XUPYPITUA TTO3BOHOYHUKA ‘ 4/2009 (C. 31-37)

© M.B. MMXAMAOBCKMUH, 2009

)

CKOAMOZ TP CMHAPOME MAPOAHA
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Hosocubupcrkutt HUV mpasmamonozuu u opmoneduu

TIpeacTraBaeHbl AMTEpaTypHbIE AAHHbBIE, KACAIOUIMECS] TTPU-
poab! cuHApoma Mapdana, mpoaHaa3upoBaHbl AUATHOCT Y-
YeCKyie KpUTEePUN, IIPUHLIMIILI M Pe3YALTAThl Ae4eHMsI Ae(POp-
Manmy T03BOHOYHMKA, Pa3BUBIINMXCSI IIPU ITOV I'eHeTHUYeCKHU
AeTepMMHV{pOBaHHOI;I T1aToNOI'MM COeAMHV{Te]\bHOI;I TKaHN.

Knarouesbie cnosa: cuapapom Mapgana, ckonnos, Xxupypru-

YeCKoe nevyeHme.

SYNDROME

M. V. Mikhailovsky

SCOLIOSIS IN PEOPLE WITH MARFAN

The paper presents literature-derived data concerning Marfan
syndrome, the analysis of diagnostic criteria, principles and re-
sults of spinal deformity treatment in patients with this geneti-
cally determined pathology of the connective tissue.
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Hcemopusa sonpoca, npoucxoxcoenie,
MePMUHONO2USA
OnrH 13 HaubOIEE YACTO BCTPEYAIONINX-
€A BAPUAHTOB IOPLKEHUA COCAUHUTENb-
HOU TKaHH, CUHAPOM Mapdana, Briep-
BBIE ONMCAH (PPAHIIY3CKUM IIEAUATPOM
Marfan B 1896T. 107 HA3BAHUEM «IOJIH-
XOCTCHOMENHS> (BPOXKAECHHAA TUIIOILIAC-
TUYECKAA ME30ZEPMATIbHAA TUCTPOH,
AKPOXOHAPOTUIEPILIA3HSA, JU3TUHIEK-
TONHA, JOTUXOMOP(UA, APAXHOAAKTU-
aug). Cuxapom Mapgana Hacnenyer-
€4 TI0 AyTOCOMHO-ZIOMUHAHTHOMY THUITY
U ABJACTCA PE3YAbTATOM MYTALUN T€HA,
OTBETCTBEHHOIO 32 BBIPAOOTKY (pUOpHII-
JIMHA-1, OCHOBHOTO INIMKOIPOTEMHOBOIO
KOMIIOHEHTA BHEKIETOYHBIX (PUOPUILL,
KOTOPBIE BMECTE C 3MACTUHOM BXOJAT
B COCT4B AJIACTUYECKUX BOJIOKOH [13].
C.A. Pennbepr [2] ormeuaer,
9TO GOJNE3Hb BCTPEYAETCA KAK B BUJIE
CIOPAJMYECKUX CTY9AEB, TAK U B KAUEC-
TBE CEMENHOTO 3200JIEBAHNSA, KOTOPO-
My MOJBEPKEHO HECKONBKO UNEHOB
OJHOM CEMBH M3 OJHOTO MM PA3HBIX
NOKOIEeHUH. [IpenmymiecTBEHHOro nopa-
KEHUA MYAKCKOTO WX JKEHCKOTO MOMA
HE OTMEUEHO.

Mopgponozumeckue usmenens
DMACTUYECKUE BOJIOKHA NCTOHYEHDI, PAC-
TONOKEHBI HEPABHOMEPHO, OTMEYACTCA

paccioeHue CpeHeil 0O0IOUKU KpyIl-
HBIX COCY/IOB, PA3PBIX/IEHUE SHJOTEMUSL.
B 3HI0TENNATIBHOM U TIO/I3H/0TENN b
HOM CJIOIX OOPA3YIOTCS IOAYIIKOOOPA3-
HBIE BBICTYIIBI B IIPOCBET COCYAA. Dlac-
TUYECKUH KAPKAC 20PTHI U JIETOYHOI'O
CTBOJIA Pa3BUT C1a00. MUOKapy ¢ AUCT-
POPUYECKUMU U3MEHEHUAMH, BAKYOIU-
3aLUEH, MECTAMU C PE3KUM HAOYXaHUEM
BOJIOKOH. B KOCTHO!! TKAHU — pa3pexe-
HHe 620K Hapyuiena crpykrypa xps-
LIEBOI TKAHU 3 CYET OOPA30BAHUS KOJI-
JIATEHOBBIX IIYYKOB, PACCHAUBAIOIINX
MEKYTOUHOE BEMECTBO [1].

Knunuxa, ouaznocmuira

OCHOBHOE KIMHHUYECKOE MPOABICHUE
60ONE3HN — BBIPAKEHHAA ACTEHUYHOCTD
KoHCTUTYLMH (puc. 1). Yeper y3kuit, nof-
6OPOJIOK CPE3AHHBII WK BBICTYIIAIOINH,
IJ434 MOCAKEHBI OIM3KO, YIIHBIE PAKO-
BUHBI TOHKUE U MATIOITACTUYHBIE, (IITH-
Ybe» BBIPAKECHUE JIAIA, CKIEPHI CHHHE,
OTMEYAETCA BBIBUX WIH TIOJBBIBUX XPYC-
TAJIMK4, I71432 MUPOKO PACCTABICHBL
O6mast rumOTOHMS, MBIIIEYHAS TKAHb
BBIPAKEHA (1400, KAK 1 TIOAKOKHAA KIIET-
YATK4, KOKa KpaitHe ucrondena. Cyc-
TABBI THIIEPMOOWIBHDL, KUCTH U CTOIIBI
JUIMHHBIE, C TOHKUMY ITAyKOOOPA3HBIMU
HAJIBLEAMU (PUC. 2), COTHYTBIMU B MEX(a-
JIAHTOBBIX CYCT4BAX (OTCIOfid — APAXHO-

Puc. 1
TUIMIYHBIA BHEITHAN BUJT 60JIBHOTO
¢ cuHapoMoM Mapdana [5]

JakTius). [pyaHas Kierka aepopMupo-
BAH4 110 THITY BOPOHKOOOPA3HOI (prC. 3)
WIN KWIEBUIHON. Pebpa TOHKUE U JUINH-
HBIE, PACIIOJIOKEHBI IIOYTU OTBECHO.

