HACJIEACTBEHHbBIE N BPOXXEHHbBIE BOJIESHU

CoBpemMeHHbl€e npeACTaBIeHus 0 cunapoMe Heaug depeHIPOBAHHON TUCILIA3HH
CO€IUHUTEJLHONH TKAHU

E.II. Tumogpeesa, T.B. Kapuesa, T.HU. Pabuuenxo, I.A. Ckocbipesa

HoBocnbupckumii rocyaapCTBEHHbIN MEANLIMHCKNA YHUBEPCUTET; HayyHbIA LEHTP KIIMHUYECKOW 1 9KCNEPUMEHTaNBHOMN
MeamuyHel CO PAMH, HoBocubupck

Present-day views of undifferentiated connective tissue dysplasia syndrome

E.P. Timofeyeva, T.V. Kartseva, T.1. Ryabichenko, G.A. Skosyreva

Novosibirsk State Medical University; Research Center for Clinical and Experimental Medicine, Siberian Branch, Russian
Academy of Medical Sciences, Novosibirsk

IIpencrapiieHbl cOBpeMeHHbIE CBEIEHUS O CHHAPOME JAUCILIA3UH COeUHUTEIbHOI TKaHu. [1oapoOHO onucaHbl OCHOBHbIE KIMHHYE-
CKHe cHHIpPOMbI HeanddepeHnnpoBaHHOI TUCIIA3MH COeTHHUTEIbHON TKaHN (TOpako-anadparMabHblil, KIANAHHBIA, APUTMH-
YecKuii, BepTeOpOoreHHblii, OPOHXO0JIErOYHbIil, HEBPOJOTHYECKHIi, ACTEHMYECKHIi, THIIePMOOMILHOCTH CYCTABOB M JIP.) Y NAIMEHTOB
Pa3IMYHOTO BO3pacTa. /IaHbl peKoMeHIAINH 0 cOOPY AHAMHE3A M IUIAHY 00CJIeJ0BAHNS MALMEHTOB C JUCILIA3MEil COeTMHATETbHOI
TKaHH.

Karouesvie crosa: demu, duggpepenyuposannas u neduggepenyuposannas oucniasus coeOUHUMENbHOU MKAHU, OCHOBHbIC KAUHUYEC-
cKue cuHdpomel, coop anamHesa, obcredosanue.

The paper gives an update on connective tissue dysplasia syndrome. It details the major clinical syndromes (thoracodiaphragmatic,
valvular, arrhythmic, vertebrogenic, bronchopulmonary, neurological, asthenic, joint hypermobility, etc.) of undifferentiated connec-
tive tissue dysplasia in patients of different ages. Recommendations are given to collect history data and to plan an examination of
patients with connective tissue dysplasia.
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I IaCJ'[CI[CTBCHHBIC HapyIIeHUsT CTPYKTYPBl U (DYHKITIN
COEIMHUTEIBHON TKaHUW, YPEe3BblYAiHO pacnpocTpa-

HEHbI B MOMYJISILMY 1 B TIOC/IEHEE BPeMsI IIPUBJIEKAIOT BCE
Oosbllee BHUMaHue uccienosateneii [1—3]. B cBsi3u ¢ BbI-
PaXeHHbIM (DEHOTUTTMYECKUM MOTUMOPGU3MOM HACEICT-
BEHHBbIX 3200J1€BaHU 1 COEAMHUTEILHON TKAHU B TIOC/IEIHUE
JIBAJILIATD JIET HAMOO0JIee YacTO UCTIONb3YETCsI TEPMUH «IUC-
MJ1a3usl COENMHUTENIbHOM TKaHW». OJHAKO B OTEYECTBEH-
HOI JUTepaType MOSIBUIOCH OoJiee BYX NECSITKOB IPYIUX
TEPMUHOB, XapaKTePU3YIOIIMX Pa3IUyHble «Hekuaccubu-
LIUPOBaHHbIE», «HeAUGDDEPEHIIMPOBAHHBIE» , <HECUHIPOM-
Hble» (hOPMbI BPOXAEHHON MAaTOJOTUU COETUHUTETbHOMN
TKaHu. Kpome Toro, 4acto ynmoMuHatoTCsl TEPMUHBI «MaJio-
BbIpaXXEHHasl JIerKast TUCIUIa3Usl COeIMHUTEbHOM TKaHU»,
«HaCJIeICTBEHHBIE KoJareHonaTum» |1, 2, 4].
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Jucruiasust COeMHUTENbHON TKAHU — F€HETUYECKU Jie-
TEPMUHUPOBAHHOE COCTOSIHUE, 0OYCIOBJIEHHOE HAPYILIEHU -
SIMU METa0OJIM3Ma COEAMHUTEIbHOM TKAaHU B SMOPUOHATb-
HOM U IOCTHATaJIbHOM IEpMOaX, XapaKTepusylolleecs
AHOMAJTUSIMUA CTPYKTYPbl KOMITOHEHTOB 9KCTPALIEJUTIONSP-
HOro Marpukca (BOJIOKOH M OCHOBHOI'O BEILIECTBA) C MPO-
TPEeIMEHTHBIM TeUueHHEeM MOpPMO(YHKIMOHAIBHBIX U3Me-
HEeHUI pa3IMYHBIX CUCTEM U OpraHoB [ 1, 2].

