHoOB
MIPOSIBIISIETCS IOBEPXHOCTHBIMU HEOONIBIIMMH SI3BaMU Y KpailHEH IJIOTH U HA MOLIOHKE
Yy MY>XUMH, HA BHYTPEHHEW MOBEPXHOCTH MOJIOBBIX I'yO M y BXOJa BO Biarajuuie y
KEHIIVH. B KOpOTKHE CPOKH S3BbI HCUE3AI0T, MHOTJA OCTABJISISI IMTMEHTALIMIO.
[lopaskeHHsI KOKM BCTpEYAlOTCd B BUAE (POJUIUKYJIHUTOB, (PYpPYHKYJIOB, y3€IKOBOH
APUTEMBI, 3PO3UBHON IKTOAECPMHUH, HoaepMun. ONUCaHbl U TaKUE COCTOSHHMS, KaK
TpoMO0(IeOUTHI, TPOMOO3bl BEH KOHEYHOCTEH, 3a00JieBaHUSl CYCTAaBOB MO THILY
PEBMATOMIHOTO TMOJIUAPTPUTA, TOH3WLIUT, OPXUT, MOIIOHOYHBIE M KHUIIEYHbIE
KPOBOTEYEHHMSI, MEPUKAPANUTHI, MHOKECTBEHHbIE AHEBPU3MBI; B IIO3JHEH CTAaIUU -
MOPAKEHUE HEPBHOM CUCTEMBI 110 TUITY MEHUHT O3HIIE(aInTa.

Jleuenue. Jleuenue 3a00JIeBaHUs CUMIITOMATUYECKOE — AHTHOMOTHKHU IIMPOKOTO
CHEeKTpa JAeUCTBUs, Cyiab(haHWIaAMHIbI, CaJIULUIATHl, MPOTUBOTYOEPKYJIE3HBIE,
MPOTUBOCU(PMINTUYECKHE MPENapaThl, TKAHEBAs TEpanus, IECEHCHOUTU3UpYIOIIas
Tepanusi, NepesiMBaHie OJHOTPYIIHOKW KpPOBH, IIa3Mbl. MECTHO peHTreHoTepanus,
KOPTUKOCTEPOUIbI, MUJIPUATUKH, ayTOrEMOTepanus, yabTpa3ByK.

A(dTBl pTa W TOJIOBBIX OPraHOB 0OpabATHIBAIOT PA3TMYHBIMU AHTHCENTHUYECKUMU
pactBopami, cma3biBatoT 10% pacTBOpOM XpOMOBOW KUCIOTBHI.

[IpuMeHSAI0T UMMYHOAENPECCAHTHI (B KOMOMHAIIMN C KOPTUKOCTEPOUIAMH ), ACHCTBUE
KOTOPBIX OCHOBAHO Ha TOPMOKEHUM OOMEHa HYKJIEHMHOBBIX KHCIOT U YTHETECHHUH
peaKklMu KIETOYHOrO JEeJ€HUS HMMMYHOKOMIIETEHTHBIX KieToK. s nedeHus
MPUMEHSIIU LIUKJIOCTIOPUH Y AIMEHTOB, PE3UCTEHTHBIX K JICUEHUIO MTPEAHU30JIOHOM B
KOMOWHAIMA C KOJXWUIIMHOM B TedeHue §-18 mecsmeB. Ha ¢one mpumeHeHus
MMMYHOJIETIPECCAHTOB TMPOIIECC MPUOCTAHABIMBAECTCS, HO OOpPATHOrO pPa3BUTHS
HAaCTYyNUBUINX U3MEHEHUIN HE POUCXOIUT.

[Iporno3 Oone3nun bexyera HeOIAaronpuATHBINA, 4YacTO pa3BUBAETCA IOJTHAs
CJIeNOTa, MHOTJA CMEPTENbHbBIN ucxo . Y nauumeHToB crapiie 40 jeT nmporHo3 Oosee
OJIaronpuUATHBIN.



BOJIE3Hb KJIATIIEJIA - ®ENJIA
(CUHJIPOM KOPOTKOM IIIEN)

B 1912 rony ¢panmysckue HeBpomaronor M. Klippel u pearrenonor Andre Feil
ONMHCAIA CHUHAPOM KOPOTKOM 1€MW U Jald TOYHOE ONHCAaHUEe OJHOro U3
MATOJIOTUYECKUX COCTOSIHHM, BXOSIINUX B TPYIITY KPAaHHO-BEPTEOPATbHBIX aHOMAIIUH.

Amuonozusa. 3a001eBaHNE HOCUT HACIEICTBEHHBIN XapaKTEp, THI HACJIEIOBAHUS
ayTOCOMHO-IOMUHAHTHBIN. Yarie cUHAPOM BCTpeYaeTcsl y JKEHILIWH, B OCHOBHOM
nopaxaetcs jeBasi cropoHa. B 10- 20 % cnyuaeB BcTpeuaeTcsi B 000MX TJia3ax.
Cuuraercs, yTo napaioKcaibHasi CAHKMHE3HS CBsI3aHa C BPOXKACHHBIM HEIOPa3BUTHEM
HapY>XKHOU NPSIMOM MBIIIIBI, €€ MPEBPAIIEHUEM B COCIMHUTENBbHBINA TK, a TaKXKe C
HEMPAaBWIGHBIM MECTOM TPUKPEIUICHUS MBIIIIBl K CKIEpe U C YKOPOUYCHHEM
(bacuuKyJIIpHOro anmnapara. 9T aHATOMUYECKUE U3MEHEHHUS BCET/1a BIEKYT 3a CO0OM
Opu aAAyKIWW CMEIIEHUE ILIEHTpa TJIA3HOTO s0J0Ka K3a1H, T.€. COMPOBOXKIAIOTCS
peTpakiuel Tiia3a u3- 3a HeBO3MOXHOCTH HOPMAJIBHOTO pacciabiaeHus] n3MEHEHHON
OTBOJIAIIEH MBIIIIIBI TPU MIOBOPOTE TJ1a3a KHYTPHU.

Knunuka. CuHIpoM XapakTepuszyeTcsi clabOCThI0O PYK M HOT, TMepexoisiien
MO3/IHEE B CHACTUYECKUE U MapauTUYECKUE MaparuierTud U TeTPaIieruu, rIyXoToH,
SMWICTITUYECKUMH  MPUTIAJAKaMH, TMPUCTyIaMH ToJIOBHOW Oomu. OtTmMeuaeTcs
YKOpOYEHHE IIIeW, HH3Kasg TpaHHWIla pPOCTa BOJOC Ha 3aTbUIKE, OTPAHUYCHHE
NOJIBJKHOCTH TOJIOBBI. YKOpPOYEHHME II€H NpUIAeT MalueHTaM OCOOBId BUA
«4eJOBeKa- JATYIIKN». PEHTreHONIOrnueckoe HMCCIeAOBaHNWE MOKA3bIBAET, YTO OTO
MATOJIOTUYECKOE COCTOSIHUE 3aKIIOYAeTCsl B YMEHBIICHHHU pa3MEpoB TeJ LICHHBIX
MO3BOHKOB M  JaXe UX 4YHuCla, B CIUSHUM TO3BOHKOB B  OOIIyIO
Hean(pdepeHIIMPOBAHHYIO KOCTHYIO MacCy, MOCIEICTBUEM YET0 U SIBISIETCS KOPOTKAs
MAaJIOTIOJIBKHAS T11esl. B TSKENbIX cilydasx moa00poI0K YIIUPAETCs B TPYUHY, MOYKHU
yIIel KacaroTcs TUied, 3aTPyAHSICTCS AbIXaHue U TJI0TaHue. BO3MOXKHBI aCHMMETpPHSI
JMIa, paclleruieHne MSArkoro HEOGa, BOIYbS MMacTh, AHOMAIMU 3yOOB, He3apallleHue
OBaJIbHOTO OTBepcTus. Yacto nuio 0e3 BBIPAKEHUS, UMEIOT MECTO YMCTBEHHOE
HEJOPa3BUTHUE U MIOPOKU PA3BUTHUSI HEPBHOW CHCTEMBI.

Co CTOpOHBI Ta3 OTMEUAIOTCS MapPAIUTUYECKOE KOCOIJla3ue, TMIIEpMETPOIus,
Huctarm, cuaapom ['opuepa u llltunnunra - Tropka - {yana. Cunnpom ['opuepa (1iTo3,
MHO03, SHOPTAIEM) MOXET OCIOXHHUTHCS THIOTOHHEH, OOCCIIBEUMBAHHEM PAIyKKH,
KaTapaKkToOW, CJE30TCUCHHEM, PACHIUPCHHEM KOHBIOHKTHBAIBHBIX, a HWHOTJAA U
PETHHANBHBIX COCYNOB. Hepeako mpucoequHseTCs] MOTIMBOCTh COOTBETCTBYIOIIEH
nojoBuHbl guna. Cunapom llltmmnmuara - Tropka - [[yaHa ckianpiBaeTcsl yamie U3
MOJIHOTO OTPAaHWYCHHs TIOJBMKHOCTH ITOTO JK€ Ta3a KHYTPHU C €ro peTpakiuei;
CYXXEHUS TJIa3HOW IEIH Ha CTOPOHE TMOPaKEHHOTO Ta3a B MOMEHT IOBOPOTa €ro
BHYTPH U PACIIMPEHUS TJIA3HOW MIEH MPH TOMBITKE MTOBOPOTA KHAPYKU. OTKIIOHEHHE



MOPAKEHHOT'0 Ta3a KBEPXY (peke KHU3Y) MPOUCXOAUT OJHOBPEMEHHO C aITyKIUEN B
CBSI3U C pacCTPOMCTBAMU B COCTOSIHMM HWKHEW KOCOM MBIIIIIBI.

[Tpu cunapome Knunmens - @eitnsg ypesmepHoe PpU3NUECKOE HANPSHKEHUE MOKET
IIPUBECTU K BHE3AITHON CMEPTH.

Jleuenue. B OCHOBHOM JIEUEHUE CUMIITOMATUYECKOE, B HEKOTOPBIX CIy4asiX MOXKET
OBITH MPEANPUHATO XUPYPTUUECKOE BMEIIATENbCTRO.

BOJIE3Hb MUKYJINYA

B 1892 roxmy BrepBbie mgaHHOE 3a00JieBaHHE OMMCaAl HEMEHKHH xupypr Johann
Mikulicz.

Knunuka. 3aboneBanue pa3BUBaCTCs MEJIJICHHO B TEUEHNUE MHOTHUX JIET, HAUUHAETCS
B Bo3pacTe 20—30 JIeT ¢ MOCTENEHHOTO MPOrPECCUPYIONIETO, CAMMETPUYHOTO, YaCTO
3HAQYUTEIBLHOTO YBEJIIMYCHMS CIIOHHBIX >KeJjie3 (CHauvajga OKOJIOYIIHBIX, a 3aTeM HU
MO/TYEIIOCTHBIX, TOIBA3BIUHBIX ), 3aTEM U CIIE3HBIX Xkele3. [locTenenHo Hapyiiaercs u
X cekpetopHas (¢yHkuusa. MHorma mpolecc paciupoCTpaHseTcs Take Ha MEJKHe
’KeJe3bl TOJIOCTH pTa (11euHble, TYOHbIe U HEOHBIC). [IpumnyXxiivue KpyrHbIe KeIe3bl
MOJBUKHBI, DJIACTUYHBI, C TJAJKOW MOBEPXHOCTHIO, 0€300J€3HEHHBIE, BEIUYHMHON ¢
opex u Ooisiee. HarHoeHus xene3 HUKOTIa He MPOUCXoauT. B mponecc BoBiIeKarOTCs
TuMdaTUIECKHe y3Jbl, MOTYT OBITh MOPAKEHBI U JIUM(PATUUECKUE OPTAHBI.

Jlanee pa3BUBaeTCs CMEILICHHE TJIa3HBIX SI0JIOK KHYTPU U KHU3Y U UX BBIMSTYMBAHKE
Brepen. [IBrkeHuss Ty1a3 B pa3HOMl CTENEHH OrPaHUYEHbI, MHOTJIa OTMEYaeTcs
nurutonus. Koka BeK pacTsiHyTa, MHOT/a YTOJIIEHA, MOXKET ObITh IMAaHOTUYHA, B HEH
BUJIHBI PACIIUPEHHBIE BEHBI, B TOJIIE BEK MOTYT ObITh KPOBOMBJIUSIHUS, KOHbIOHKTHBA
runepeMupoBana. Ha riia3HoM JHE MHOTJA IUArHOCTUPYIOTCS HEBPUT 3PUTEIBHOTO
HEpBa, MEPUBACKYJIUTHI, KPOBOU3IUSHUS, SIBICHUS 3aCTOMHOIO JHMCKa 3PUTEIHLHOTO
HEepBa.

[TaTonoroanatoMuyeckre U3MEHEHHUS MPOSBISIOTCS B BUAE JTUMQpOMaTO3a U Pexe
rpaHyjiemMaTo3a CJE3HbIX W CIIOHHbIX kene3. Jlumdomarosz xapakrepusyercs
mubdy3Hol runepruiazuet TMMQOUTHBIX KIETOK - JUMQPOIHUTOB U JUMGOOIIaCTOB,
oOpazoBanueM (oOUTMKYJIOB, a 3areM (uOpo3oM mapeHXxuMbl Kkenes. I[lpu
IpaHyJIOMaTo3€ UMEIOTCS JTUM(OUIHBIC, STTUTEIMOUIHBIC U TJIa3MaTUYECKUE KIIETKH,
a tarxke kietku tuma [lltepHbepra m Jlanrxanca, u Toma KapTWHA TOXO0XKa Ha
auMporpanynemMaTos U TyOepKyJies.

JlIumbomMaTo3 CIE3HBIX U CIIOHHBIX JKEJe3 MOXKET OBITh CaMOCTOATEIbHBIM
3a00JIeBaHUEM U TIpH 00111eM JIMMPOMATO3E.

[Iporuo3 npu o61eM TuMpomaTo3e HeOIArONPHUATHBIN, TPU OrpaHUYEHHON (popme
- OaronpPUSITHBIN.



HuddepenurpoBats  00M€3Hb  ClEIyeT C€  XPOHUYECKUM  IPOSYKTHBHBIM
CUAJI0aJEHUTOM, CIIOHHOKAMEHHON OO0JIE3HBIO, OIyXOJSIMUA CIIFOHHBIX JKEJIE3,
cunapoMoM CrerpeHa, T.K. y O0JbHBIX UMEIOTCS CyOBEKTHUBHBIE Kajl00bl HA CYXOCTb B
rJ1a3ax, BO pTy, a TAKXKe SIBJICHUS] KOHBIOHKTUBUTA.

BOJIE3Hb PEUTEPA
(YPETPO-OKYJIO-CUHOBHUAJIbHBIN CUHIPOM)

B 1916 ramy BmepBble 3T0 3a0ojieBaHKMe omucan HeMmelnkuil Bpau Hans Reiter y
BOCHHOCTYXAIIUX BO BPEMS AMHUIEMUYECKUX BCIIBIIIECK KUIIEYHBIX HHPEKIUIL.

Amuonozua. bonesHp Peitepa ABISETCA XPOHUYECKMM  BOCHAJIUTEIBHBIM
MPOLIECCOM, XapaKTEPU3YIOIIUMCS TPUAJAOKW CUMITOMOB: YPETPUTOM, APTPUTOM,
KOHBIOHKTUBUTOM. 3a00JIeBaHUE Pa3BUBACTCS IOCJIE HEKOTOPBIX OCTPHIX MH(PEKUUH
MOUYETIOJIOBBIX OpPraHOB M KHILIEYHMKA, BBI3BAaHHBIX XJIAMHIUAMH. Pa3BuBaeTcs B
OCHOBHOM B MOJI0J10M Bo3pacTte (20-40 sieT), NpeuMylIECTBEHHO Y MY>KUHH.

Knunuka. Haunnaetcs 3a0ojieBaHuE 4allle C ypeTpPUTa, KOTOPHIA MOXKET ObITh
OCTPbIM, C OOWJIbHBIM THOWHBIM OTIEISEMbIM, WM XpoHUYeckuM. OH Yacto
OCJIOKHAETCS y MY>KUYMH IPOCTATUTOM, a Y JKEHIIMH - NepBUUATOM. Uepes 5-7 nHen
nocie Havajga OoJjie3HH Yy OOJBUIMHCTBA OOJBHBIX PA3BUBAETCS JBYCTOPOHHUUN
(OITUKYISpHBIA KOHBIOHKTUBHUT CO CKYJIHBIM OTIEISEMBIM, PEXE - C OOWIbHBIM
rHOMHBIM. OH OBICTPO MPOXOJUT, PEAKO HAOIIOAAeTCs] UPUAOUMKINT. Mpuaouukiut
MIPOTEKAET C MpEelUIUTaTaMU Ha SHAOTEJIMU POrOBHUIIBI, C KCCYAAaTOM B IEpEAHEH
KaMmepe, HMHOrJa JaXe THOMHBIM W TIeMOpparudeckuM. B CTEKJIOBUAHOM Tele
NOSIBJISIIOTCS TIOMYTHEHUWS, Ha TIJIa3HOM JHE BO3MOXHA HEHpOIaTHs, OTEK WIn
KHCTO3Hasi TUCTPOUST MaKyJbl; AU-, IPepeTUHANBHBIA (hrOpo3. MoryT ObITh TaKke
XOPUOPETUHUT U HEBPUT 3PUTENBHOTO HEPBA.

Uepez 1-4 Hepenu moclie TMOSBIEHUS TMEPBbIX CHMITOMOB YypETpUTa WIH
AHTEPOKOJIUTA MOPAXKAIOTCS CYCTaBbl TJIaBHBIM 00pa30M HHMKHUX KOHEYHOCTEW,
CyCTaBbl pyK B IPOIECC BOBJIEKatOTCs peako. [1pu nopaxeHuu cyctaBoB HaOI0AaeTCSA
JUX0opajaKa, uHorja ¢ o3nooamu. HabmonaroTest cumMnTomsl cakpousienTa. MamMenenus
B CYCTaBax XOPOULIO OINPEAEISIFOTCS PEHTIEHOJOTUYECKH M aHaJIU30M CHHOBHUAIBHOU
KHUAKOCTU. MoskeT ObICTPO pa3BUBATHCS aTPO(Hs MBIIIL, MPUIETAIOIMIUX K CyCTaBaM,
nuMdaieHuT, 0COOEHHO MaXOBbIX Y3JI0B.

Bo3moxHBl  Ticopuazonofo0Hasi Chillb, KEPaTOAEPMHs, XapaKTepU3YIOLIAscs
NOSIBJICHUEM MPEUMYIIIECTBEHHO Ha MOJIOIIBAX U JIAJOHAX HEOOJIBIINX KPACHBIX MATEH,
B ILIGHTPE KOTOPBIX HMeEETCS 30Ha Trunepkepartos3a. [losBIsSIOTCS NOBEPXHOCTHBIE
0e30071€3HEHHBIE 3PO3UM HA CIU3UCTHIX 00OJOYKax IMOJIOCTH PTa, SI3bIKa, T'OJOBKHU
MOJIOBOTO WJIeHA. DTU U3MEHEHUS UCYE3al0T NP YIYyUIIEHUU COCTOSHHUS.

VY HEKOTOpBbIX MALMEHTOB MOTYT PAa3BUTHCS MEPUKAPAUT, MUOKApPAUT, aOPTUT C
(GopMupoBaHHEM  HEAOCTATOYHOCTM  KJAmaHOB  aopThl,  IrJoOMepyJjoHedpur,



nueaoHeppuT,  aMWIOHIO03,  TOJMHEBPUTHI,  NAPOTUT, OPXUT,  CTOMATHT,
sHIE(PATOMUEIUT U TICUX03bl. [nmnTcs 3aboneBanne 3-6 MecsAleB M 3aKaHYMBACTCS
TIOJTHBIM BBI3JIOPOBJICHUEM, HO MOTYT HAOJIIOIAThCSI PELUANBBI, KOTOPBIE MPUBOIAT K
Pa3BUTHIO KaTapakThl, BTOPUYHON TJIAYyKOMBI M CIenoThl. [lpu ocTpoM TeueHHH
3a00JICBaHUS C TIOPAKCHHEM BHYTPEHHHX OPTaHOB U IIEHTPATBHON HEPBHOW CHCTEMBI
BO3MOJKEH JICTAJIbHBIA UCXO]I.

Huddepenuupyror 3adoneBanue ¢ cuaapomMoM bexuera n CtuBeHca - J[>KOHCOHA.

Jleuenue. B neueHMHM JIaHHOTO CHHIPOMa TPUMCHSIOT  aHTHOMOTHUKH,
KOPTHKOCTEPOHIBL, HECTEPOHTHBIC POTHUBOBOCIIAJIUTEIILHBIE CpencTBa,
CHUMIITOMAaTHYECKOE JICUCHUE.

BOJIE3Hb PEKJIMHI'AY3EHA

Brieperie B 1882 roay nemerkuii marosor Friedrich D. Recklinghausen ommcan
KJIMHUKO-TIATOJIOTUYECKYI0 KapTUHY Helpodudbpomarosa.

Amuonozua. 3a00eBaHuE Yallle HOCUT HACJIEACTBEHHBIN WM CEMEUHBIN XapakTep,
TUIT HACJICIOBAaHUS ayTOCOMHO-IOMHHAHTHBINA. 3a00J€BaHNE MOXKET MPOSBISATHCSA C
POKJICHUS WJIA B TIEPBOE JIECATHIICTHC KU3HU, MYKYHHBI O0JICIOT B 2 pa3a Jarie, 4emMm
KCHIUHBI.

Knunuka. Jlns >toro 3a0ojieBaHMS XapaKTEPHO COYETAHWE MHOKECTBEHHBIX
HeHpoduOpoM Mo X0y HEPBHBIX CTBOJIOB, KOXKHBIX MATEH IBETA «KO(E C MOJIOKOMY C
PasTUYHBIMA  AQHOMAJMSAMH pPa3BUTHS OPTaHOB KaK JKTOJACPMAILHOTO, TaK H
ME30/IepPMaTBHOTO MMPOUCXOKIACHHUS.

Helipopubpomaroz  menurcs  Ha  nepudepuyecKkudid,  HEHTPAIbHBIM U
KOMOWHUPOBAHHBIM.

IIpu nepudepuueckom HepopuOpoMaro3e ONPEaSIIIOTCS MHOXKECTBECHHBIC
KOXHBIE U TIOJIKOXKHBIE PrOpoMbI, HENPOGUOPOMBI, HEBPUHOMBI; TISITHA HA KOXKE I[BETA
«kode ¢ MOJIOKOMY, CBSI3aHHBIC C MOpakeHHEM neprudeprudeckux HepBoB. [locTeneHHo
YHUCJIO U pa3MEPhI ATUX TSATEH yBeanunBatoTcs. [losBieHne Ha Koxe y peOeHKa MATeH
paszmepom OoJiee 5 MM, a B IOHOIIIECKOM Bo3pacTe Oosiee 15 MM CBUIIETEIBCTBYET O
BO3MOKHOCTH pa3BUTHs OoJie3Hn PexinuHraysena.

[Ipu nentpansHOil Qopme HelpoduOpomaTo3a OIMYyXOJEBUIHBIE O00pa30BaHUS
pacTyT 13 000JI0YEK YEPEITHO-MO3TOBBIX, CTUHHOMO3TOBBIX i CHMITATHYECKUX HEPBOB.
®ubpomMaTo3HbIE Y3JIBI B TOJOBHOM M CIHUHHOM MO3T€, KOCTSX MPUBOIIT K
HEBPOJIOTHYECKUM, TCUXUYCCKUM, TOPMOHAIBHBIM M KOCTHBIM HapymieHusM. Jletn
OTCTarOT B (PU3MYECKOM M YMCTBECHHOM Pa3BHTHH.

[lepBbIM mpU3HAKOM CHHApPOMA SIBIISIIOTCS MHOXKECTBEHHBIE OBAIBHOU (HOPMBI
«koderHbIey MATHA Ha KOXE, Yallle PacIoj0KCHHBIC Ha TPY/IH, )KUBOTE U CITHHE.

['ma3Hpie  cUMOTOMBI  MOTYT OBITh HWHOT/IA  €IMHCTBEHHBIM  TPU3HAKOM
Heripopubpomaro3a. HelpopubpomaTo3Hnbie y37abI MOTYT pacrloJiaraThCsi Ha



npuaaTkax rja3a, B camMOM TJla3HOM si0joke u opbute. Yacto BcTpeuaercs
HelpopubpomaTo3 Bek (IOUTH BCErJa BEPXHHX): HEUPOPUOPOMBI BEK MPEACTABISIOT
co0o¥ MIOTHBIE y3JI0BaThie 0€300JIe3HEHHBIE HOBOOOPA30BaHUsl, MIJIOTHO CBSI3aHHBIE C
KOHBIOHKTUBOW. BEKHM yTOINIIEHbI, MOTYT CBHUCATh, HMHOTA HWMEIOT CHHIOLIHBINA
OTTEHOK, OIYXOJIM MOTYT 3aXBaTbhIBaTh J00, BUCOK, OpOUTY. HacTo mopaxeHue BeK
coueraercs ¢ TUnepTpodueil CoOTBETCTBYIONIEH MOJOBUHBI JIMIIA M TOBBIIICHUEM
BHYTPUIJIA3HOTO JABJICHUS B OAHOUMEHHOM IJ1a3y.

Ha koHBIOHKTHBE TJIa3HOTO s0J0Ka HOBOOOpPA30BaHUS HMMEIOT BUJ OTIEIbHBIX
y3€JIKOB WJIM Y3JI0BaThIX TsDKEM B BHJIe YETOK. B mpoiiecc MOXKET BOBIIEKAThCS U
cocyaucTas 000104Ka, yalle paayxkka. B pagyxkke mosBISIOTCS HOBOOOpa30BaHUS B
BU/JIC Y3€TKOB OKPYTJIONH (POPMBI, BETUUMHON C IPOCSIHOE 3EPHBIIIKO, @ B XOPHOUJIEE -
cepoBato-0einbie ToJocKu. [lopakeHne coCyaucTor O0OJIOUKH MOMKET MPUBOIUTH K
HApYUICHUIO OTTOKA BHYTPUTIA3HOM >KUJIKOCTU U PA3BUTHIO BTOPUYHOM TJIAyKOMBI.
Nuorna HaOI101a10TCA TETEPOXPOMHUSI PATyKKH, MUKPOKOpPHEA, MUKPO(TAIbM, BRIBUX
XpYCTaJIHKA.

[Ipu wuHTpaopOUTATLHOM PACIOJIOKEHUU OIYXOJIU JIMarHOCTHUPYIOTCS TITO3,
AK30()TaNbM, Hapajiyd M Hape3bl IIa30ABUTATENIbHBIX MBIIIL; a MPU JOKAIU3alun
Y3JIOB BHYTPHU U€pemna - 3aCTOMHBIN JUCK 3PUTEIBHOTO HEPBA.