M.B. Muxaiinosciuti, 0-p meo. Hayx, npogp,, 2. Hay4. Compyonu, 3as. omoeneHuem 0emcroil i noopocmioeoLl 6epmeopono2uLL.
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OTMEeYaI0TCs BET€TOCOCYAUCTBIE Pac-
CTpOﬁCTBa: IOTIMNBOCTD, BAJIOCTb XOJION-
HbIE KOHEYHOCTH, MPAMOPHbII PUCYHOK
KOH, aKpOLIaHOo3. Habmopaiorcs u3me-
HEHUsI CO CTOPOHBI CEP/LA: PACUIMPEHUE
I'DAHULL, CUCTONUYECKUN U JUACTOINYEC-
KU1 IIyMBL Bce M3MEHEHUs CepleyuHO-
JIETOYHO! CUCTEMBI C BO3PACTOM YCYIy0-
JIAIOTCA 32 CUCT HAPACTAHUA HU3MEHEHUI
MHUOKAp/a, IEPETPY3KU IIPABOTO JKEIMY-
JI0YKa, (POPMUPOBAHUSA AHEBPU3M A0PTHI
U JIEFOYHOI'O CTBOIA.

YMCTBEHHOE PA3BUTHE OOJbHBIX
HE cTpajaer [1], x0T eCTb U JuaMeT-
PAJIPHO IIPOTHBOINOIOKHAA TOUYKA 3pE-
HYA [2].

Juazrocmumeckue Kpumepu

B 19951 rpynna BeAyIyx MUPOBbIX Clie-
IHAIUCTOB Pa3paboTaia CUCTEMY JiHar-
HOCTHYECKUX KPUTEPHEB, N3BECTHBIX
KaKk kpurepun Ghent. CucreMa WieHTH-
(uiMpyer IIaBHbIE U BTOPOCTETICHHBIE
KpUTepHy, 6a3upysch HA JAHHBIX KJIH-
HUYECKOTO OOCIEI0BAHUS PA3THYHBIX
CHCTEM OPraHM3Ma M CEMEMHOM aHAM-
He3e. [V1aBHbIe KPUTEPHH OTPE/IEIIOTCS
KAK UMEIOIHE BBICOKYIO IMarHOCTUYEC-
KYIO TOYHOCTb, IIOCKOJIBKY CPABHUTEIBHO
PE/IKO BCTPEYAIOTCS IPH JIPYTUX TTATONO-

TMYECKUX COCTOAHUAX U B OOWIEN MOITy-

s [3).

CeMEVHBIN aHAMHE3 U PE3YIbTATHI
MOJIEKYJIAPHBIX UCCIEOBAHUN OTHO-
CATCA K IVIABHBIM KPUTEPUAM, CPEaN
KOTOPBIX POACTBEHHUKU IIEPBOU CTeE-
IIEHU POJACTBA (POJUTENH, AETH, CUOCHI)
C OATBEPIKICHHBIM JUATHO30M; MyTALA
FBN1, BBI3BIBAIOMIAS PA3BUTHE HOJIES-
HU Map(aHa; HaCIeJ0BAHUE IAIUIOTUIIA
FBN1, cBsI3aHHOE C HATUYNEM CEMEMHOM
(bopwmsbl 6011381 Mapdana.

Ecmy BImenepeyncieHHble Mpu3Ha-
KW OTCYTCTBYIOT, JUIsl IOCTAHOBKY IUa-
rHO3a 601301 Mapgana HEOOXOAUMO
HAIMYUE [TIABHBIX KPUTEPHEB TIOPAKE-
HUS IBYX PA3IMYHBIX CCTEM OPraHU3Ma
1 NOPAKEHUE TPETHEIL

OCHOBHBIE KIMHUYECKUE POSBICHIS:
— 3AMEUICHHOE PA3BUTHE JIBUTATENb-

HOTO CTEPEOTHUIIA BCIEACTBUE TUIIED-

MOOMIBHOCTU CBA30YHOI'O AIIAPaTa

Ta300€JPEHHOTO, KOJIEHHOTO, TOJIe-

HOCTOITHOTO, JIyY€3aIACTHOIO U MEXK-

(baTAHTOBBIX CYCTABOB;

— JUACTONUYECKUN IIyM HA d0PTE;

— IEMYOK HA BEPIIMHE C IIOCTEAYIO-
UM TOJOCUCTONUYECKAM IIYMOM
BCJIEZICTBAE MUTPAIBLHOTO MPOMATICA
C perypruranumert;

— JI3PUTMUS,

— PE3KOE HAYaJIO0 I'PYAHBIX OONEH,
uMermux Mecto y 90 % 601bHbIX
C paccioeHueM aopThl (Apyrue
CUMIITOMBI: CUHKOIIE, MIOK, OJIe]-
HOCTb, OTCYTCTBUE Iy/IbCA, APEC-
TE3UN WM ITAPATUYU KOHEUHOC-
TEW, aJICHUE IABJIEHUA MOXKET O3HA-
YaTb PA3PLIB A0PTHL);

— 601 B IOACHUYHO-KPECTILOBOM
OTJie/Ie TIO3BOHOYHHUKA, OIYIIEHUE
AOKEHUS WM OHEMEHUS, C1A00CTh
B HOT'dX IIPU HAIMYUU JYPATBHON
9KTA3UN (TIOCTIEAHAL MOKET BBI3BATH
T'OJIOBHBIE GO U JIAKE HEBPOJIOTHU-
YECKYIO CUMIITOMATHKY);

— Y B3POCIIBIX — OOJIU B CYCTaBAX;

— pu Ipydboi KUIEBUAHON jiedop-
MAlUY IPYAHON KIETKU — JUCII-
HO3, Cep/LeOueHNe, 3arpyAUHHbIE
6oy,

— IPH CHOHTAHHOM ITHEBMOTOPAKCE —
OJIBIIIKA, YaCTO € OOAMHU B IDYAY;

— IPOGJIEMBI CO 3PEHUEM BCIIEACTBUE
TIO/IBBIBUXA XPYCTAIMKA WIHM OTCIIOM-
KA CETYATKHU, HEPEAKU MHUOIUSA
1 AMOJTHOTIHSL.