Krnaccudukanuusi Aucruiasuum COeTMHUTEIbHON TKaHU
— OIIMH M3 caMbIX IUCKYTaOeJbHbIX HAyYHbIX BOIIPOCOB.
OTCyTCTBYE €IMHOIM OOLIENPUHATON Kiaccudukanum ot-
paxaer pasHoIjlacMe MHEHMiIl uccienoBaTesei Mo JaaH-
HOIl mpoOJjieMe B LEJOM. YUWTHIBAs, YTO KiIacCUPUKAIIS
J1I0001 TIATOJIOTMM HECET BaXKHBIN TPUKIAAHON CMBICI,
HCIIOJNIb3YeTCsl KaK OCHOBA 11 (DOPMYIMPOBKM JMAarHo3a,
pelieHue Kiaaccu@UuKaMoOHHbIX BOPOCOB SIBJISIETCS OYEHb
BaXKHBIM C TOUKHU 3pEHUST KITMHUYECKOM MPaKTUKM [1—3].

B 3aBuCMMOCTH OT OCOOEHHOCTE 3TUOJIOTUYECKOTO
dakropa 1esnecoodpa3Ho BbLIEAITh AUbdepeHInpOBaH-
Hble ¥ HeaudbepeHIIMpoBaHHbIE (DOPMbI AUCILIA3UU CO-
enuHuTeapHON TKaHu. K nuddepeHimpoBaHHbIM (CUH-
JIPOMHBIM) (hopMaM OTHOCAT 00JIE3HM MOHO(AKTOPHOTO
XapakTepa ¢ yCTaHOBJIEHHbIM T€HHbIM J1e()eKTOM, U3BECT-
HbIM TUIIOM HacJeloBaHUsI U, KaK MPaBuIo, C BbIPAKEeH-
HOW Y YETKO OYEPUYECHHOMN KIIMHNYECKON CUMIITOMATUKOM.
Knaccuueckum npuMepoM CUHAPOMHBIX (hOpM AMCILIA-
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Tumogpeesa E.I1. u coasm. CoBpeMeHHbIE TIPEACTABIEHWS O CUHAPOMe HendbepeHIIMPOBAHHON TUCILTA3UN COSMMHUTEILHOM TKAHU

3WM COCAMHUTELHON TKAHU SIBJISIIOTCS CUHAPOMBI Map-
dana u Onepca — JlaHyi0, HECOBEPILIEHHBII OCTEOreHe3
1 HEKOTOPBIC APYTUE PEAKUE TCHETUIECKUE CHHIPOMBI.

HenuddepenmpoBanuble GopMbl TUCIIA3UU COE-
TUHUTEIPHON TKAaHW UMEIOT MYJIBTH(hAKTOPHYIO TTPUPO-
Iy, T.€. B IX BOBHNKHOBEHWH UTPAIOT POJIb KaK MyTalllN
TEHOB B Pa3MYHBIX COUYCTAHUSX, TaK W BO3NEHCTBUE
pasHooOpa3Hbix (HakTOpoB BHelHe# cpenbl. KinuHuue-
CKHUe TIposBNieHUs HemuddepeHITMPOBaHHONW TUCIUIA-
3UW He YKJIAABIBAIOTCS HU B OMHY W3 M3BECTHBIX (DOpM
HacJIeICTBEHHBIX OOJIe3HEI, XOTs WHOTIAa MOTYT WX Ha-
IMOMUHATh. BoO3MOXHO BBIZEICHUE Map(haHOUIHOTO,
aniepconogodHoro 1 MASS-nogo6Horo  ¢heHOTUIIOB
(1o nmepBbIM OyKBaM HanboJiee YacThIX PEHOTUTTUUECKUX
MTPU3HAKOB AUCTUIA3MH COCTUHUTEIbHON TKaH! — Mitral
valve, Aorta, Skeleton, Skin), npenrosarast eTMHYIO reHe-
TUYECKYIO CYIIIHOCTb IaHHBIX COCTOSIHUM [ 1, 2].

