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BBEAEHUE

MenuIMHCKUI SHLIMKIONEINYECKUA CJI0-
Bapb IPUBOIUT TOCTaTOYHO KpPaTKOE OIpe-
JIEIEHUE TEPMHHA «CHUHIPOM». CUHOPOM
(mp.-Tped. ouvvdpour] — CTeYeHUe, CKOILIe-
Hue; dpouog — Oer, IBUXKEHUE) — COBOKYII-
HOCTb CHUMIITOMOB C OOILIMM MaTOT€HE30M.
Takoe ornpeneneHue BbIIEISIET [IBa IIPUH-
LIMTTAATBHBIX KOMITOHEHTa CHHIpOMa: coye-
TaHUE HEKOTOPOTO KOJIMYECTBa paclio3HaBae-
MBIX ITPU3HAKOB (CUMIITOMOB, OCOOEHHOCTEN,
SIBIECHUM WM XapaKTepUCTUK), Habronae-
MBIX BMECTe, M OOIIMiT MeXaHU3M (HOPMUPO-
BaHUSI CUMITTOMOB.

[MoHsaTHe «ITaToreHe3» BKIIOYAET A0CTaTOu-
HO IIUPOKMI CIEKTp MeXaHU3MOB (HOpMU-
POBaHUSI CUMIITOMOKOMILIEKCA: 9TO MOXET
OBITH pE3yJbTaT TEHETUYECKON aHOMaIuu
C TIOJIMOPTAHHBIM TIPOSIBIEHUEM, KOMILIEKC
OTHOMOMEHTHBIX ITOPaXKEHUI OTHOTO OpraHa,
CHCTEMBI WJIM pa3HbIX cucteM. [laTtomoruye-
CKME€ CUMIITOMBI MOTYT Pa3BMBATbCS HEIO-
CPEACTBEHHO TMpPU [CUCTBUU IATOTEHHOTO
¢akTOpa WJIK OTCPOUYEHHO, B MPOLIECCEe pOCTa
U Pa3BUTHUS OpraHa, CUCTEMbl WJIM Pa3HbIX
CHUCTEM U T. 1.

[TpUHIMITHATBHO BaXXHBIM TS KJIMHUYE-
CKOIl TIpaKTUKHU, OCHOBAaHHOW Ha CUHAPOM-
HOM aHaJIn3e, SIBJISIETCS TO, YTO HaJIU4ue Ka-
KOTO-TM00 CHUMIITOMA MOJKHO HATOJKHYTh
Bpaya Ha BO3MOXHOE TIPUCYTCTBUE OPYrOro
WX IPYTUX CUMIITOMOB, XOTSI HA OTIPe/IeJIeH-
HOI cTaauu mpoluecca 3TM MPU3HAKKA MOTYT
OTCYTCTBOBAThH JIMOO UX BBISIBJIEHUE TpeOyeT
HaTpaBJIeHHOTO MOUCKA.

B kiIuMHWYeCKOW MeaullMHE TEepMUH
«CUHIPOM» MMEET IIMPOKOE TIPUMEHEHME,
CYLIECTBEHHO BBIXOIAIIEE 3a PaMKK SHIIM-
KJIOTIeInYecKoro onucanusi. [lTomumo coBo-
KYITHOCTH Pa3IMYHBIX CUMITTOMOB, CUHIPOM
MOXET SIBJISITbCSI COYETAHUEM HECKOJbKUX

CUHIPOMOB, TIPEICTaBIsIsI COOOM €amMOCTO-
SITEIbHYI0 00JIe3Hb, OIpenejeHrne KOTOPOH,
COITIaCHO TOM K€ MEIULMHCKON 3HIIMKIO-
MeaU, 3BYYUT TaK: «BO3HUKAIOIIUE B OTBET
Ha JEWCTBUE ITaTOreHHBIX (haKTOPOB HapyIIe-
HUSI HOPMaJIBHOM XKU3HEIEesI TeTbHOCTU, pabo-
TOCITOCOOHOCTH, TPOIOJIKUTEIBHOCTU KU3HU
opraHu3mMa M €ro CHoCOOHOCTHM aaamnTHupo-
BaThbCsl K YCJIOBUSIM BHEIIIHEW U BHYTPEHHEN
cpen Tpu OIMHOBPEMEHHON aKTMBMU3ALIMU 3a-
IIUTHO-KOMITEHCATOPHO-TTPUCITOCOOUTE b-
HBIX PeaKIUil © MEXaHU3MOB».

HcTtopuuecku CI0XWIOCH TaK, YTO HE CYy-
IIECTBYET €IWHOM HOMEHKJIATYypbl, TO €CTh
MIPUHLIMIIOB (pOpMUPOBAHUSI HA3BAaHUN CUH-
npomoB. HaspaHue cuHmpoma MoxeT 6a3u-
poBaThCS Ha pa3IMYHBIX MPUHIMUIIAX: aHA-
momu4eckom — OOO3HAYEHUM TOPAKEHHBIX
OpPraHoB WJIM CHUCTEM (aypUKYJIOOKYJIOBEP-
TEOPaTbHBIA CUHIPOM); SNOHUMUYECKOM — YKa-
3aHUM MMEHM, (paMUIUU OMHUCABIIETO CUH-
JIPOM aBTOpPa WK O0JIBHOTO (CUHApOMBI ['opxe-
Ma — Crayra, JayHa, Kimnmens — ®eitns);
namoeenemu4eckom — OOO3HAYEHUU BeEIy-
LLIEr0 MeXaHM3Ma BO3HUKHOBEHUS (CUHAPOM
TPUCOMMUU  X-XPOMOCOMbI);  KAUHUUECKOM,
a TMIOpoM W SIMOUUOHAAbHOM — OTIMCAHUU Hau-
0oJiee XapaKTepHOTO CHUMIITOMA WJIM MeXa-
HHM3Ma €r0 BOZHMKHOBEHMUS (CUHAPOM KpUKa
KOILKHU, CUHIPOM JIyUHUKA).