B Hacroduiee BpeMs IMArHO3 607E3-
HU MapgaHa OCTaeTcsd B OCHOBHOM
KIMHUYECKHM.

Puc. 2
ApaxHOAKTIINA [5]

Puc. 3
Boponkoobpaznas aeopMalyis IpyAHON KIET-
KA [5]
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Onoprno-oguzamensvrolii annda-

pam. BonpHbIE 0GBIYHO 60JIEE BHICO-
KM€ U XYABIE B CPABHEHUN C WICHAMHU
UX CeMEl, KOHEYHOCTH HETIPOIOPLIUO-
HAJILHO JUTMHHBI OTHOCHUTENBHO TYJIOBU-
wa (dolichostenomelia), 4acto OTMe4aeT-
€A APAXHONAKTHIIHAL

['1aBHBIE KpUTEPULL:

rpybas xKunesujaHas gepopmanus
I'DYAHOH KJIETKHU, TPEOYIOMAs XUPYP-
TUYECKON KOPPEKLINY;

CHIDKECHUE OTHOMIEHHUS BBICOTBI TENA
U HIDKHEX KoHeyHocTeH (0,85 BMecTo
0,93) 1 yBENUYEHNE IUPUHBI PA3-
BE/JICHHBIX PYK OTHOCUTENBHO POCTA
710 1,05;

HOJIOKUTENBHBIE CUMIITOMBL Walker
u Steinberg: mepBbIil CUUTAETCA
TOJIOKUTEBHBIM, €CTTHU JUCTAIbHBIE
(panaHTU NEPBOTO U IIATOIO MaJlb-
LI€B OJHOM PYKU [IEPEKPBIBAIOT APYT
Apyra npu OO6XBATBIBAHUMN 34IIAC-
ThA IPYyrou pyku (puc. 4); BTOPOH
CUUTACTCA TONOKUTENbHBIM, €CIH
HEPBBIN NAJIEL HAXOAUTCA B 110JI0-
KEHUU MAKCUMaJbHOW OIIIO3U-
WX B CKATOM KUCTH, 4 €I'0 KOHEI
BBICTYIIACT 34 YAbHAPHBINA KPAK KUC-
TH (puUC. 5);

OIPAHMYEHUE IKCTEH3UU JIOKTEBBIX
cycrasos o 170%

MEIUAILHOE CMEIECHUE BHYTPEHHEN
JIOBIKKU C (POPMHUPOBAHUEM Des
Dplanus,

aueTabyIPHAS IPOTPY3Us — CMEIIlE-
HHE MEJUANBHON CTEHKU JIHA BEPT-
JYKHOW BIIAJUHBL B IIOJOCTb T43d
BMECTE C TOJIOBKOY OEIPEHHON KOC-
TH — MOXET OBITb BBIPAKEHA B JIIOO0U
creneny, Berpedaeted B 50 % cydaen
6onesuu Mapgana.

BropocTeneHHble KpUTepun:

KUJNEeBUAHAA Ae(pOopManusd Ipyj-
HOU KJIETKM YMEPEHHOU CTEICHU
BBIPLKEHHOCTY,

cKomo3 MeHee 20%

I'PYAHOM JIOPAO3;
TUIIEPMOOUIBHOCTD CYCT4BOB;
BBICOKOE CTOSTHHUE HEOZ,
HEINPABUJIBHBIN POCT 3yO0B (dental
crowding);

AedopManuu JIuLa: Joauxoneda-
s, ManApHas TUIOIIA3UA, SHOQ-
TAJIbM, PETPOTHATHA.

[Topaxenue ONOPHO-BUIATEIBHO-

o aIlapara CYUTAETCs JOKA3aHHBIM
IIpY HAIUYUY MUHUMYM JIBYX IJIABHBIX
KPUTEPUEB WIX OJHOI'O ITIABHOI'O U IBYX
BTOPOCTEIEHHbIX.

Opeanvi 3penus. TaBHBIM KPUTEPHU-

€M CUMTACTCA CMEMIEHHUE XPYCTAHKA.
Berpeuaerca y 50 % 60mbpHBIX. CMeMeHne
OOBIYHO BEPXHEE WM TEMIOPATBHOE.
MoskeT ObITh BBIABICHO IPU POKACHAN
YJIX PA3BUTHCS B IETCKOM MU HOPOCT-
KOBOM BO3DacCTe.

BropocCTeneHHbIE KPUTEPUH:

IUIOCKAA POTOBULIA (KEPATOMETPHUA);
YBEIMYEHHUE AKCUAIBHOTO PA3MEPA
IJIA3HOTO A6/10KA (110 1aHHBIM Y3H);
KATAPaKTa y OOJBHBIX MOJIOXE
50 ner;

TUIIOIIA3KA PASYKKA WM LUIAAP-
HO MBIIIIIBL, BHI3BIBAIONIAA MUO3;
6JIM30PYKOCTb BHE 34BUCUMOCTH
OT TOJIOKEHUS XPYCTAINKA, HAN60-
JIEE YACThIC HAPYMEHNUA pePPAKIHIHI
— MHOINA 32 CUET VUIMHEHNUA T71A3-
HOTO SI0JI0KA 1 AMOJINOTINS;
TJIayKOMA Y GOJTBHBIX MOJIOKe 50 JieT;
OTCJIOMKA CETYATKH.

Jmarnos 6one3nn Mapgana tpedyer

HA/IMYMs MUHUMYM /IBYX BTOPOCTEIEH-
HBIX KPUTEPHEB.

Cepoeuno-cocyoucmas cucmema

['maBHbIE KpUTEPULL:

AWUNATaLUA KOPHS 20pThI, BKIIO-
yag cuHychl Valsalva. Ormeuaercs
B 70—80% ciydaes, MaHupeCTUpy-
€T B pAaHHEM BO3PACTE U BCTPEYAET-
A Yale y MYKYUH, MOKET COIPO-
BOKIATbCA JUACTONMYECKIM IIYMOM
HAJl 20PTAIbHBIM KIAIAHOM;
PACCIIOEHUE CTEHKU 20PThI, BK/II0YA
HUCXOJSILIYIO.