YacTo BCTpedaeTcsl AUCIUIACTUYHOCTh B CTPOEHUH JIMIA: TUIIEPTEI0OPU3M, aHOMATUHU
pa3BUTHUS TJA3HBIX IIEJIe, HempaBuibHas (Qopma ueperna, acUMMETPHUS Pa3HbBIX
OTJIEJIOB ueperna, 0COOEHHO JIMILIEBOIO, BKIIOYasg opouty. OueHp 4acTo Ipu CUHIPOME
CTpaJlaeT UHTEJUIEKT U OTMEYAIOTCA SHIOKPUHHBIE HAPYILIECHUS.

He Bcerna OniBatoT BbhipakeHHbIE (DOPMBI CUHAPOMA, HEKOTOPHIE CUMITOMBI MOTYT
orcyTcTBOBaTh. llepudepuueckas Qopma wuMEET OTHOCUTETBHO JUIMTEIBHOE U
N00pOKAaYECTBEHHOE TEUEHUE, XOTS MOXKET MEPEUTH B 3JI0KAUECTBEHHBIN ITpOLIECC.

[Ipu pEHTTeHOIOTHYECKOM HCCIIEIOBAaHUU OPOUT OOHAPYKUBAIOTCS HU3MEHEHUS
TUNEPIUIACTUYECKOTO (TUIIEPOCTO3) MM aTpodudeckoro (negopmaius u AeCTpyKIus
KocTel opOuThl) xapakTepa. KaHan 3puTeabHOr0 HepBa HEPABHOMEPHO PACIIUPEH U
npuoOpeTaeT (GopMy BEPTHKAIHLHOTO OBaJa, CTEHKH €ro Y3ypUPYIOTCS WIH pas-
pyLIaloTCH.

[Ipy naToJIOrOaHAaTOMUYECKOM MCCJIEAOBAHMU HAXOIAT MHOXECTBO  Y3JIOB
HeHpopuOpOM WM HEBPUHOM OT 2 MM JIO HECKOJBKHX CAHTHUMETPOB B JHAMETpE.
WNHorna BcTpeyaroTes: OMyXoJid 3HAYUTEIbHON BETUYHUHBI.

Jlauubiil cunaapoM crenyet auddepeHIupoBaTh ¢ TYOSPO3HBIM CKIEPO30M, IPYTUMU
(hakoMaTo3amMu, OIyXOJISIMU, KUCTaMU OPOUTHI U TJIa3HOTO SI0JI0KA.



CUH/JPOM AJIBBEPC - HIEHBEPT' A
(MPAMOPHAS BOJIE3HbD)

MpamopHast ©0o0Je€3Hb - PEAKO BCTpedarolieecss BpOXKJICHHOE 3aboJeBaHue
JTUCIUTACTHYECKOTO  XapakTepa, mposBisitonieecs aud@Py3HBIM OCTEOCKIECPO30M
OOJBIIMHCTBA KOCTEH ckeneTa. boje3Hp BliepBble ONMcaHa HEMELKUM PEHTI€HOJIOTOM
u xupyprom Heinrich Albers - Schonberg B 1904 rony.

Amuonozus. ITUOIOTHS HEU3BECTHA, B OOJBIIMHCTBE ClydaeB 3a00IeBaHUE HOCUT
CEMEHHBIN XapakTep W mepenaercsa mno HaciuenctBy. OMucaHbl TakXke CHOPaTuYECKu
BO3HUKAIOIIME ciiydau Oosie3HH. 3a00JeBaHHE BCTPEUYAETCS BO BCEX BO3PACTHBIX
rpynmnax, Ha BceX KOHTUHEHTAaX, B PaBHOM CTENEeHU y MY>KUUH U xkeHuH. [Ipu cunapo-
M€ HapylIaeTcsi KOOPAUHALIMS MPOIIECCOB KOCTEOOpa30BaHUsI U Pa3BUTHUSL COCYAUCTON
CHUCTEMBI: TATOJIOTUYECKOE pa3pacTaHHE KOCTEM BBITECHSIET KPOBETBOPHYIO TKaHb.
KocTHOMO3roBBIE MONOCTH PE3KO YMEHBIIAIOTCS WM MOJTHOCTHIO OOJUTEPUPYIOTCS,
YTO BEJIET K TSKEIIOMY, POTPECCHUPYIOIIEMY HAPYIIEHUIO KPOBETBOPEHHUS U cMePTH. B
pa3BUTHHM OOJIE3HU TMPHUAACTCS 3HAUYCHHE TaKKe TUNMEPOYHKIUHM MapanuTOBUIHBIX
’KeJie3, Ype3MEPHO BHICOKOMY COJIEpKAHUIO B MMHUIlle BUTaMHuHA /1.

Knunuka. Boigenstor 2 @opMbl 3a00JI€BaHHS: ayTOCOMHO-PELECCUBHYIO WJIU
3JI0KaY€CTBEHHYIO U ayTOCOMHO-IOMUHAHTHYIO OTHOCUTEIILHO JI00POKaYe€CTBEHHYIO.

OO0mMMH cUMOTOMAaMH 3a00JI€BaHUS SABIISIIOTCS YpE3MEPHAsl JIOMKOCTh KOCTEU C
MOCJICTYIONTUM OBICTPBIM CpPAacTaHUEM OTJIOMKOB; BTOPHUYHAS AHEMUS; YBEIHMYCHHE
NEYCHH, CEJIC3CHKU, TUM(DATUUECKHUX Y3JI0B; MOXKET OBITh TUJIpolIe(ainsl; TOBBIIICHNE
BHYTPHTJIA3HOTO JIABJICHUS;, OTCTaBaHUE B (PU3MUECCKOM Pa3BUTUHU PA3TUIHON CTCIICHU;
MOHIKEHHE CITyXa.

[Tpu 3abosieBaHUM YK€ Y HOBOPOXKJACHHBIX UMEETCSI PE3KOE CHUIKCHHUE 3PEHUS WU
cienoTa u3-3a aTpoduu 3pUTENIBHBIX HEPBOB, KOTOpas pa3BUBAETCA B PeE3yJbTaTe
CKJIEPOTUYECKOTO YTOJIICHUS KOCTEW OCHOBAHUS 4Yepera M CYyKEHUs OTBEPCTUN U
KaHAJIOB, Yallle 3PUTEIbHOTO. BOoJIbHBIE NEeTH JOJIT0 HE MOTYT XOAWTh, 3yObl Y HHUX
MOSIBJISIIOTCS. OYEHb TO3/[HO, JIETKO BBINAJIAIOT, TIOPAKAIOTCS KAPUO3HBIM MPOIIECCOM,
KOTOPBIA MOXKET OCIIOKHUTHCSA OCTEOMHUEIUTOM YEIIFOCTEN U HEKPO30M, Yallle HUKHEN
gemrocTH. OPTanbMOJOTUYECKUMH CHMIITOMAMH  SIBJISIIOTCS  YIUIOIIICHUE OpPOUT W
AK30(TabM, KOCOTJIA3Me€ U HUCTArMm, HapylleHHuE KOHBEPTEHIIMH, 3aCTONHBIC TUCKH,
MepBUYHAS U BTOpUYHAS aTPO(Hs 3pUTEIIBHBIX HEPBOB.

BaxxnenmmMm B TMarHOCTUKE SIBIISIETCS PEHTTCHOJIOTUYECKOE UCCIIEA0BAHUE, KOTOPOE
JIAeT XapaKTEePHYIO KapTUHY H3MEHEHUI TTOUTH BCEX KOCTEH, B TOM YHCIIE ¥ TTO3BOHKOB.

KapTtuna pentreHorpamm ckenera U 00yCJIOBHJIa HA3BAaHUE JTAHHOTO 3a00JICBAHUS.
Ha cHuMkax oOHapyXHBalOT HEOOBIYHYIO PE3KYI0 IUIOTHOCTh, TOMOTEHHOCTb,
OECCTPYKTYpPHOCTh KOCTEM, Kak OyJITO OHU COCTOAT U3 Oenoro mpamopa. dopma u
pasMepbl KOCTEW OCTaloTCs HOpMajdbHBIMU. B KOCTAX ueperna B MEPBYH ouepeib
MopaxkaroTcsi Te, KOTOPbIe UMEIOT XPAIIEBOE MPOUCX0oxkaeHue. Bmecte co ckiaepo3om



KOCTHOW TKaHM OTMEYAeTCsl Cy)KEHHE KaHaJOB YEPEMHBIX HEPBOB, OOJIUTEPUPYIOTCS
MPUIATOYHBIC MMa3yXH Hoca. B Tene mo3BOHKOB IIEHTpaIbHAas 4acTh MPOCBETIICHA, a 10
X0y 3aMBIKAIOIIUX TUIACTUHOK 00Pa3yIOTCs MIOTHBIEC IUPOKHUE TIOJIOCH.

[TaTonornueckue nepenomsl KOCTEH 4Yale BO3HUKAIOT B MOJBEPTEIbHOM 001acTH
OellpeHHOM KOCTH, peXe B JPYruX TpyOdaTbIX KocTaxX U pebpax. OckosibuaTbie
IepeIoMbl BCTPEUAIOTCS PENIKO, Yalle IUIOCKOCTh IepesioMa IolepeyHas Wil Kocas,
auddepeHnnaIbHpld  TUAarHO3 B TUNWYHBIX —Clydasx He 3aTpyaHeH. [lpu
MaJIOBBIPAKEHHBIX ~ WJIM ~ HETHUIHWYHBIX  PEHTTEHOJIOTMYECKHUX  W3MEHEHMSX
audepeHInanbHyl0 JUAarHOCTUKY TMPOBOJAT C OCTEOMOWKHUIIUEH, OCTEOCKIepO-
THYECKOM aHemuel, ocTeoMuenopuOpo3oMm, JeWKo3aMHu, JIUMQPOrpaHyIeMaTo30M,
HOCJEICTBUSIMH OTPABJICHUS CBUHIIOM, (hocopoM, 0coOeHHO PTOpoM, ¢ HEKOTOPHIMH
dopmamu 605e3uu [lemxenTa, OCTEOKIACTUIECKUMHI MHOXXECTBEHHBIMU METacTa3aMH,
0COOEHHO paka MpeAcTaTeNIbHON XKele3bl. B 1eTCkoM Bo3pacTe 0CTEOCKIEPO3 MOKET
BBI3BIBATHCS JICKAPCTBEHHOW Tepamueil BpOXIAEHHOro cudminca, a Takke Npu
TUIIEPBUTAMUHO3E «A» U «/I».

Jleuenue. JleueHre CUMITOMAaTUYECKOE C BPEMEHHBIM yiyulleHueM. Ha3nauaror
mpemapaTsl  Keje3a, KOPTHKOCTEPOW[bI, TOBTOPHBIE  TEpEIMBaHUs  KPOBH,
o0IIeyKpEIUIIOIIEe JICUEHNUE.

CUHIPOM AIIEPA
(AKPOLHE®AJTOCUHAAKTHNJIUA)

Bpoxnennas anomanusi, poactBeHHas cunapoMy Kpy3ona, Obliia geTaibHO onucaHa
dbpannysckum neguatpom Eugene Apert B 1906 romgy. OT0 CHMOTOMOKOMILIEKC
HACJIEJICTBEHHBIX aHOMAJIU, XapaKTEePU3YIOLIUIICA coueTanueM Aaedopmaliiil JIMeBon
YacTH 4yeperna, CHHIAKTUINEeH U APYruMuU Ae(eKTaMu KOCTHON CUCTEMBI.

Amuonozua. [IpyunHaMy BOZHUKHOBEHUS! CHUHJPOMA MOTYT OBbITh MOBPEXKIACHUS U
HernpaBuibHOE pa3BuTue |-it sxabepHoil Ayru sMOpHOHA B pe3yJibTaTe 3a00JeBaHUs
MaTepH BO BpeMsi OepeMeHHOCTH MH(EKITMOHHBIMU 3a001€BaHUsIMU (TPUIII, KPACHYXa,
cu(uIuc, MEHUHTUT, TyOepKyJe3) WK 00Iy4eHUs] MaTEPU PEHTI€HOBCKUMHU JTyYaMHU.
Cunzmpom yamie HabOMOIaeTCa y €T MOXKUIBIX poauTenield. Turl HaclieloBaHUS
ayTOCOMHO-TOMUHAHTHBIN. OJHOBpPEMEHHbIE AHOMAJIMU MO3TOBOIO M JIMIEBOTO
yepemna, ria3, JUCTaIbHBIX KOHEUYHOCTEH OOBICHSIOT TEM, YTO BCE ATH OpPTaHbI
Pa3BUBAIOTCS M3 3a4aTKOB OJIHOW U TOM ke 00JIacTH.

Knunuka. Co ctopoHbl ria3 HaOmonaercs pazHooOpa3Has MNATOJIOTHS: MEJKUE
MJIOCKUE OpOWTHI BCIEACTBHE YTOJIICHUS KOCTEH; H9K30(hTanbM, OO0YCIOBICHHBIN
yYMEHBIIEHUEM 00beMa TJIa3HUIbl; aHTUMOHTOJOUIHBIA BUJ TJA3HBIX WIEJEH, MTO3,
TUIEPTENIOPU3M, pPacXoslleecss KOCOryia3ue, HUCTarM, KEpaTOKOHYC, MOABBIBUX



XpyCTalluKa, KaTapakTa, MUWTMEHTHAs JIeT€Hepalusl CETYaTKH, 3aCTOMHBIE JIUCKU C
MOCJIeyIoNIeH aTpodueit 3puTeTbHOTO HEPBA.

[Tpu akpouedanocuaaakTuINM HaOIIOHaeTCs 1eopmalius yeperna Tumna OarneHHoro
M3-3a2 PAHHEr0 3aKPbITUS MPOAOJbHBIX U MOMEPEUYHBIX IIBOB Yepena, HHOTIa UMEETCs
CHUHOCTO3 BCEX IIBOB U€pena 1 B CBSI3U C 3TUM U3MEHEHUS JIUIIA, PACIIMPEHHBIN KOPEHb
HOCAa, BBICOKOE HEOO, «BOJIUBS MACThY, TUMOIIIA3Ms BEPXHEWU YENIOCTH, BBICTYAIOMIAs
HIDKHSIS 4emoCcTh. VIMeeTcs CHHIAaKTUINS (CpallleHue NajbleB KUCTU U CTOIT), O0JIbIITNE
najiblbl OCTAIOTCS BCErJa CBOOOTHBIMU, CPAILIEHUE MOXKET ObITh KOXKHBIM, KOCTHBIM,
nepenonyateiM. Pexxe ObiBaeT monmumakTms. MiHor1a HaOIr01ar0TCS TOPOKU Pa3BUTHUS
MO3BOHKOB, KapJIUKOBBINA POCT; MOPOKU CepAlla, TUCIIIa3us MOYEeK U TOJKETyI0YHON
JKeJe3bl, aaUINO30TeHUTANIbHAS JUCIUIa3us, IOPOKA pPa3BUTHS HApPYKHOTO yXxa,
3apalieHue 3aaHero npoxoaa. Habmogaercss yMcTBEHHAs OTCTAIOCTb.

Huddepenunanpuas IUarHOCTHKA MPoBoAUTCS ¢ cuHApoMamu Kpysona, ['peiira,
Kapnentepa.

Jleuenue. JleueHne CUMIITOMATHYECKOE.

[IporHo3 ;s KU3HU  HEOJArONMPHUSTHBIM, T.K. MHOIO  Pa3HOOOpPA3HBIX
MOP(OJIOTUYECKHUX TOPOKOB.

CUHAPOM BJIOXA - CYJIBIIBEPTEPA
(MH®AHTUJIBHBIYM IATMEHTHBIN JIEPMATO?3 -
INCONTINENTIA PIGMENTI)

BriepBbie cunpoM onucaiu mmBeiapckue Bpaun Bruno Bloch B 1925 roxy u Marion
Sulzberger B 1928 rony.

Imuonocua. ITUONIOTHST TAHHOTO COCTOSIHUSI HEM3BECTHA. PaHee MHOTHE aBTOPBI
CUHTAIIM 9TO 3a00JI€BaHNE BPOKICHHBIM U CBA3BIBAIIM €TI0 C BUPYCHBIM 3a00J1€BaHUEM
Marepu B Tiepuoj OepeMeHHOCTH (KpacHyxa, Teprec), HEKOTOphble MpearnoJiaraiu
MOCTTPABMATHUECKYI0 ~ MHGEKIHI  IUI0Ja, TOBOPWIM 00  ajuIepruuecKoM
MPOUCXOXKJEHNN OO0JIe3HH, TaK Kak B KPOBHM B HAYAJIbHOW CTaJud HMMEETCS
P03UHOPUIHS.

B nactosiiiee Bpemsi OOJIBITMHCTBO aBTOPOB OTHOCUT CHHAPOM K HACJIEICTBEHHOU
AKTOAEPMAIbHOW aHoMmanuu. Tumn HacienoBaHus X-CUCIUICHHBIN, JTOMWHAHTHBIN C
BHYTPUYTPOOHO! THUOENbI0 IUIOJOB MYXCKOrO I0ja, M[O3TOMY BCTpedyaercs
WCKIIFOUUTENILHO Yy JKCHIMWH. 3a00JieBaHUE SBISETCS BPOXKICHHBIM, HO MOXKET
pa3BUBAThLCS B TCUCHHUE TIEPBOM HEJIEU TTOCIE POXKIEHUS U PEIIKO - B TEUCHHUE TIEPBOTO
roJia >KU3HHU.

Knunuka. Ilpu 5TOM COCTOSIHUM TIOpakalOTCsl KOKa, BOJIOCHI, TyOBI, TJiasa,
IEHTpajbHas HepBHas cucTema. Cpasy mociie poxjacHusi y peOeHKa 0OHapYyKUBACTCS
MHOECTBO Iy3bIPHKOB, JPUTEMbl M Y3€IKH Ha KOXE KOHEYHOCTEH, OOKOBBIX



MOBEPXHOCTAX TyJoBUIIA U kuBoTe. Conep:kaHue IMy3bIpell OOBIYHO MPO3pavyHOE, B
peakux ciydasx MyTHoe. Cpa3y Wi CiycTd 3 Mecsila Mocie POXKIACHUS MOSBISIOTCS
runeprpopuyeckue O00poIaBKH, UCUE3AIOIINE Y€PE3 HECKOIBKO JET U OCTABJIAIOIINE
nocyie ceds MUrMeHTaluo. [[BeT MUTMEHTHBIX Y4aCTKOB KOPUYHEBBIM, CHUHEBATHIM,
(uoneToBbIN ¢ O0JIEE CBETIIBIMU KpasiMi, OTMEYaeTcs runepkeparos3. Bonocs! Ha rosnose
TYCKJIbIE, CyXU€, OECIIBETHBIE, yYACTKU OOJIBICEHUS, 00IIast WM YaCTHUYHAs aJIOTELHs.
B psze cinydyaeB HaOmrogaeTcs OTCTaBaHue B POCTE, KOCOJIANOCTD, Ae(opMariusl YIIHbIX
pakoBuH. [lopakeHue LEHTpabHON HEPBHOW CUCTEMBI HAOJIOJAETCSI HE BCErna, HO
€ClIi MMEET MECTO, TO TpOSBISETCS OYeHb TSDKEIO B BHAE MHUKpOIe(any,
ruzipouedanuy, SMWICNTUYECKUX HPUIAJKOB, TE€Tpa- W MAPAIUIETHH, 3al03]aloro
IICUXUYECKOTO Pa3BUTHS.

OdeHnp OBICTPO OOHAPYKUBAETCS W MATOJOTHUS CO CTOPOHBI YEITIOCTHO-JIMIIEBOM
o0jacTu: 3amo3fajioe MpOpe3bIBaHUE KaK BPEMEHHBIX, TaK U IOCTOSIHHBIX 3yOOB,
YaCTUYHOE WIJIM TMOJIHOE OTCYTCTBME 3yOOB; TMIIOIUIA3Usl YEIIOCTEH M aJIbBEOJIIPHBIX
OTPOCTKOB, paclle/ivHa I'yObl U HeOa.

Co cTopoHBI OpraHa 3peHUsl OTMEUAIOTCS 11T03, KOCOTJIa3ue, HUCTArM, OYEHb 4acTO
BPOXKJICHHAsl KaTapakTa, MHUKpO(TaibM, IMOBEPXHOCTHBIE W TIIYOOKHE KEpaTUTHI,
aTpodus pagyKKH, peTpojieHTanbHas (GuOpoIUIasust ¢ OTCIONKON ceTyaTKu, aTpoQus
3pUTETBHOTO HEPBA, METACTATUYECKAS O(PTATIEMHUSI.

N3 npyrux HENOCTOSHHBIX aHOMAJIMM OTMEYalOTCS BPOKJECHHBIE KapAHOIATHH,
CUHJAKTUIIUSA, TUCTPO(dUs HOTTEH, BPOXKIEHHBIN BBIBUX Oefpa.

HuddepenunpyroT nanHoe 3adoneBanue ¢ cuaapomamu Herenu u ['onbua.

D¢ hHEeKTUBHOTO JICUCHHS HET.

CHUHIPOM BOTI'OPAJIA
(CUHAPOM «KPOKOJIHUJIOBBIX CJIE3»)

Bnepseie 3ToT cunapoM onucan HepomnarojgoroM ®.A. boropagom B 1928 rony u
Ha3BaH CUHIPOMOM «KPOKOJMJIOBBIX CJIE€3» 3@ CXOJCTBO 3TOT0 ()EHOMEHA C TIOSBIIEHUEM
CJIE30TE€YCHHSI Y KPOKOIMIIa BO BpEeMS MOKUPAHHS KM CBOEH KEPTBHI.

Amuonozcua. boropaa O0OBACHAN pa3BUTHE JAHHOIO CHHJPOMa MPOpAacTaHUEM
BOJIOKOH Chorda tympani Bo Bpemsi pereHepanuu 1Mo MyTsSM CEKPETOPHBIX BOJIOKOH
CJIe3HOM kene3bl. Takke 3TOT CUHIPOM BCTPEUaeTCs MOCie napajinda JUIEBOro HepBa:
OO0JIBIIMHCTBO aBTOPOB CUUTAIOT, YTO Pa3BUTHE MPUOOPETEHHOTO CHHIPOMA 3aBUCUT OT
pereHepald CEKpPETOPHBIX BOJIOKOH JIMIIEBOIO HEpBa IOCJIE €ro mnapajiuya,
IIPOPACTAIOIIMX HE B CIIFOHHYIO, a B CIE3HYIO JKEJE3y.

[Ipy BpOXXIEHHOM CHHAPOME TMATOJIOTUYECKUE CBSI3U PAa3BUBAIOTCS B  sIpax
OTBOJIAILETO, BEPXHETO CIIOHHOTO U JIULIEBOro HEpBOB. KpaliHe peko «KpOKOIUIOBbI
CJIe3bD» BCTPEYAIOTCS] B KOMOMHAIIMK C OJIHOCTOPOHHUM HJIM JBYCTOPOHHHUM Iape30M



OTBOJALLEro HepBa. OTMEUAIUCh ClTydad BPOKIEHHOTO Mape3a OTBOASIINX HEPBOB, CO-
ITPOBOKJAIOLIETOCS. CUIIBHBIM CJIE30T€YEHHEM BO BpPEMS €lIbl, & TAKXKE CHHKEHHEM
ciyxa, AegopMmaleil yIIHbIX PakOBUH M JIPYTMMH aHOMalWsMU pa3BuTus. Takue
M3MEHEHHUs ObUIM BBI3BaHbI MPHUEMOM MaTepsMU B MepBble 3 MecsAla OepeMEHHOCTH
IPOTUBO3a4aTOYHBIX CPENICTB.

Knunuka. 3TOT CUMITOM MOXET OBITh BPOXACHHBIM U MPHOOPETEHHBIM U
XapaKTEpHU3yeTCsl TEM, YTO pa3juvHas MHUIIA, HE3aBUCHMO OT BKYCOBBIX KayecTB,
CTUMYJIMPYET YCHJIEHHOE cie300TAeseHue. MHorna ciie30Te4eHne BhI3bIBAET TOJBKO
3arax MHINW, MHOTa TBep/asi MUIIA BHI3BIBAET OOJIbIIEE CIE30TEUECHUE, YeM XOJI0HAs
u okuakasd. Todbko JKeBaTeNbHBbIE JBMJKEHHUS, a TaKKe IUlady, CBSI3aHHBIA C
IICUXO03MOLMOHAJILHBIMU [IEPEKUBAHUSAMH, CIIE30TEUEHUEM HE COTIPOBOXKAAOTCS.

Jleuenue. Ilpu  cungpome  boropaga  pexomenayerca  OJOKMpOBaHUE
NapacUMIIaTUYECKOW MHHEPBALIMK CIIE3HOM >KeJe3bl, OOLIEYKpeIUIsitoniee JIeUeHHeE,
BUTAMHHOTEpanusi, KiumaTtojedeHue. Ilpu mnpuoOpeTeHHOM CHHApPOME HHOIA
BO3MOYXHO XUPYPIUYECKOE JICUEHHE.

CUHAPOM BOHHEBH- YJIbPUXA
(CMHAPOM MHOXECTBEHHBIX ABAPTOB)

B 1930 rony memenkwuii nexauarp Otto Ullrich BnepBeie omyOimkoBan omnucaHue

KJIMHUYECKON KapTUHBI IaHHOTO 3a00JIeBaHMUsL.
Amuonocua. B 1937 rogy Yiubpux s O0OBSICHEHHS NMATOreHe3a Pa3BUTHSL JAHHBIX
aHOMAJIMH HKCIIOJIb30BaJI THIIOTE3y HOpBexkckoro 3oojora Kristine Bonnevie o
MEXaHU3ME BO3HUKHOBEHHMS y aHOMaJIbHO Pa3BUBAIOIIMXCA MBIIIMHBIX SMOPHOHOB
JMKBOPHBIX OTy>kaaromux my3sipeit. K. Bonnevie canraina, 4To my3bIpu MpeICcTaBIsIOT
CKOIUIEHUE KMJIKOCTH M3 AMOPUOHAIBLHOTO MO3ra, KOTOpasi MPOHUKAET B 3aThIJIOYHO-
meitHyo obnacte (M3 IV xkenmygouka) yepe3 OBaJIbHOE OTBEPCTHE B TOHKOW KpBIIIE
KeIly104Ka, KOTOpOe BCEerJa MMEeTCs y 3apobliia Ha 7-8-i1 Heene pa3BUTHSL.

B 1949 rogy psia aBTOpOB OTMETHIIM BO3MOXKHOCTH COUYETAaHHSI 3TOIO CHHApPOMA C
cunapomom llepmesckoro - Tepuepa. Yabpux paznnuain 2 pa3HOBUIHOCTH CUHAPOMA:
CUMMETPUYHYIO (DOpPMY JABYCTOPOHHETO 3HIOKPUHHOTO I€He3a UM aCUMMETPHUYHYIO,
OJIHOCTOPOHHIOIO C TEHE30M 00pa30BaHMs IMKBOPHBIX Mmy3bipeil. [lepBas popma mpen-
cTaBisieT coOoi KoMmOuHauuio cuHapomMa boHHeBM - VYiabpuxa ¢ CHHIPOMOM
epmeBckoro - Tepuepa. OqHOCTOPOHHSS aCUMMETPUYHAsL (popMa - 3TO HE YTO UHOE,
KaK pocToil cuHipoM boHHEBU - Yiibpuxa, CHHIIPOM MHOKECTBEHHbBIX a0apTOB.

Tumn HacnenoBaHUs - ayTOCOMHO-IOMUHAHTHBIM.