B BepreOposiornu TOHSATHE <«CUHIPOM»
MOXET BKJIIOYaTh B CeOSl KakK IPOSIBICHUS
BEpTEOPaAIbHOTO KOMITOHEHTa B paMKax pas-
JIMYHBIX KJIMHUYECKUX U JIyYEBBIX CUHIPO-
MOB, TaK U CAMOCTOSITEJIbHYIO COBOKYITHOCTh
pa3HbIX MATOJOTMYECKUX M3MEHEHUM B IO-
3BOHOYHMKE U CITUHHOM Mo3re. CyIlecTBYoT
BapMaHTbl CUHIPOMOB (B TOM YMCJIE BHYTPU
OIHOTO), TIPM KOTOPBIX IKCIIPECCUST BEpTe-
OpaJbHOMU IMaTOJIOTMU Ype3BbIYaiiHO caba.



BgedeHue

BwmecTe ¢ TeM BbISIBIEHME aHOMATUU TO-
3BOHKOB WM Je(opMalny TTO3BOHOYHUKA
MOXET CTaThb II€PBBIM MPU3HAKOM, C KOTO-
pOro HauMHaeTcs pacindpoBKa CUHIPOMA.

B cepenune 90-x rr. XX crosetus, Kkoraa
HE00X0aMMOCTh (GOpMUPOBaHUSI BEPTEOPO-
JIOTUM KaK CaMOCTOSITEJIbHOTO MEXIMCIIU-
IJIMHAPHOTO HATpaBJIeHUs cTaja adCoIIoT-
HO SICHOI, TMOsIBWJIAaCh MU HEOOXOIMMOCTH
dopMupoOBaHUS €€ €OUHON METOL0JI0rnYe-
CKOM M TEPMHMHOJOTMYECKON 0a3bl. DTUM
BOIpPOCAM MBI yIEIsUIM 0c000e BHUMAaHUE,
Ha NPOTSDKEHWHU TOCAETHUX MBAAIATU JIET
ony0anKoBaB ceMb MoHorpaduii. [lepBoit
B 3TOM psny Obuta kHMra 5.B. Yiabpuxa
«AHOMaJINY MTO3BOHOYHMKA Y AeTeit» (1995),
3aT€M BBIIJIM BBIIEpPXKaBIIash TPU U3JAHUS
«BepreGposioruss B puUCYHKaX, Tabiauiax
u repmuHax» (Yibpux 3.B., Mymkus A.1O.,
2002, 2004, 2006), «Xupypruueckoe Jie-
YeHHUe IOPOKOB Pa3BUTHSI ITO3BOHOYHHUKA
y aereit» (Ynppux 3.B., Mymkun A.lO.,
2007), «Octpasi kpusomies: y neteit» (I'y-
oun A.B., 2010), «IIpu3Haku NaTOJIOTUMN
meyd B KIMHUYECKMX CHUHIApoMax» (Yiib-
pux 9.B., I'youn A.B., 2011), «Cunopom
cnuHanbHOM muspadpum» (Yiaspux 5.B.,
2013) m «OnHkojoruyeckast BepTeOpOJIO-
rusg» (Mymkud A.}O., Manpsuenko O.B.,
2013). Hacrosiuiee u3naHue mponosxkaer U,
B OIpEIEJICHHOM Mepe, 3aBEpILIAET ITOT PSILL.

Bompochl OMarHOCTUKW W JIEYEHUS! pas3-
JIMYHBIX ITATOJOTMYECKUX COCTOSIHUI TT03BO-
HOYHHMKA JIOJDKHBI OCBEIIAThCsl (M OCBella-
H0TCSI) B paMKax TeMaTUYECKUX MyOauKaluii
B CHELMAJbHBIX XypHajiaX W MoHorpadusx,
KakK IpaBUJIO aJpECOBAHHBIX CIEIUATUCTAM
V3KOro IpoGuiasi — JIydYeBBIM IUArHOCTaM,
XyUpypraMm, opronenam, HeBposioram. Ha Hau
B3IJISA, IIpEe/iCTaBjsieMasl YMTATeTI0 KHUTa
JI0JDKHA PAaCIIMPUTL KPYrosop JitoOoro crie-
LMaINCTa, MHTEPECYIOUIErocsi BepTedpoIIo-
reil, ¥ ITOTOMY €€ OCHOBHASI LIEJb IpeXIe
BCEro akajeMuueckasi, 00pa3oBaTesibHasl.

CTpyKTypa KHWUIM OOCTAaTOYHO IIpOCTa:
€€ OCHOBHOI paslen — OIMUCAHUE CUHIPO-
MOB, KOTOpBIE TMPUBEIEHbI B aahaBUTHOM
nopsiake. MHOTMe U3 HUX WIUIIOCTPUPOBAHBI
dororpadussMu M JAHHBIMU JIYyYEBBIX HC-
clieloBaHUii, B HauboJiee MHTEPECHBIX CIIy-
yasx MpeACTaBIeHbl KIIMHUYECKUE TIPUMEPDI
U3 JIMYHON mpakTuKu aBTopoB. Ecim HazBa-
HUE CUHIpPOMa MMEET CMHOHMMBI, €ro OIlU-
caHUe TIPUBOIUTCS B COOTBETCTBUU C Hau-
0oJree 4acTo MCIOJIb3yeMO TEPMUHOJIOTUEN.
BHyTpH Kaxkmoro paszieiia UMEIOTCS CChLIKU
Ha MyOJIMKalMu, OOIIMK CIKUCOK KOTOPBIX
npuBeneH B KoHie. OCOOEHHOCTH JICUEHUS
CUHIPOMOB IIPUBOISTCS B TEX CIIydasiX, KOr-
J1a OHM MMEIOT NMPUHLUIUAAIBHOE 3HAYEHUE
C TOYKM 3pEHMSI OpTOIeaa-BepTedpoIora.
B Tex ciyuasx, Korga BJIUTEpaType UMEIOT-
csl CBeIeHMST 00 SMUAEMUOIOTUM CUHIPOMA,
€ro HacJIeJOBAaHUM W TEHIEPHOM pacIipesie-
JICHUM, OHU TIPUBOJISITCSI B KOHLIE ONMCAHUSA.
[Tonassroniee OOJBITMHCTBO MIUTIOCTPALIUA,
IPEACTABICHHBIX B KHUTE, COOCTBEHHBIE
HaboaeHusT aBTopoB. Ecim wumocTpannu
3aMMCTBOBAHbI Y KOJIJIET WJIM W3 3JIEKTPOH-
HBIX 0a3 JaHHBIX, TO TPOBOIASTCS COOTBET-
CTBYIOIIIME CCBLIKH.