B ocHOBe pa3BUTHSI KaK CHHAPOMHBIX, TaK WM HECHH-
JPOMHBIX (DOPM IMCIUIA3UN COCTMHUTETHPHOMN TKAaHU JIeXKaT
MYTaIllu TCHOB, OTBETCTBCHHBIX 3a CMHTE3/KaTabOIM3M
CTPYKTYPHbIX O€JIKOB COEAMHMTENIbHON TKaHU WK (ep-
MEHTOB, YJaCTBYIOIINX B 3THX ITPOIIeccax, KOJMMICCTBCHHOE
M3MEHCHME O0pa30BaHUSI TIOJHOIICHHBIX KOMITOHEHTOB
SKCTPALIEJUTIOISIPHOTO  MaTpUKca, HapylieHust (Guopui-
JloreHes3a. Peanvzaiiysi reHeTMUECKUX NETEPMUHAHT JIMOO
MaJIO 3aBHCUT OT BHEITHUX YCJIOBUM, KaK B CIydac MOHO-
TEHHBIX HACJICZICTBEHHBIX CHHIPOMOB, JTMOO B HAUOOJTBIIIEH
CTETICHM OTpeesIsieTCs] BHEIITHUMM YCJIOBUSIMU, KaK B CITy-
yae HECUHIPOMHBIX (hopM aucriiazui [ 1, 2].

CuHapoMHbIe (OPMBI  TUCIDIA3UHA  COSTUHUTETLHON
TKaHU SIBJISIFOTCSI MOHOTGHHBIMM HACJICICTBCHHBIMU 3a-
OoneBanussMu. Hampumep, mytanus BreHe (puOpuuimHa
15q21 npuBOAUT K pa3BUTUIO cUHApoMa MapdaHa, MyTa-
mu B reHax COL3A1, COL1A1, COLI1A2 acconumpoBaHbl
C OMNpeIeIEHHbIM TUTIOM CUHIpoMa Djiepca — JlaHiio U T. /1.
HecunnpoMHbie (GopMbI MMEIOT TOJMTCHHBIA XapakTep
HacyienoBaHusl (3a00JeBaHUs ¢ HACJAECTBEHHOM Mpeapac-
MoJIOKeHHOCThI0) [1, 2]. Bpemsi hopmupoBaHust npusHa-
KOB JIMCIUTA3UM COCIMHUTEIILHON TKaHW B OTIPENeICHHOM
CMBICIIC MOXET CITY>KUTh OTPaXCHWEM CTCTIeHW 3HAYUMO-
CTU T€HETUYECKOro nedeKTa, TSKECTU AMCIUIACTUYECKOrO
TIporiecca M BePOSTHOCTH HAJTMUMSI B KOHKPETHOM KITMHM-
YECKOM CJTydyae CMHIPOMHO (hopMbI mucIiiazum [2—4].

JlaHHbIE O YacTOTe BCTPEYAEMOCTU IMCILIA3UU COe-
IUHWUTEIPHOW TKaHW HEOMHO3HauyHbI. PacmpoctpaHeH-
HocTh JuddepeHiimpoBaHHbIX (GoOpM HeBeauka. Tak,
MomyJsiliMOHHas yactora cuHapoma Mapdana 1:10000
— 1:15000. HenuddepenumpoBanHas Aucriazus, Ha-
MPOTUB, PaCIpPOCTpaHEHa OYeHb IMPOKO [1].

HauGonee yOenuTenbHble Ha HACTOSIIIMM MOMEHT
NIAHHbIE CBUJIETEJILCTBYIOT, UYTO YACTOTA BCTPEYAEMOCTHU
NACIIIA3UU COEIMHUTENIbHON TKAHU 3aBUCUT OT BO3pacTta
obcnenoBaHHbIX. [IpusHaku HenudbbepeHIIMPOBAHHOM
TMUCIUTA3UN TIPOSIBJISTIFOTCSI B TEUCHWE SKU3HU: B IICPH-
Ol HOBOPOXXJICHHOCTH BBISIBICHUE TTPU3HAKOB JHCITIA-
3UM COCHNMHUTEIILHOW TKaHW MUHHUMAIBHO; B BO3pacTe