BropOCTEneHHbIE KPUTEPUH:

IIPOJIANC MUTPAIBHOTO KI4IIaHa
(4acrora 55—70%), CPEAHECUCTO-
JIMYECKUH MIETYOK MOKET IIPE/IIEC-
TBOBATb BBIPAKECHHOMY ITO3HECHC-
TONMYECKOMY IIYMY, 4 B TKETBIX CITy-
YaAX — TONOCUCTONTUIECKOMY;
AWIATANNA TIPOKCUMATIBHOTO OT/E-
J1a TJIABHOM JIETOYHOU 4ApTEpUU
IpU OTCYTCTBUU NEPUDEPUUECKO-
IO JIETOYHOTI'O CTEHO3d WIM WHOU
TIATOJIOTUY;

KAJIbIU(PUKALIA MUTPAILHOTO KOJb-
11a y 60JIbHBIX MOMOKe 40 neT;
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— JWIaTalys A6lOMUHAIBHON WX HUAC-
XOJALIEN I'PYHON A0PTHI Y OOIBHBIX
Monoxe 50 Jier.

BrioyeHne B aTOJIOTUYECKUI TIPO-
11eCC CEPEUHO-COCYAUCTON CUCTEMBI
II0/pa3yMEBAET HAJIMUKE OfJHOTO BTO-
POCTENEHHOTO KPUTEPHUSL.

Jlecounas cucmema. BbLieneHbl TONb-
KO BTOPOCTEIIEHHbIE KDUTEPULL:

— CIOHTAHHBIM MHEBMOTOPAKC (5%
OOJIbHBIX);

— aIMKajpHAs OY/Ia, OlpejensemMas
PEHTTEHOIPAPUIECKH.

Koorca. BeijieneHbl TOJIBKO BTOPOCTE-
TIEHHBIE KPUTEPUH:

— Striae atrophicae B OTCYTCTBUE U3ME-
HEHUSA BECA TeNd, GEPEMEHHOCTH, ITOB-
TOPHBIX PACTSKEHMI. Berpevaercs
B 00/1aCTY HAJIIJIEYNH, CIIUHBL 1 Oeiep
(puc. 6);

— INIOBTOPHbIE WM HIOCIEONEPALIUOH-
HbIE IPBIKU.

O6on0uxKH cnunHo20 Mo3e2a. Ilprme-
HUTEJIBHO K TBEP/IOH MO3TOBOY 060104~
Ke OIIPE/IE/IEH TOJIbKO OJIUH IJIABHBII
KPUTEPUI — 3IKTA3UA, JUATHOCTUPYE-
Mad ¢ nomoupio KT nmu MPT, Berpeya-
€TCA € YaCTOTOl 65—92%. D10 pacuiy-
pEHUE [I0O3BOHOUHOI'O KAaHAIA, OOBIY-
HO ACUMITOMATHYHOE, IIOYTH BCEI/A
— B IIOSCHUYHO-KPECTIIOBOM OTZEIIE.
JypanpHbIE MEMOK 6a/UI0HOOOPA3-
HO PACIIMPEH, YaCTO ¢ (POPMUPOBAHU-
€M I'DBDKEBBIX BBIIYUBAHUI B MECTE
OTXOXK/IEHUSI KOPELIKOB Y COOTBETCTBY-
I0IUX (popaMuH (puc. 7). CTeneHp 3KTa-
311 HAPACTAET C BO3PACTOM, IOATBEPK-
J1as1 THIIOTE3Y O KyMY/IATUBHOM 3(pexTe
BHYTPU/YPAJIbHOIO JIaBJIEHUSA B 6a30-
BOM OT/ieJie [I03BOHOYHUKA B IIOJIOKE-
Huu crost. Heo6XoauMo IOMHUTH O BO3-
MOXKHOCTY PA3BUTHA AYPAILHON SKTA3UU
npu cunapome Ehler — Danlos, Hefipo-
(bubpomatose I ThIIa, aHKUIO3UPYIOIEM
CHOH/IJIUTE, TPABME, CKOIMO3E, OITyXO-
JIEBBIX [IPOLIECCAX.

Tevenue bonesnu (degpopmauus
NO360HOUHUKA)

Cungpom Mapdana B 73% ciyva-
€B COIIPOBOXAAIOT Je(POPMALIUU 1103~
BOHOYHUKA, XOTs, BO3MOXKHO, CTOJIb
BBICOKUH I0OKA3aTE€Nb OOBICHAETCA
TEM, 4TO B OOJIBIIMHCTBE HCCIIE/0BA-
HUI OOCYA/AI0TCSL IPYIIBL CHIELUATIb-

HO NOJOOPAHHBIX OOJNBHBIX, HYK/AI0-
IIMXCA B XUPYPIUUECKOM JledeHnH [12].
B ornuyne oT UAMONATHYECKOIO CKO-
11032 AeopManuu I03BOHOYHUKA
pu cuHApoMe Mapdana pazBuBAOTCA
3HAUUTEIBHO PAHBIIE ¥ I'OPA3/o vale
MOTYT OBbITh OTHECEHBI K UH(DAHTHIBHBIM
Y I0BEHUJIbHBIM.

Xapaxrep nporpecCupoOBAHUA CKO/HU-
0308 IIpu 6071e3HU Mapgana Ha 60b-
IUX I'PYNIax GONbHBIX HE YCTAHOB-
JIEH, HO HEOOJbIINE CEPUM [IOKA3bIBA-
10T, YTO IIPOIPECCUPOBAHUE, OCOOEHHO
pu MHQPAHTUWIBHOM THIIE JedopMa-
1MUY, MOXKET OBITh BeCbMa OYPHBIM [14].
ITo naumbM P, Sponseller et al. [16], Bce
Jedopmariu cabine 30° IpOrpeCCUPYOT
MUHUMYM Ha 10°) 2 'y B3pOC/IBIX AIUEH-
TOB ¢ JiehopMarusaMu cBbire 50° mpor-
PECCUPOBAHKE COCTABIIIET B CPEAHEM 3°
B 1071, OCOBEHHOCTBIO 601€3HU Mapda-
HA SABJIIETCSL PUTHIAHOCTD AepOopMaLuit
TII03BOHOYHHUKA, YTO IOJTBEPKIAETCS
(PYHKLMOHANBHBIMU CIIOH/UJIOTPAM-
MaMHU. DTO 0OCTOATENBCTBO NPEJCTAB-
JETCs. TPYAHOOObSICHUMBIM C YIETOM
O0IIEr0 MOPAKEHUS COEAUHUTENBHOI
TKAHW Y THIEPMOOUIBHOCTBY CYCTABOB
KOHEYHOCTEI.