Bropoii pa3nen mocBslleH reHeTUYEeCKUM
OCHOBaM BepTeOpaTbHONM MATOJOTMU U ITOAr0-
TOBJIEH JOKTOPOM OMOJIOTMYECKUX HAYK, IIPO-
deccopom Bukropueit Hukomaesnoit T'op-
OYHOBOM, KOTOPOI MBI TPUHOCUM OCOOYIO
OnaromapHocTh. [loaroTosieHHas €10 IjiaBa
00 OCHOBaX HacJIeMOBaHUs BepTEOPAIBHON
IaTOJIOTUMA C Y4YETOM IIporpecca COBPEMEH-
HOI TEHETUKM M MEIULIMHCKON Ouosornu
OyzeT OCOOEHHO II0Je3Ha OpTolenaaMm, Ho-
CTaTOYHO 4YacTO CTaJKMBAIOLIMMCS C I€He-
TUYECKUMHU 3a00JIeBaHUSIMU, HO HE BCerna
B JO/DKHOM Mepe MNpEeACTaB/ISIIOIIUM MeXa-
HU3MBI UX BOSHUKHOBEHMUS U HACJIEOBAHMSI.

Pasnennl «AOOpeBHaTypbl», «TepMUHOIIO-
TUYECKUI CI0Baph» M «/IM30HTOr€HETUYECKUE
TEPMUHBI» TPEIHA3HAYEHBI IS YIIPOLIEHMS




BeedeHue

paboThl ¢ KHUTOM. [IpM 3HAKOMCTBE C MEIM-
LIMHCKOM JINTEpaTypoii, OCOOEHHO 3apybex-
HOW, Hepeako YIIOMUHAHUE HE3HAKOMO-
ro TepMUHA WU COKpAIlEHUs, HA TICPBHIA
B3IJISIL HE CBSI3aHHOTO C ITaTOJIOTHEI ITO3BO-
HOYHMKA, CTAHOBUTCS ITyCKOBBIM MEXaHW3-
MOM [UIsI TIOMCKA U paciImpPOBKU TOTO WIH
MHOro cuHjapoma. I[1peacraBieHHbIe B KHUTE
HEKOTOPBIE AM30HTOTEHETUIECKHUE TEPMUHBI
10 TEKCTY OTMEYEHBI 3HAKOM *.

[MpencraBnsisi TpU TOKOJEHUSI OIHOI
LIKOJBl XUPYpProB-BepTeOposoroB CaHKT-
[TetepOypra, mMbI ceromHs paboTaeM B XHU-

PYPrMYECKUX KJIMHMKAX TpeX pa3HBIX
yupexneHuit  Poccuiickoit  ®Denepanuu:
Caunkr-IleTepOyprckoro  memmaTpuUyeCcKoO-

roO MEIUIIMHCKOro yHuBepcutera, CaHKT-
[TerepOyprckoro  Hay4YHO-HUCCJICIOBATEb-
CKOTO WHCTUTYTa (DTU3UOIYIBMOHOJIOIUN
n Poccuiickoro Hay4yHOro IIEHTpa BOCCTa-
HOBUTEJIBHOW TPABMATOJIOTUH M OPTOIEINM
uMm. ['A. Niuzaposa (Kyprah).
[Mepeunciuth Bcex KOJUIET, OKa3aBIIMX
MOAIEPXKKY M TTOMOIIb B TIOATOTOBKE KHUTH,
HEBO3MOXHO, OJIHAKO CUMUTaeM HEOOXOIM-

MBIM 0c000 mnobjarogapuTh Bpadya-HEHpo-
xupypra B.Il. CHwuiryka, KaHm. Meo. Hayk
A.Il. AdanaceeBa u M. A. KomonkuHa, 10-
ueHta C.B. XpeinoBa, O-poB Med. Hayk
H.A. CoseroBy, C.O. Pg0bIX, 4bM COBETHI
TOpPOY 3acCTaBJISIM aBTOPOB 0oJjiee BHUMa-
TEJIbHO OTHECTUCh K HEKOTOPBIM acCIIeKTaM
CUHIPOMHOI ITaTOJOTHH.

Hama rioybGouaiimras 61aromapHOCTh
KaHa. Men. HayK A.A. Kwucenb, Kortopas
MOJIb3YyeTCsl  0e3rpaHUYHBIM  YBaxKEHUEM
MHOTUX BEpTEOpPOJIOTOB HaIlle CTpaHbI
U Ha NPOTSKEHUU MHOTHUX JIET OKa3bIBaeT
HaM HUHGOPMALIMOHHYIO MOmIepxkKy. OT-
IenbHas npusHarenabHocTh — 0.9, KocTio-
KOBOM U ee KoJIIeraMm, B3sBIIMM Ha ceOs
pelieHre BOMPOCOB MOJUTpachUIeCKOTo
odopmiIeHUST U3TAHUS.

C 0JaromapHOCTBIO MPUMEM IOIOJIHE-
HUSI U 3aMEYaHMs BCEX, KTO MO3HAKOMMTCS
¢ KHUTOU. McKpeHHe HameeMcsl, 4YTO OHa
JNEUCTBUTENIBHO OYIET T0Jie3HA IITMPOKOMY
KPYTy CIELMAIUCTOB U HE TOJIBKO PACIIUPUT
UX KPYro3op, HO M OKaXeT MpPaKTHUIECKYIO
[IOMOLLb B IIOBCEIHEBHOU padoTe.