4—35 yieT HaYMHAIOT (POPMUPOBATHLCS MPOJIATICHI KJIAMAHOB,
B 10—12 ner — TopakoauadparMajibHblii CUHIPOM, TUIO-
CKOCTOIUE, MUOIUSI; B MOJAPOCTKOBOM U MOJIOJIOM BO3pa-
cTe — cocynucThlil cuHapoM [S—7]. CBoeoOpa3HbIM Kpu-
TUYECKUM TIEPUONIOM SIBJISIETCS TTOIPOCTKOBBIN BO3pAcT:
MPUPOCT KOJUYECTBA TPUZHAKOB CMOPGOreHe3a coeu-
HUTEJbHOM TKaHU OT JIOLIKOJBHOIO BO3pacTa K MOAPOCT-
KOBOMY MOXKeT cocTaByisITh 6osiee 300% [4]. Kak mpasuiio,
y abCOIIOTHOTO OOJIBILIMHCTBA MALMEHTOB ¢ HeAUbdepeH-
LIMPOBaHHOI (hOPMOIT AUCIIIA3MU COSTUHUTEILHON TKAaHU
B Bo3pacte 35—40 jieT u cTapiie pucK MOsIBJIEHUSI HOBOTO
MPpU3HAaKa MWHUMAJICH, BIaHHOW BO3PACTHOW TpYIIIIe
OCHOBHYIO MPOOJIeMy COCTaBJISIIOT OCJOXKHEHUSI AMCILIa-
CTUYECKUX CUHIPOMOB, OMPEAESIONIe MHBATMAN3ALINIO
MalyeHTOB U JieTaJIbHbIe TTOTepu B Tpytre [1, 2].
[Momo6Hast TMHAMUKA OOBSICHSIETCS TTPOTPETUCHTHBIM
XapakTepoM MaHudecTaluy NpU3HAKOB IMCIUIA3UM CO-
CMMHUTEIGHOW TKaHW BTIEPHONE MAaKCHMaJbHOTO POCTa
OpraHu3ma, 4To CBSI3aHO C YBEJIMUEHUEM OOILIEH MacChl CO-
CMMHUTEIbHOW TKaHW. Matble aHOMaJIMK Pa3BUTHSI STBJISI-
10TCsl Hecreun@uueckuMy npusHakaMu SMOPUOHAIBHOTO
nucMopdoreHesa M yKasblBalOT Ha HEOOXOIMMOCTb Oosiee
BHUMATEJLHOTO 00C/IeN0BaHMsI OOJILHOTO Ha MpeaMeT 00-
Hapy>XeHUs1 BpOXKIEHHOI WU HACJeICTBEHHOMN MaTOJOTUM.
HecomHeHHO, 4TO MpoBeeHre MOJTHOMACIITAOHBIX IUJIE-
MMOJIOTUYECKUX MCCIIEIOBAHUI pacpoCTPaHEHHOCTHU JTU-
CIUTa3UW COCAMHUTETPHON TKAHW B TIOMYJISIIIAY SIBJISICTCSI
HacylIHOM 3anaueit oivxkariero oyayuiero [1, 2].
DeHOTUTTNIECKNE TIPOSIBIICHUST JIMCITIa3UU  COCNM-
HUTEJIHOW TKaHW YCIIOBHO MOXHO pa3IeIUTh Ha TPYII-
Bl B 3aBUCUMOCTU OT OPTAaHOB U CHCTEM, BOBJICYCHHBIX
B MUCTUTACTUIECKUi Tporiecc. DeHOTUITMIeCKre MPOsTB-
JIEHUS TUCTLIA3UM 1LIEJIeCO00pa3HO paccMaTprBaTh B KOH-
TeKCcTe (hOPMUPOBAHUS COOTBETCTBYIOIIMX CUHIPOMOB [2].
TopakonuadparMaibHblii CUHIPOM BKJIIOYAET B ceOsl
acTeHUyeckylo ¢opMy TpyIHON KieTKu, aedopmaliuio
TPYAHOI KJIeTKU (BOPOHKOOOpasHasi, KWJIEBUIHASI U JIp.),
nedopmalinio Mo3BOHOYHMKA (CKOJMO3bI, KU(OCKOIMO3HI,
TAITEPKUGO3bI, THUITEPTIOPIO3BI U 1IP. ), UBMCHEHMST CTOSTHUS
U 3KcKypeuun auadparmbl. Hayano dbopmupoBaHust Topa-
KomradparMaibHOTO CHHIPOMA TIPUXOIWUTCS Ha paHHUI
LIKOJIbHBIA BO3PACT, OTYETIMBOCTb MPOSIBIIEHUI — Ha BO3-
pact 10—12 siet, MakcuMasbHast BBIPAKEHHOCTb — Ha TIepu-
on 14—15 net. Hanmnuue TopakoauadparMaibHOTO CUHIPO-
Ma OIpeJessieT YMEHbIIEHNUE JbIXaTelbHON MOBEPXHOCTU
JIETKUX, nedopMalrio MpocBeTa TpaXxeu U OpPOHXOB; CMe-
IIEHUE W POTALIMIO CEPILa, «TePeKPYT» OCHOBHBIX COCY-
JUCTBIX cTBOJIOB. KauecTBeHHbIe (BapuaHT aedhopMaiiim)
M KOJIMYECTBEHHBIC (CTETIeHb ehopMaliii) TIPU3HAKK TO-
paxkonuadparMaabHOrO CUHAPOMA OMPENESIIOT XapakTep
W BBIPAXXCHHOCTh M3MEHEHWI MophodGyHKITMOHATBHBIX
rnapameTpoB cepaua U jierkux. Jedopmaimu rpynvHsl, pe-
0ep, MO3BOHOYHMKA U CBSI3AaHHOE C HUMU BBICOKOE CTOSTHUE
nmradparMbl TIPUBOMAT K YMEHBIIIGHUIO TPYIHOW TTOJIOCTH,
TTOBBIIIICHUIO BHYTPUTPYIHOTO HaBJICHUS, HAPYIIAIOT TTPH-
TOK Y OTTOK KPOBHU, CITIOCOOCTBYIOT BOZHUKHOBEHUIO APUT-
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MUl cepmaia. Hamrame TopakonradparMaibHOTO CHHAPOMa
MOKET ITOBJIEYb 32 COO0IA TIOBBIIIICHNE TaBICHUS B CHCTEME
MaJioro Kpyra KpoBooopaiieHus [6, 7].