Knunuka. Ilpyn 3T0M CUHIAPOME UMEIOTCSI MHOTOUMCIIEHHbIE M3MEHEHMSI B CAMBIX
Pa3IMYHBIX OPTaHaX U CUCTEMAX. Y MAIMEHTOB OTMEYAIOTCS KPbUIOBHUIHbBIE CKIIAIKU Ha
1Iee, najibliax, MOAMBIIICYHbIX U OJKOJICHHBIX 00JIaCTsIX, APAOIOCTh KOXKHU, TapaaTniu



U TIape3bl IBUTaTeNIbHBIX HEPBOB B PA3IMYHbBIX COUETAHUAX; AEPEKThI TPYIHBIX MBIIII]
M OHULENcoB; BOPOHKOOOpa3Has TIpydb, TUIOIUIA3UA TPYIHBIX JKEJIe3, a HWHOrIa
yBEJIIMYEHUE MX YHUCIIA; HEOOJBIION POCT, BBICOKOE HEDO, BOYBS MACTh; FMIOILIA3USA
HIDKHEW 4YENIOCTH; YPOIJIMBOE PA3BUTHE YIIHBIX PAKOBHMH, PEXE ITyIIOYHAs TPHIKA;
BPOJK/ICHHBIE BBIBUXU Ta300€IPEHHBIX CYCTaBOB, CUHIAKTHIIUS;
TUM(GOAHTHOIKTATUYECKUE OTEKH THUIBHBIX TOBEPXHOCTEH KHUCTEH U  CTOI;
BPOXKEHHBIE TOPOKU cepALa. B HEKOTOPBIX Cilydastx — IICUXUYECKask OTCTANIOCTb.

AHOMamuu CcO CTOPOHBI OpraHa 3peHuss OTHOCATCA K  HApPYKHOMY
3KCTpabynbOapHOMy otTneny. HalmronaroTcss 3NMKaHTyC, TUIEPTENOpU3M, MTO3,
IJIa30JBUTaTeIbHbIE HapylleHus. KpoMe TOro, MOryT MMeTb MECTO MHUKpPO(TAIbM,
KOJIOOOMa paxyKKH, IJIayKomMa, Majble pa3Mepbl JAHMcKa 3pUTEIbHOTO HEpPBa,
[epepacIpeeCHUe IMTMEHTA B XOPUOUEE.

IIpy HEKOTOPBIX AHOMAIMAX BO3MOYKHO XUPYPIUYECKOE JICUCHUE.

CUHJIPOM BEMEPCA - TUPA
(CHHJIPOM OKYJIOBEPTEEPAJIbBHOM TUCTIJIAZVH)

B 1958 rony nemenkue nmeauatpbl H. Weyers u C. Thier BriepBbIe onucany cirydan
COYETAaHHOM aHOMAJIUU Pa3BUTHs B 00JIACTH IJ1a3, JIUIEBOrO Yepena U MN03BOHOYHHUKA.

Knunuka. Y waneHbkux JeTedl ¢ KpaHuodaluuadibHOM JUCIIA3Ued  Tpu
PEHTTEHOBCKOM  HMCCJIEAOBAaHWHA IMO3BOHOYHHMKA JUArHOCTUPYIOTCS  HM3MEHEHUS
MO3BOHKOB, Tella KOTOPBIX HMEIOT KIWHOBUIHYIO (OpMy, paclierieHHYI C
TUINOIJIa3UPOBAHHBIMU peOpamMu. Y TakMX MAalMEHTOB HAOJIOAAETCs OAHOCTOPOHHEE
M3MEHEHHE KOCTEH BEPXHEM M HWKHEW 4YEIIOCTEH, TUIEPIUIA3us KOCTHOM TKAaHU
BEPXHEN YEIIOCTH, MAaKpOCTOMHUSI C YBEIMYECHUEM pa3MEpPOB pTa, BbIPAXKEHHAs
acUMMeTpusi Jula. Y HOBOPOXIEHHBIX HAOMIOAAeTCsl Haluyue 3y0O0B, HX
IPEXKJIEBPEMEHHOE TMPOpPE3bIBAHUE W BBIMAJICHUE, THUIIOIUIA3Usi KOpHEW 3y0oB,
aHOMaJIbHOE PAaCIIOIOKEeHHE 3y0OB, a TakKe MPEXKIACBPEMEHHOE 3apallleHue IIBOB
yepena, aedopmaliis Hoca, ypoIJIMBOE Pa3BUTHE YIIHBIX PAKOBHUH.

Co cTOpOHBI TJ1a3 OTMEYAIOTCS OJTHOCTOPOHHUI MUKPO(PTAIIbM U Jake aHODTaIbM Ha
CTOPOHE THUIIOIUIa3MM KOCTHOM TKAaHW BEpPXHEHM YENIOCTH W  MaKpOCTOMUHU;
onedapopumos (BCraeACTBUE AUCIJIA3UM KOCTEH OpOWTHI), TUMO- WM JUCILIA3US
pPamgyXKKH, KaTapakTa, riaykoma. 3puTelibHble (DYHKIIMHA B OOJIBIIMHCTBE CIIy9aeB PE3KO
CHIKEHBI.

3aboseBanne UMEET HACIICACTBEHHBIN XapaKTep.

HuddepenunanbHyl0o  AMArHOCTUKY  CIEAyeT MPOBOJUTH C  CHHAPOMaMHU
®panueckerTH, Yiabpuxa u ['peura.

Jleuenue rpu BO3MOKHOCTH XUPYPTHUECKOE.



CUHAPOM I'EEP®O/TA

Briepseie cunapom B 1909 rony omumcan marckwii odramemonior C.F. Heerfordt,
Ha3BaB ero febris uveo-parotidea subchronica. boseror vamie B3pocibie, B MOJIOJAOM
BO3pACTE; pexe - 1eTh OT S 10 15 net. JKeHImuHbI cTpagaroT yame, 4eM My>KY1HBI.

Omuonocus. Panee MHOTHE ydYeHbIE HAaCTaMBaIM Ha TYyOEpKyJIE€3HOM ATHOJIOTHH
JaHHOT O 3a00s1eBaHMs. B HacTosIIee BpeMs CUUTAIOT; YTO 3TO CAPKOU03 — CUCTEMHOE
3a00JieBaHNE, OTHOCSIIEECS K TPYMIE PETUKYI030B (MOpaxeHue nepudepruuecKux
TUM(paTHYECKUX XKeJe3 Ha 111ee, B HaJKIIOYMYHOM, TaX0BOW, MOJAMBIIIEYHON 00J1acTAX
U T.1.). MOryT nmopaxaTbhCsi BHYTPUTPYAHbIE JTUM(OY3ibl, KOCTHas CUCTEMa, KOXKa,
MBIIIIIBI.

Knunuxa. 3a0oneBanre OOBIYHO JBYCTOPOHHEE, COMPOBOKIACTCS JIMXOPAIKONH M
MPOJIOJKUTENBHON cyO(deOpriibHON TeMriepaTypoil. IlomHbI CHHAPOM COCTOUT U3
TPHUAbl CHMITOMOB:

1. puaoumkiInT, KOTOPBIM TEUeT XPOHMYECKH, pexe ocTpo. CompoBoxaaercs
KUPHBIMH IpeUUIMTaTaMH, CUHEXUSAMH, o TaIbMOTUIIEPTEH3UEH,
[OMYTHEHHEM CTEKJIOBHUJHOTO TeJa, BBICHIIAHUEM Y3€JIKOB U TpaHyléM B
paay’Ke, UHOT/1a — TUIIOITUOHOM.

2.IlapoTuT mpoTeKaeT XpPOHWYECKH, 0€300JE3HEHHO, C YIIOTHEHUEM CIFOHHBIX
JKeJe3, HAarHOEHUsI He NPOUCXOAUT. MHOorna B IpoLecc BOBIIEKAIOTCS CIIE3HBIC
KeJe3bl, U TOTrJa KapTUHA cX0Xka ¢ 001e3HbI0 MuKyInya.

3.Ilapanny nuueBoro HepBa BcTpedaercs npubmusurensHo B 50 % cioyuaeB u
0oJp1IEH YacThbiO OBIBAET JBYCTOPOHHUM.

[TepBu4HBIM MpU 3TOM 3a00JE€BAaHUM CUUTACTCS MPOIIECC B MpEJI- YITHOM Kelese, a
UPUJOLMKIINT U Mapaiuy JIMLEBOTO HEPBA - BTOPUYHBI.

Co cCTOpOHBI TIJ1a3 MOTYT TaKXe HaOMIOJaThC IMAPEHXUMATO3HBIM KepaTur,
AIUCKJIEPUT, XOPUOUIUT, 3HAUUTEIBHO PEKe OpaKEHHUE 3pUTEIILHOTO HEPBA.

Morytr ObITh HEBpPOJIOTMYECKHE PpPACCTPOMCTBA H3-3a MEHHUHIOdHIE(aIUTa
(COHJIMBOCTB, CYyJOpPOTH, TOJOBHAs 00Jb, PBOTA), @ TAKXKE MOPAKEHUSI CIYyXOBOTO U
IPEIIBEPHOTO HEPBOB.

VYBeomnapoTuHasg JUXOpaJKa COIMPOBOXKIAETCS PA3BUTHEM Y3€IKOB Ha KOXe,
aJICHOIIATUEH.

Jluarno3 ctaBsT mociie OMomncuu JUMQOY3JI0B, B KOTOPBIX HAXOIAT XapaKTEPHYIO
KapTUHY SMUTEINOKIETOUYHOTO PETUKYJIO3HI0TEIN03a.

Jeuenue. Db(PEeKTUBHO JiIeUEHHWE KOPTUKOCTEPOMIAMH, KAPOIIOHUKAIOIUMHU,
00JIEYTOJSIONIMMHU U JE€CEHCUOMIU3UPYIOIIMMH MperapaTamu.

[Iporuo3 6aronpusITHHIM.



CUH/APOM I'OJIBLIA - TOPJIMHA
(AEPMAJIBHAS ®OKAJIbBHAS IT'NITOIIJIA3UA,
BA3AJBHOKJIETOYHBIN HEBYC
B COYETAHUU C MHOKECTBEHHbBIMH
AHOMAJIUSIMU PABBUTHUS)

DTOT CHHAPOM BIEPBBIC ONMUCAIN aMEPUKAHCKUN JepMaTosior u rucrojior Robert
Goltz u amepukanckuii cromatonor Robert Gorlin B 60-x romgax XX Beka.

Amuonozua. 3ab6oieBaHre HOCUT HACJIEICTBEHHBIM Xapaktep. Tun HacinegoBaHUs
JOMUHAHTHBINA, CLEIJICHHBIM ¢ X-XpOMOCOMOHM, C JIETAIbHOCTBIO I IUIO/IOB
My>KCKOTo nosia. CTpagatoT B OCHOBHOM KEHILUHBI.

Knunuka. CuHapom XapakTepu3yeTcs HaJIu4HMeM MHO>KECTBEHHBIX OTpaHUYEHHBIX
KOPUYHEBO-KPACHBIX MUTMEHTUPOBAHHBIX OYaroB TOHKOW KOXH C BBIISTYMBAHUEM
KUPOBOM KJIETUATKH. B HEKOTOPBIX y4acTKax KOXXH OTMEYAaeTCs MOJIHOE OTCYTCTBHE
KOKHOTO TOKpoBa. B MOAMBIIIEYHOHN, OKOJIOMYNOYHOM M MaxoBOM 00JacTaX
JUArHOCTUPYIOTCS NAUJUIOMBI, TAKUE )K€ MANUJIJIOMbl UIMEIOTCS Ha Ty0ax, OCHOBaHUU
A3bIKa, I€CHAX, BO Biaranuuie. Bonocs! peakue 1 J0MKHUe, UMEEeTCs AUCTPOPUS HOTTeH
WJIM UX MTOJTHOE OTCYTCTBUE. XapaKTEPHbI KAPJIUKOBBIN pOCT, KU(PO3, CKOJINO03, CKPbITast
pacuieiiHa TO3BOHOYHUKA, PYJMMEHTApHBIM XBOCT, MHUKpPO- WIH Opaxuiedanus,
NOJIMJAKTUIINSA, TUNONAKTWINS, CUHIAKTWINS, THUIOIUIa3us OOJIBIIUX TajbIIEB,
IeHEPAIM30BAHHBIA  OCTEONOPO3, KpaHUWO(aluadbHBIA JU30CTO3, HE3apallleHue
6otanoBa nmporoka. HabmogatoTcsi maxoBble U IyNOYHBIE TPBIXKH, BBIIIAJCHUE MPAMOI
KHILKH, AaHOMAJIMU TTIOYEK U MOYETOUYHUKOB. MOkeT HabIt01aThCsl 1€0UIbHOCTb.

Co CTOpOHBI YENIOCTHO-JMIEBOM 00JacTH JUArHOCTUPYIOTCS  MNPOTHATHS,
HEJOpPa3BUTHE HIKHEW 4YENIOCTH, AHOMAJIMM NPHUKYyCa, JUCIUIA3Us W aHOMAJIBHOE
pacnoyiokeHue 3y0O0B, paclleiarHa s3blka M TyObl, BBICOKOE apKOBUIAHOE HEODO,
YPOACTBA HOCA U YIIHBIX PAKOBHH.

Co cTOpOHBI OpraHa 3peHus ONPENEISIIOTCS KOCOE PACTIONOKEHHE TJIa3HbIX IIETEH,
HUCTarM, MUKpO(TalbM WM aHO(PTANIbM, NMTO3 U 3aBOPOT BEKA, HEMPOXOJAUMOCTH
CJIE3HBIX KaHAJIBLEB, IOJIyObIE CKIIEPHI, PELUIUBUPYIOLIUN KEPATUT, SI3Bbl POTOBUIIBI,
AHU30KOPHUS, TETEPOXPOMHUS U KOJIOOOMBI PAy’KKH, KOJIOOOMa COCYIUCTON 000JIOUKH,
NOJBBIBUX XPYCTaJIMKA, MUTMEHTHAsl JETe€Hepalus CeTYaTKH, aTpous 3pUTEIBHOIO
HepBa. 3pUTeNbHbIE PYHKIIMHA HU3KHE.

Haubonee yacto mprCyTCTBYET TpHaaa CUMITOMOB: 0a3albHOKJIETOYHBIE HEBYCHI,
OJIOHTOTE€HHBIN KEPAaTOKUCTO3, YKOPOUCHHE 4-5 masbleB.



CUHJIPOM I'PEUT A
(CEMEVHBIV THIIEPTEJIOPU3M)

Cunapom omucai B 1928 rony motnanackuii xupypr David M. Greig.

Omuonocua. Ilpm »s>ToM 3a00NeBaHMM Ha paHHEH SMOPHOHAIBHOM CTaIUH
OPOUCXOAUT HApylIEHWE pa3BUTHsA uepena. Tum HacileaoBaHHs ayTOCOMHO
JOMHUHAHTHBIM.

Knunuka. V3 o01mux nposiBIeHUN oTMevaroTcs: Opaxuiedanusi, mupokasi CliuHKa
HOCa, BBICOKOE HEOO, KapJIMKOBOCTb, KpunropxusM. Yacro HabmonawTtcs
onuro(peHusi, CyIOpOKHbIC MPUMAIAKU, AaHOMAJIMU YENIOCTed M 3yOOB, MyMmOYHAs
IpbKa, KOCOJANOCTh, KITMHOJAKTUIIHSL.

Co crTopoHBI OpraHa 3peHHs HaONIONAIOTCA: WIMPOKO pacCcTaBlIEHHBIE Ta3a,
ANUKAHTYC, Jnedopmanuss OpoBed M TJWA3HBIX MIeiei, »HoPTanbM, CcIadoCTh
KOHBEPI€HLIUU, aCTUTMATHU3M BBICOKOHM CTENEHH, ABYCTOPOHHUI Napajnd OTBOISIINX
HEPBOB, aTpOodus 3PUTETHLHOTO HEPBA B PE3yJbTaTe CY>)KCHHsI ONITHYECKOTO KaHaja, B
HEKOTOPBIX ClIydasix — MUTMEHTHasl JIereHepalus CeTYaTKu.

CUHIPOM KPY30OHA
(YEPEITHO-JIUIEBOM JU30CTO3, UJIU YEPEITHO-
JIMIHEBASA TUCIIJIA3UA)

BrniepBrie manHbIil cuHapoM ObLT onucaH (paniry3ckum BpadoMm L. Crouzon B 1912
roJly: COOOIICHHSI KacaluCh ONMMUCAHMS 3a00JIEBaHUS Y MaTepu U peOeHKa.

Amuonozua. 3a00jieBaHNE PACIIEHUBACTCS KaK CEMEHHO-HACIEICTBEHHAsI aHOMaJTUs
yepena, ero JMIEBOM M MO3roBOM 4acTed Tuma okcuuedanuu ¢ JTOMHUHAHTHON
Iepenayel M BBICOKOM IEHETPAaHTHOCThIO. He  HckiroyeHa  BO3MOXKHOCTH
CIIOPAaTUYECKOTO0 BO3HMKHOBEHUs 3a0osieBaHUS. MYKUMHBI U KEHUIMHBI CTPAJArOT
OJIMHAKOBO.

Psan aBTOpOB CBSI3BIBAIOT 3a00J€BaHUE C MPEKICBPEMEHHBIM 3apacTaHUEM ILIBOB,
OOyCJIOBJICHHBIM ~ BPOKJIEHHBIM M  HACJIEJACTBEHHbIM  HapylIEHHUEM  pOCTa,
BOCITAJINTENIBHBIM ITPOLIECCOM BOKPYT LIBOB, BHI3BIBAIOIIMM CHHOCTO3 U IIOCJIEIYIOLLYIO
3aepkKy pocta. M3 5K30reHHbIX (DAaKTOPOB 3HAUYEHHE MMEIOT BO3/ACHCTBUE
PEHTIE€HOBCKUX Jy4el, BHYTPUCEKPETOPHBIE PACCTPOMCTBA, MHTOKCUKALIMHU, KpACHYXa
y Matepu u ap. M3BecTHO, 4TO oprassl Jinia GOpMHUPYIOTCS U3 CTPYKTYp I xabepHoit
ayru u nepeaHero kpas II xaGepnoit ayru. U3 atux xe cTpyktyp popmupyercs u
yIrHas pakoBuHa. HekoTopsie aBTOpHI cunTaroT auciuiasuio Kpy3zoHa ogHoit u3 ¢popm
cunapoma I sxabepHoOl TyrH, KOrja HET U3BMEHEHUN CO CTOPOHBI YIITHOM pakoBUHBI. K
cunapomy I xabepHoi 1yru OTHOCAT Bce (POPMBI pacillesiuH BepXHeW Iyobl 1 HEOA, U



OCOOCHHO Cllydad COYETaHUs MX C aHOMAIMAMM YIIHON PAaKOBMHBI M TEpedaHei ee
TPETH, a TAK)KE HEKOTOPhIE (POPMBI MONIEPEUHON U TPOOJILHOMN paCILETINH JIUILIA.
Knunuxka. HaubGonee mNOCTOSHHBI U3 TJIA3HBIX CHUMITOMOB 3K30(TanbM H
Kocornazue. HaOmiomaercs IBYCTOpPOHHWM, YacTO 3HAYMTEIBHBIN 3K30(TaIbM,
CBSI3aHHBIN C HEJOPA3BUTHEM BEpXHEH YeIOCTH U opOUThl. OObEeM OpOUT YMEHBIIIEH,
MOATOMY WHOTJa HaOJIOAAeTCs BBIBUX TJa3HBIX sI0JI0k u3 opout. HMmeercs
pacxosuieecss KOCoria3Hue, BbI3BAaHHOE PACUIMPEHUEM KOPHS HOCA, THUIIEPTEI0PU3M.
Ha rnasHoM pgHe ompenemnsitoTcsl 3acCTOWHBIE JUCKM B CBSI3U C IOBBIINICHHEM
BHYTPUYEPEITHOTO JaBJICHUS, O0YCIOBICHHBIM CHHOCTO30M OOJBIIMHCTBA YEPEIHBIX
IIBOB WJIM C/IAaBJIMBAaHUEM HEPBOB B CY>KEHHOM ONTHYECKOM KaHaine. HaOmromarorcs
MOHTOJIOMJIHBI TUN TJIA3HBIX WIEJNEed, acCTUITMaTU3M, HHUCTarMm, BpPOXKICHHbBIC
MOJBBIBUXH XPYyCTAIIMKA, THIPO(PTAIbM, KaTapakTa. 3peHrue 0OBIYHO CHIKAETCs A0 6-
[-JIETHETO BO3pacTa, a 3aTeM CTaOUIM3UPYETCS.
Tunnune! 1 cuaapoMa Kpy3oHa anmasusi BEpXHEN YENIOCTH € 3allaJaHuEM €€ Ha3a.l;
NPOrHATHUSA HIKHEH YelrocTH; OONBIION BBIMYKJIBIM J100; HOC, Kak KIIIOB IOITyras;
KOpOTKas BEpxHss ryOa; Aedopmanus dvepena Tuna OameHHoro. HaOmromarotces
pacuiesnrHa HEOA U SI3bIYKa, BRICOKOE HEOO, pEAKHE IIUITOBUHBIE 3yObl, OOJBIION S3bIK,
aTpe3usl CIlyXOBOIO MPOXOAAa M IJIyXOTa, HapylleHHWE OOOHSHUS, SMUIECHTHYECKHE
npunaaku. dorr Habmoaan coueranue au3octo3a Kpy3oHa ¢ OTKPBITBIM MPUKYCOM
(HEecMbIKaHUE YeocTel B 00JlacTH mepeAHuXx 3y00B MpHU MPUKYCE B COUYETAHHH C
cuHaakTuiauen ). Onucanpl TaKke ABYX(aaaHroBbI€ MajIbIlbl, MOJUAAKTHINSA, TApAINYH
YEepernHO-MO3rOBbIX HEPBOB, TUNOPYHKUMsA Tunoduzal ¢ aauno3oreHUuTanbHOU
TUCTPOHCH.
JuddepeHunpyroT JaHHOE COCTOSIHUE C CHHIPOMOM Arepa U KPaHUOCTEHO30M.
Jleuenue. Jleuenue OTIEIBHBIX CHMIITOMOB XUPYPTAYECKOE.

CUHJIPOM JIAMEJLJIA

B 1956 rony cunapom omuca moTiaHackuii nepmaronor Lyell mox HazBanuem
«HEKPOJIU3 SIHCPMANbHBIA TOKCHYCCKHI» W HE3aBUCHMO OT HErO B TOM JK€ TOJy
Walsler omucan Ty e Ooyie3Hb TOJ Ha3BaHUEM <OIMUACPMHUECKUN HEKPO3 WU
CHHPOM OIIIITAPESHHON KOXKH.

Amuonozua. lpuarHoii 0OJIe3HU, KaK IPABHIIO, SBJISETCS IMPUEM HHOTA JaXe B
MHUHUMAJIBHBIX J103aX JICKAPCTBEHHBIX CPEJICTB (AaHTHOMOTHKOB, CYJb()aHUIAMHUJIOB,
O0apbutypatoB, cbIBOpOoTKH). I[loaTOMy 3Ty O0OJIe3Hb paclEHHBAIOT Kak OYpHYIO
pEaKIMIO B3aWMOJICHCTBUS aAHTUTCH - AaHTUTENAa Ha TIOYBE MPEABAPUTCIBHON
CECHCUOWIM3AIMY OpraHUu3Ma JIeUeOHBIMU TIpeTapaTaMH.



Knunuxka. 1lpu sToM 3a005eBaHUM TPOSABIECHUSI pa3BUBAIOTCS ocTpo. Ha koke
TOJIOBBI, JIMIA, TYJOBHINA, KOHEYHOCTEM U BHIMMBIX CIH3UCTBIX O0O0JIOYKAX
NOSIBIIAIOTCA SIPKO-KPACHBIE MAMYJIbl U SPUTEMBI pa3aIuyHOro aunamerpa ot 1-2 go 10-
20 cM. ITpu BCKpbITUU MYy3BIPEil HA UX MECTE OCTAIOTCSA OOIIUPHBIE YYACTKU MOKHYIIUX
spo3uid. [lo BHEMIHEMY BUAY 3TH YYaCTKH MOXOXHU HAa BAPEHOE MSICO WM OXKOTHU 2-i
creneHu. HWHorma snuaepMuUc OTTOpraercs ¢ OOpa30BaHUEM 3PO3UPOBAHHBIX
MMOBEPXHOCTEH U 6€3 00pa30BaHuUs MTy3bIPEH.

TouHO Takue XK€ U3MEHEHUs TOSIBIISIIOTCSA M HA CIUM3UCTOM 000JI0YKE MOJIOCTH PTa,
BEPXHUX JbIXaTEJIbHbIX IyTE€W, TIJIOTKM. Bce 3TO conmpoBOXKIAeTcs BBICOKOMN
TeMrepaTypol, TOJOBHOM OoJibl0, TOTepe ammeTuTa, oOImel cIadoCThlo,
M3MEHEHHUSIMU B COCTOSIHUM HEPBHOM CHCTEMBI, KEIYJOYHO-KUIIEYHOTO TpPaKTa U
MOYENOJOBOM cUCTeMbl. MOXET HaOMIoAaThCs BBINAJIEHUE BOJIOC, OTTOPKEHUE
HOTTEBBIX IUIACTUH. BeTpedaroTcs jerkue ciaydad 3a00JjieBaHUsl, KOTJA BBICHITTAHUS
paspemaroTcd 3a 5-7 THeu.

Co CTOpOHBI TJIa3 OTMEYAETCS KEPATOKOHBIOHKTUBHUT C IY3bIPSMH, SPO3USIMHU Ha
KOHBIOHKTHUBE, SI3BaMU U HEKPO30M poroBullbl. Yepes 3-5 Helellb HaYMHAETCS IEPUO]T
BBI3JIOPOBJICHUSI C O0Opa30BaHMEM Ha MECTE OBIBIIMX APO3UN pPyOIIOB, YTO BEIET K
oOpazoBanuio cumoOsedapona, ankuinobdsedapoHa U rpyObIX BaCKyJSIpU3UPOBAHHBIX
OeJbM.

B 30 % cinydaeB 0oJjie3Hb 3aKAaHUMBAETCS CMEPTENIBHO B PE3yJbTaTe Pa3BUTHS
IOKOBOT'O COCTOSIHHMSI, TSKEJIBIX MTOPAXKEHUN BHYTPEHHUX OPTaHOB U CETICHUCA.
HuddepeHunanbHy0 AUArHOCTUKY TMPOBOJAT TNPEKIE BCEro € Iy3bIPYaTKOMH,
cunapomoM CtuBeHca - J[>KOHCOHa.

Jleuenue. B cBsizu cC ameprusanyedl opraHu3Ma JI€YEHHE JIOJDKHO OBbITh
MPOJAYMAaHHBIM U OCTOPOXHBIM. B mepByto ouepep MPUMEHSIOT KOPTUKOCTEPOUIbI,
uHauGPepeHTHbIE Kaluli W Ma3d, KOTOPBIE 3aKIaJbIBAIOT B KOHBIOHKTHBAJIBHBIN
Memok. [Ipu HeoOXoAMMOCTH, MOCHE CTUXAHMS OCTPOTO IMpoliecca - XUPYpPruuecKoe
BMEIIIATEILCTBO JIJIs UCTIpaBiIeHus ankuioonedapona u cumonedapona.