Aemopbi



CMHAPOMbI B BEPTEBPOJIOTA

AAPCKOTA (AARSKOG) cungpom

CuH.: JMUENaJblETeHUTAIbHBIA  CUH-
IpoM, (almoreHuTaabHasl AUCIUIA3Us, CUH-
npoMm Aapckora — CKoTTa.

D. Aarskog (1928—2014) — HopBeX. menu-
aTp, OOBEAUMHMBIINI TTOPOKU JIUIIA, TeHUTA-
JINI 1 KOHEYHOCTe B cuHapoMm B 1970 r.

Komnonentsi cunapoma [24, 25, 145]

XapaxkmepHble ocobeHHOCMU AUYA:

— OKPYIJIOCTh JIWIIa, IIUPOKasi MepeHOCH-
112, BBIBEPHYTbIE HO3IPU IIPU YKOPOYEHHOM
Hoce (94%), rumeprenopusm®, nTo3* BEK,
AHTUMOHTOJIOUIHBIN pa3pe3 Tja3, KOXKHas
CKJIaJIKa Mo HUXKHEN ry0oit;

— aHOMAaJIUU Pa3BUTHSI YITHBIX PAKOBUH;

— TUIIOILIA3Us BEpXHEN YeTI0CTU, MPOrHa-
TU3M*, HapyllIeHWe TIPUKYyca, pexe — paciie-
TUIEHUE BepXHel ryObl 1 Heba;

— MOPOKM Pa3BUTHS I71a3 — aCTUTMATU3IM™,
cTpabusm™, odranbMorUIerus, yBeJIuuyeHHast
pOroBHUIIA.

Ocobennocmu pazsumus KOHeYHOCMell:

— OpaxupakTwiIus™, KJIMHOTAKTUIAST™,
3HAUUTEILHOE  YKOPOYEHWE  MM3UHIIEB
C EIWHCTBEHHOUW TIOINEPEYHON CKIIAJIKOMN
Ha crubaTeIbHO TTOBEPXHOCTH;

— Tiepepa3rubaHue B MPOKCHUMATBHBIX
MexX(haTaHTOBBIX CyCTaBaX C OJIHOBPEMEH-
HBIM CTMOAHMEM B TUCTAIbHBIX;

— HETIOJIHAS KOXHasi CHHIAKTUITUS™;

— BBIpaXEHHasI TIOTIEpeYHast CKITanKa JIamoHH.

— IOTIEPEYHOE TUIOCKOCTOITHE;

— BaJIbTyCHas iehopmMaliust JIOKTEBbIX CyCcTa-
BOB (penKo);

— TUTMEepPMOOUIIBHOCTH CYCTABOB.

Tenumanvhvie nopoku:

— kpuntopxusm (75% naureHToB);

— CKJIQIKM MOIIIOHKH, TTOTHUMAIOIINECS
BBICOKO BJIOJIb OCHOBAHMS TIOJIOBOTO YJIeHA
U OKPYXaIOIIIHE €T0;

— paclIeruieHue MOIIOHKHU, (UMO3 U Tia-
XOBBI€ TphkHU (Oosee 60%).

Jlpyeue nposieaenusi cunopoma:

— 3aMeUIeHHe poCTa, KOTOPOe HauMHAaeT-
cs1 mociie rona (90% GONBHBIX);

— YMCTBEHHast OTCTaNIOCTh (14 % GOJIBbHBIX);

— BPOXKIIEHHAsI TTaTOIOTHSI TO3BOHOYHMKA;

— pa3IMYHble AaHOMAJIUHU IIEHHBIX TTO3BOH-
KOB C KPUBOIIEEH W/UIU YKOPOYEHUEM e
(cMm. Kimurmennst — Deitnst CHHIPOM).

Bo3moxHO hopMHupoBaHUE CKOTUOTHYE-
ckoit nmepopmManny MO3BOHOYHMKA U BOPOH-
KooOpa3Hoi aecdhopMalMy TPYAHON KIETKU
JIETKOH cTereHu (HeoOsi3aTe/IbHbIE U PEIKO
BCTpeYaroluecs: prU3HaKu).

Jleyenne. Xupypruyeckoe yCTpaHECHHUE
NeEeKTOB Pa3BUTUSI MOYETIOJIOBO CHUCTEMBI
(HU3BemeHUEe SIMYECK, TPBDKECEYCHME, JIUK-
BUAanus (GhumMo3a), YeTIOCTHO-JIMIIEBBIX T10-
POKOB (TUTacTHKa pacIleTUIeHHOM BepxHeMU
ryobl U Heba), OPTOMNOHTUYECKOE JIEYEHME.
JleyeHue 1MaToIOTMH MTO3BOHOYHUKA Ha (hOHE
CHUHIPOMa He OITHCaHO.

BcTpeyaemocTh Hen3BeCcTHa.

COOTHOIIIEHUE TI0JIOB: TOJIBKO MaJTbYMKH.

Tun nHacnemoBaHus: X-CLEIUICHHBIA pe-
LIECCUBHBIM WM ayTOCOMHO-TOMUHAHTHBIM
[132].

AOAMKEBUYA (ADAMKIEWICZ) APTEPUU
CMHApPOM

CHUH. CHHAPOM apTepUu IOSICHUIHOTO
YTOJILIEHUSI CIIMHHOTO MO3Ta.

Aptepusi AnamMkeBuYa (WJIM apTepust TO-
SICHUYHOTO YTOJIIIEHUsI CIIMHHOIO MO3Ta
no Lazorthes) — HambGosee KpymHas M3 Tie-
pPENHUX KOPEIIKOBO-CITHHHOMO3TOBBIX —ap-
Tepuii, obecreunBamoias KpOBOCHAOXeHNUE
CIIMHHOTO MO3ra Ha MpoTskeHuu ot IV-V
IPYIHOrO CerMeHTa no ero koHyca. He sB-



AnaxyanuHa - Qya cuHOpom

2@eTCs TTOCTOSIHHBIM aHATOMHUYECKUM oOpa-
S0BaHMEM: TIPM MaruCTPaJbHOM THIIE KpPO-
BOCHAOXEHUS YMCIIO TAaKUX apTepUii MOXKET
xoaedarbest ot 1 o 3; mpu IUTIOpUCcerMeHTap-
2OM (pacchllmyaToM) TUIIE KPOBOCHAOXKEHMS
KaK TakoBas apTepust AfaMKeBUYa MOXET OT-
CVTCTBOBATD.