Tunel gedopmManuil 103BOHOY-
HUKa 1Ipu 6071e3Hn Mapdana te xe,
YTO U IIPY NJUOIATHYECKUX CKONO32X,
HO, B OTIMYUE OT HOCIE/HUX, YACTOTA
IIPABOCTOPOHHUX I'PYJHbIX CKOIMO30B
C TOSICHUYHBIM [IPOTUBOMCKPHBIEHUEM
BBIIIE, YEM €/IMHUYHBIX [IPABOCTOPOH-
HUX JyT [4].

CaruTTaabHBI KOHTYD IO3BOHOY-
HUKA U3MEHAETCS BECbMA BAPUAOEIILHO,
TIpU 3TOM TpyfHbIe KU(O3b 6o1ee 50°
BeTpevatored B 40 % cnydaes [8]. Hepeaxo
OTMEYAETCA iehOpMALIUS IDYAHON KIIET-
KU 110 TUILY pectus excavatum.

YacToTa U TSKECTb CIOHJUIONIMIC-
Te3a npu 6ose3Hu Mapdana 6onee
BBIPAKEHBI, YEM B OOLIEH NMOMYJIALMN
[16]. BoneBOi CHHAPOM BHIPAKEH Yallie,
4eM [IPU UIMONATHYECKOM CKOJIMO3€e
Y JIOKAJIU3YETCS HE B HIKHEIOACHUY-
HOM OTJIENIE, 4 B 0O/IACTH OCHOBHOM JIyT1

(14, 10).
Penmeaenoepagpuneckan kapmuna

AHaTOMUS I03BOHKOB MOKET OBITH HOP-
MQIBHOH MM HECKOJIBKO U3MEHEH-

34

HOM B BUJIC YBEIMUCHUS TIEPEIHE3A/THE-
o InaMeTpa Tel. BO3MOKXHO Hanudue
JIBOSKOBOTHYTO 1€(POPMALIUH TEJ 1103-
BOHKOB, KaK [IPX HECOBEPIIECHHOM OCTe-
orenese. JlypanbHbie 3KTA3UU MOTYT
BBI3bIBATH UCTOHUCHUE KOCTHBIX CTCHOK
TEJ MO3BOHKOB U JIYKEK, PACIIUPEHUE
(hopaMuHATBHBIX OTBEPCTH [15]. DTO
00CTOATENBCTBO HEOOXOAUMO YUUTHI-

Puc. 6
Striae atrophicae [5)

Puc. 7
MPT nipu /lypa/TbHOM SKTA3HUH B TOSIC-
HUYHO-KPECTIIOBOM OT/ETE [5]

AEOOPMALIM I TTO3BOHOYHMKA



XUPYPITUA TTO3BOHOYHWKA

4/2009 (C. 31-37)

M.B. MMXAMAOBCKMM. CKOAMO3 TP CUHAPOME MAPOAHA

BATb [IPU IVIAHUPOBAHUU XUPYPrUYec-
KOT'O BMEIIATEIbCTBA.

Tunuuro# 1 6071€3H1 Mapdana
SABJIAETCS. IPYAHAS JIOP/IOCKOINOTHYEC-
Kast iepopMalius, YacTo COYETaIoma-
ACA C HOSCHUYHBIM KU(POCKOMHO30M.
Boobme rpybble M3BMEHEHUS CATUT-
TAJIBHOT'O KOHTYPa BCTPEYAIOTCS Yallle,
4eM IIPU UMONATHYECKOM CKOIHO3E.
30Ha AehopManuy OOBIYHO PUTH/HA,
YETO HEJb34 CKA32Th O I03BOHOYHUKE
B 1ie710M. Hepeako 0TMeYaeTcs Hamune
CIOH/IUJIONUCTESA.

Kowcepsamugroe sevenuie
Kopcerorepanus npu gepopmanu-
SIX TIO3BOHOYHMKA HA [IOYBE CUHJPOMA
Mapdana cuuraerca MeHee aPeKTus-
HO, YeM IPU UUONATUIECKUX CKOJIU-
032x. Emans [9] momnaraer, 4To OHA IIOKa-
3aHa rpu iepopmansix mexee 40—45°,
a Donaldson u Brown [8], yuuTbiBas
PUTH/IHOCTD I03BOHOYHUKA, PEKOMEH]TY-
10T HAUUHATD JIEYEHUE PAHO, KAK TOJIBKO
AeopManus JOCTUTHET BEMUYUHBL 20°,
BO3MOKHOCTH KOPCETOTEPAIIUY JTUMU-
TUPOBAHbl MEXAHNYECKUMU [IPOOIIEMA-
MU, BbI3BAHHBIMU HUIMYNEM KIJIEBUJIHOM
I'DY/IHON KJIETKU, IPYAHBIM TUIIEPIOPAO-
30M. KpoMe Toro, XapakTepHoe I0I0Ke-
HUE pedep, 6IM3KOE K BEPTUKAIIBHOMY,
CHIDKAET LIEpefiady KOPPUTHPYIOLIETro
BO3/ICHICTBHS HA [IO3BOHOYHHUK, a YCHIIE-
HUE JaB/IEHNUS YPEBATO PA3BUTHEM IIPO-
JIEKHEN 13-32 UCXO/IHO MaTOJIOIMYEC-
KOI'O COCTOSAHUSA MATKUX TKAaHEN. XOTd
B OT/IE/IbHBIX CTYYasIX YAAETCA CTAOWIN-
3UPOBATH JIe(POPMALHIO, IIPOIPECCUPO-
BAHHUE CKOMI032 60JIEE BEPOSATHO [4].