CHHJIPOM MEBUYCA
(CUHAPOM BPOXKJIEHHOI'O OKYJIO®AILIMAJIBHOI'O TAPAJINYA,
CHHIPOM ®AIIMAJIBHON TUIIJIEI TN)

CunapoM moapoOHO omwmcan Hemenkuid HeBpomarosor Paul Moebius, a mo nHero
1oJ00HBIC U3MEHEHHS ObLTH U3BECTHBI 10 paboTam Hemenkoro odraasmosnora Alfred
Graefe.

Omuonozua. 3a0oneBaHUE HOCUT HACJIEJACTBEHHBIM xapaktep. CoueTaHHbIE
W3MEHEHHUS MpU cuHapome Mebuyca oOobsicHsaroTcsa HenopazsutueM siaep 11, VI, VI,
IX, XIl map depemHO-MO3TOBBIX HEPBOB, UYTO OOYCIOBJICHO TOBPEKIAIOIIUM



JeCTBHEM JIMKBOpa, IPOHUKAIONIETO B O00JacTh pacmnoioxeHus saep u3 IV
xemyaouka. Tun HaclieoBaHus 10 ayTOCOMHO-AOMUHAHTHOMY THITY, HO MOXET OBITh
U 10 ayTOCOMHO-PELECCMBHOMY Tuly. KapThHa BpOXIEHHBIX H3MEHEHUW MpH
cuapome Mebuyca HaOIIOaeTCsl B OTACNBHBIX CIy4asx Mpu 00Je3HU OepeMEeHHBIX
KEHILWH KPaCHYXOM, TPUMIIOM, IPU OTPABIICHUU XUHUHOM U TPaBMaX.

Knunuxa. llpu panHoM cuHApOME HAOMIOJAIOTCS COYETAHHbIE Mapaaudu
OTBOJSIINX W JUIEBBIX HEPBOB, a TaKXKe OPTAIBMOIUIETHH C MapaJudaMH JIUIEBBIX
HepBoB. [lapannuu Gosbiliel YacThIO ABYCTOPOHHKE, U YaIlle BCTPEYAIOTCA B JETCKOM
Bo3pacte. K TOM wim WHOM rpynne mnapajuded NPUCOECAUHSIOTCS Napajndu
JNBUraTeIIbHOW BETBU TPOMHUYHOTO HEPBA, MOABSA3BIYHOIO HEPBA U TOPAKEHUE 3aHETO
IIPOJIOJIBHOTO ITyYKa.

KnuHanueckass kapTuHa (alMalbHOM JUIUIETUH BKJIIOYAET Pa3IMYHble aHOMAaJUU
Pa3BUTHS: MUKPOTHATHSI, TUIIOIUIA3US HUKHEH YENFOCTH, MOJUAAKTUINS, OTCYTCTBUE
MEKTOPAJIbHOW  MBIIIIBI, YPOJIJMBBIE VIIHBIE PAKOBHHBI, apaXHOJAKTHIIUA,
BPO’KJICHHBIE ITOPOKH CEPJILIA, KOCOIANOCTh, BPOXKACHHOE YKOPOUECHHUE NAJIBLIEB PYK U
HOT.

OOpamaer Ha ce0sd BHUMAaHUE AMUMHUYHOE MAacKOOOpa3HOE JIHI0, 3aTPyIHEHHE
COCaHUs U INIOTaHUs; CTPUIIOP, O0YCIOBIEHHBIN PE3KUM CYKEHHEM TOPTaHU; C1ab0CTh
’KEBATEIbHON MYCKYJIATyphl; aTpO(dUs SI3bIKa; YACTO TYTOYXOCTh WM IIIyXOTa.

Co cropoHbl T71a3 HaOMIOAIOTCS OTCYTCTBUE COYETAHHBIX JIBUJKEHHUW TIJa3 B
TOPU30HTAJIbHOM HAIIPaBJICHUM, KPYroBas MBIIIA MapEeTU4YHA, TOJIBKO YaCTUYHO
MPUKPBIBAET TJIA3HYIO IIEIb, MUTATEIbHBIE ABUKEHUS PEIKH, OTCYTCTBYET ClI€3Has
ceKkpenus.

KinHHKa COOTBETCTBYET MOJTHOMY WJIM HETIOJTHOMY Hapaiuydy JHIeBoro Hepsa. [Ipu
HEIOJIHOM Mapajinye B MPOLIECC Yallle BOBJIEKAIOTCS MBIIIIbI BEPXHEH MOJOBUHBI JIULIA,
TKaHU JIML@ HE OTBHMCAIOT TaK, Kak 3TO ObIBaeT NpU NPUOOPETEHHOM Mapainye
JUUEBOTro HepBa. BepTukamomotopsl B HOpMe, cuMntoM bemna 0e3 kakux-imubo oT-
KJIOHeHUW. Ecini mopaeH rina3oaBUraTelbHbli HEPB, TO HAPYLIAETCS ACATEIIBHOCTH
BEPTUKAJIIOMOTOPOB. MMmeeTcs mapanud TPOMHUYHOIO M IOABSI3BIYHOIO HEPBOB,
cnaboCTh  KOHBEPIeHILMM, cXojsuieecss Kocorjazue. Moxker  HaOmoaaTbes
TUIEPTENOPU3M, OJMUKAHTYC, MHUKpopTambM. YacTo BCTpEUarOTCs YMCTBEHHbIE
paccTpoucCTBa.

Jleuenue. BO3MOXHO JIEYEHNUE OTIAEIBHBIX CUMIITOMOB.



CHUHJIPOM MEMEP - HIBUKKEPATA -TPIOTEPUXA - BEUEPCA
(CHHJIPOM OKYJIOAEHTOIUT UTAJIBHOM TUCTIJIAZUN)

B 1974 rony nemenxue odramsmonorn Gerhard Meyer- Schwickerath u E.
Gruterich, a Taxoke nmeguatp Helmut Weyers BriepBbie onucain JaHHOE 3a00JIeBaHME.

Imuonocua. CoueraHne aHOMAIIMUA MEPENHETO JIUCTKA PALyXKH C aHOMAJIUAMHU
3yOOB W MAJIBIIEB CBUACTEIBCTBYET O BO3HUKHOBEHHH BCEX ITUX YPOJICTB Ha BTOPOM
MeCSIE Pa3BUTHA TU10/1a. B BO3HUKHOBEHUH U PA3BUTHUH ONTHKO-OJOHTOIUTUTAIBHBIX
JUCIUIa3uil OJIMHAKOBAsi POJIb OTBOJAUTCS PA3JIMUHBIM SHJOTCHHBIM BO3JICUCTBUSAM U
TeHETHIECKOMY (pakTopy.

Knunuka. KnuHAYECKN CUHIIPOM NPOSIBISETCA CIECAYIOIIMMH NPU3HAKAMHA: Y3KHM,
TOHKHW HOC C MPSAMON POBHOW CITMHKOW, OYEHb KOPOTKMMH HOCOBBIMH KPBUIbSIMHU, TaK
YTO HO3JpPHU OTKPBIBAIOTCS KHapyku U Krepeau. Co CTOPOHBI 3y0OOB OTMEUarOTCs
JUCIUIa3us SMajd C KOPUYHEBOM OKpacKol 3y0OB Hapsay C MHKPOJEHTUEH U
onurogeHTuen. MHorga HaOmromaercs Mukponedanus, paciieirHa ryosl U HEOa.
AHOMaJIMM B CTPOCHHUM MAJBLIEB KUCTEW M CTOIN CBOMATCH K YIJIMHEHUIO KOYKHOTO
MOKPOBA MEXAY MNalbllaMU, KaMIOJAKTHINU MU3UHIIEB, TUIOIJIA3UU WM TOJTHOMY
OTCYTCTBHUIO CPEIHMX (paJlaHT Y HECKOJIbKUX MJIM BcexX maiblieB. Koxka cyxas, BOJIOCHI
peaKue, Cyxue, TOHKHE, pacTyT MeJIJIEHHO. [ IcHXOMOTOpHOE pa3BUTHE HOPMAIIBHOE.

Co CTOpOHBI TIJla3 OTMEYAIOTCS SIUKAHTYC, Y3KME€ TJa3Hble WIENH, MTO3,
MICEBJIOTUIICPTEIIOPU3M, MHUKPO(TAIbM, TOMYTHEHHUE POTOBHIIBI, BPOXKICHHAsS
KaTapakTa, THUIOIUIa3us MEpPeIHEro JIMCTKAa PaayX KU B BHUAE TOHKON MOPUCTOU
IUIACTUHKKA 0e3 KpunT u JiakyH. [lmacThHka Ha 3paykoBOM Kpae MPUKPBIBACT
MUTMEHTHYIO KaiiMy, a B 00J1aCTH 3payka BUHBI OCTATKHU MEPCUCTUPYIONICH 3pauyKOBOM
MeMOpanbl. Yacto Habmr01aeTcs riaykoMma.

Jleuenue. 11pyu BO3MOKHOCTH JICUCHUE XUPYPTrAYECKOE.

CHHIPSM MUHKOBCKOTI'O - IIO®PAPA
(MUKPOC®EPOLIUTAPHASI AHEMUSI, MUKPOLIUTEMMUS)

BriepBrie 60e3nb onrcanu HeMenkuii TepareBt Oscar Minkowski u ¢ppanity3ckmii
tepareBt Anatole Chauffard.

Amuonocua. Dtuonorus 3a0o0jieBaHUs HEW3BECTHAa. B maroreHese Benylee
3HaYCHHE TMPUIAIOT TIOHWKEHHOMY COJIEP)KaHUIO B MeMOpaHe »JPUTPOLIMTOB
aKTOMHO3WHOTIOI00HOTO OelTKa ¥ YaCTUYHOMY JIMIIIEHUI0 MeMOpaHb! (hOChHOIUITHUIOB U
XOJIECTEpUHA, a 3TO OOYCIIOBIUBAECT YMEHbIICHHE O0IIei MOBEPXHOCTH SPUTPOLIUTOB.
B pesynpTate mMOBBIMIACTCS MPOHUIIAEMOCTH MEMOpAHBI APUTPOLUTOB [JIsI MOHOB
HATPUsl, N30BITOK KOTOPBIX BEJET K HAKOTUICHHIO B APUTPOIIUTAX BOJBI 1 IPEBPAILICHHIO
uXx B MuKpoceponuTsl. 3aboneBaHHE HOCHUT HACJICACTBEHHBIA XapakTep, THI
HACJICIOBaHMSI ayTOCOMHO-OMUHAHTHBIH.



Kimanyeckass kapTrHa XapakTEepU3yeTcs COYETAHUEM CEMEMHOM T'e€MOJINTHYECKON
aHEMHH C PA3JINYHBIMUA KOHCTUTYIMOHHBIMU AHOMAJIUSMHU: TEMOJIIUTUYECKOM KENTYyXOU
pPa3IMYHOM  WHTECHCHUBHOCTH,  CIUICHOMETAIMEH,  IPU3HAKAaMU  II€YEHOYHOM
HEJIOCTaTOYHOCTH, HEPEIKO- XOJIeNMTHa3. B KpoBHM OTMedaeTcss aHeMHus C
MUKPOC(HEPOIMTO30M U HEUTPOPWIMEH CO CABUTOM BJIEBO, @ B KOCTHOM MO3I€ -
KapTUHA YCWJICHHOM pEreHepaluu CO CHWKEHUEM OCMOTHYECKOM YCTOMYMBOCTHU
SPUTPOLUTOB. I3 BTOPMYHBIX AHOMAJIMI  PpPAa3BUTHS  CKEJIETAa  OTMEYArOTCA
OameHOOOpa3HbId Yepen, MIUPOKas M IUIOCKAas CIOWHKA HOCA, HETPOUJIHBIA WIIN
MOHTOJIOMJIHBII BHJ, BBIISYMBAHHUE TIJa3HbIX S0JIOK, TOTHYECKOe HEDO, y3Kas
aNbBEOJIApHAs Jyra, aHOMaJuu pa3BUTHUSL 3yOOB, yIIeH, mieiiHbie pedpa, CUH- WU
NOJUAAKTHIINSA, BPOXKACHHBIM BBHIBUX Ta300€APEHHOTO CyCcTaBa, aHOMAJIUU Pa3BUTHS
cron. Co CTOpPOHBI YyIIEW - OTTONBIPEHHBIC YIIW, MPUPOCHIME YIIHBIE MOYKH,
BbIpaKEHHbIE Oyropku JlapHeHa, OTOCKIEPO3 C TYroyXOCThiO MM TiyXxoTou. Takxke
JMAarHOCTUPYIOTCS BPOKIEHHBIE IOPOKHU CEPALA, MH(DPAHTHIIN3M.

JUIsL JaHHOTO CHHAPOMA XapPaKTEPHBI CIEAYIOIIUE IJIa3HbIE aHOMAJIMU: CYXKEHHas
IJ1a3Has Ielib, JABYCTOPOHHUM MHUKPO(TaIbM, JKEITYIIHOE OKpallMBaHUE CKIEp,
IIOMYTHEHHE POTOBULIBI, ETEPOXPOMUS PANYKKH, SKCLUEHTPUYHO PACIIOJIOKEHHBIE
3payky, IIOMYTHEHUE XpYCTaJlMKa, ACTUIMAaTW3M, HapyLIEHUE LBETOOIIYLICHUS,
KOCOIJIa3He.

B rpyiHOM uiM paHHEM JETCKOM BO3pacTe B KIIMHUYECKONW KAPTUHE JOMUHUPYET
MaJOKpOBHE HaJ KeNTyxou. J[Ji1 TeueHns 3a00J€BaHNs XapaKTEPHbI TEMOJUTUUECKUE
KpU3BL.

[locne CHIeHSKTOMUM NPOTHO3 OOJE€3HM OJAaronpusITHBIM, a MpH OTKa3e OT
OTEpallly - COMHUTEIIbHBIN.

CUHAPOM IIPAYH/VIEPA - T'YPJIEP
(CUHAPOM MYKOIOJINCAXAPHUT0O30B)

B 1919 roay nemenxkue memuatpel Gertrud Hurler m Meinhard von Pfaundler
OMMCAIM HECKOJIBKO KIMHUYECKHX CIIy4aeB C OJHUM THUIOM «MHOKECTBEHHBIX
abapToB», MPEUMYILIECTBEHHO B 00JIaCTH CKEJIETHOM CUCTEMBbI, U B JAJbHEHIIIEM 3TOT
THUI IU30CTO3a MOJIY4YHI Ha3BaHue «cuHapoma [ldaynnnepa - I'ypaep».

Amuonozua. CUHAPOM paCLCHMBACTCS KaK Te3aypu3MO3 - HapylleHHe OoOMeHa
BEIIECTB, NMPU KOTOPOM OTAEIbHBIE NMPOIYKThl OOMEHa BEIIECTB CKAIUIMBAIOTCS B
OOJBIINX KOJIMYECTBAX B OpraHM3Me M OTKJIAIbIBAIOTCS B KJIETKaX M OpraHax.
Paznuyatror 5 THUNOB MyKOMNOJIMCAXapUI030B. OJTUM CHHIPOMOM 4Yalle CTPagaroT
JICBOYKH, TUI HACJIEOBAaHUS ayTOCOMHO-peLecCUBHBIN. MHOTA, rIaBHBIM 00pazom
PEHTIe€HOJOTUYECKH, CUHJIPOM HMEHOBAIM MHUOXOHAPOAUCTpodHend H3-3a HaXOIKU
UHOUIbTPAMU JIUIOUIAMH XpAIIEH KOCTHOM CHCTEMBI, IIEHTPAaJbHONM HEPBHOMN



CHUCTEMbI, TIEYEHU M ApYyrux opraHoB. Ho B mampHeillieM BBISCHUIOCH, YTO ATH
OTJIOKEHHSI HE JUIMOUIHOTO MPOUCXOXAeHUs. [loHsATHE «MHOXECTBEHHBIE abapThI»
npeacTaBisier co0oil rpynmoBble 0003HAUEHHUS IIEJIOTO PpsAa CUMITOMOKOMILJIEKCOB,
KOOPJIMHUPOBAHHBIX MHOKECTBEHHBIX aHOMAJIMI Pa3BUTHSI B CAMBIX PAa3HBIX CUCTEMAX.

Cuutaercs BO3MOXKHBIM pa3iinyaTh CPEelIM «MHOMXECTBEHHBIX a0apTOB» THUI C
NPEUMYIIECTBEHHBIM  I[OPa)KEHHEM  OpraHoB  3KO- M ME30JEpMaJIbHOTO
MPOUCXOXKIeHUA. TakKe BBIJCISIIOT TUII, CBI3aHHBIA ¢ 0OOMEHHBIMU PACCTPONCTBAMH.

Knunuka. B nepBbie MeCSITbI )KH3HU 00pAIIatoT Ha ce0si BHUMAaHUE OOJIBIION Yeperl,
rpyOble 4YepThl JIMIA, 3alaBllas MEPEHOCULA, TYrONOABM)XHOCTh CYCTaBOB,
TopatiatoMOanbHbiil kudo3. [locie nepBoro roaa *Ku3HU, a UHOTJA TOJIBKO B BO3pacTe
3-4 et 3amMevaroT Makpo- U ckadoredaanio; XapaKTepHOE BhIpaKCHHE JTHIA («JTUTIO
BBITUUICBBIBAIOIIETO BOAY»); PEAKO PACIOJIOKEHHbIE KapUO3HbIE 3yObl HEMPaBUILHON
(GOpMBIL; KOPOTKYIO L€, KaK OyJITO TOJI0Ba MOCAKEHA Ha TYJIOBUILE; TPUILIFOCHYTHII
CEeJIOBHUIHBIN HOC C PACKPBITBIMU HO3APSMU; IITUPOKO PACCTABICHHBIC TJ1a3a C y3KUMU
HIEJISIMU; TYCTbIe OpOBH, CIIMBAIOLIUECS B 00JIACTU IEPEHOCHIIbI; JJIMHHBIE PECHULIBI.
['yObl TOJCTBIE, SI3BIK OOJBIIOW, BBICOKOE HEDOO, YTOJIIEHHAs BEPXHSS YEIIOCTh U
YMEHBILIEHHAs B pa3Mepe HWXKHsS 4YentocTh. Pa3zBuBaercss Tyroyxocth. TysoBwuiie
KOpoTKoe, AehOpMHpOBaHHAS «KypHHAs» TPyAb, KOHEUHOCTH KOPOTKHE, PYKH,
MIOXO0’KHE Ha JIalbl, UICKPUBIICHHBIEC BHYTPb, MOABIKHOCTH B CyCTaBax 3aTpyaHeHa. Poct
KapJauKOBbIN. JKUBOT yBEJNIMUYEH, MUMEIOTCS T'eNaTo- W CIUICHOMETalusl, MaxOBblE U
MYyMOYHBIE TPHDKU, KOXKa cyxas U rpy0as, HOTTH B BHJAE 4acoBbIX cTekoi. Cepaie ¢
BPOKICHHBIMU TOPOKAMM, JIETKHE C OTPaHUYEHHOM MOABMKHOCTBIO. [lcuxmueckas
OTCTAJIOCTh, 3aTOPMOKEHHOCTb.

PenTrenonornuecku BBISBISIIOT MPEXKIESBPEMEHHOE OKOCTEHEHHE JIIMOJOBHIHOTO
IIBa, PacIIMPEHHOE TYPEIKOE CEIJI0, MaTOJIOrHYecKylo (OopMy MO3BOHKOB («pHIOBU
MIO3BOHKMY ), UICKPHUBIICHUE JTY4€BOW KOCTH, 1ehOpMaliio MeTa- U dMU(PU30B ATUHHBIX
TpyOdUaThIX KOCTEW, KOPOTKHME MeETaKapmaibHble KOoCcTH © (amanru. B moue
HOBBILICHHOE COJEpPKAHME MYKOIIOJIHMCAaXapuI0B (CMECH XOHAPOUTHHCYNb(ara b u
remapuTHHCYIb(aTa). DTH BEIIeCTBA OMPEACIAIOTCS B Pa3HBIX TKAHAX, B TOM YHCIE U
B KOHBIOHKTHBE U POTOBUILIE.

Co cTOpOHBI OpraHa 3peHHs 0OCOOEHHO YacTO BCTPEYAETCS MOMYTHEHUE CTPOMBI
pOTOBHIIBI 1 OOYMEHOBOM 00OJOYKM B BHUJE CEPhIX TOUEK, MECTAMH CIIMBAIOIINXCS B
MOJIOCKl U CETEeBUIHBbIE 00pa3oBaHMsA, a MHOIJA - MAacCHUBHblE TOMYTHEHHs O€3
HOBOOOPa30BaHHBIX COCYJI0B. UyBCTBUTEIBHOCTh POTOBHIIBI COXPAaHSETCS. 3peHUe
MOJKET CHHMKAThCS J0 CUeTa MalbleB Y JIUIA.

HaGmonatorcss rumepTenopusM, IMTO3, SMHUKAHTYC, 3K30(TaabM, CXOASIIEEcs
KOCOTJIa3ue, MaKpoKopHea 70 14 MM B uaMeTpe ¢ HOpMAalbHBIM WJIM TIOBBIIICHHBIM
BT'l. Moxet ObITh KOJ00OMa pagy>KKH, KarapakTa, aTpo(usi 3pUTEeILHOTO HEpBa U
MUTMEHTHAsI AUCTPOPUS CETUATKH.



[Ipu maTosioro- aHATOMHUYECKOM HCCIICIOBAHUM BBIABIISIIOT yMEHBIIIEHHE 00BbeMa
Oenoro BelecTBa Mo3ra, BHyTPEHHIOO THIpoliedanuio, 00yCIOBICHHYIO OTIOKEHUEM
MYKOTIOJIUCAXapHI0OB B MO3TOBBIX 000JIOYKAaX W HAPYIICHHEM HX MPOHHUIIAEMOCTH. B
KJIamaHax cep/ila, ceT4aTke, CKIepe, pOrOBHIIE, ITOYKaX, CENIE3eHKE, HEPBHBIX TAaHTIIUIX
TAK)KE BBISIBIISTFOTCS OTJIOXKCHHUS MYKOTIOJMCAXaPHIOB.

HeobOxomumo nuddepenurpoBarh [JaHHOE COCTOSIHUE C JAPYTMMH BHAAMHU
MYKOTIOJTHCAaXapHU1030B.

CUHAPOM PUT'EPA
(ME3OAEPMAJI bHASA TUCI'EHE3USA POI'OBULIBI U PAIY/KKHN)

B 1935 rony aBctpuiickuii opransmosior Herwig Rieger omrcan HacaeICTBEHHYIO
9KTO-, ME30/IEPMAJIbHYIO JUCKEHU3UIO PAAYy>KKH, POTOBHULIBI, YIJIa MEpeIHEN KaMephl,
CMENICHHUE 3pavKa, COUETAOIINXCSA C aHOMAJIUSAMU Pa3BUTHS 3yOOB, UETIOCTEN U IPYTUX
OpraHOB, U Ha3BaJl €€ ME30ICPMAIbHON TUCTEHE3UEN POTOBUIIBI M PATYKKH.

Amuonocua. 3aboneBanue B 70 % ciaydaeB HaclenyeTcs MO ayTOCOMHO-
JOMUHAaHTHOMY Tuiy, B 30 % ciaydyaeB HOCUT XapakTep H30JUPOBAHHOTO
CHOPAJUYECKOTO TTOPAKEHUS.

Knunuka. 1lpu cuHapoMe JUArHOCTUPYIOTCS CIEAYIOIINE U3MEHEHUS CO CTOPOHBI
opraHa 3peHHUs: KOJIOOOMa paay>KKH WIM aHUPHUAMS; TSKENOJOOHBIE TKAaHEBbIE
oOpa3oBaHUs Ha MEPEIHEH MOBEPXHOCTU PAAYXKKH, TAHYIIHMECS K YIIy NepeaHein
KaMmephl; atpodus CTPOMBI Pagy>KKH ¢ O0Opa30BaHHEM CKBO3HBIX JEPEKTOB B HEM;
MerajoKkopHea. B pa3Hble CpOKM NMPUCOETUHSIETCS MOBBIIICHHE BHYTPUIIIA3HOTO J1aB-
jaeHus. Pa3BuThe S3TUX aHOMalMi TepenHero oTaena riaza Purep oObBscHsET
HapyIIEHUEM Pa3BUTHs ME30epMalIbHON TKaHU Ha Kparo r1a3Horo Ookaia.

Pexxe BcTpedaroTCsi SKTONHMS XPYCTalIMKa, BPOXKACHHAs KaTapakTa, EPMOUIHbBIE
KHCThI y JMMOa, Kocorja3ue, Kojao0oMa COCYIUCTONM OOOJIOYKM TJia3a U aHOMAaJuu
pedpakuuu.

AHOMaiUM 3yOOB TPOSIBISIIOTCA B aJCHTUU, OJUTOJACHTUU, MHUKPOJEHTHUU,
TUMOIUIA3UH dSMajiu 3yOOB, MOPOKax apkaj 3yO0oB, THIMOIJIA3UMM BEPXHEH YeTIOCTH,
pacuienuHe HéOa, KOHUUeCcKoi hopme epeaHux 3y0oB.

N3 o0mux nposBieHuid HabmonaTes ruaponedanus, MOPOKH pa3BUTUS Cepla,
MOYEK, IMO3BOHOYHMKA, TMOJU- W apaXHONAKTWIMS. Y OTACJIbHBIX MAI[MEHTOB
OTMEYaeTCs HHU3KOPOCIOCTh H3-3a Jeduumra ropmoHa pocta. MHorma 0olie3Hb
COUETAeTCS C CHUPUHTOMHUENHEH, CHUHApOoMOM MapdaHa W MBIIIEYHOW JIUCIUIA3HH.
BbIsIBJIEHHBIE KOCTHBIE AaHOMAJIMM TOBOPAT O TOM, YTO HapsiAy C Me30JepMajibHOM
JTUCIUIa3ueld UMEeT MECTO M JIKTOAEpMallbHasl AMCIUIa3usi, KOTOpas W ONpeaesser
BO3HMKHOBEHHUE ME30J€PMAIBHON JUCTEHE3UH.



Huddepenuupyor cuHapom Purepa ¢ 53KTOAepMaibHOW aHTUAPOTHYECKOMN
JUCIUIa3UEN C pacilieIMHON HEOA U TyObl, C CHHIPOMOM «KOILIAYbETo IJ1a3a», 00JIE3HbBIO
Kypmmanna - baprena - Ll telinepra.

CUHAPOM IIBEPA POBEHA

B 1923 ¢paniy3ckuii Bpau Pierre Robin ommcan coyeranne HECKOJIBKHUX aHOMAIUI
pa3BUTHSA.