B 1o3BOHOUHBIN KaHall apTepusi ATaMKe-
Bi4a MPOHMKAET vallle cieBa, B 75% ciyya —
¢8 — Ha ypoBHe IX—XII, B 15% — V-VIII
IDVAHBIX TTO3BOHKOB U B 10% — Ha ypoBHe
I—Il mosicHMYHBIX MO3BOHKOB. HapyireHue
NPOXOIMMOCTH apTEPUU BHI3BIBAET pa3BUTHE
HEBPOJOTMYECKON CHUMIITOMATUKHU, COCTaB-
JSIOLIEH OMMMChIBaEMbI CUHAPOM [72].

KomnoneHTs! cuHIpoma:

— BsLIasi HUXKHSISL Taparierusi ¢ OTCYTCTBU -
€M 9YBCTBUTEIbHOCTH H¥Ke ypoBHst Th,—L
CIHMHAIBHBIX CETMEHTOB;

— paccrporicTBa (bYHKIIMM Ta30BBIX Opra-
HOB.

B 3aBHCUMOCTH OT CTEIEHU CYXKECHUS ap-
TEPUM BBIPAXXEHHOCTb MOTOPHBIX IIPOSIBIIC-
HHIl MOXET K0J1e0aThCsl OT HETTOJTHOM 10 MOJI-
HOM IUJIeTUK, HapylIeHU Ta30BbIX QYHKUMHT
— OT MPEXOISIINX 10 CTOMKUX pacCTPOMCTB.

Ha aprepuaibHyo HIIEMHIO MOTYT yKa-
3BIBaTh CIIMHAJIbHbIE HApYLICHWsI, pa3BUBa-
olecss Ha (poHe TSKeIBIX KU(POCKOIMO30B
¥ manmeHToB cTapire 15—18 jeT, yacTo BO3-
HUKAIOIIMe I10ce TNpeKpalleH!us HapacTa-
Hus necdopMalui. Bo3HUKHOBEHUE CUHIPO-
Ma BO3MOXHO TakKe TPU IUCTPAKIIMOHHOM
NOBPEXKICHUM ITO3BOHOYHMKA (TUIMUIHBIN
MEXaHN3M y CIIOPTCMEHOB-00PIIOB — pe3Koe
pasrubaHue B TPyIOIIOSICHUYHOM OTeJe TIpU
BBITIOJIHEHUM OpocKa uepe3 celsi) U TMpU XU-
DPYPIMYECKMX BMEIIaTeIbCTBaX Ha MO3BOHOY-
HUKe (MepeBsi3Ke CEerMEHTAapHBIX COCYIOB
Ha NPOTSDKEHUM OT aOPThI 10 MECTa JeJIeHUS
Ha KOPEIIKOBYI0 U IOPCAJIBHYIO apTEpUM)
¥ [IpU MIPOTE3UPOBAHUU A0PTHI.

AKYLUEPCKWUI NAPAJINY BEPXHEW
KOHEYHOCTMU -
cm. [roweHHa - 3p6a cuHopom.

AJIAXKYAHWUHA - OYA (ALAJOUANINE -
FOIX) cungpom

Cun.:. ®dya — AnaxyaHWHA CHHIPOM,
MOIOCTPBIA HEKPOTUYECKUW MUETUT, aH-
THOIMCTEHETUYECKAsT MUETOMAJISIIUsI, aH-
TMOIMCTEHETUIeCKast HEBPOTU3UPYIOIIAsT
muenonarus [31].

T. Alajouanine (1890—1980) u Ch. Foix
(1882—1927) — dpaHI1. HEBPOJIOTH.

KomnoneHTsI cHHApPOMA:

— CHMITOMBI MOPaXKEHUsI KOPEIIKOB CITHH-
HOr0 MO3ra: CTOMKUN WU UHTEPMUTTUPYIO-
11U 00J€BOM CUHAPOM;

— IHCCOIIMUPOBAHHbBIE PACCTPOMCTBA UYB-
CTBUTEJIBHOCTH;

— CMACTUYECKHUE HIDKHUE Tapaandu (B Ha-
yaje KJIMHUYECKOTO TPOSIBICHUS), TIepe-
XOISIIME B BSUIYIO ITaparuieTuio, TeTparapes
WINA TETparuierusi — Mpu LIEHHON JIoKaan3a-
LM TTIOPAKEHMST;

— paccTpOMCTBA TA30BbIX OPTaHOB.

CunapoM omucad B 1926 r. kak Bocma-
JuteabHbIi MueauT. CoBrnamaiomasi ¢ CHUH-
npoMoM AnaxyaHuHa — Dya KIuHHUYEcCKast
KapTHA TIPUBOJUTCS B COBPEMEHHBIX ITy-
OMKAIUIX, TIOCBSIIEHHBIX BPOXIECHHOM
COCYIMCTOM MaTOJOTUU CIIMHHOTO MO3ra 0e3
CCBUIOK Ha caM cunHapoMm [48, 82]. Takas xe
KJIMHUKA OIMCHIBAETCS IPU BapUKO3HOM
pacUIMpeHUur COCYIOB CIMHHOTO MO3ra, na-
YTUHHOU M MSTKOM MO3TOBBIX OO0OJIOYEK;
reMaHTuoMe ¥ KaBepHO3HOI aHTHOME CITMH-
HOro MO3ra, CIIMHAJIbHOW aHTMOIMCTeHE3NH
M Ipyroi cocynuctoii marosorun. C yueTom
9TOTO OIlEHKa CMHIpoMa AsaxyaHnHa — Dya
KaK OTIEJIbHOW HO30JIOTHYecKOoi (opMbl
B HACTOSIIIIEE BPEMSI TIPEACTABIISIETCS OTPaHU-
yeHHOU [31]. CoBpeMeHHOE MpeacTaBIeHUE
0 TIATOJIOTMH CITMHHOTO MO3Ta U €r0 BU3yalln-
3auun (muesnorpacdus, KT, MPT, cniuHaib-
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Hasl aHruorpadus) TMO3BOJSIET CYUTATh CO-
CYIMCTBIA KOMIIOHEHT OCHOBHBIM (hakTOpoM
B ITaTOreHe3e CUHIpOMa, 00001IAOIIEeTo pas-
Hble aHAaTOMO-TMCTOJIOTMYECKUE BapUaHThI
HO30JIOTMI CO CXOJHOW KIMHMYECKOW Kap-
TUHON M OMNpeNeICHHBIMU OCOOEHHOCTSIMU
CUMIITOMATUKMA, TEUYEHUsI, MPOTHO3a U BO3-
MOXHOCTSIMU JIEUEHUSI.