Xupypeuueckoe newere

Toxasanua x onepavuu. llpescrasie-
HHA XUPYProB O NMOKA3AHUAX K XUPYP-
TUYECKOIN KOPPEKIUHU Jie(hOPMALIHIT T103-
BOHOYHMKA IIPU CUHApPOME MapdaHa
¢ rojamu MesstioTcs. B 19721, McKusick
[11] coobmum, 4TO CpeAHss NPOJO-
JKUTENBHOCTD KU3HYU TAKUX ITAIVEH-
TOB, BCIEACTBUE CEPAEUHO-COCYAUCTON
MATOJIOTUU, COCTABSIET BCETO 32 TOfid.
Ceryac CUTyanys U3MEHIIACD, U TIOKA-
3aHUEM K XUPYPIUYECKON KOPPEKLUU
CUUTAIOTCA AE(POPMALMN BEIMYUHON
45—50° unu MEHbIIE NPU HATUYUH
JOKyMEHTUPOBAHHOTO POTPECCUPOBA-

HUS WK HEA(PPEKTUBHOI KOPCETOTEPA-
iy, JpyruMy MOKA3aHUAMU CYUTAIOT-
s BBIPDKEHHBIN IPYAHON THIIEPKA(DO3
U CTOMKHIT 6OJIEBOI CUHIPOM Y B3POC-
JIBIX TTALUEHTOB [8]. YTo Kacaercs aereit
MIIajie 6—8 JIeT C IPOrPECCUPYIONUMU
JeopManyaMy, pemeHre 06 onepanun
CTAHOBUTCA CJIOKHBIM M3-32 BBICOKOTO
PHUCKA UHTPAONEPAIUOHHBIX OCIOXK-
Henuyl. Kpome T0ro, Haio y4uThBATD
HEOOXOAUMOCTD 3TAMHBIX AUCTPAKLIUI
1 BO3MOKHOCTB IIPOTPECCUPOBAHYA CEP-
JEYHO-COCYAUCTON MATONOTHH 10 MEpE
pocra 6071bHOIO [9].

Ipedonepayuornoe 06cre00saHLe.
Oco060 THATENBHO JOLKHA OBITh UCCIIE-
JOBAHA CEPACYHO-COCYAUCTAA CUCTEMA,
TIIOCKOJIBKY PACCTAUBAION[ASA AHEBPU3MA
40PTHI ABIACTCA MPOTUBONOKA3AHUEM
K OIEPALMU. DTO OTHOCUTCS U K JIETKKM,
TAK KAK BO3MOKHBI IIPOGIEMBI [IPU HAJIN-
YUU HEPACIIO3HAHHON JIETOYHOM OyiI-
JIBl WM 3M(PU3EMATOZHBIX M3MEHE-
HUI. AHECTE3UOIIOT, XOPOIIO 3HAIOMNN
6071e3Hb Mapdana, ZO/DKEH ObITh I'OTOB
pemars nojo6HbE IPOOIEMBI, BKIIO-
Yas UHTPAONEPALUOHHBIA CIOHTAHHBINA
IIHEBMOTOPAKC. MICX0HOE COCTOAHIE
JIETOYHON TKAHW MOKET CHIKATH TOJIE-
PAHTHOCTD OOJBHBIX K MONOKEHHUIO JIEKA
Ha OIEPALMOHHOM CTOJIE B YCJIOBUAX
BHEIITHETO ABICHNA 3JIEMEHTAMY CTONA
H4 TPYAHYIO KJIETKY. BOIbHON JOIKEH
OBITH OCMOTPEH OKYJIMCTOM Ha IPEJ-
MET BO3MOKHOH 3KTOIUH XPYCTAINKA
U OLCHKU PUCKA UHTPAOIEPALUOHHON
€ro AUCIOKALVN.

Ocobennocmu xupypeuveckori mex-
Huxu. I1pefonepannoHHOe TIaHIPOBA-
HYE (IPOTLKEHHOCTh MHCTPYMEHTAb-
HOTO OJIOKA ¥ PACCTAHOBKA JIEMEHTOB
KPEIUICHNUA) NPAKTUYECKH HE OTINYA-
€TCA OT TAKOBOTO IIPY MAUOMATHYEC-
KOM CKOMHO3€. ONTUMAJIHBIM ABJIACTCA
HUCTIONB30BAHUE CETMEHTAPHOTO MHCTPY-
menrtapus Il moxosnenus, XoTd orze-
JIBHBIE d4BTOPBI COOOIAIOT 00 yCIIen-
HOM IPUMEHEHNH TeEXHUKU Luque [18].
[Io UX MHEHHUIO, PACCEUEHUE KENTBIX
CBA30K, HAXOJAIMXCA B COCTOAHNN KOH-
TPAKI[UH, CIIOCOOCTBYET JOCTHAKEHHUIO
60JIbIIEN KOPPEKLMNL

Oco60€ 3HAYEHUE B XUPYPIHU OOJIE3-
HY1 Mapdana npuodpeTaeT BOCCTAHOB-
JIEHUE CaTUTTAIBHOIO KOHTYPA I103BO-
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HOYHOT'O CTONOA, B IIEPBYIO OUYEPE/D
TPYAHOTO KU(po3a. YacTo BCTpeyarone-
€Cs TOPAO3UPOBAHUE TPYAHOTO OT/IENA
MIO3BOHOYHKKA PE3KO YMEHBIIIAET PETPO-
CTEPHATIBHOE IPOCTPAHCTBO C COOTBETC-
TBYIOIUMY U3MEHEHUAMU MOJIOKEHUA
U (PYHKIIMK BHYTPEHHNX OPraHoB. C yue-
TOM XaPAKTEPHOH 14 60ne3un Mapga-
HA PUTHIHOCTY O3BOHOYHYKA HEPEAKO
BO3HUKAET HEOOXOMMOCTb MOOUIU3Y-
IOIIETO 3TAIA XUPYPrUYECKOrO BMEIa-
TENBCTBA B BUJIE AUCKIKTOMUH.

KagecTBO KOCTH CYIIECTBEHHO
HE MEHAETCA, 9TO HE OIPAHUYUBAET
XUPYpPra B BEIOOPE 3NEMEHTOB KpeEIule-
HUA (KPIOKH, IIYPYIIbL, CYOIAMUHAPHEIE
nerau). IIpu noxka3anuax BO3MOXHO
UCTIONb30BAHKE TAIO-TPAKIIUH.