Amuonocua. 1o naHHBIM JUTEPATYPhbl, MEXaHU3M PA3BUTHUS AHOMAIUN CBSI3aH C
TE€M, YTO MPHU 3aTbUIOYHOM MPEJIKaHUM IUI0AA TOYKOW OMOPHI BCEH €ro TIKECTH
ABJISIETCA MaKylIKa yeperna. B ¢Bsi3u ¢ 3TUM rojioBa IPUHUMAET COTHYTOE TMOJIOKEHHE,
U HWXKHSS 4YeIIOCTh youpaercss B TIpyauHy. B ciyyae J0CTaToO4HOM CHIIBI
MPOTUBOACHCTBUS CO CTOPOHBI IPYJIMHBI HUKHSISI YETIOCTh MOXKET CMEIIAThCS K3au U
MOABEPraThCa 3aJIEPKKE B CBOEeM pocte. [IpenarcTtBue HOpMAIBHOMY Pa3BUTHIO
HIDKHEW YENIOCTH CKa3blBA€TCA M HA PA3BUTHUM BEPXHEW YEIIOCTH, HECKOJBKO
BBIJIBUHYTOM KIEpPEIu W MITKOW B 3TOM MEpHOJE pa3BUTHUsS Ioaa (4-5 mecsiieB
BHYTPUYTPOOHOH ku3HH). bojee HMHTEHCMBHOE C/IABJICHHE BEPXHEH YEIIOCTH
COCEJHUMHU YYacTKaMU TPOSIBISECTCS HEMOJIHBIM CIUSHUEM [0 CpPEIHEN JMHUU
TBepaoro Heba. [JtoccomTo3 cBsi3aH ¢ MuKporHatuei: musculus genioglossus,
OCYIICCTBJISIONIEH JBUKEHUE SI3bIKA BIEPEI, MPUKPEIUISETCS K CUM(OU3y HUKHEH
YEJII0CTH, T.K. CUM(HU3 CMEILEH K3a/H, ICHUCTBUE MBIIIIBI B TON WM UHOU Mepe OyneT
OTPaHUYCHHBIM.

Knunuka. OcHOBHYIO Tpuaay cuMmnroMa PoOeHa HMarHOCTHPYIOT cpa3y Mocie
poxaeHusi. bpocaroTcsi B TJia3a MUKpPOTHATHs, PAcCTPOMCTBA JbIXaHUSI BO BpeMs
KOpMJIeHHS] peOeHKa (M3-3a 3amajieHus sS3blKa M paciieanHbsl HEOa). MHorma umeroT
MECTO achupainus MUIIA W 3a00JIeBaHUS JbIXaTEIbHBIX MyTEH, OTYEro JETH 4YacTo
norubart. Kpome MukporHatum (Majaold HEIOpa3BUTOM YKOPOYEHHOW, Kak Obl
CMEIICHHOW K3aJM HWKHEH YeTIOCTH) OTMEUAIOTCS paclleryieHne BepXHero HEOa
(«BOJTUBS TIACTHY), TJIOCCONMTO3 (HEBO3MOXKHOCTh MOJHSITH SI3bIK KBEPXY, OIYIICHUE
KOHYHMKA 513bIKa BHU3 MPHU BBICOBBIBAHWHU €TI0 U30 PTa), UMEETCA CKIOHHOCTh K PBOTE.
Pacmierienre HEGA y HOBOPOXKICHHBIX MOXKET PACIPOCTPAHATHCS HA BCIO IJIMHY HEOA
WU €r0 4acTb, MHOTJIa BCTPEYAETCS BHICOKOE HEOO C SIMOYKOW BMECTO PaCIICIUHBI.
Kpome toro, HaOmomar0TCsl MynovyHas rpbhkKa, pyAUMEHTapHBIC TalbIbl PYK W HOT,
cpalieHue mnaibleB (CHHIAKTUIIMS), KOCOJIAOCTh, BPOXKIACHHBIE MOPOKHU CEpla,
CHW)KCHUE WJIM TIOJTHASI TIOTEPS CiIyXa, Tuaporedanus, yMCTBEHHAsI OTCTAIOCTb.

Co CTOpOHBI TJIa3 OTMEUAIOTCS BPOXKIACHHAs TIaykoMa, OydTanbM, METalloOKOpHea,
MUKpO(TaIbM, BpOKIACHHAS KaTapaKTa, BICOKask OJIM30PYKOCTh, OTCJIOWKA CETYATKH.

Jleuenue. KopmMuts pebeHKa peKOMEHIYETCS B BEPTUKAIBLHOM MOJIOKEHUU. B cirydae
achukcun HEOOXOIUMO peOeHKa IMOJOXKHUTh Ha >KUBOT, OTTSHYTH S3bIK KHApPYXKU U
HAJIOXKUTh JIUTATypy C (pUKcalMei HUTH Ha IIEKe JUIKUM IJIacThipeM. B TspKenmbix



CIIy4asix MPOU3BOAAT TPAXEOCTOMUIO. XUPYPIUUECKOE JIEUEHHUE MPOBOJIUTCS B CBSI3H C
MAaTOJIOTHEN 3y00-4etOCTHOW CUCTEMbl U TIOPaKEHUEM OpraHa 3peHus (BpO>KICHHON
IJ1ayKOMOM, KaTapaKkTou, OTCIOMKON CeTYaTKM ).

CUHAPOM POMBEPT A
(BOJIE3HbB ITAPPH - POMBEPT A,
HPOTI'PECCUPYIOLIAA TEMUATPODUSA JINLIA)

BriepBrie 6osie3Hb OblTa onrcana B 1837 roxy anrimiickum Bpadom Caleb Parry, a B
1846 romy nemenkuii Bpad Moritz Romberg Bxao4mI gaHHOE 3a00¢BaHUE B TPYIIITY
TpO(OHEBPO30B.

Amuonozua. Camu OOJIbHBIE CBS3BIBAIOT PAa3BUTHE CHHApPOMA C TpaBMaMU 4depera,
pa3HooOpa3HbIMU MHGMEKIUAMUA (AUPTEPHs], POMBI, SHLIEPAIUTHI); Yalle TOBOPIT O
XOpOIIEM COCTOSIHUM 3J0POBbSl B MEPHUOJ, MPEALIECTBYIOMINUNA 3a00JI€BaHUIO.
OdeBuaHO, B psfe ciaydaeB cUHApoM PomOepra- 3To TOJBKO CUMNOTOM 3a00JieBaHUS
[HHC, onmyxonu Mo3ra, SXMHOKOKKO3a, cuduiinca u ap. ¥ HEKOTOPHIX OOJbHBIX MPO-
rpeccupylomias reMuaTpous JIMila COUETACTCs CO CKIEPOIEPMHUE.

B Hacrosiee Bpems 3T0 3a001€BaHHE OTHECEHO K IPYIIEe aHTHOTPO(HOHEBPO30B, U
B €r0 pa3BUTUM MNPUAAIOT 3HAYEHHUE HAPYIICHUSM (PYHKIMH TPOMHUYHOTO HEPBa,
paccTpoMCTBY BEreTaTMBHOM WHHEPBALIMM, MOPOKAM pa3BUTHUS TUIIOTATAMHYECKOM
ob0nactu. CHHIPOM BO3HHUKAET B IETCKOM U FOHOILIECKOM BO3PACTE U OYEHb PEAKO Y JIHII
crapuie 30 serT.

Knunuka. boiie3Hb HauMHAETCS C HEBPAITMM TPOMHUYHOIO HEpPBA HA OJHOU
MOJIOBMHE JIMIa, 4Yaile cJjieBa. Bckope mnosBiseTcs artpoduss B KaKOM-JHOO
OTPaHUYECHHOM YYacTKe: CHayajia Ha BEpPXHE-UYEJIFOCTHON U CKYJIOBOM KOCTSX, @ BCKOpE
Y Ha JAPYTUX YacTSAX TOM e MOJIOBUHBI JIMIIA, B TOM YUCie U B o01acTu opouTsl. Koxa
CTaHOBUTCS] TOHKOM, YMEHBIIAETCS ACSITEIbHOCTh CaJIbHBIX XKEJIe3, a IOTOBBIX - YBEJIU-
yuBaeTcs. MlcuezaeT moIKOKHBIHN KUPOBOH CIIOH, MBIIIIIBI yMEHBIIAIOTCA B 00bEME, BCE
0oJiee 3aMETHON CTAaHOBHUTCS acCUMMETpHs Juua. J(BurarenbHas (QyHKIMS MBI Ha
MOPaXEHHOM CTOPOHE JINIA U KOKHASL YyBCTBUTEIBHOCTh COXPAHSIIOTCS JI0JTOE BPEMS.
Yacro arpodupyercs roMosaTepaibHas rojlocoBas CBA3Ka U MOJOBHHA ropTanu. [lpu
TSDKEIBIX (popMax 3a00sIeBaHUSI OTMEYAETCS] UICTOHUYEHHE U 3aMaIeHHE CKYJIOBOM KOCTH,
YMEHBIIICHUE YEeIIOCTH, BbIMIaJeHne 3y00B. ATpodUYECKUN TPOIECC MOMKET
NepeXoAUTh Ha COOTBETCTBYIOILYIO MTOJIOBUHY II€H, TyJIOBHINIA. Y3 001X CHMIITOMOB
OTMEYEHBI NIape3bl KOHEYHOCTEH, CYJOPOTH.

['ma3Hble CUMOTOMBI, KOTOpBIE BeTpeuyatoTes ¥ 15 % O0JIbHBIX, XapaKTepU3yrTCs
BBINIQJICHUEM pECHMI] W OpoBeH, 3amajJeHueM IJIa3HOTO s0J0Ka H3-3a arpoduu
OpOUTANBHON KJIETYATKH M OKCTPAOKYISPHBIX MBI Ha TMOPAXEHHOW CTOPOHE,
CY>KEHHEM TJ1a3HOM 11eJM U HapylIIEHUEM MOABM>KHOCTH TJIa3HOTO sI0JI0KA.



Bo3moxHO pa3BuTHE HEHpOmapaauTHYECKOro KepaTHTa, UPHUTA, UPHUIOLMKINTA,
reTepOXPOMUU PATYKKHU, 3pAYKOBBIX HAPYIICHUN U aHU30KOPHUHU.
Teuenne 001€3HU MEAJIEHHO IPOIPECCUPYIOLIEE.

CUHAPOM POCCOJIMMO - MEJBKEPCOHA -
POSEHTAJLJIA

Brnepssie cuHipoM ObLT onKcaH pycckuM BpadoM Poccosmmmo B 1901 rogy. B 1923
roay mBeinapckuii Bpau Ernst Melkersson, a 8 1931 romxy HeMenkuii HeBpOIaToIOT
Gurt Rosenthal Gonee meranpbHO WM3YYMJIM JAaHHBIA CHHIPOM W BBIICIWIN €r0 B
OTJIEJBHYIO HO30JIOTHYECKYIO (POpMY.

Amuonozua. llpuuvHbl 3a00JIeBaHHUS HEAOCTATOYHO U3y4eHbl. OJHU aBTOPHI
CUMTAIOT, YTO 3TO TE€HEPAJIU30BAHHBIA T'paHyJIEMaTO3, OYEBUIHO, TyOEpKyJe3HO-
AJJIEPTUYECKOr0 MPOUCXOXKACHUS. B HEKOTOpBIX ciydasx OO0Je3Hb COYETAeTCs C
peBmatu3sMoM. Hekoropble aBTOpBl BHAAT B CHHAPOME KOHCTUTYLHOHAIBHOE
COCYIHUCTOE MOpaKeHHE. Y CTAaHOBJIEH ayTOCOMHO-TOMUHAHTHBIN TUIT HACJIEAOBAHMUS.

Knunuka. 3aboneBaHue HauMHAETCS yalle B JETCKOM M IOHOIIECKOM BO3pacTe,
HOpPaXEHUE MOXET ObITh OJHO- U ABYCTOpPOHHUM. CIIpOBOIMPOBATH 0OJIE3Hb MOXKET
AKCTpaKIUs 3y0a uiu aberecc B 00sactu tuna. CHHIPOM XapaKkTepru3yeTcs: OTEKOM I'y0
(ocoOeHHO HI)KHEW) W IIEeK, KOTOpPbI B Hayane ObICTpO HCU€3aeT, a IO3]HEE B
3HAYUTEIBHON CTENEHU COXpaHseTCcsl MOCTOSHHO. OTEK pacnpoCTpaHsIeTcss Ha HOC U
110J100POJIOK, MHOT/AA OTEK I'y0 OCIOXKHSAETCS TpaHyJIeMaTO3HbIM BOCHIAJIEHUEM KPACHOM
KaiiMbl. HaOmromaercss OTEYHOCTh M CIM3UCTOM O0OOJOYKH pTa, CHHXKACTCS
CIIFOHOOTJIEJIEHHE, S3BbIK MPUOOpPETAaeT CBOCOOPA3HbIN «CKIIaayaThlii» BUJ C aTpodueit
cocoukoB. [loBepxHOCTh s3bIKa HCHElIpeHa Oopo3aamH, UIAYUIMMH B Pa3IU4HbBIX
HarmpasieHusx. YacTo HaOMoAaroTCs pacCTpOMCTBA IJIOTAHUSA, MUTPEHENOJ00HbIE
MAapOKCU3MBbI, TAPECTE3UU NATbIEB, TUIEPTUAPO3, UHOTIA OTEKU KUCTEN PYK, IPYIHON
KJIETKH, siroauil. [Ipy peHTreHonornueckom UCCilelOBaHNN y BEpXYLIeK KOpHEH 3y0oB
ONPENENSIOTCS MHOKECTBEHHbIE OYaru AECTPYKUHMH KOCTHOM TKaHM, MOXOKHE Ha
0eCcCHMIITOMHBIE TPaHyJIeMbl, KOTOPbIE Ha (POHE JIeUEeHHS HCUEe3aloT.

Co CTOpOHBI IJ1a3 OTMEYAIOTCS PEUUAMBUPYIOIIMI OTEK M NTO3 BEPXHETO BEKa,
YBEJIMYEHHE CIE3HOM KeJe3bl, IK30(pTaIbM, KEPAaTO- KOHBIOHKTUBUT C KPAaeBOW SI3BOU
POTOBHUIIBI, PETPOOYILOAPHBIN HEBPHT.

[Ipu 0AHOCTOPOHHEM MOPAKEHUH JIMIIEBOTO HEPBA Yy YaCTH OOJBHBIX OTMEUYAETCS
CHIDKEHUE WJIM TOTepsl CilyXa, HapylleHHe BKyca M 00ib B 00JIACTH COCLEBUJIHOTO
OTpOCTKA.

Jleuenue. JleueHne B  OCHOBHOM  KOHCEPBAaTMBHOE:  KOPTUKOCTEPOUJBbI,
aHTHOMOTHKH, CUHTETUYECKUE MPOTUBOMAJISIPUNHBIE npenaparsl,
neceHcuommaupyromias tepanus B tedenue 30—40 nueil.

[IporHo3 y 0onbImHCTBa OOJBHBIX OJIarONPUSTHBIN.



CUHAPOM CJIIOJEPA
(CUHAPOM KPBIJIOHEBHOI'O Y3JIA)

JlaHHOE MaTOJOTHYECKOe COCTOSIHHE ObUIO BIEPBBIC OMHCAHO aMEPUKAHCKUM BPauoM
CmonepoMm B 1908 rony.

Kpbutoné0ueiii  y3en (ganglion pterigopalatinum) SBISICTCSI ~ YaCThIO
napacUMIaTHYECKON HEPBHOM CUCTEMBI, COJAEPKUT MYJIbTUTIOJISIPHBIE KIIETKH U UMEET TPU
KOPHSI:

1) gyBCTBUTENBHBIN - NN. pterigopalatini;

2) mapacHMITaTHYECKHU - N. Petrosus mayor (0oJbIoii KAMEHHUCThIH HEPB), HECYIIHA
CEKpETOPHBIE BOJIOKHA K CIIE3HOM jKeJie3e, K ’Kelle3aM HOCOBOM MOJIOCTH U HEDA;

3) cumnaTuueckuii - N. petrosus profundus, BerBp plexus caroticus intemus,
coJiep Kallliii MMOCTraHTJTMOHAPHBIE CUMIIATUYECKWE HEPBHBIE OKOHYAHUS W3
HICHHBIX Y3JIOB.

OT KpbUIOHEOHOTO Yy37a OTXOAST TJIA3HUYHBIE BETBH, KOTOpBIE 4Yepe3 HUKHIOKO
[NIA3HUYHYIO 1IeJb TMPOHUKAIOT B OpOUTY W BMECT€ C 3aTHAMU pEIIeTIaTHIMU
HaNpaBJSIFOTCS Yepe3 Menkue otBepctus B sutura sphenoethmoidalis x camsucroit
000JI04YKe 3aIHUX STYEEK PEIIETUYAaTOro JJAOUPUHTA U KIMHOBUIHOM IMa3yxe.

BepxHue 3aaHHE HOCOBBIE HEPBBI HIYT K CIU3UCTOM OOOJOYKE 3aJHHUX OTIIEJIOB
BEpPXHEH U Cpe/lHEel HOCOBBIX PAKOBUH M HOCOBBIX XOJIOB, 33JJHUM slY€HKaM perieTdaTon
Na3yXH, CIU3UCTON 000JIOUKE MEPETOPOAKH HOCA M YACTUYHO MepeaHeN yacTu HEDa.

HéOGHbie HepBbl THHEPBUPYIOT CIU3UCTYIO0 0007104YKY HEOA, 8 HUKHUE 33 THUE HOCOBBIE
BETBH - CIM3HUCTYIO 000J0UKY HIDKHEH PaKOBUHBI, CPEIHUN U HUKHUI HOCOBBIE XOJIbI U
BEPXHEUYEIIOCTHYIO MMa3yXy.

CrnenoBaTenbHO, BETBM KpPBUIOHEOHOTO Yy3/la HMHHEPBUPYIOT CJE3HYIO JKele3y,
CIIM3HUCTYIO 000JIOUKY TBEPAOTO U MATKOTO HeOa, 00JIBIIEr0 yuyacTKa CIIM3UCTON 000JI0UKH
HOCA, 33JHUX SYECK PEUIEeTYaTOW KOCTH, BEPXHEUEIIOCTHOM M OCHOBHOW ma3yx. Takoe
aHATOMHYECKOE CTPOCHHUE KPHIIIOHEOHOTO y371a U O0BSICHSIET CUMIITOMBI 3a00JICBaHUS.

Omuonocusa. Hepanruio KpbUIOHEOHOTO y37a CBA3BIBAIOT C BOCHATHTEIHHBIMU
mporeccaMy B TMPUAATOYHBIX IMa3yxa HOCa W JIOOBIMH WH(EKIIMOHHBIMH OYaramMu B
MOJIOCTH pPTa, THOWHBIM OTHUTOM, IepeOpaibHBIM apaxHOUIUTOM, C TpaBMaMHu U
WHOPOJHBIMH TEJIaMH B HOCY, C THUNEpPTpodueil pakoBWH, WCKPUBICHUEM HOCOBOU
MEePETOPOJIKK, C TEePUTOH3WULIpHBIMU  abcieccamu, amieprueil. Pazapaxkenue
KPBUIOHEOHOTO y3JIa MOYKET BBI3BaTh OOIAas WHTOKCUKAIWS, BUPYCHAS U PEBMATOUIHASL
WH(PEKIINN 1 33 JHECUYCTIOCTHBIC OITYXOJIH.

Knunuka. Y mnarnueHTa TOSBISIETCS OCTpasi CTpesitonas 00Jib y OCHOBAaHMS HOCA,
BOKPYT W €331 TJIA3HOTO 0JI0Ka, B I71a3y, B BEpXHEH U HUKHEW 4eltocTH, 3y0ax. boib
UppaIUUPYET B BUCOK, YXO, OKOJIOYIIHYIO 00J1aCTh, 0COOEHHO B COCIIEBUAHBIN OTPOCTOK.
Bbonbs mMoxer pacnpocTpaHsaThcs B 00JaCTh TBEpAOTo HEOA, MPUIATOYHBIX Ma3yx HOca, a
TaKKe JIOKAJIM30BaThCS B OOJIACTH II€H, JIOTIATKH, TIJIeYa U MPEAIyieubs, KUCTH U KOHYHKOB



nanbiieB. Ho Hanbosnee MHTEHCHBHA OHA B 001aCTH OPOUTHI, KOPHSI HOCA M COCLIEBUIHOTO
orpocTKa. IIpoaoiKuTenbHOCTh OONHM OT HECKOJBKHX YacOB M JHEH 10 HECKOJIBKUX
Hezaenb. B MoMeHT npucTyma 00bHOM TakKe KaIyeTcsl Ha YyBCTBO IEKOTAHUS U HOKCHUS
B HOCY, IPUCTYIIbl YNXAHUSI, HACMOPK, CJI€30TCUCHHUE, CIIFOHOTEUEHUE, TOJIOBOKPYKEHHUE U
TOITHOTY. MOTYT OBITh aCTMOIIOO0HBIC MPUCTYTIBI U U3BPAIIICHUS BKYyCA.

[Ipu ocMoTpe oTMeUaroTCs BbIpakeHHAas CBETOO0SA3HB, Oiedapociasm, ClIe30TeUeHHE,
OTEK BEPXHET0 BEKa, THUNEPEMUA KOHBIOHKTHBBI, MHJpUA3 WM MHO3, HWHOTAA
KpPaTKOBPEMEHHOE MOBBIIICHNE BHYTPUTIIA3HOTO AABJICHUS U HEOONBIION SK30(TATIBM.

3aboseBaHMe MOXET MPOTEeKaTh JJIMTEIBHO - MecAllaMd M Jaxe rojamu. B
MEXMPUCTYITHOM TEPHOJIE YaCTO OCTaeTCs Tymas IiyOuHHas 00Jb B 00JacTU BEpXHEH
YEJIOCTH, KOpPHS HOcCa, OpOUTHI, OTEK IOCTPaJaBIIed MOJOBUHBI JHIA, YCHICHHOE
MOTOOT/IEJICHNUE, TUIIEPEMUS UJTU TTapecTe3us AecHbl, HEOA, IOTKU. [ToaToMy HekoTOphIe
aBTOPBI CUUTAIOT, YTO 3a00JIEBAHNE KPBUIOHEOHOTO y3J1a ABJISIETCS HE TOJBKO HEBPAJITUEH,
HO Y TaHTJINOHEBPHUTOM.

CxonHasi KJIMHHMKA HAOIIOJAeTCs MpPU CUHAPOME HA3OLMIMAPHOTO HEpPBA, HO MpH
MOPAKEHUH KPBUIOHEOHOrO y3i1a He ObIBA€T AHATOMUYECKMX M3MEHEHHI B MEpeHEM
CETMEHTE TIJIa3HOro sI0J0Ka, T.K. BETBU €ro HE HHHEPBUPYIOT IJa3HOE s0J0KO, a
MHHEPBUPYIOT HOCOBYIO TMOJOCTh U JHO OpOuUTHL. IlOBBIIEHHE YYBCTBUTEIBHOCTU
CJIM3UCTOM OOOJIOYKM HOCAa OTMEYAETCSl B 3aJlHEM OTJEJE€ HOCOBOHM IOJIOCTH, a HE B
nepenHeM. [lpu paszapakeHuM KpbUIOHEOHOTO y3Jla HE ONPEIENSIIOTCS 30HBI C
MOBBIIIIEHHON 00JIEBOM UyBCTBUTEIBLHOCTHIO U HE OBIBAET BBICHITIAHUM.

HMudbdepennupoBats gaHHOE 3a001eBaHUE HEOOXOIUMO C JPYTUMH JIUIEBBIMU
HEBpaITUsIMU. [[711 HEBpaJrMuM TPOWHUYHOTO HEpPBA XApPAKTEPHBI OYECHb KOPOTKHE
MAapOKCU3MbI, O0JIb CTPEJSIOIIET0 XapaKTepa, PaclpOCTPAHSIONIASCS IO BETBSIM
TPOMHUYHOTO HEPBA. bOJb HE CONPOBOXIAETCA TOIIHOTOM, PBOTOM W JIPYIUMHU
TUAHIU(aTbHBIMU CUMIITOMAMHU.

[Ipu mieitHON MUTpeHH 0O0JIb pacHpoCTpaHseTcs OT MIEWHO-3aThUIOYHOM 00JIacTH Ha
MEpEIHNE OTAENBI TOJIOBBI, HOCUT MOCTOSIHHBIN XapaKTEp, YCHINBAETCSA INPU MOBOPOTE
TOJIOBBI, COYETAETCS € PAAUKYJISPHBIM CHHAPOMOM IIEMHOM JIOKaJWM3aluyd M 4Yaulle
BO3HUKAET Y JIMLl CPEIHEr0 U MOKUIIOrO BO3pacTa.

[Ipu nepuoanuecKoil MUTPEHO3HOM HEBPAJITHH OTMEYAETCsl O4YeHb MHTEHCHBHAs 00JIb B
J00HO-BUCOYHO-OPOUTATBHOM 00JIACTH, CTPOTO OJHOCTOPOHHSISI, COMPOBOXKIAIOIIASCS
CJI€30TE€YEHNEM, HACMOPKOM, THUIIEPEMUEN TTOJIOBUHBI JIWLA. [IMUTCA OT HECKOJIBKUX MH-
HYT J10 HECKOJIBKMX YaCOB U SIBJIIETCS PE3yJIbTATOM Ba30IWIIATALIMH, IPEUMYIIIECTBEHHO B
OacceitHe Hapy>XHOW COHHOM apTEpHH.

B orauure oT MUrpeHHM ANig  CHHApPOMAa KPBUIOHEOHOrO y3Jla XapaKTepHa
MIEPUOIUYHOCTD, CE30HHOCTb IPUCTYIIOB; Pa3BUTHE UX CEPUSMHU I10 HECKOJIbKY Pa3 B JICHb,
WHOTJIa B HOYHOE BPEMS; OTCYTCTBYIOT OOIIIEMO3TOBbIC U JAUIHIM(ATHHBIC CUMITOMBI;
00JIbHBIE MEUYTCS OT 00JIM, & TIPU MUTPEHU CTPEMSATCS K HETIOIBIKHOCTH.



Jleuenue. OOGrnerdaer COCTOSTHUE BO BpeMs MNPUCTyNa HEBpPAJITMM HOBOKAWHOBAs
Omokaga KpbUIOHEOHOTO y31ma 2% pacTBOpOM HOBOKamHa. JledeHue IOKHO OBITH
KOMIUIEKCHBIM W HampaBlI€HO Ha YCTpaHEHHE OCHOBHOM NPUYUHBI 3a00JIeBaHUS.
Ha3nauaror OoneyTtonsionue CpeacTBa, MPOTUBOBOCHAIUTENbHBIE, MPOTUBOOTEUHbIE
npernaparsl, KOPTUKOCTEPOUIBI, TaHTJIMO00JI0OKATOPHI, XOJIMHOJIUTHKH,
¢dusmnorepanesTuueckue nponeaypsl (YBY, nuatepmusi, 1TMHAMHUYECKUE TOKH), MACCAXK
OOJILHOM MOJIOBUHBI JIUIIA, Ha3aIbHBINA 3JIEKTPO(dOpe3 ¢ HOBOKAUHOM, BUTAMHUHBI TPYTIITbI
B. Ilone3Ho Ha3HAYaTh aHTUCKIEPOTUYECKHE U COCYAOPACUIMPSIONIME CPEACTBA, T.K. B
MOKUJIOM BO3pacTe 3a00JIeBaHNE BOSHUKAET MPHU OOIIEH COCYAUCTON MAaTOIOTHH.