DKcrpeccusi TPU3HAKOB CMHIpPOMa 3aBU-
CUT OT JIOKAIU3aluu U MOP(dOIOrNIecKoro
BapMaHTa aHTMOMATO3a, ero MPOTSXKEHHOCTU
M CTENEeHU HapyIIeHUs KPOBOOOPAILIEHMS.
IIpu rpynHOi M MOSICHUYHOM JIOKaJIW3aLlnU
KJIMHUYECKHME TIPOSIBICHUSI HEPEIKO Haro-
MMHAIOT OITyXOJIM CITMHHOTO Mo3ra. B tpetu
ciydaeB 00J1€3Hb OCJIOXHSIETCST cyDapaXxHOU-
JJIbHBIM KPOBOM3JIMSIHUEM W/Win UHap-
KTOM CIIMHHOT'O MO3Ta; BO3MOXHO TTOCTETIEH-
HOEe HapacTaHWe OYaroBOW CUMMITOMATUKU
¢ KJIMHUKOM YaCTUYHOTO TMOTEPEYHOro I10-
paxkeHusI CIIMHHOTO MO3ra WU CUHIpOMa
Bpoyna-Cekapa (cm. bpoyHa-Cekapa cuH-
IpOM), TIPU TOM OTMEUAETCS YBEIUYEHUE
KOHILIEHTpaluu Oejika B CIMHHO-MO3TOBOM
KUJIKOCTH.

CoBpeMeHHast AHTUOHEHPOXUPYPIUSI
JIENTAT apTePUOBEHO3HbIE MalbhopMalu
(ABM) cnimHHOTO MO3ra Ha JIypajibHble (U-
CTYJIBI, IJIOMYCHBIE  HWHTpaMenyJ/UIsIpHbIE
ABM, 10BEHUJIbHbIE HHTpaMenyJUIIPHbIE
ABM, uHTpaaypajJbHble TepUMELY UISIPHbIE
ductynsr [72, 82, 216, 236], KanuuIsipHbIE
AHTHOMBI, BEHO3HbIE MalbdOpMallui U Ip.
[48, 78]. [Ipu uHTpa- U SKCTpaMELyUIIPHOM
aHTMOMAaTOo3e CUMIITOMAaTHKa HEPEIKO pa3BU-
BaeTCs OCTPO.

Ha mucrmiacTHyeckyio 3THOJIOTHUIO CHUH-
JIpoOMa yKa3bIBaeT CHUCTEMHBIN XapakTep Iia-
TOJIOTMM: COITYTCTBYIOIIME AHOMAJIUM pa3-
BUTHS IPYTUX OpraHoB BcTpevarotcs B 41%
cJIydaeB, cakpaJu3allvsl U He3apalleHUe Iyr-
ITO3BOHKOB — B 24 % [48].

[IporHO3 TpH €CTECTBEHHOM TEYEHUU
CUHIpPOMa HEOJaronpusATHBIA: TOYTH KaX-

JIBIA BTOPOM TMaIlMeHT 4Yepe3 HECKOJIbKO JIET
OT Hauaja KJIMHUYECKUX MPOSIBICHUI CTaHO-
BUTCS TITYOOKMM MHBATUIOM.

Jleyenune. B 3aBUCMMOCTH OT BapuaHTa CO-
CYIUCTON Masib(hOPMALIMUA U BBIPAXKEHHOCTHU
CHMIITOMOB TIPUMEHSIIOT HIOBACKYJISIPHOE
(OKKJTIO3MOHHOE) WJIM OTKPBITOE OIlepaTUB-
HOE HEHpOXHUPYPIUYEeCKOe BMEIIaTe/IbCTBO.
Ilpu TsKeIoOM M paclpoOCTPaHEHHOM IIopa-
KEHUM HCIIOJIb3YIOT KOHCEPBATUBHOE (CUM-
NITOMaTHYECKOE) JICUCHUE.

BcerpeyaeMoCTh: TaHHBIX O YacTOTE B I10-
nyasuuy HeT. Cpemu oObeMHBIX 00pa3oBa-
HUI CIIMHHOTO Mo3ra Bcrpeuvaercs B 10 %
ciaydaes [71, 72].

CoOOTHOIIIEHNE TTOJIOB: MYKUMHBI TTOpaxa-
I0TCS Yallle, YeM KEHIIUHBI.

Twun HaceToBaHUST HEM3BECTEH.

ANbBEPCA-LLEHBEPTA
(ALBERS-SCHONBERG) cuHgpom (6one3Hb)

CuH.: MpamopHasi 6one3Hb (morbus mar-
moreus), CEMEMHBII OCTEONeTPO3 (0steopetrosis
familiaris), CMCTEeMHBII OCTEOTIETPO3, CEMENHBINA
BPOXKIEHHBIN Muenockiepo3 (myelosklerosis
congenita familiaris), runepocraTyeckasi Iuc-
ILIa3Ks1, OKAMEHEJIOCTh KOCTEHA.

H.E. Albers-Schonberg (1865—1921) —
HEM. XUPYpr, onucaBIiuii 6ose3Hb B 1904 r.