[Ipu 60ne3uu Mapana 4acro oTme-
94€TCA PA3BUTHUE TAK HA3BIBAEMBIX
AYPAIBHBIX IKTA3HI, OCOOEHHO B MOAC-
HUYHO-KPECTLIOBOM OT/ene. B atux
YY4CTKAX BO3MOKHO UCTOHYEHHE KOP-
HEH JIYKEK U TeJ IO3BOHKOB, YTO MOX-
HO BBIABUTD IIPY NIPEAONEPAITUOHHOM
KT-nccieoBaHuu 1 HEOOXOAMMO Y4u-
TBHIBATH NIPH IUIAHUPOBAHUM BMEIIA-
TenbCTBA. HeKoTophle aBTOPHI (9] mona-
10T, YTO Y MAIUEHTOB € OO0JE3HBIO
MapaHa NOBBIIEH PUCK PA3BUTHSA CASL-
syndrome, Ipuyem 6e3 BCIKOK BHENHEN
MMMOOHIN3AINN.

Ocnoxcnenus. Cnenupuueckux
At 6onesHu Mapdana nociaeonepa-
[UOHHBIX OCJIOKHEHUN HE ONHUCAHO.
B mepuoj; mupoOKOro NpuUMEHEHUS
uHcrpymenrapus Harrington Hexoro-
pble ABTOPBI OTMEYAIHN LOCTATOYHO
BBICOKUH YPOBEHDb PA3BUTHUA JOKHBIX
CycTaBoB 6710Ka [14], HO moce BHEAPE-
HYA B IIPAKTUKY CETMEHTAPHOTO UHC-
TPYMEHTAPUS 3T IPOOIEMA OTEPAIA
AKTYaJIbHOCTD.

Pesynvmamol Xupypaunecrozo Jede-
HUA 1o dannsim aumepamypsl. Ilep-
BOE€ U3 U3BECTHBIX HAM COOOICHUMN
0 XUPYPIrUYECKOM JICYEHUN CKOJINO034d
Ha 1o4Be 00s1e3HU Mapdana fatupyer-
st 19691 [14]. ABTOPBI HE TIPE/ICTABIISIOT
PE3YIBTATOB JICUEHN, A JIUIIb OAYEP-
KUBAIOT, YTO NOAOOHbIE Ae(hOpMALUU
JIOJDKHBI JIEUUTHCA, KaK U ipyrue (op-
MBI CKOJIMO34, HO PE3KOE KOPPUTUPYIO-
1I€e BO3ZICUCTBUE, KAK IIPU AUCTPAKINN
no Harrington, 63 npeaBapuTenbHon
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TIOATOTOBKHM KOPCETOM WM AKCHATBHON
TPAKIMEH, MOKET BbI3BATb PAZBUTHE PAC-
CITAUBAIONIEY AHEBPU3MBL

B 19751. Robins et al. [14] mpeacrasu-
JIY PE3Y/IBTAThl XUPYPrIYECKOr0 JIEUEHYA
14 6OMBHBIX, CPEHUI BO3PACT KOTOPHIX
cocrasnsn 174 ropa (ot 4 o 34 ner).
B ceMu Cyqasx BBIIOMHEH 3a/IHHUI CIIOH-
Auozes 1o Moe, B ceMu — KOPPEKIMA
aucrpakropom Harrington. B 60mbumHC-
TBE CTY44€B ONEPALUA OCYIECTBIIAIACD
B YCJIOBUAX KOPPUTHPYIOLIETO KOPCETa
Risser, a B 1ByX — NOCJIE TAI0-(HEMOPATIB-
HOH Tpakuuu. B cpegnem aedopmanuio
TIO3BOHOYHHKA YAAIOCh YMEHBIIUTD C 79
10 47° (41%), a moCIeonepanoHHOe
NPOIPECCUPOBAHNE 3a 2,3 TOJlA COCTA-
BUJIO 6,7°. [IpU 3TOM HE YYHUTHIBAIHUCH
PE3YNbTATH ICUCHHA JBYX OOJBHBIX,
Y KOTOPBIX Pa3BUJICA JIOKHBIN CYCT4B
610K (TI0JJ0OHOE OCJIOKHEHNE BBISBIIE-
HO V [14TH TAaIKeHToB). Harnoenve pamsl
OTMEUEHO B OHOM CJIy4ae, HEBPOIOTU-
YECKUX OCJIOKHEHMIT He ObU10. OCHOB-
HBIE BBIBOJBI dBTOPOB CBOJATCA K CII€E-
AVIOIIEMY: CKOJIMO3BI HA [IOYBE GOJIE3HU
Mapdana yacTo rpybble U PUTHJHBIE;
OTJIMYHE OT UIUOIATHIECKUX CKONHO30B
COCTOUT B TOM, YTO JIBOMHBIE Jie(hopMa-
AU BCTPEYAIOTCA YAIIE ¥ BBIABIAIOTCA
y 60J1€€ IOHBIX OOJIBHBIX; OCIOKHEHUA
BCTPEYAIOTCA HE YAIlE, YEM P UINO-
MATHYECKUX CKONMO34X.

B 1984r1. Amis et al. [3] coobmu-
71 06 OCJIOKHEHUHU TIPUMEHEHHUS TUC-
Tpakropa Harrington — y 11-nernero
pebeHKa pasBriIC IPyobIit K1(O3 1OCTE
KOPPEKIMY U CTIOHAUIOAE3 Ha TIPOTA-
xenuu o1 Thy, 10 Ls. [lorpe6oBasach
peonepanusd. ABTOPHI J€TAI0T BBIBOJ
0 HEOOXOAMMOCTH ITOCIEONIEPALOHHON
UMMOOWIN3ALINHY, TAK KAK TUCTPAKIIUA
MOJKET IPUBECTH K PA3PYIIEHUIO 34AHETO
CBA30YHOTO ANIAPATA TO3BOHOYHHUKA.