CUHAPOM CTUBEHCA- I/ KOHCOHA

B 1922 roxy BnepBble 3TOT CUMITOMOKOMILIEKC OMHCAIA aMEPUKAHCKUE TEIUaTPh
Albert Stevens u Frank Johnson.

Amuonozua. DTUONOTHUS W TAaToreHe3 3abojeBaHus Heu3BeCTHbl. OIHHM aBTOPBI
CBA3BIBAIOT 3a00JIeBaHKE C POKAIbHOU MHPEKIUEN, NPYyTHe- ¢ JIEKApCTBEHHOW aJIepruei,
TpEeTbU- C ABUTAMUHO30M, YETBEpPThIE- C MPOSBJICHUEM KoJulareHo3a. TUIUYHOTO
reorpauyecKoro pacrnpocTpaHeHuss OoJjie3Hu HeT. Bo3HukaeT 3a0oneBanue B J1000OM
BO3pacTe, HO Hallle y JAeTed W MOAPOCTKOB, PEIUAUBHI Yalle HaOII0Jal0TCs BECHOU U
OCEHBIO.

Knunuka. XapakTepHbIMU TpH3HAKAMH OSTOTO CHHIPOMA SBISIOTCSA: HPO3HBHOE
BOCMAJICHUE  CIM3UCTBIX  000JIOYEK  OOJIBIIMHCTBA  €CTECTBEHHBIX  OTBEPCTHH,
noJMMOp(HBIE BBICHIMAHUS Ha KOXKE U JUXOPAJOYHOE COCTOSIHHE. J[OMUHUPYIOIIMM
SIBJISIETCS MOPAXKEHUE CIU3UCTHIX 000JI0YEK MOJIOCTH PTa, HOCOTJIIOTKH, Ta3 U TeHUTAIIUM.

3a0ojieBaHME 4Yallle HaYWHACTCS C TOJIOBHOM OOJIM, HEJOMOraHus M O03HO0a,
MOBBIIICHUS TeMIiepaTypsl Tena 10 38-39 °C, nenpeccuu, pa3apakuTeIbHOCTH, OoJiel B
cyctaBax. Cpasy unu uepe3 24—72 daca nociie Hayaia 3a00JieBaHuUs MOSBIISIETCS ChIMb HA
KOXe, JUIsl KOTOPOM XapaKTepeH MoMMOophU3M: dpUTeMa, My3bIPbKU U MYy3bIPH, MAITYJIHI.
[TopaxkaeTrcsa koxa Jula, TYJOBUINA, PYK U HOT, MPEUMYIIECTBEHHO UX pa3rudaTeIbHbIe
MMOBEPXHOCTH U TMOCJIE Pa3peUICHUs MPOLecCa B TEUCHUE 3-4 MECSIEB AEPKUTCS CTOMKAS
OypoBaTtass murMeHrtanus. [lOSBIEHWIO CBHIMM HA KOXE MPEAIIESCTBYIOT TSKEIbIe
MOpaXEHUsI CIM3UCTBIX O000JIOYEK TOJIOCTU PTa, HOCOTJOTKH, TJa3, TEHUTAIUN U
MOYEHCITyCKaTeIbHOTO KaHaja. Ha gecHe, cim3ucToit 000I0UKe IIEK, 3€Ba, TBEPJOTO U
MATKOTO HEDOA, Oy)KEK, MUHAAIWH, s3blKa W Ty0 TMOSABISETCS PE3KO BhIpaKCHHAsS
TUIIepeMUsi, OTEK C 00pa30BaHUEM OBICTPO JIOMAOIIUXCS MY3bIPHKOB U My3bIpeid, KOTOPHIE,
CIIMBAsICh MEXy COOOM, MpeBpaIarTcs B CIUIONMIHBIE KpoBOTOYaIue 3po3uu. 3o pra
HCXOJIUT TIPUTOPHO-THUJIOCTHBIN 3amax, S3bIK YBEIMYUBACTCS B 00BEME M MOKPBIBACTCS
CIIM3UCTO-THOMHBIM HAJIETOM. OTO BBI3bIBAET PE3KYI0 OO0JE3HEHHOCTh, CAJHMBAITUIO,
3aTpyAHSET peyb, MpUeM MUIU. ['yObl OT€UHBIE, MOKPHITHl KOPKaMH, KPOBOTOYAIUMU



APO3USIMHU, TpEUIMHAMU M MYy3bIPSAMHU; JUMQPATUYECKUE Y3IJbl, OCOOCHHO IIEHbIE,
YBEJIUYCHBI.

[TopakeHue riia3 nposiBaseTcs B opMe KaTapajabHOI0, THOMHOIO MM MEMOPaHO3HOTO
KOHBIOHKTUBUTA. Beku pe3ko oTeuHble, TUIIEPEMUPOBAHDI, CKIEEHbI OOMIBHBIM THOMHO-
KPOBSHHUCTBIM 3KccynatoM. KaTapanbHbiii KOHBIOHKTUBHT (53 % ciydaeB) 3aKaHUMBAETCS
OJlaromnoay4yHo, He ocTaBiisia nocneAcTBui. [Ipu rHoitHOoM konblOHKTHUBHTE (35,5 %
CJIy4aeB) BCIIEJICTBUE MPUCOCTUHEHUS BTOPUYHOM MH(EKIHUU B MPOIECC BOBIIECKACTCS
pOroBULA, MPOUCXOAUT €€ MOBEPXHOCTHOE WIH TITyOOKOE M3BA3BICHHUE C MOCIEAYIOIUM
pyOueBanuemM win nepdopaimeit, 4To MOXKET SIBUThCA MPUUYMHON cienoThl. [Ipu mem-
Opano3HoMm koHbIOHKTHBUTE (11,5 % ciay4aeB) MpoOHCXOAUT HEKPO3 KOHBIOHKTUBBI, U
IpoliecC 3aKaHYMBAETCs PyOIl€eBaHUEM, BCIEJICTBHE YETO PA3BUBAIOTCS TPUXHA3, 3aBOPOT
BeK, cTuMOIIehapoH, KCepo3 v aHKUII001epapoH.

Berpeuarorest Takke y3eaKOBbIE 00pa3oBaHUSl B PAyKKE, UPUTHI, UPUIOLUKIUTHI,
AIUCKJIEPUTHL, OCTPBIE JAKPUOLUCTUTHI, MAHO(PTATBMHUTHI.

N3 nopaxkeHUM APYrux 4acTed Tejla OTMEUYEHBl YPETPUT, THOMHBIA OTHT, ILIEBPHT,
ITHEBMOHHS, TPAXEUT, OPOHXUT, COMPOBOKIAIOIINECS TSHKEIBIMU MPUCTYIIAMU OJIBIIIKY;
u3bs3BieHne numeBona U Bcero JKKT. HaGmronaroTcst peBMaTtouaHble MOpPaXeHUs
CyCTaBOB, CEepAla, IOYEK, HEPBHON CHUCTEMBI.

B kpoBu omnpenenstorcs JIEUKOLUUTO3 CO CABUIOM BJIEBO, 303MHOMUIINS, YCKOPEHUE
COD, noBslllIeHUE COJIEPKAHUS OCITKOB.

IIpu cungpome CtuBeHca - /[OHCOHa MHOTAA OMIMOOYHO CTABUTCS JIUArHO3: KOPb,
AI1yp, TpaxoMa, HaTypajibHas ocma, audTepus riaza, nemduryc. Takke CyIIECTBYIOT
CUHAPOMBI, KOTOPbIE KIMHUYECKHU TPYJIHO OTIIMYUMBI OT cuHApoMa CtuBeHca - J[>koHcoHa
(9KTOZIEPMO3 €CTECTBEHHBIX OTBepCcTHi Dreitzenrepa - Penmio, nepmaroctomarut banepa,
CIIM3UCTO-NIbIXaTeNbHbIN cuHipoM CTaHHOH - Bepud, cam3ncTo-KoXHO-TJIa3HOM CHHIAPOM
PoGuncon - Makkpym0a) u HeoOxomuMo auddepeHupoBaTh 3TH MATOJIOTHYECKUE
COCTOSIHHSI.

Jleuenue. 1TpoBoAT 00LIEE U MECTHOE JIEUEHUE, TIPUMEHSIOT aHTUOMOTUKY IIIUPOKOTO
CIEKTpa JEeHCTBUS B KOMOMHALINY C CyJb(paHuIaMuIaMu, IEpeTMBaHNUE KPOBU, UMMYHHOMN
CBIBOPOTKH, AyTOT€MOTEpaNuIo, BUTaMUHbI rpynibl B u C, kopTUKOCTEpOUABI, TUMEIPOII,
IIF0KO3Y, BBEJIEHUE FaMMa-TJI00YIMHOB.

MecTHO mNpu  NOpaXeHUHM  OpraHa 3peHUss NPHUMEHSIOT  MOBEPXHOCTHYIO
PEHTreHOTEepanuio, AaHTUOMOTMKM W cylbQaHWwiaMuabl B BUAE  Kamelb,
MOIKOHBbIOHKTUBAIBHBIX MHBEKIUI 1 Ma3eil. KopTukocreponibl HEOOXOAUMO MPUMEHSTh
C OCTOPOKHOCTBIO, T.K. BO3MOXHa nepdopanus poroBuiibl. Takke HUCIOJIb3YIOT MECTHO
HUTpaib, puOO(pIaBUH C ACKOPOMHOBOM KUCIOTOM U TJIIOKO30#, KOHTAKTHBIC JIMH3bI JJIs
PO IIAKTUKY pa3BUTHs cuMbIiedapoHa, mpenapaTsl HCKYCCTBEHHOM CIIE3HI.

[TosocTh pTa MOJI0CKAIOT PpACTBOPOM MAPTaHILIOBKU, COJIbI UM (PypaliiinHa.



XUpypruyeckoe J€4eHHE MOKA3aHO MpU TpUxuase (JIEKTPOJu3), MpU CYXOCTH IJia3
(xayTepu3zanus CIE€3HOM TOYKH), IPU 3aBOPOTE U pyOIIEBaHUN KOHBIOHKTHUBBI (IIepecaaka
CIM3UCTOM 000JIOUKH TYOBI), IPH KCepo3e (IepecagKa CTEHHOHOBA MPOTOKA).

[TporHo3 3aboneBaHMsI 3aBUCUT OT OOILETO COCTOSHUS M BO3pacTa MMallUEHTa.

CUHAPOM CTUKJIEPA
(HACJIEACTBEHHAS ITPOI'PECCUPYIOLLIASL
APTPO-O®PTAJIBMOIIATHSA)

B 1965 roay 3TOT CHHAPOM ONUCaIA aMepHKaHCKUH Bpad S. Sticler ¢ coaTopamu.

Amuonozua. 3ab0ojieBaHHE HOCUT HACICACTBEHHBIM XapakTep, THUI HAacIeJOBaHUS
ayTOCOMHO-/IOMUHAHTHBIN C BApbUPYIOLIEH 3KCIIPECCUBHOCTBIO.

Knunuka. V3 oOumx NposiBIEHUN CUHAPOMA CIEAYET OTMETUTh YBEIMYECHHE H
TUIIEPIOJIBUYKHOCTh CYCTaBOB y HOBOPOXKJIEHHBIX, B paHHEM JIeTCTBe- O0JIb U
TYTONMOABM)XHOCTh ~ CyCTaBOB, B  IOJAPOCTKOBOM W  IOHOIIECKOM  BO3pacTe
MIPOTPECCUPYIOLIUN OCTE0ApPTPUT C Mepuoauyeckumu odoctpenusiMu. Ilocme 30 net
HaOIroAaeTCsl BhIpaKEHHAs JIeT€HEpaTUBHAs apTpomaTHs Ta300€ApEHHBIX, KaJIEHHbIX U
TOJICHOCTOIIHBIX CYCTaBOB. TE€JOCIIOKEHHE Yy TMAalMEeHTOB acCTEHUYECKOe, TpyJauHa
BOpOHKOOOpa3Hasi, Ku(o3, CKoiamo3, BayibrycHas nedopmanus rosieHu. Habmromaercs
MUKpOT€HUSs, TUIIOIIa3usl CPEAHEN YacTH JInla, paciieanHa HEOa, TUIOJOHTHS, KOPOTKHI
HOC, TYTOYXOCTh WJIH TIOJTHAS TITyXO0Ta B CBA3HM C M3MEHEHUSMHU BO BHYTPECHHEM yX€.

['ma3Hple cUMOTOMBI NOSBISIIOTCA B Bo3pacTe 10-15 mer. CHuxkaercs 3peHue u3-3a
MPOTPECCUPOBAHMS BPOKICHHON OJIM30PYKOCTH, aCTUTMATH3Ma, JIET€HEPALil CeTYaTKH,
peTuHoImM3uca, aTpoduu cocynuctol oOosouku. Hepenko mnpoucxonuT BHe3amHas
cyOToTanbHasi OTCIOWKa CeTyaTKH, NpUBOAsIIAs K cienote. Pa3BuBaercss karapakxTa,
KeparomnaTusi, XpOHHUECKHd YBEHT, BTOPUYHAS Tlaykoma. HabmogaeTcst SMKanTyC Wiu
nerkuit sx30(dTaneM. 3a00eBaHUE HEPEIKO 3aKaHYMBAETCS arpodueit TIa3Horo s010Ka.
WNHTennekT y 00JbHBIX, KaK TPaBUIIO, COXPAHEH.

PeHTreHosornyecku BBISBISIIOT JIETKYIO CIOHAMIOANMM(pHU3apHyto aucmuiasuio. [lpu
OMONCUY CUHOBUAIBHON 000JIOUKH CYCTaBOB MaTOJIOIMUECKUX U3MEHEHUI HE OTMEUYEHO.

Huddepenuupyror 3a0oneBaHue ¢ cuHapomoMm Mapdana, Onepca - Jlanio,
CIOHAWJIOAMH(PU3APHON TUCTIIA3HEH.



CUHAPOM CTHOK- BEBEPA- KPABBE

DHIiiedano- TPUreMUHAIbHBINA CUHIPOM BHepBbie onucai B 1879 roay aHrmuickum
Bpad W. Sturge, a B 1922 u 1934 rogax H. Weber u narckwmii Bpau Krabbe momonammm
OMMUCAHNE KIMHUYECKOW KapTUHBI.

Amuonozua. ITUOJOTHS JaHHOTO 3a00JeBaHWsS HEW3BECTHA. BO3MOXHO, 3TO
BpOXKICHHAS HEHUPOIKTOAEpMaibHas AUCIUIa3Usl, HO HACIEICTBEHHBIN XapakTep
3a0oseBaHus He Aoka3aH. [lopaxatorcst oba mona.

EnuHol Touku 3peHust Ha 3THOJIOTHIO Pa3BUTHS TTIAyKOMBI IIPU 3TOM CUHAPOME HET.
CyliecTBYIOT TpU OCHOBHBIE TEOpHUU: liepeOpasibHasi, BacKyJsipHAsi U MEXaHUYecKasl.
BONbIIMHCTBO aBTOPOB TMOBBIIICHUE BHYTPUIJIA3HOTO [IABJIICHUSI CBS3BIBAIOT C
MIEPETIONTHEHNEM KPOBBIO M HOBOOOPA30BaHUEM XOPHOMIATBHBIX U IUJIHAPHBIX COCY-
JIOB, IPUBOSIINM K OJIOKaJe yIiia epeaHeil kamepbl, OTTECHEHHOU BIiepe] pady>KKou
WJIM COCYJTUCTOU TKAHBIO.

Knunuka. 3aboneBaHue XapaKTEPU3YETCS COYETAHHEM KOXKHOTO U MO3TOBOTO
aHTMOMAaTo3a C TJIa3HBIMH TPOSABICHUSIMHU. KOXHBIM aHTMOMATO3 MOXET OBITh OT
POXKJICHUSI WIM Pa3BUBAThCA B paHHEM JAETCTBE B (OpME aHTMOM JIMIa, 4YaIlle
pacroJiararonyxcsi Ha OJHOU MOJIOBMHE Jiniia BoJib |-I1 BeTBei TpOMHUYHOTO HEpBa.
OH MOXeT 3aXBaThIBAaTh YaCTh II€H, TPYAHOU KJIETKH, )KUBOTA U JaKe KOHEUYHOCTEH,
PEIKO TOSIBIISIETCS HA JIECHE, CITU3UCTON 000J10YKe pTa, ryd u Hoca. OKpacka aHTHOMBI
B IPYJTHOM BO3pAacTe UMEET PO30BBIN IIBET, a 3aT€M MPHUOOPETAET CUHIOUTHO-KPACHBIA.
AHIMOMAaTO3 KOXH JIMI[A YacTO PACHpOCTPAHSIETCS HAa KOXY BEK, KOHBIOHKTUBY H
CKJIEPY, MOXKET OBITh TAKKE aHTHUOMA B XOPHUOHJICE.

Od¢ranbmockonuuecku HaOMI0AaeTCs 3HAYUTEIbHAs U3BUTOCTh COCYAOB, apTepPUO-
BEHO3HBIE aHACTOMO3bl, MHKPOAHEBPU3MBI KANWJJISIPOB M  aMmyjooOpa3Hoe
pacmmpenue BeH. MlHOTIa M3MEHEHHsS Ha TJIa3HOM JIHE MOTYT OBbITh OOHApY>KEHbI
TOJIBKO METOJIOM (piryopeciieHTHOM aHruorpadguu. B 3Tom ciiyyae B TITyOOKHX CIOSIX
XOPHUOUJIEW BUAHBI MHOKECTBEHHbBIE aHTHOMBI.

Kak npaBuno, CHHAPOM MPOTEKAET MO TUITY AETCKOU rIayKOMBI C TUAPOPTATBEMOM,
a TaKXe COMPOBOXKIAETCS MPOCTON WM 3aCTOMHON (DOPMOI IITayKOMBI.

MoskeT HaOII01aThCS OHO- UJIH JIBYCTOPOHHSS MOTEPS CIIyXa.

JInarHOCTUPYIOTCA M TTOPaKEHUsI MO3ra: He3HAYUTEIbHAsi YMCTBEHHAsI OTCTAJIOCTb,
WHOTJIA TIOJHAs UIUOTHS, KIOHUYECKHE CYIOPOTH, SMIICNTU(POPMHBIC MPUTAIKH,
PELUUIMBUPYIOIINE  TOJUIAPE3bl  WIM  TEMUIUIETUS, TMOSBISIONIMECS  TOCIE
SMUJENTUYECKUX  KPU30B.  PEHTTeHOJOTMYECKM  BUIHBI  BHYTPHUYEPEIHBIC
KablU(PUKATHI, Yalie B BUCOYHO-TEMEHHO-3aThIJIOUHOM 00JIaCTH Ha CTOPOHE KOXKHOM
aHTUOMBI. DJIEKTpodHIledaTorpaMmMa MOKa3bIBa€T YMEHBIIEHUE OMOAICKTPUUECKOM
AKTUBHOCTH B KJIBIIU(UIIMPOBAHHBIX 30HAX MO3Ta. Y CTAHOBUTH MECTO PACIIOJIOKECHUS
aHTHOMBI TOMoraeT anruorpadus. HeBposornueckwe CHUMITOMBI MOTYT OBITH
CTEPTBHIMH, ¥ TIPEBATTUPYIOT COCYAUCThIC U3MECHEHUS.



OrMmeyaroTcs Takke DSHIOKPUHHBIE DPACCTPOMCTBA: AKPOMETAIMsSA, OXHUPECHHE MU
aHOMAJIMH JPYTUX OPTraHOB.

Bcerna numeercs pa3HOM CTENEHN BBIPAXXEHHOCTH YEPETHO-IULEBAsi aCUMMETPHS.

TeueHune 3a0051€BaHUs 3aBUCUT OT PA3MEPOB U JIOKATU3ALMU AHTHOM.

Jleuenue. 11py KOXKHBIX aHTHOMaxX NPOBOJAT PEHTTEHTEPANUIO, CKIEPO3ZUPYIOIIYIO
TEpaInI0, XUPYPruYeCKOE€ BMEIIATENBbCTBO. /[l JIEYEHMsI TIayKOMBbI NPUMEHSIOT
KOHCEPBATUBHBIE M XHUPYPIMUECKHE METOJbl JIEYEHMs, HO NpHU JaHHOU (opme
IJIAYKOMBI BBIOOpD METOJla XUPYPTHYECKOro JIEYEHUS MPEACTABISIET OOJBIIYIO
TPYAHOCTb. XUPYPTHUECKOE JIEUEHUE PEKOMEHIYIOT IIPOBOJUTE KaK MOKHO PaHBbIIIE.

[IporHo3 st KU3HM HEONArOMPUATHBIM W3-3a TKENBIX HEBPOJOTHUYECKHUX
OCJIOKHEHHUM.

CUHAPOM CBHBEI'PEHA

B 1882 rony nemenkuii opransmosior Theodor Leber onmcan kepaTokOHBIOHKTHBUT
Cc 00pa3oBaHMEM HHUTEHl Ha POroBol 000JOYKE, TPUUYUHONH KOTOPOrO OH MOCYUUTA
3a0osieBaHue poroBullbl. [lo3qHee HUTYATBHIM KEPATOKOHBIOHKTUBHUT ObLI OMHCAH
dbpanmy3ckum aepmatoBeHeposorom H.E. Gougerot. On coobmun 06 arpoduu
CJIE3HBIX, CIIOHHBIX, MOTOBBIX M JAPYTHX JKE€JI€3 C pPa3BUTHUEM CYXOCTU TIJja3, pTa,
HOCOTJIOTKH, Biaranuiia u koxu. B 1927 roqy A. Houwer onucan coueranue cyxoro
KEPAaTOKOHBIOHKTHBUTA C TOPAKCHUEM  CIIOHHBIX KEJIe3 H  XPOHUYCCKUM
nonuaptputoM. 1lIBenckuit odraasmonor H.C. Sjougren Ha npoTsyKeHUH MHOTHX JIET
TIIATEILHO M3y4asl JaHHOe 3abosieBaHue M B 1933 roay moapoOHO omucall ero,
MIPEICTaBUB HE TOJHKO KIMHUICCKYIO CHMIITOMATHKY, HO M THCTOJIOTHYECKYIO KapTHHY
oonesnu. Iloatomy Grost B 1936 romy cmopaBemmBo Ha3Ball 3TO 3a00JIeBaHHUE
cunapoMoM CherpeHna.

Omuonozua. PanHee 3HAUYCHHE B Pa3BUTHHM JIAHHOTO 3a00JIeBaHUS TpHIaBAIIU
OHAOKPHHHBIM pacCTpoicTBaM u nHQEKIusaM. B HacTosmee BpeMs 00J1€3Hb OTHOCAT K
KOJUTareHo3aM.  Psg aBTOpOB ~ OTMEYaeT TOpH  CHUHAPOME  MOBBIIICHHUE
TUPEOTJIO0YJIMHOBBIX ayTOAHTUTEI U CXOJICTBO THCTOJIOTUYECKOW KapTHHBI TpHU
ayTOUMMYHHOM THPEOUIUTE M CIOHTAHHOW MHUKCEIEME C TUCTOJIOTHICCKON KapTHHOM
CJIIFOHHBIX W CJIE3HBIX jkele3 nmpu cuHapome Cwherpena. OgHaKO HEKOTOpPHIE aBTOPHI
CUMTAIOT, YTO PA3HUIIBI B YACTOTE CHHAPOMA y JIUI] C ayTOMMMYHHBIMH 3a00JI€BaHUSAMHU
IIUTOBUIHOM KeJle3bl B CPABHEHUHU C CAMOCTOSITEILHBIM 3a00JIeBaHUEM HET.

Eme B 1968 rony Cwerper ormedan, 9YTO CyXOM KepaTOKOHBIOHKTUBUT SIBIISICTCS
NpOSIBIICHUEM OOIIET0 MOPaKCHHsI KEIEe3UCTOro ammapara ¢ MpeuMYIIeCTBEHHBIM
BOBJICUEHUEM B MPOIIECC CIEC3HBIX U CIIOHHBIX KeJe3 U MPOTEKAeT KaK ayTOMMMYHHBIH
Mpolecc C HAKOIJICHUEM B TUTa3Me KPOBU HECHEIU(PUUECKUX M CHEIU(PUICCKUX
aHTHUTEN K OEITKaM Kelle3UCTON TKaHU COOCTBEHHBIX KEJe3.



3aboneBanue TeueT xpoHuyecku. Yamie Habmogaercs y sxeHuH nocie 40 jeT, Bo
BpeMs KiMMakca. Beeria nopaxarorcst o0a riasa.

VY nereii HaOMIOIAIOTCS AaHOMAIMK Pa3BUTHSI CIE3HBIX JKEJIE3, CONPOBOXKAAIOLIUECS
OTCYTCTBHEM WJIM MOHMKCHUEM CEKPCIMU CJIe3bl (THIO- U aruia3us CJIC3HBIX JKese3,
BPOXKICHHAS (PU3UOJIOTUYECKAs! TUIIOCEKPEIIHSI CIIe3bl, KOTOPask MOXKET ATUTHCS 10 4-5
MECSALIEB KNU3HM). B peakux ciydasix 3Ta matojorus y JeTel 0cTaeTcs HaBCeraa, u pas-
BUBAETCS CyXOl KepaTOKOHBbIOHKTUBUT. [Iporiecc 0ObIYHO JBYCTOPOHHUM, IOSIBISETCS
B Bo3pacrte 1-5 ner.

[IprurHON NEPCUCTUPYIOLIEH BPOXKICHHOW AJIAKPUMHUU CUUTAIOT BPOXKICHHYIO
TUMO- WM arula3ui0 HEPBHO-CEKPETOPHOTO ammapara. VMmeroTcss HaOmoneHus o
CEMEHHO-HACIIEICTBEHHOM XapaKTepe 3TOro 3a00JIE€BAHMUSL.

Knunuka. KiuHUYeCcKUMH CHUMITOMaMH 3a00JIEBaHMS SIBIISIIOTCS: TMOPAKCHUS
CJIE3HBIX U CIIOHHBIX )KeJie3, BEpXHUX OTNEN0B JbixareibHbix myteid u XKKT Ha ¢pone
nedopMupyrolero noiauaptpura. Pa3BuBaerca 001€3Hb MEIJIEHHO M TEYeT
XPOHUUYECKU C PEMUCCUSMU U O0OCTPEHUSIMH.

Co cTOpOoHBI II1a3 )KaJI00bl MAMEHTOB CBOASATCS K OLIYIICHUIO PE3U, CYXOCTH, 3y/1a,
AOKEHUsI, TPYIHOCTH OTKpBIBAHUS IJa3 IO yTpaM, CBETOOOS3HM, 3aTyMAaHHUBAHMIO
3peHHus, OTCYTCTBHUIO CJI€3 MpHU IUIaYe, CHUKEHHUIO OCTPOTHI 3peHHs. OOBEKTUBHO
OTMEYaeTCsl CBETOOOS3Hb, HE3HAUUTENbHAas THUIEPEMUs KOXH BEK, HHOTAA C
YTOJIIEHUEM UX KPaeB, Pa3pbhIXJI€HHOCTh KOHBIOHKTHBBI. B KOHBIOHKTUBAJIBHOM MEIII-
K€ OMPEEISIETCS TArydee OTAEIAEMOE B BUJI€ TOHKMX CEPOBATHIX HUTEW: MUKPOCKOIHUS
IIOKAa3bIBAET, YTO 3TH HUTH HE YTO MHOE, KaK CHYIICHHBIC SIUTEINAIbHBIC KIETKH U
CIIN3b.