B ocHoBe 3a0osieBaHUSI JIEKUT CHUXE-
HMe depMeHTa KapOoaHTUIpa3bl OCTEOKJa-
CTOB, Be/ylllee K HapyIIEHWIO NMPOTEeUHOBOMA
TIOMITBI, OTBETCTBEHHOU 3a BBIBEIACHUE TI'M-
IpoKcHuaraTuta Kaublids. Hapyienue ero
pe30pOLIMKM  COITPOBOXKAAETCSI M30BITOYHBIM
HaKOIUICHUEM B KOCTHOUM TKaHU C U3MEHE-
HHMEM CTPYKTYPbI MOCIIEIHEN U TOSIBIEHUEM
CBOEOOPA3HOTO JYYEBOTO (PEHTIEHOJIOrMYEe-
CKOT'0) M300paKeHMUsI, YTO HALILUIO OTPaXXEHUE
B KJIMHUYECKOM Ha3BaHUU CUHIpPOMa — Mpa-
MOpHasi 00JIE€3Hb.

KomnounenTsi cunapoma

Kaunuueckue:

— peIKo — 6eCCMMIITOMHOE Hayajio C Mpo-
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SeacHMeM B Buiae aedopmalvy OTHEJIbHBIX
¥SE2CTKOB CKeEJIeTa;

— ®an00bl: M30BITOYHAS YTOMJISIEMOCTH
¥ O00M B KOHEYHOCTSX U IIO3BOHOYHUKE,
mposouMpyeMblie GU3MYECKON Harpy3Koi;

— MaTOJOTMYECKHUE TepesioOMbl UTMHHBIX
TPyOuaTHIX KOCTEeM, OOBIYHO JIOKAIU3YIoLIHe-
% B MeTasnu@usapHbIX 30HaX; KaK IIpaBuilo,
LOPOII0 KOHCOMUIUPYIOLIMECS

— CHMITTOMBI TOPaXXEHUsI OTAEIbHBIX Ye-
PEIHO-MO3TOBBIX  HEPBOB,  00YCJIOBJIEHHBIE
CVREHHEM KOCTHBIX ITOJIOCTEH M OTBEPCTUI,
& ROTODPBIX MPOXOJISIT HEPBHBIE CTBOJIBI U COCY/IBI;

— muaporedanust u3-3a aedopmanuii Ko-
CTeH 4eperna;

— MO3IHEee IOosIBJIEHWE 3y00B, MAaCCUBHOE
DOpaxeHUe MX KapuecoM, BbIIIaJeHue, He-
PEIKO  OCJIOXHAIOIIMECH  OCTEOMUEIUTOM
SENI0CTEH; peXe — OCTEOMUENIUT LPYrUX OT-
BENOB CKeEJeTa;

— FeMaToJIOTUYECKUE U3MEHEHUSI: aHEMUS,
SeikouMTO3 (Y CTaplIMX AETei U B3POCIbIX
MOXET OBITh JICMKOTIEHUS), TOSIBICHUE HE-
3DSIBIX KJIIETOYHBIX 2JIEMEHTOB. B cBsI3M ¢ Ha-
DVILIEHHMEM KPOBETBOPEHUSI MOTYT KOMIIEH-

CaTOPHO YBEJIMYUBATHCS TE€UYEHb, CEIE3CHKa,
muMdaTUIecKue y3ibl.

Jlyuegvie:

— YIUIOTHEHME U yToJeHue (B 2—3 paza)
KOPKOBOTO CJIOSI TPYOUaThIX U IUIOCKUX KO-
creit [61, 62, 74]; TUNUYHBIE JIOKAIU3ALUU
— KOCTH uyepemna, Ta3a, pebpa, OenpeHHbIE
1 00JbIIeOepIIOBbIe; B JUIMHHBIX TPYOUaThIX
KOCTSIX OOJIbIIIE CTPagaloT MeTa’nudU3bl,
rJe ryouaroe BEIIeCTBO MOXKET MPAKTUYECKHU
ITOJTHOCTBIO 3aMeIaTbCsl KOMITAKTHOW KO-
cteio (nuddysHbiil ckiepo3) (puc. la); Tu-
1epTpodusi KOPTUKATBHOTO CJI0sI 11adu30B
IIPUBOIUT K CYXKEHUIO WIM MOJHOMY MCYE3-
HOBEHMIO KOCTHO-MO3TrOBOTIO KaHAJIa;

— TIopaxeHHe TeJ MO3BOHKOB 3aKJoya-
eTcsl B cybarnodu3apHOM YIUIOTHEHUHU C O~
HOBPEMEHHBIM pa3peXXeHUeM LIEHTPaIbHbIX
otnejioB. Tela TIO3BOHKOB WMEIOT TpHU-
YeThIpe YEePEeOyIOIIUXCS TOPU3OHTAIBHBIX
MOJIOCHI Pa3IMYHON IUIOTHOCTU: IUIOTHBIE
pacroJyiaraloTcsi BOOJb 3MU(OU30B, OIHA-
JIBE pe30pOTUBHBIE (HEPEIKO HE Iepeceka-
IOII[M€ TTO3BOHOK ITOJIHOCTBIO) — B LIEHTPE

(puc. 16).

Puc. 1. CuHapom Anbbepca-LlieH6epra (MpamopHas 60/1€3Hb): @ — pe3ko ebipajicertbill Jup@y3no-o4aeosbiil
CK1epPO3 men NO360HK08, Kocmell masa, OedpeHHblx Kocmell; 6 — CUMRMOM 20pU3OHMANbHOU UCHepYeHOCmU
med NO360HKO6: NUHElHble CYOINUPU3apHble YNA0MHeHUs, pa30eneHHble pe30pOMuUEHbIMU 30HaAMU
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YmiomeHue  MO3BOHKOB — ITPOMCXOIUT
110 BCEMY MEePUMETPY; BBICTYIIAHUE KIIEPEIN
CKJIEPO3UPOBAHHBIX arto(u3apHBIX 30H CO3-
JIaeT BIIEYATJICHUE 3aManeHus LIEHTPaTbHBIX
OTIEJIOB TeJ; WHOTAA MepenHsisi KOJOHHA
yIuioniaeTcsi 60JIbIe OCTaTbHBIX, YTO ITPUBO-
IUT K Pa3BUTUIO KIMHOBUIHOM nedopMaiium.
®opmupoBaHue KHGOTHIECKON U KHUDOCKO-
JIMOTUYECKOM 1eopMaliiy HEPEIKO CBI3aHO
C TIaTOJIOTMYECKUMHU TIepeioMaMu Tesl T0-
3BOHKOB.