Sponseller et al. [17] coobmunn
0 XUPYPrUYECKOM JIE€YEHUHN UH(AH-
THJIBHBIX CKOJIHMO30B HA TIOYBE OOMIE3-
HU Map@ana. Beero 6bu10 01epupoBaHO
14 60mpHBIX B BO3pACTE OT 3 10 13 seT.
Hcnonp3oBamm uucTpymenTapuil Luque
u gucrpakrop Harrington. Tombko B Tpex
CIy4asX UHCTPYMEHTAPUN IPUMEHAIN
6e3 cnonamnozesa. Jleopmanys yMeHb-
IeHa B CPeHEM C 72 710 34°) a 4epe3
TIATh JIET BETMYMHA JyTH COCTABUIA 54°,

ABTOpBI NIOJIATAIOT, YTO Y 3TOU I'PYIIIILI
TAKEIBIX OOJIBHBIX KOPCETHOE JIEUEHNE
MaJI03(P(HEKTUBHO U BO3MOKHO TOJIBKO
npu geopmaruax mMexee 40°. Onepu-
POBATD CIIEAYET AETEN B BO3PACTE CTAPIIE
YETHIPEX JIET, TAK KAK MHOTUE OOJILHBIE
YMUPAIOT PAHBIIE OT CEPAEYHO-COCY-
JWCTOM ITATOJIOTUY. Pe3ynbTaThl JIeueHus
JIy4LlIE Y ICTEN CTAPIIE IIATH JIET.

Erkula et al. [10] onepuposanu
41 MAKMEHTA C PA3TUYHBIMU AePOpMa-
IMAMU [IO3BOHOYHYKA HA [IOYBE OOJIE3-
HU MapdaHa, UCIONb3Ys CErMEHTAP-
HbI nHcrpymenTapui I nokonenus.
Cpe/THUT BO3PACT MATIMEHTOB — 15 JIeT,
Habmogenne — 2 rogd. V 25 60IbHbIX
CKOJHMO30M Ae(OpMALIU UCTIPABICHA
¢ 64,0 710 25,6° B KOHIIE TIEPHUOJIA HAGIIO-
JEHHUA OTMEYEHO IPOIPECCUPOBAHUE
110 33,2°. BbIABJIEHBI CIEAYIONMHNE OCIOK-
HEHMS: Pa3PbIB YPATBHOIO MeIKa (3),
y60Kast nHpeKysA (3), JOKHBIA CyC-
TaB 0JI0KA (2), IEPETIOM KOCTHBIX CTPYK-
Ty WM CTEPXKHA S3HAOKOPPEKTOPA (4),
adding on (2), popMupoBaHUE nEepe-
XOJHOTO Kn(po3a (2). ABTOpBI OTMEYA-
I0T, YTO 4ACTOTA OCIOKHEHUN IIPEBLI-
IIAET TAKOBYIO IIPH MJAUONATUYECKUX
CKOJINO34X.

B 2005r. rpynna UTaJbgHCKUX
ABTOPOB [7] COOOMMNA O PE3YIbTATAX
Jle4eHns 23 O6ONbHBIX, CPEJHUNI BO3-
pacr KoTopbix — 17 J1eT, CpoK Mmocyeo-
NEPALUOHHOIO HAOMIOAEHUA — 7 JIET.
B 16 ciyyasix UCMOBb30BAH JIUCTPAKTOP
Harrington, B 7 — 601€ee COBpeMEHHAA
TUOPH/IHAS KOHCTPYKIL. Jlo onepanuu
yron Cobb — 70°, mocze onepanun —
38°, B KOHIIE CPOKa HAGMIONEH!T — 44,
Y 10 60mpHBIX OTMEUEHO 11 OCIOKHE-
HUIL: pa3phIB durde mater (2), TOXHBIA
CycraB 6710Ka (2), CMEIEHUE AUCTANIb-
HOTO KpIOKA (5), IEPEXOAHbIH K03 (2).
Bce oc1oxkHEeHUs HAOIOAINCD B IPYIIIE
OOJBbHBIX, JICYEHHBIX C IPUMEHEHUEM
uHcTpyMeHTapus Harrington ¢ cy6ma-
MUHAPHBIMA NETILIMU. ABTOPHI TOAYED-
KUBAIOT, UTO CTAOWJIBHOTO PE3YIbTaTa
MOKHO I0OUTBCS, €CIIA B KAYECTBE HIK-
HETO MHCTPYMEHTUPOBAHHOTO UCIIONb-
3Y€TCA IO3BOHOK, ABAIONINNCA CTA0WIb-
HBIM U HEUTPATBHBIM BO (DPOHTAIBHON
U CATUTTAILHON IUIOCKOCTSX.

Cpenn OCIOXHEHUH, BEPOATHO
TUNUYHBIX 114 CUHApOMa Mapgana,
OIIMCBIBAETCH PA3BUTHE IPYOOIO MEHHO-
ro Kuo3a nocne ABYXHEAEIbHON rano-
Tpakuuu [19]. V 60J1bHON CO CKOJIMO-

Puc. 8

Me Mapdana

PCSYIII)TZIT KOPPEKINN CKOIMOTUYECKON I[CCI)OpMH.L{I/II/I MMO3BOHOYHMKA IIPU CUHPO-
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TUYECKOM Jiehopmaniuert 125° TpaKims
UCTIONB30BATACH MEKIY ITAIIAMU OIEPa-
TUBHOI'O Jleyenus. depes 1Ba roga oTMe-
4eH MeHHBIN Kiho3 66°, moTpe6oBaB-
VI XUPYPIUYECKOro iedeHud. I1puun-
Ha OCJIO)KHEHUA — HECOCTOATENBHOCTD
COE/IMHUTENBLHON TKAHU [IPU CUHPOME
Mapdana. ipyroe pekoe OCI0XHEHUE
XUPYPIUIECKON KOPPEKLUU CKOJIHO-

Jureparypa

34 — Pa3PbIB CEIE3CHKH, OTPEGOBAB-
1M ee yaneHus [0].

3axIiouenue

CoBpeMeHHAA OPTOIEANYECKAS INTEPA-
Typa COAEPKUT CPABHUTEIBHO MBI
00beM HH(POPMALNH, KACAIOMHUNICH
KaK cungpoMa Mapgana B 1enom, Tax

U JIEYeHns Ae(pOpMani NO3BOHOYHHU-
K4, Pa3BUBAIOMIMXCA [P ITOM 3a00J1€BA-
Huu. [Ipeyiaraemsiit 0630p, BO3ZMOKHO,
B KAKOH-TO MEpPE MOMOXET BOCIIONHUTD
UMEIOIUIICS IPOGE. B Ja/IbHENIEM MBI
IUTAHAPYEM NIPEZCTABUTH MATEPUAI KIIH-
HUKHU JieTCKor Bepredponornn Hoso-
cubupckoro HUUTO no obcyxnaemoit

npodneme (puc. 8).
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