PoroBuiia craHoBUTCS MeHEe MPO3pavyHOM, TepseT OJIeCK, HAa €€ MOBEPXHOCTHU
MMEIOTCSl CHayaja MOJBM)KHBIE HUTH, 3aTEM UX KOJIMYECTBO YBEJIMYMBACTCS, U OHU
CTAaHOBSITCS MeHee MNOABMXKHBIMH. llocie ynaneHuss HHUTEH B PpOTOBHUIIE MOTYT
OCTaBaTbCS JPO3MM, a B JajbHEHIIeM pa3BuBaeTcs Kcepo3. llpu  atom
YYBCTBUTEIBHOCTH POTOBUIIBI HE CHUKAETCS.

VYxke Ha paHHMX cTaausX OOJE3HU B CII€3€ YMEHBIIAETCS KOJUYECTBO JIM30LMMA.
[Ipo6a IMlupmepa I, kak mpaBWIIO, BBIABISET PE3KOE CHIDKCHHUE (YHKIIUNA CIIE3HBIX
xkene3 (ot 0 1o 5 MM nipu HopMme 15 Mm). Uepe3 HEKOTOpoe BpeMs TIOCIIE MOSBICHUS
IJIA3HOM TMATOJIOTUM OTMEYaeTCs CYXOCThb CJIM3UCTOW OOOJOYKM TIOJOCTU pTa
(kcepocTomus), CBsI3aHHAsI C YMEHBIIIEHUEM KOJIMYECTBA CIIOHBI. CJIOHA CTAaHOBUTCSA
CYXOH M BSI3KOM, B CBSI3M C 3TUM 3aTPYAHSIOTCA pEYb, AKThl KEBAHMS W TJIOTAHMS,
NPUXOAUTCS MULLY 3alIMBaTh BOAOK. CIIyCTsl HEKOTOPOE BPEMS M3 BCEX CIFOHHBIX KEJIE3
OTCYTCTBYET BBIJICJICHHE CIIOHBI (CHAJIONEHHUs ), a B O0Jiee Mo3qHeM nepuoe 00JIe3HH
U3 OTBEPCTUH CTEHOHOBA MPOTOKA C OOJBIIMM TPYJAOM MOKHO BBIJABUTH KaIUIIO
T'YCTOM, KEITOBATOTO ILIBETAa CIIOHBI. MOXET ObITh pelUAMBHPYIOIIEE YBEINUYECHUE
CIIFOHHBIX OKOJIOYIIHBIX JK€JIe3, YTO MHOTI/Ia paclieHuBaeTcsa Kak napotut. Ciausucras
000JI0UKa pTa CTAHOBUTCSA CYXOH, THIIEPEMHpPOBAHHOW, MeCTaMH C OOpa3oBaHHEM



¢ubpuHa. BricbixaeT kpacHas KaiiMa ry0, pUCyHOK SI3bIKa CIJIQXKUBAECTCSI, BOZHUKAIOT
spo3un U TpeumHbl. Cuanorpadusi NOKa3bIBA€T OTCYTCTBHE MOP(HOIOTHYECKUX
U3MEHEHUI CO CTOPOHBI CIIOHHBIX >KeJje3. IIpu rucTosiornueckoM HCCieOBaHUU
oTMeyaeTcs TuMdonnuTapHas MHQUIbTpaLMs CIIOHHBIX U CIE3HBIX XKeJle3, CXOAHasl C
TaKOBOH MpH aHEMHUH, C UCXOJIOM B aTpO(UIO CIIIOHHBIX JKeJie3 C 0UeHb HEOONbIIUMU
BOCHAJIUTEIbHBIMU SIBIICHUSMH.

[Ipn OaKTEpUOIIOTMYECKOM HCCIECIOBAHUM CIM3UCTOM OOOJIOUKM pTa y TPETU
NaIMeHTOB HaijeHo obOmiue rpuda Candida, yTo MOXXKET B 3HAUMTEIHHOW CTEIICHH
OCJIO)KHUTBh TedeHue Imporecca. CyxocTb BO PTy pPacHpOCTpPaHSETCs Ha TIIOTKY,
MULIEBOJ, KEIIYAOK, TOPTaHb, TPAXE0. Y CTAHOBIEHO, YTO NpH cuHIpoMme CherpeHa
PE3KO YMEHBIIAETCS KOJUYECTBO >KEIIYJAOYHOTO COAEPKUMOIO MNPHU COXPAHHOCTU
KHUCI0TOOOpasyomed (QyHKIIMM CEKpETOPHOro amnmapara. Pa3BuUBaroTCS TracTpur,
KOJIUT; TOSABJSIOTCS OCHIUIOCTh TOJIOCA, MHOT/AA YIOPHBIM CYXOM Kaielb. Pexe
nopa)xkaeTcs CIM3UCTast 0007104YKa yPETPhl, BYJIbBBI, BIArajullla, anyca, IpsMOi KUIIKY,
B KOTOPOH MOTYT OBITh 3pO3HUBHbIE O04aru BocnajaeHus. CyxOCTh U HIETYIIEHUE KOXKH
CBSI3aHBI C MOPAXKEHUEM CEKPELMH MOTOBBIX U CAJIBHBIX JKEJI€3, TOTOOTACIIEHUE MOXKET
OTCYTCTBOBAaTh JIaXKe€ MPHU BBICOKOW TemrepaType okpy»aroieil cpeasl. Ha koxe n0a,
KHCTEH, CTON MOTYT MOSABIATHCS YYaCTKM YIUIOTHEHHS M aTpo(duH; runepkeparos,
BBIIAJICHUE BOJIOC, TUIIEPIIMTMEHTALNS KOKU BCIIEACTBUE OTJIOKEHUS FEMOCHICPUHA.
VY psana OonbHbIX HaOmomaeTcs cuHApoM PeliHo: B ydacTkax arpoduu MOHMXKAETCs
YyBCTBUTEIBHOCTh, KHUCTU Kak Obl B JIAHKOBBIX IHepuaTtkax. Moryt OBbITh
reMopparuueckue BeIChIIaHus B BU€ Myprypsl. [loutn y Bcex 00sIbHBIX HAOIIOAAI0TCS
aptponaTu B BHJE Je(OPMHUPYIOLIETO0 MOJUAPTPUTa (XapaKTEpHO IOJHOE
MCYE3HOBEHUE apTpHUTa MOCIe HA3HAUEHHUS KOPTUKOCTEpOHZIOB). Bce 3Tu sABieHHS
COYETAIOTCS C KapuecoM 3y00B.

Moxer HaOmogaTbest cyOdeOpunbHas  Temneparypa, yckopenue COD,
’03MHOMUINS, HOPMO- WM THUIOXpPOMHas aHEMHs, CHaudajga JIEWKOLHUTO3,
CMEHSIOIIMNCS JIEUKOINEHNEN, anbOyMUHOTIIOOYJIMHOBBIM CIABUT, TUIIEPIPOTEUHEMHUS
CO 3HAUMUTEJIbHON TUIEPIIIO0YITUHEMUEH.

HNmeror MecTo AUCPYHKIMS TMEYEHH, OTKIOHEHHE OT HOPMBI B JI€SITEIBbHOCTU
CEpJIEYHO-COCYIUCTOM W MOYENOJIOBOM cHUCTEM (MHTEPCTULMAIBHBIA He)puT,
reMOpparuueckuii BacKyJuT), Mape3 JMIIEBOrO HEpBa U JAPYrue HEBPOJOTHYECKHUE
IIPOSIBIICHHS.

3a0oneBaHue HE BCErja MPOTEKAET CO BCEMH CHUMITOMAMH OJHOBPEMEHHO, HO
CYXOCTh CIM3UCTBIX 000JOYEK M POTOBHUIIbI SBISIOTCS HEIIPEMEHHBIMHU MpPU3HAKAMU
storo cuHiapoma. Cam xe Ceerpen B 1950 romy cpeam Bcell CUMITOMATHKH
MPUHIIMITHATBHBIM CUMIITOMOM Ha3BaJl CyXOW KepaTOKOHbIOHKTUBUT.

IIpu maroaoroaHaTOMMYECKOM UCCIIET0BAHUHA OCHOBHBIE N3MEHEHUS BBISIBIISIIOTCS B
CIIIOHHBIX U CJIE3HBIX JKeje3aX, KOTOpble HHPUIbTPUPOBAHBI JHUMQPOUIHBIMH,
IJIa3MaTHYECKUMH M PETHUKYJSIPHBIMHU KieTkamu. CTpoma JKelne3 M HX J0JIbKOBas



CTPYKTypa HE HapyUIEHbI, OTMEUYAIOTCS TUCTPOPUUECKUE U3MEHEHHUS SMUTEIHATbHbBIX
KJIETOK ITPOTOKOB *keJie3 ¢ nponudepareil MUoNMUTEeTUaTbHBIX KIETOK.

Jleuenue. B Tepanuu JaHHOTO CHHAPOMA HCHOJB3YIOT KOPTUKOCTEPOUbI,
aApPEHOKOPTUKOTPOIIHBI TOPMOH, COCYIOPACIIMPSIOINE CPEACTBA, MAaCCUBHYIO
BUTAMUHOTEPAIHIO.

OtMeueHa JIUTeNbHAs PEMUCCUS TIOCIIE TPUMEHEHHUS Mperapara JeJIarui o CXeme:
nepBbie 3 Hs o 1 Tabnetke 3 pasza B JeHb, ocaeayrolue 3 aus 1o 1 tabnerke 2 pasza
B JICHB, a 3aTeM 0-8 HeJelb 110 1-2 TaGJeTKH B JICHD.

Ha6nronaercs addext or nmpuMeHeHus QuzaieMuHa - MPOU3BOJHOTO MENTHA,
aKTUBU3UPYIOIIETO JIEATEIIbHOCTh CIIIOHHBIX U CIE3HBIX XkKene3. [Ipenapat pacTBopsitoT
B (pusmonoruueckoM pactBope B g03¢ 5-40 Mr m mpuHMMalOT 1-2 paza B CyTKH B
teueHue 10 guei. Kypchl JieueHus: mMOBTOPSIOT yepe3 2-6 MecCsIIeB.

MecTHO 3aKanbIBalOT METHIILEIUTION03, CTEPOUIbI, HICKYCCTBEHHYIO CJE3Y, alleTHII
nuctenH. TepaneBTuueckuil dPQPexT mocaeTHUuX MpernapaToB OOBACHSAIOT TEM, YTO
CBOOOJIHBIE CYIb(OTUAPUIbHBIE TPYIIbI, NEUCTBYS HAa MOJIEKYJbl JIEUKONPOTEHHA
CJIN3U, YMEHBIIIAIOT €€ BSI3KOCTh.

MHorue aBTOpbl NPUMEHSIOT TaJlbBAaHOKAYTEPHU3ALMIO  CJIE3HBIX  TOYEK,
paavoTepanuio, ayroreMorepanuto. JIOBOJBHO  YacTO  HAa3HA4yalT  IUIOTHO
MPUJIETaOIMe KOHTAKTHBIE JIMH3bI C OJHOBPEMEHHBIM 3aKallbIBAHUEM MCKYCCTBEHHOU
WM HATypaJbHOM cle3bl WM aueTwinuctenHa. Ho psiag uccnenoBaHWil BBISIBUIL
KIbIIU(UKALUIO MSATKHX KOHTAKTHBIX JIMH3 Y TAIUEHTOB C CUHAPOMOM CherpeHa, T.K.
B CJI€3€ MAIMEHTOB C JAHHOM MaTOJOTHUEN MOBBIIIEHA KOHUEHTPAUNS KaJIbIUs 10 79,2
MKT/11 1ipu HOpMe 31,4, 4TO BeAeT K MOMYTHEHUIO KOHTAKTHBIX JIMH3 U YMEHBIIECHUIO
CJI€300TIECICHHUS.

MecTHO TakXke TPUMEHSIOT pacTBop THamypoHugazsl S5 EJ[ B 1 wMn
(bu3MoI0rnYecKoro pacTpopa 5-6 pas B JcHb B BUJIE Karelb, 2 % pacTBOP JKeJlaTUHA Ha
(bU3HOIOTUYECKOM PAcTBOPE, PAaCcTBOP JM30IMMA, Ba3eJIMHOBOE Maclio, PacTBOP
(buOpUHOIU3KHA.

N. Bonnet npennoxusi BBOJUTH B CJIE3HYIO JKEJIE3y PacTBOP KOPTHU30HA, HO €CJIH
NocJe 5-ii UHBbEKINUH YIYUYLIEHHUS] HE HACTYNAET, TO JICUEHUE HE CTOUT MPOAOJIKATD.

BuyTpp npumensitor 5 % pacTBop NUIOKapnuHa, OPOMIE€KCHH, COJISHYIO KHCIIOTY B
karcynax, 0,5 % pacTBop rajaHTamMuHa AJis MOJIKOKHBIX UHBEKIUH.

OtmeueHa 3(pPeKTUBHOCTD TPH MTPUMEHEHUN UMMYHOJIETIPECCAHTOB, B YaCTHOCTH,
nerikepana B go3e 8-10 mr B teuenue 10-12 gHell ¢ mocieayroluM MEpexogoM Ha
nojaepxuBaroiyo o3y 10 mr B Hegemo. Ha kxypc neuenus - 380-420 mr c
00s13aTeIbHBIM KOHTPOJIEM 3a KPOBBIO. PalinoHabHO KOMOMHUPOBATH ATH TMpenapaThl
C HEOOJIBIIIMMHU J103aMU CTEPOUIHBIX TOPMOHOB.

B 1973 romy nns panHeid aumarHoctuku cunjapoma Cwerpena JLLA. IOagun
MPEIOKUIT CIAEAYIOIIUNA MOPSIIOK 00CIeTI0BAHNUS:

1.UccnenoBanue CEKpeTOPHO aKTUBHOCTH CIIIOHHBIX KEJE3.



2.1luTomorndeckoe UCCIeI0BaHNE CEKpeTa.

3.Paguocuanorpadus.

4.PainoMeTpu4ecKoe NCCIIEeIOBAaHUE CIIOHBI.

5.CxaHupoBaHue Keles.

6.KonTpactHoe peHTreHosornueckoe HccieoBaHue xkene3 (cuamorpadus,
naHToMocuanorpadus).

7.IlomHOE OQTAIEMONIOTHYECKOE HCCICIOBAHUE C OJHOBPEMEHHBIM H3YYCHHEM
(GYHKIIMOHATBHOTO COCTOSTHUS CIIE3HBIX JKEe3.

JuddepeHnnanbHplii TUarHo3 MPOBOAST ¢ PEBMATOUIHBIM apTPUTOM, CUCTEMHOMN
KpacHO# BOJTYAHKOW, C Ay TOMMMYHHBIMH TeIIaTOOMIIHAPHBIMH 3a00JICBAaHUSIMHU.

CUHAPOM TOMCOHA
(HUKHEYEJIIOCTHO-JIUIEBOM IU30CTO3)

Brieperie cunnpom onmcan Thomson B 1846 roxy, 3atem B 1889 roay aHrIMiAcKuii
xupypr James Berry u B 1944 rony mBetinapckuii opraiemoior Adolphe Frenceschetti
JIOTIOJTHUJIN KIIMHUYECKYI0 CUMITOMATUKY JTaHHOTO 3a00J1€BaHMs.

Amuonozua. [IpyuarHON pa3BUTUS CHHAPOMA CUUTAIOT 3aJEPKKY AU depeHIuanuu
y 5MOpHOHa MAKCWUISPHONH Me30J€pMbl M HENOPA3BUTHE CTPEMSHHON BETBU
IMIMJIOCOCUEBUAHON apTepun Ha 6-i Hexene BHYTPUYTpPOOHOro pas3BuTus. Tumn
HACJICOBAaHUs ayTOCOMHO- JOMUHAHTHBIA C BBICOKOM ITIEHETPAHTHOCTBIO U PA3JIMYHON
IKCIIPECCUBHOCTHIO. TspkecTh 3a0051eBaHNs y TOTOMKOB OOJIbHBIX MaTepell HapacTaer,
y IOTOMKOB OOJIBHBIX OTLIOB — YMEHBIIAETCS.

Knunuka. 1laTonorust xapakrepusyeTcsi TpyObIMU HapylIEHUSMHU (HOPMUPOBAHMS
JMLEBOTO 4Yepera, KOTOPbIE BBIPAXKAIOTCA B JBYCTOPOHHEH THIIOIIA3UU CKYJIOBBIX
KOCTEW, TJIA3HWIL, HWKHEW W MEHBIIE BEPXHEN 4emoCcTH. OTMEYaeTCs yBEIUYECHUE
pa3pesa pra ¢ OJHOW WM O0EUWX CTOPOH B HAIpaBICHUH K yXy (MakKpOCTOMHS);
ducTynbl OT yrjaa pra 10 YyIIEeW; 3arHyThId HOC; pe3Kas THMOIUIa3Hsl CIyXOBBIX
OTPOCTKOB ~ BHCOYHOM KOCTH; Tpy0Oasg jgedopManusi YyIIHBIX  PAKOBUH €
NepUaypUKYISIPHBIMA BBIPOCTAMH, KOTOPBIE MPUKPBIBAIOT HEAOPA3BUTHIE CIIyXOBBIE
IIPOXO/IbI, BCIEICTBHUE YEro y OOJIbHBIX UMeeTcs IryxoTa. Habmtonaercst s36IKOBUIHOE
OBOJIOCEHHUE PYK, HApYILIEHUE Pa3BUTHS 3yO0B, BBICOKOE HEOO UJIM €T0 paciienHa, OT-
KPBITBIH IPUKYC, OTCYTCTBHE OKOJIOYLTHBIX CIFOHHBIX Xkefie3. KpoMe Toro, MoryT ObITh
MOPOKH cepila, aHOMAJIUU Pa3BUTHS KOHEUHOCTEH, KPUIITOPXHU3M.

Co cTopoHBI IJ1a3 HAaOMIOAAIOTCSI aHTUMOHTOJIONIHBIN pa3pe3 Ta3HbIX IIeneil; B
0o0JaCTH HApY>XKHOW TpPETH BEK - KOJOOOMBI; arjia3usi MeIHallbHOM YacTU BEK;
OTCYTCTBHE PECHHUI] HA HUKHEM BEKE; JEPMOUHBIE KHUCThl KOHBIOHKTUBBI M JUMOA.
Pexxe nabmonaroTcss MUKpodTambM, 3K30(pTaIbM, HETOPAa3BUTHE U TIOJTHOE OTCYTCTBUE
OTJIEJBHBIX TJIA3HBIX MBIIIILL, KOJI0OOMa pagy K1, COCYAUCTON 000I0YKH TJ1a3a U IUCKa
3pUTEIBHOIO HEPBA.



Bce ypoacTBa mpuaaroT Jidily CBO€OOpa3HbIil BUA «PBIObD) WM «ITHYHETO JIULIAY.
CrerneHb TSKECTU CUHAPOMA MOKET OBITh OT HEPE3KO BBIPAKEHHOM IO OYEHB TSHKEIION
C YMCTBEHHOU OTCTAJIOCTHIO.

JubdepeHunanbuplii  aUarHos HEO0OX0IUMO IPOBOIUTH C OKYJIO-
aypuKyJIOBepTeOpabHOW JAWCIUIa3ueH, akpodanuambHBIM —IU30CcTO30M  Harepa,
reMudanaibHOl MUKPOCOMHUEH.

CUH/APOM YPBAXA - BUTE
(JIMIIOUJIHBIA T'MAJIMHO3 KOKH U CJIU3UCTHIX OBOJIOYEK
MHOJIOCTHU PTA,TOPTAHU U TJIOTKN)

B 1924 rony BriepBbie CHHAPOM OINHKCAN aBCTPUICKUIT oTopuHoapuHrosior Camillo
Wiethe, a B 1928 rony aBctpuiickuii nepmatoior Erich Urbach meramero w3znoxwmn
naToreHe3 3a00JeBaHUsl.

Omuonocus. B ocHOBe pa3BuUTUS 3a00JieBaHUSl JIEKAaT HACJIEJCTBEHHBIC
pPaccTpOMCTBA YIJIEBOJAHOIO U JIMIIUIHOTO OOMEHOB ¢ 00pa30BaHUEM IapalpOTEHHA,
KOTOPBI HapyliaeT NepUPEpUUEcKYl0 YTUIU3AIMIO TIIOKO3bl W JIMMHUAOB. Tum
HACJIEIOBAHMUSI AYTOCOMHO- PEIEeCCUBHBIM. YacTo 3TOT CHHIPOM pa3BUBAETCS Y
OOJBLHBIX CaXxapHBIM JUA0ETOM.

Knunuxa. K oOumm nposiBieHusM 3a00JI€BaHUSI OTHOCSITCS HEOOJIBIINE IJIOCKHUE
WIM TOJYLWIAPOBHUIHBIE Y3€JIKM 3JJaCTUYHOM KOHCHCTEHIIMM Ha KOXe IIeK, Jj0a,
BOJIOCUCTON YacTH TOJIOBBI, T'y0, si3bIke, HEOHBIX MHUHAAIMHAX, TOPTaHU, CTEHKax
IJIOTKH, TOJIOCOBBIX CBsI3Kax. Ha cnu3ucThix 000I0YKax y3€IKU UMEIOT KEITOBATHIN
uBeT. Mi3MeHeHus Ha clIM3ucToi 000J04Ke 0OHAPYKUBAIOTCS HE MO3/IHEE BTOPOIO Tojia
KU3HM, 4Yallle cpa3y I0CIE POXKIEHHUS, a KOKHbIE U3MEHEHHMsS IOSBIIIIOTCS MO3XKE.
[TocTeneHHO HA MOBEPXHOCTH Y3€JKOB Pa3BUBAETCS TMIEPKEPATO3 M MANUIIOMATO3,
BIUIOTH 70 OOpOJABYATHIX pa3pacTaHWi Ha MecTax OOWIBHBIX BhIChIaHuM. [locme
paccacelBaHMSI Ha MECTE Y3€JIKOB Ha KOXKE OCTaloTCid MEJKHUE, HECKOJIbKO
MUTMEHTUPOBAHHBIE PYOIIbI.

Boicbimanuss Ha Ty0ax B 3HAYMTENBHBIX KOJWYECTBAX MOTYT TPUBECTH K
MaKpOXEMJINTy, a Ha S3bIKE - K €ro YIUIOTHEHHIO U MHUKPOTJIOCCHMHU. B0O3MOXKHBI
3aTPyNHEHUS JIbIXaHUS, XPHUIIOTa, AHOMAIMH 3YOOB, SMUIENTH(OPMHBIC MPUITAJIKH,
BHYTpHUYEPEIHbIC OOBI3BECTBIICHUS, ICUXUICCKUN WH(DAHTHIIN3M.

Co cTOpoHBI OpraHa 3peHus HaOJIOJAIOTCS MHOMECTBEHHBIE Y3E€IKOBBIC
oOpa3oBaHMsI JKEITOBATOTO I[BETAa Ha KOXX€ M KOHBIOHKTHUBE BEK, MOCJIE KOTOPBIX
OCTaIOTCSl MEJIKKE aTpouueckue pyOlibl, MOXKET ObITh TpUXHa3 (HEMPABUIbHBIN POCT
pecHHMI]), XpOHWYECKUN O01edhapOKOHBIOHKTUBUT, TIOMYTHEHHE 3aJHUX CJIOEB
POTOBHUIIbI, XOPHUOPETUHUT, JAPY3bl U JETE€HEPATUBHBbIE HM3MEHEHUS MAKYJSIPHOU
00J1aCTH, THAJTMHO3 COCYAOB CETUATKH.

[Iporno3 3aboneBanus OJIArONPUSITHBIN.



Cunnpom cnenyer auddepeHurpoBaTh ¢ JTUCCEMUHUPOBAHHBIM KCAHTOMATO30M,
KOTOPbIN OOBIYHO Pa3BUBAETCS Y JIUII MTOKUIIOTO BO3pacTa, a CUHApoM Ypbaxa- Bure -
B JIETCKOM U MojogoM Bo3pacTe. HeoOxomumo Ttakxke nuddepeHnupoBars c
cunapomoM ['pen6nan- Crpanbepra, Kepnsa- Ypbaxa, aMHIIOn030M U KaJblIHHO30M
KOXKHU.

CUHAPOM ®PAHYECKETTHU
(MAHJIUBYJIO-®ALIMAJIBHBIN TN30CTO3)

Kinnuanka mananOyio-¢annanbHOro AM30CTO3a BHEpBbIe omnucaHa B 1944 ronmy
mBeiapckuM Bpadom A. Franceschetti.

Amuonozua. OOYCIOBIEH CUHAPOM IUCILIa3uel SMOPHOHAIBHOIO JIEMEHTA
I-if xabepHOl OyrMm HEM3BECTHOIO MPOUCXOXACHUSA. bojie3Hb HMeeT ceMelHo-
HACJIEJICTBEHHBI XapakTep W MEPeNaeTcs IO HENPaBWIBHO-AOMHHAHTHOMY THILY.
HaGmroaeTcss y WieHOB OJHOM M TOH K€ CeMbU M Jake BO BTOPBIX U TPEThUX
reHepaLusX.

Knunuxka. CunapoM XapakTepu3yeTcs pa3HOOOpa3ueM  YeNHOCTHO-JIMIIEBBIX
aHOMAJIUW B pa3IMYHbBIX KoMOWHausaX. [lpu monHol gopme cuHIpOoMa CO CTOPOHBI
rj1la3 OTMEYArOTCsl KOChlE€ «AaHTUMOHIOJIOMJIHBIE» TIJIa3Hble WIENU (IBYCTOpPOHHEE
OIyIIEHWE HApYXXHOTO yIJa TJa3HOM ILEeIH); Ha HI)KHEM, pEXE BEpPXHEM BEKe
CHapyXu- KojoOoMa BeKa, OTCYTCTBHE MenbOomueBbIX kene3. HaOmonaroTes
MKOyIbOapHbIE IEPMOUIBI, TAPE3 TIA30ABUTATENIbHBIX MBI, PEAKO MUKPO(PTAIIbM,
BpOJIeHHas KaTapakTa. KoioboMa cocyiucToro Tpakra u 3pUTEIbHOTO HEPBA.

Co CTOpOHBI YEMIOCTHO-JIULIEBOM CHUCTEMBl MMEETCA THUIOIUIA3Usl KOCTEH JMUA,
CKYJIOBBIE KOCTH MEJIKME U HETOPA3BUTHIE, YTO IPUBOJIUT K 3HAYUTEIBHON aCUMMETPUU
muna. CKyJoBble OTPOCTKM BHUCOYHBIX KOCTEH MOTYT OTCYTCTBOBATb, TEJIO U BETBU
YeJIFOCTHBIX KOCTEeH HWHOrJa Heaopa3ButThl. HaOmiogaroTcss rumoriazusi HUKHEH
YENIOCTH, MPOTHATU3M, MAaKpPOCTOMHUHU, BBICOKOE HEDO, 3HAUMUTEIBHO pEXEe €ro
pacuierienue. HenopasBurast HUOKHSIS YEIIOCTh MPUAAEST JUIY NTHYUI BU. U3 3yOHBIX
aHOMaJIMil MMeeTcs pe3Koe HeAopa3BUTHE 3yO0B, B MEPBYIO OYEPEb MOJISPOB, 3yObl
HIMPOKO PACCTABJIECHBI, HEPEJIKO UMEETCS aHOMAJIHUS IPUKYCa.