B Havasie 60J1€3HM BO3MOXKHO M3MEHEHIE
1—3 mo3BOHKOB, uTO TpebyeT mubdepeHIm-
QJIbHOM JOMarHOCTUKM C METAaCTaTUYECKUM
rnopaxeHueM, 0oje3Hbl0 KanbBe, 060J€3HBIO
[Memxera, numdorpaHyIoOMaToO30M ¥ Jp.,
TaKXe COMPOBOXIAIOIINXCS HEOTHOPOIHBIM
VIUIOTHEHUEM CTPYKTYpbl Tesa. Ha done mpo-
TPECCUPOBAaHUS TATOJOTUYECKasl IEPeCTPOii-
Ka 3axXBaThIBAET MPAKTUYECKH BCE TTO3BOHKU
WIN 3HAYUTETbHBIE I10 MPOTSKEHHOCTH OT-
JI€JTbI TIO3BOHOYHHMKA.

Jleyenne. I[TaToreHETUYECKOTO HET, OIIM-
CaH TIOJIOXWUTENbHBIN 3(hGhEKT MUeIoTpaH-
CIUIAaHTAllMM; TPODWIAKTUKA U JIeYeHHUe
OCJIOXHEHUM — BHUTAMHUHOTEpAIlUsl, CUM-
NITOMaTUYECKasl Teparus, WMMYHOTEpaIlusi,
JIeYEHUE TUIIOXPOMHON aHEMMH, COMYTCTBY-
IOLIEr0 OCTEOMUENTUTA, MaTOJOTUYECKUX IIe-
PEJIOMOB U BTOPUYHBIX Ne(opMaliiii KocTei
ckenera.

[Ipu nedopmamusx MO3BOHOYHHMKA IIPO-
BOIAT KOHCepBaTUBHYI Tepanumo (JIOK,
Maccax) U KOPCETHOE JICYCHHUE.

Berpeuaemocts: 1:100 000—200 000.

CoOOTHOIIIEHUE TIOJIOB OMMHAKOBOE.

Tun HaciemoBaHMS: ayTOCOMHO-peIeC-
CUBHBIN, MmyTauuu B reHe TCIRGI.

AMNOTPOOUU NNEYEBOIO NOACA
CUHAPOM —

cm. lepucpepuyeckoli yepeukanvHoli
HedoCcMamo4yHoCcmMu CUHOPOM.

AHOMAJIUU PEBEPHO-BEPTEGPAJIbHON
CErMEHTALUN -

cm. CnoHOunokocmansHou oucnaasuu
CuHOpom.

ANEPTA | (APERT) cunapom

CuH.: akpouedaroCMHIAKTHINSI*, aKpOC-
(peHocuHmakTIIMS®, aKpoKpaHuoauchaIaH-
rust*, cunapom Ilapka — IMayepca.

E. Apert (1868—1940) — ¢dpani. neguarp.
Cunzapom orcas B 1906 .

KomnonenTsl cunapoma (KOMILIEKC HA-
CJIeICTBEHHbIX aHOMaJMid) [31]:

— BPOXIEHHOE M3MeHeHHe (HOPMBI MO3-
roBOro uepena (OalleHHbIN, KJIMHOBUIHBIN,
KOHWYECKUH, YIUIOLIEHHBI B TiepenHe3al-
HEM HaIIpaBJI€HUN), BO3HUKAIOIIEE BCIIEM-
CTBHE MPEXICBPEMEHHOTO 3apallleHusI ILIBOB;

— OTKJIOHEHHUSI B Pa3BUTUU JIMIIEBOTO Ye-
perna — TUIMEPTEeJOPU3M*, YIUIOLIEHHBIE Op-
OUTBI, 3K30(TaTBEM*, MIKUpPOKas TIEPEHOCHULIA,
TOPOKU PAa3BUTHUS YIIHBIX PAKOBMH C BO3-
MOXHBIM HapyIlIeHUeM ClIyxa, BBICOKOE HEDO,
pacuierieHe MSITKOro HEDa;

— TIOPOKM Pa3BUTUS KOHEUHOCTEN — CUH-
NAKTWINST*, TIOTUIAKTUIMS®, pacllerIeHue
(basiaHr ¥ T.11.; aHKWJIO3MPOBAHUE HEKOTOPBIX
CYCTaBOB (He00s13aTeIbHbIA IIPU3HAK);

— IIOPOKM pa3BUTUSI TTO3BOHOYHMKA, He-
penko — cunapom Kiunmenst — Deinst (cMm.
Kiunmnenst — @eitnsg CMHAPOM), BPOXKIEHHBIE
CKOJIMO3BI;

— YMCTBEHHAasl OTCTAJIOCTh W KapJIUKOBBIN
pocCT (HeoOs3aTeIbHbIE TPU3HAKN).

Jleyenne. I1pu mporpeccupyrOImmMX BpOXK-
IEHHBIX JIedopMalusIX MMO3BOHOYHUKA BO3-
MOXHa XUpyprudecKast KOppeKIusi.

BcTpewaemocTh He M3ydeHa.

CoOTHOLIEHHUE TT0JIOB HE U3YYEHO.

Tun  HacnemoBaHUS:  ayTOCOMHO-IOMU-
HAHTHBIN.

Kmunuyeckuit npumep (puc. 2). BoibHas
JI.C., 2 ronma 10 Mec., moctymnmia ¢ rnporpec-




Puc. 2. CunapoM AnepTa y pebeHka (onucanme B TeKcTe): GHewH Ul 6ud 00 onepayuu (a): kpusouiesi, deghopma-
WU M03208020 Hepena u npasoll YUHoU pakoeurvl; eHewnui eud (6) u KT (8) nocae uncmpymenmanvHoi
KOppeKuuy KoOCmHoU Kpugoueu