Yacto HaOII0AA0TCSI BPOKIECHHBIE YPOJCTBA YIIEH, UX arula3usi, HHOTJA «IOXKHbIE

YILIW», CBUIIY MEXY YIJIOM PTa U yXOM, THIEepIlIa3us JOOHBIX Ma3yX U HEAOpa3BUTHE
raiMOpOBBIX.
HabmroaeTcst Takke aTUNUYHBIA POCT BOJOC - HU3KO Ha JIOy, Ha IIEKax, MHOTJA
yacTU4YHas ajnomneuus. M3peaka oTMeyaroTcss yBEJIMYEHHE S3bIKA, OTCYTCTBHUE
OKOJIOYIIIHOM eJie3bl, BHYTPEHHSS TUapoledanus, NopakeHue cepiana U KPYMHbIX
COCY/IOB, Tpaxeu, OpOHXOB, KPUIITOPXU3M, YMCTBEHHOE HEJIOPA3BUTHE.

Hapsiny ¢ TunnunsiMu (popmaMu CHHApPOMA BCTPEUAIOTCA aTUITUYHbBIE, IPU KOTOPBIX
MMEETCS JIUIIb YaCTh CUMIITOMOB.



HuddepeHunpyroT ManIn0yI0-(hannaibHbIi JU30CTO3 C CUHIPOMOM IJ1a30-YyIIIHO-
NO3BOHOYHON JucIUIa3uu ['onbleHxaapa, IpU KOTOPOM HMEIOTCA 3MUOyIb0apHbIe
JEPMOHUJIbI, YacCTO CBSA3aHHBIE C KOJOOOMOW BEpPXHEr0 BEKAa, YUIHbIE OTPOCTKH M
IpeIylIHbIE CIIOHHBIE (UCTYNbI, HApyLIEHHE CTPOEHMsI HapyKHOI'O CIIyXOBOTO
MPOX0Ja U TYroyxoctb. Kpome TOro, HMEIOTCA aHOMAJIMM TMO3BOHOYHHKA, MICHHBIN
CHUHOCTO3, YBEJIMYEHHUE KOJIMYECTBA IPYAHBIX HJIM IOSICHUYHBIX TO3BOHKOB U Ap. YacTo
Ha0JIF0JaeTCsl MUKPOCTOMMUS M HEOOJIBILIOE YMEHBIIEHHE JINIA, BBICOKOE PACILEIUIEHHOE
HEOO, pa3IBOCHHBIN S3bIK 1 aHOMAJIMH 3y0OB.

HekoTtopele aBTOpbl OOBENMHSAIOT 3TH JABa CHUHAPOMA B OJUH M HA3bIBAIOT €ro
cunapoMom PpanueckerTd - ['onpaeHxaapa.

Bo3HUKHOBEHHE OOOHMX CHHAPOMOB CBSI3aHO C OJHUM M TE€M XK€ NEPHOJIOM
BHYTpUYTPOOHOTO pa3BuUTUS, Ha 7-9-i1 Hexene pasButus Mmiuona. Ho cunapom
@DpaHYECKETTH SBISETCA HACIEICTBEHHBIM. OTH € aBTOpPbl MOAPOOHO H3ydaiu
HIMOPHUOJIOTUYECKOE pa3BUTHE OPOUTHI, HEOA U HMKHEN YENIOCTH U OOBSICHSIIM YacToe
COBIIAJICHUE BPOXJCHHBIX AHOMAIMU IJa3, €ro MPUIATKOB C U3MEHEHUSIMU Heba U
HIKHEHN YeIIOCTH OOIIHOCTBIO UX TPOUCXO0KIECHUA U3 1epuBaToB |-i s;xabepHoil 1yTu.

Cuuraercs, 4TO XapaKTEpHbIM CUMIITOMOM YEJIFOCTHO-JIMIIEBOTO JU30CTO3a SBIIAECTCS
JIBYCTOPOHHEE HEJOpPA3BUTUE CKYJOBBIX KOCTEH M OCOOEHHO HWKHE-HapYX HBIX
KBaJIpaHTOB OPOUT, 00YCIIOBIMBAIOLINX aHTUMOHIOJIOUIHBIN pa3pe3 rias.

HenocTossHHBIM PU3HAKOM SIBJISIIOTCS CBOEOOPA3HBIE BOJIOCSHBIE BEIPOCTHI BIIEPEIU
VIIHBIX PAaKOBUH B BUJE HEOOJBIINX MTyYKOB BOJIOC.

Jleuenue. ITHOIOTUYECKOTO JIEUEHHSI HE CYLIECTBYET, I10 BO3MOYKHOCTH HPOBOST
MJIACTUYECKHUE ONEpPaLlUU.

HecMoTpss Ha Hanuuume pa3HOOOpa3HbIX aHOMAaJWi, MPOTHO3 MpPH CHHIPOME
®paHuecKeTTH 0JaronpUsSTHBIN.

CHUHJIPOM XATEMAHA-IIOYTMAHA
(CUHAPOM UJIUAPHOI'O Y3JIA)

ITepBoie coobmenns 00 3ToM 3a00JIeBaHMM MOSBUIUCH B 50-X rogax XX Beka Mo/
Ha3BaHUEM OCTPOTO TAHTJIMOHHWTA IWIMAPHOTO y3ia. BriepBble KIMHHWKY JAaHHOTO
cocrosinug onucan Hageman B 1959 rony u Ha3Bai1 €ro CUHAPOMOM LUJIUAPHOTO y37Ia.
B 1965 rony Gosnee moapoOHO ¥ MOTHO W3JIOXKUI KIMHUKY JdaHHOTO cuHapoma C.M.
[Tourman.

[{unmapHbIi y3e1 pacloyiokKeH 3a TIa3HBIM S0JI0KOM, Ha paccTostHUH 12-20 MM OT
HEro, MEXIy HadajJoM Hapy>KHOW MPSMOHN MBIIIIEI U 3PUTEILHBIM HEPBOM, OJIMKE K
nociueaHemy. LlunuapHeii y3es UMeET HECKOJIBKO BETBEM: YyBCTBUTEIIbHBIN JTJIMHHBIN
kopertiok (radix longa) ot HazoNUIMAPHOTO HEPBA; ABUTaTEIbHBIA KOPOTKHIA KOPEIIOK
(radix brevis) oT rna3o0nBUTATEIBHOTO HEPBA W CHUMIATHYECKUH KOPEHIOK OT
CHMITaTHYECKOTO CIUICTeHUs BHYTpeHHEH coHHOM apTepuu (radix media). K rmaznomy



SI0JIOKY OT LMJIMAPHOTO y3J1a OTXOMAT 4-6 KOPOTKHMX HMJIMApHBIX HepBoB (NN. ciliares
breves), BMecTe ¢ HUMU K TJ1a3y WAYT JJUMHHBIC [IMJIHAPHBIC HEPBBI, HO OHH MHHYIOT
nuiMapHbii y3en. [lo3anu rina3zHoro s0710Kka HHUIapHble HEPBBI OKPYKAIOT 3pUTEIbHBIN
HEPB, NEpPOPUPYIOT CKIIEPY U HAIIPABIISIFOTCS K BHYyTPEHHUM CTPYKTYypam riasa.
KopoTkue nunnapHeie HEPBBI, SBISSICH CMEIIAHHBIMH, HECYT K IJIa3HOMY S0JIOKY
JIBUTaTEJIbHBIE BOJIOKHA OT IJIa30JIBUTAaTEIbHOTO HEpPBA JUIA LMIMAPHON MBIl U

chUHKTEpa 3payka, Ba30MOTOpPHBIE BOJOKHA CHUMIATHYECKOM CHCTEMBl - JJIst
BHYTPHUIJIQ3HBIX COCYJIOB U YYBCTBUTEIIbHBIC BOJIOKHA TPOMHUYHOTO HEpBa - MJIS
cocyaucTto  oOosiouku.  JIIMHHBIE — UWJIMApHBIE  HEPBBI,  HPOWIA MO

CYNPaxOpUOUAAIBHOMY MPOCTPAHCTBY, PACHPEACIISAIOTCS B POTOBHIIEC, KAK YyBCTBHU-
TeabHbIE HEPBbI. Kpome Toro, MMerTCsi MOTOPHBIE CUMIIATHYECKUE BOJIOKHA, KOTOPBIE,
MUHYS IWIMAPHBIN y3€J, HAMpaBIAIOTCS K AUIATATOPy M YACTUYHO K IUIHMApHON
MBIIIIIIE.

Amuonocus. llpuunHamMu CHHIpPOMa MOTYT OBITb CHHYCHUTBHI, HH(EKLIHOHHbIE
3a0oseBanus (rpurni, reprec), GpokaibHbie HHGEKINHN, BOCTIATUTEIbHbIE HHOEKIUU B
IJ1a3HUIIE, TPaBMa OpPOUTHI U JP.

Knunuxa. CuHIpOM LMIMApHOTO Y3Jla XapaKTepusyercss OoyissMM B TOJIOBE U
r1yOrMHe OpOWTHI, BO3HUKAIOIIMMM BHE3AMHO Yy JIMI[ MOJIOJOTO BO3pacTa, yamie y
KEHIIMH. Boiab MOXET yCHIMBATHCSA MPU JABUKEHUH TJIa3HBIX SIOJIOK W JaBJICHUU Ha
HEro crmepeau Haszad. bonbs Mppaauupyer B COOTBETCTBYIOLIYHO ITOJOBHUHY TOJIOBBI,
BHCOK, 3aTBUIOK U MOKET OECIIOKOUTh MAallMEHTa OT HECKOJIBKUX AHEH JO HECKOIBKUX
Hezenb. [Iporiecc 00bIYHO OTHOCTOPOHHUIA.

Mocker HaOMOAATHCS OJHOCTOPOHHHMM YMEPEHHbIH MHO3 (IIpU pa3IpakKeHUH
TaHrausl) WM MUApPHA3 C COXpaHEHHEM KpyTod (opMbl 3pauka (IIPU BBIKIIOYEHUU
TaHTJus); OTCYTCTBHE 3PAYKOBBIX PEAKIM Ha CBET U KOHBEPTEHIIUIO; CI1ab0CTh WU
napajiny akKOMOJAlWHU; TUIIOCTE3USI POTOBUIIBI.

HNmeet MecTo He3HAUUTENbHAS UHBEKIINS TJIa3HOTO SI0JI0KA, OTEK U «UCTHIKAHHOCTH)
POTOBUIIBI C My3bIPEBUAHON MPUIIOAHITOCTHIO €€ AMUTENHS, TPEXOASIIEe MOBBILICHUE
BHYTPHUIJIa3HOrO JaBiieHus. OTMedeHbl ciydad HEBpPUTa 3pPUTEIBHOTO HEpBa,
HapyIIeHUs: KpOBOOOpAIIICHHS B apTepUaIbHON CUCTEME CETYATKH.

[Ipu cTuxaHum npoliecca yay4diaeTcss akkoOMoAalus, MEJJIEHHO CYKHUBAETCs 3pavyoK,
MOSIBJIIETCS. €r0 peakius Ha cBeT. THOrAa MOryT A0JIT0 OCTaBaThCAd MUAPHUA3, TapaIny
WM Tape3 aKKOMOJAUWHW, U 3TO MOpPOM SIBISETCS E€AUHCTBEHHBIM YKa3aHUEM Ha
nepeHeCceHHbIN nporiecc. Bo3aMOKHBI peliuauBbI 3a00I€BaHMUS.

Jleuenue. Tepanusi JaHHOTO COCTOSIHUSI BKJIIOYAET CAHALMIO MPUAATOYHBIX Ma3yX
HOCa, TOJOCTH pTa; Ha3HAYEHUE TaHTIMOOJIOKATOPOB, KOPTUKOCTEPOUJIOB,
J€CEHCUOMIN3UPYIOILIEH Teparuu, MPOTUBOBUPYCHBIX MTPENapaToB, BATAMUHOTEPAIUH;
peTpoOynsbapHoe BBeaeHue 1,5 mu 1% pactBopa HOBOKaWHa, MECTHO MHCTHIISIIUU
BUTAMUHHBIX KaIlellb.



CHUHIPOM XAJUIEPMAHA - IITPAU®A - PPAHCYA

B 1948 romy nemenxuit odramemomor W. Hallermann wu mBelinapckmii
otdramemornor Streiff BnepBrie TOAPOOHO OMUCANH W BHIICIIA B CAMOCTOSTEIBHYIO
HO30JIOTHYECKYIO POpMY CIydau SKTOJAEPMAaTbHON TUCIIIA3HH.

B 1958 rony ®@pancya B xKypHaiie « ApXUB 0PTAIbEMOJIOTUHUY» HareyaTal padoTy Mo
Ha3BaHueM «HOBBII cHHOPOM», cuMTasg, 4YTO €ro HaJ0 BBIIAEIUTb B OCOOYIO
HO30JIOTHYECKYI0 €AuHUIy. OOHAaKO BBIACHWIOCh, 4YTO 3TOT CHHIPOM SIBISIETCS
HauboJ1ee MOJIHO MPEACTABIEHHBIM CUHAPOMOM XajuiepmaHHa - Ll Tpaiida.

Amuonozua. 3a001€BaHNE HOCUT HACIIEJCTBEHHBIN XapakTep. TUIl Hacaea0BaHUs
ayTOCOMHO-periecCUBHBIA. OTMEUalOTCs CIOpaJWyecKue ciaydau 3a0oJIeBaHMUs.
My’K4YMHBI U )KEHIIMHBI CTPAJAI0T OAMHAKOBO YaCToO.

Knunuxka. 1pu sToM cunapome HabmoaaeTcst qucuedanus ¢ TMIOIUIa3ue HIKHEN
YeJIF0CTHU; KIIFOBOBUIHBII HOC, BEICTYHAIOIINE JIOOHBIE U TEMEHHBIE OYTPbI, YTO CO3AET
BIICYATIICHUE IITUYBEN IOJOBBD»Y. AHOMAJINU MPUKYCA IPOSBILIFOTCS B BUJE TUIIO- WIIN
arutazuu 3y0OB, M3MEHEHUM ux (OpMbI M MecTomnojiokeHus. Kpome Toro, mMoryt
BBISIBJIATHCSL 3yObl Y HOBOPOXKJIEHHBIX, JOINOJHUTENIbHbIE 3yObl, TUIOIIA3US 3MaJH,
BBICOKOE AapKOBHJHOE HEDO. XapakTepeH NPONOPLHMOHAIBHBIN KapJMKOBBIA POCT,
BO3MOXKHBI MHKpoledanusi, CKOJIN03, y3Kas I'pyaHas KJIETKa, AeGopMmalius IeHHbIX
no3BOHKOB. Ha rosioBe, OpoBsiX, PECHUYHOM Kpa€ - TUINOTPUXUO3; MOTYT OBITh
OrpaHUYCHHbIE YYaCTKU aTpo(uH KOXKM B 00JIACTH TOJIOBbI, HA HOCY, KOXKa HOca
[IUaHOTUYHO-KPACHOTO I[BETA.

OTMeyaroTcs TUIOTEHUTAIM3M, KPUNTOPXHU3M; CY>KEHHE BEPXHUX AbIXATEIbHBIX
MyTeH, 4YTO MOXET BbI3BATh 3aTPYAHEHUE JbIXaHUS U OOCTPYKTUBHOE AITHO? BO BPEMsI
cHa. B oTnenpHBIX cityyasx HaOI0gaeTCsl yMCTBEHHAs! OTCTAJIOCTb.

Co cTOpoHBI OpraHa 3peHusi XapakTepHbl JBYCTOPOHHUI MHUKPO(TAIbM U
BpOXKJIeHHas KaTapakTta. HaOmromaroTcsi peikue pecHUIlbl U OpoBH, KOJIOOOMBI BEK,
NTO3, OMYLIEHHbIE HApyXHbIE Kpas TJIa3HBIX WLIEJei, KOcOoryiasue, roiaybas okpacka
ckaep. MoxkeT BCTpeyaThCs INIAyKOMa, MUKPOKOpPHEa, MaKpOKOpPHEa, KepaToriooyc,
aTpopus panyXKu, TeTepoXpoMusi, aTpous XOpPUOHUIEU BOKPYT TUCKA 3PUTEIBLHOTO
HEpBa, KOTOPasi MOXKET COYETAThCS C MUKpOLIepanrei.

HuddepenunanbHas AUAarHOCTUKAa MPOBOAMTCA C€ HWKHEUYEIIOCTHO-JIUILIEBBIM
JIU30CTO30M, IPOTrepUeH, MUKHOAU30CTO30M, cHHApOoMOM Cekkens - Oau.

Jleuenue. Bo3MOXHa  XHpypruyeckas  KOPPEKUHUs  YeNIOCTHBIX  KOCTEH,
opronoHTHyeckas tepanus. Co CTOPOHBI OpraHa 3p€HUsi BO3MOKHO XHPYpPrU4ecKoe
JICYEHHE OTACNbHBIX MPOSBICHUN 3a001€BaHUS.

[IporHo3 TeueHus 3a00yeBaHUs HEOJIArONMPUATHBIH.

CUHAPOM YAPJINHA



(CMHAPOM HA3OLUJINAPHOI'O HEPBA)

B ocHoBe cunnpoma, onucanHoro B 1931 rogy uumnmiickum odransmosorom C.
Charlin, jiexxuT HeBpanTus Ha30IMIIMAPHOTO HEPBA.

Hazorunuapusiii Heps (Nervus nasociliaris) sisiasiercs Hanbojee KpymHOM BETKOM
I-it BeTBHM TpoitHMYHOTO HepBa (Nervus ophthalmicus), u oT Hero OTXOAT EpETHUIN U
3aJIHAA pelieT4yarble HEpBbl. 3aJHUN pEHIeTYaThIi HEPB HECET YYBCTBUTEIBHYIO
WHHEPBALMIO K 33JHUM pPEIIETYaThIM KJIETKaM, a MEpeIHUN pelieT4aTbli HEpB - B
nojocte 4epema. Ha lamina cribrosa mepemanmii pemrerdarsiii HEPB MPOHHUKACT B
penieTyaTbiii TaOUPUHT W HOCOBYIO TOJIOCTh YEpe3 IMEepeJHUE OTBEPCTHS ATOU
IJJACTUHKU W WHHEPBUPYET CIM3UCTYI0 HOCA. 3aTe€M HaJl HO3Jped MPOHUKAET B
MPOMEKYTOK MEXKIY XPSAIIOM U HOCOBOM KOCTBHIO U MHHEPBUPYET KOKY HO3/IPH, KPhLiIa
¥ KOHYMKa HOCa, Ha3bIBasch NErvus nasalis externus. IToatomMy mpu oTeKe CIM3UCTOM
HOCA HEPB MOXET OBITh JIETKO CIABJIECH.

Jlpyras koHeUHasi BETBb, HaI0JIOKOBBIN HepB (Nervus supratrochlearis) mpoxoaut B
00JIaCTH BEpXHE- BHYTPEHHETO yrila OpOUTHI, MHHEPBUPYET CMEKHYIO C ATUM YTIIOM
KOXY BEK, J10a U KOpHSA HOCAa U aHACTOMO3HMPYET C JIOOHbIM HepBOM. U3 cruieTeHus
BHYTPEHHEW COHHOM apTepUH MO 3TOMY aHACTOMO3Y MPOHUKAIOT LIWJIHNAPHBIE HEPBBI,
KOTOpbIE, HE 3aX0Js B LWIMAPHBIA y3€J], UAYT K IJIa3HOMY SIOJIOKY, TJI€ BMECTE C
KOPOTKUMHU PECHUYHBIMM HEpBaMU 0O0pa3yloT TyCcTO€ CIUIeTeHHe B 00JacTu
PECHUYHOTO TeJIa U BOKPYT POTOBUIIbI, KHAPY>KU OT UIEMOBA KaHaja. BeTBu ot 3Toro
CIUICTEHUS MPOHUKAIOT B POTOBUILYy B KAd€CTBE UYBCTBUTEIBHBIX M TPO(PUUECKUX
HepBOB. [Ipu pasznpakeHMM HA30IMIMAPHOTO HEpBa B 00JIACTU €r0 Pa3BETBICHUU
NOSIBJISIFOTCSI O0JIE3HEHHOCTD, CIIE30TEYEHUE, YCUIICHHE CEKPELIUHU CIIM3UCTON 000JI0UKU
HOCa U Tpo(hUUeCcKue pacCTpONCTBA B BUJIC BHICHITIAHUIM HA KOXKE U poroBulle. Tak Kak
HA30LUIUAPHBIA HEPB Ia€T BETBU K IJIa3HOMY SI0JI0KY, IEpeTHEMY OTAENTY CIU3UCTON
000JIOYKH HOCA U ONPEECICHHBIM YyYacTKaM KOXHU JIMIA, TO BCE YKA3aHHBIE CUMITOMBI
MOTYT Pa3BUBAaThCA OJHOBPEMEHHO.

CHUHIpOM Ha30LUMIMAPHOTO HEpBa YacTO MPOTEKAET B «CTEPThIX (opmax» u
HaOmroaercs B Bo3pacte 35—40 ner.

Amuonozua. 1o 3a00JEBaHUE CBI3BIBAIOT C TUNEpTpoduer cpeaHeil HOCOBOM
PaKkOBHUHBI, HCKPHUBICHHMEM HOCOBOM TNEPEropoJKH, €€ IIUMaMH, aJeHOMIaMU
HOCOTJIOTKH, TIOJIMIIAMH, CUHYCHUTaMH, MYKOIlelie, TpaBMaMu Juia. B pa3Butum
CUHApOMa MOTYT HMMETh 3HaueHuWe W oOmue 3a0oieBaHus, Takue Kak CHUUITHUC,
TyOepKyJses3, caxapHblii auader, rpunm, O0osie3HH 3y00oB ((okanbHble MH(pEKIUHU), a
Takke 3a00J€BaHUs MO3Ta PA3IMYHON ITHOJIOTHUH, TPABMBI Uepena u OpOUTHI.

Knunuka. 1lpu 3TOM CUHApPOME BHE3AIMHO HACTYMAIOT MPHUCTYIl OCTPOM OOJU B
rjiazy, BOKpYT TJia3a, COOTBETCTBYIOLIEH MOJIOBUHE TOJIOBBI M JIUIA, CBETOOOS3HBD,
onedapocnasm, cie3oTeueHne, TUrepeMuss KOHbIOHKTUBBI, OOMIIbHBIC BBIJICTICHUS W3
HOCa Ha CTOPOHE MOPaKEHUs], THIIEPEMUS U IPUITYXJIOCTh CIM3UCTON 000JIOUKH Mepe/T-
HUX OTJEJIOB HOCOBOUM TMOJOCTH, OCOOCHHO TOJOBKM HWXHEH HOCOBOW PaKOBHHBI,



TUIIEPECTE3US KOKU HOCA. BOJIbHBIE TaKkKe )KAITYIOTCS Ha 00JIb U OLLYILEHUE JKKEHUS B
HOCY U B 30HaX C INOBBIILIEHHON YyBCTBUTEIBHOCTBIO (HaJ HO3IPEN 1 B 00J1aCTH BEpXHE-
BHYTpPEHHEro yria opoutel). Ha koxke HOca MOTYT MOSBUTBCSA IYy3BIPBKH THUIIA
reprneTHYecKuX BbICHIMAHUNA. CO CTOPOHBI TIJIa3HOro 50JI0Ka MOXKET HaOJII0aThCs
NOBEPXHOCTHBINM, S3BEHHBIA WM  HEHPOTPOUUYECKUN  KEpaTUT, UPUT WU
UPUIOIMKINT. TSKECTh TJIa3HBIX CHMOTOMOB M WHTCHCHUBHOCTH OOJM YacTo He
COOTBETCTBYIOT JAPYT APYry: OYEHb CHJIbHAsE OOJb MOJXKET JaBaTh pe(ieKTOpHOE
pazapaxeHue u, Ha000poT, HeOobIIast 00JIb- 3HAUUTEIbHBIE U3MEHEHHSI CO CTOPOHBI
rjiasa.

[IpucTtyn MOKET BO3HHUKHYTH IIOJ] BIMSHHUEM pa3ApakeHUus OOKOBOM CTEHKHU
HOCOBOW TOJIOCTH WJIM JIaBJIEHHS HA KPBLJIO HOCAa B MECTE BbIXOAA HA30LMJIMAPHOTO
HepBa U IUThes oT 10 10 60 MUHYT, @ HHOT/Ia ¥ LEABIMU HEJIEISIMU OOJIbHBIE HE MOTYT
cnaTh ¥ NpoBoAAT HOuM cuas. Cam YapiuH onucai NosiBiIeHHe 00U BO BPEMS €/Ibl.

K «creproii ¢opme» cuHIpOMa HA30LMIMAPHOIO HEpPBA OTHOCUTCS JIMIEBas
HEBpAITHsi, MPOSABISIOMIAACA NEPUOAMYECKH HACTyHaroled opOuTaibHOH U
NEepUOPOUTAIIBHON 0010, KOTOPask MOKET OECIIOKOUTh HEACIIAMH, MECALIAMH U JTaXe
TOJIaMH.

ITpu Bcex popmax 3a0oeBaHUsI 0OHAPYKUBAETCS OOJEC3HEHHOCTh MPU JaBJICHUU B
MeCTax BbIX0/1a KOHEUHBIX BETBEH HA30LMJIMAPHOIO HEPBA.

JUis yCTaHOBJIEHHS NPUYMHBI 3a00ieBaHUs OOJBHOTO JOJDKHBI 00CIEe10BaTh
OTOPUHOJIAPUHTOJIOT, O(PTATIEMOJIOT, CTOMATOJIOT U IPYTHUE CIIELUATIUCTHI.

Jleuenue. Jlns nedyeHus AAHHOTO 3a00JI€BaHMSI NPUMEHSAIOT AHTHOMOTHKH,
CyJb(haHUIIaMH/IbI, OoseyTostouue, TPaHKBHJIN3ATOPBI, CHOTBOpPHBIE,
ra"muo6Onokaropsl. Hasznawator taxke HazanbHblil 31ekTpodope3 ¢ HOBOKAWHOM,
rajbBaHU3allUI0, aTponuH U IwatuduwuimH. Ecin mpuunHOM SBJSIIOTCS TOJBKO
MECTHbIE U3MEHEHHSI B HOCOBOMW MOJIOCTH, TO CYOBEKTHUBHBIC OIIYIICHUS BPEMEHHO
yCTpaHseT CMa3bIBAHUE CIIM3UCTON 000JIOUKH MEPETHUX OTEIOB HOca 5 % pacTBOpOM
KOKanHa ¢ ajpeHaJuHOM. OmNucaHbl Cily4dau BBI3JIOPOBJIECHUS TOCIE MPOBEACHUS
MPOTUBOCUPUIUTHYECKOTO JICYEHUS, OCTIE CaHAIIMH MOJOCTH HOCA.

JudbdepeHnnpoBaTh CUHAPOM HEOOXOIUMO C TTOPAKEHUEM KPBIJIOHEOHOTO y3Ja U
JPYTUMU JIMLIEBBIMU HEBPAITUSMU
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