CHWHIPOM TIATOJIOTHH CTOITHI — OJTHO M3 CAMBIX PAHHUX
TIPOSIBJICHUIT HECOCTOSITEITBHOCTH COSMMHUTETbHOTKAH-
HbIX cTpykTyp. Haubosee yacto BcTpevaercs: morepey-
HO-pacIIacTaHHasi cTora (ToMepeyHoe TUTOCKOCTOITHE),
B YaCTH CITyJaeB coYeTaoIIasics ¢ OTKIOHeHneM | masbiia
kHapyxu (hallus valgus), ¥ NpoaoJbHOE TUIOCKOCTOINE
C TIpOHAaIMe CTOTHI (TJIOCKOBaJIbIyCHast cTora) |3, 4].

CUHIPOM TUIIEPMOOUIBLHOCTU CYCTABOB XapaKTepU3y-
eTCsT HeCTaOMIIBHOCTBIO CYCTaBOB, IIPUBBIYHBIMU BBIBHXA-
MU Y TTONBBIBUXaMU CycTaBoB. CHHIPOM IMITIEPMOOWITEHO-
CTH CYCTaBOB B OOJIBIIIMHCTBE CIIYJacB OIPEICIISACTCS YKe
B paHHEM JETCKOM Bo3pacte, a K 25—30 rogam ero pac-
MPOCTPAHEHHOCTh CHIXKaeTcst B 3—5 pas [5, 8—11].

BepTeOporeHHBII CUHAPOM BKITIOYACT BCEOSl FOBE-
HUJTBHBIA OCTCOXOHZIPO3 MTO3BOHOYHWMKA, HECTAOMIHBHOCTh
Pa3IMYHBIX €TO OTIEJIOB, MEKIIO3BOHKOBBIC T'PBIKH, TPHI-
xu  LImopnsi, BepTeOpoOAZUISIPHYIO HENOCTATOYHOCTbD,
CIIOHIWJIONMCTe3. Pa3BuBasch TapauiebHO  (HOpMHUPO-
BaHUWIO TOpakomuadparMaaIbHOTO CHHIPOMAa W CHHIPOMA
TUTIEPMOOVITBHOCTH CYCTAaBOB, BEPTEOPOTCHHBIN CHHIPOM
CYILIECTBEHHO YCYTYOJISIeT MX ImociencTBust. OCOOCHHOCTBIO
KOCTHOI crcTeMBbI TIpy HenrddepeHIIMPpOBaHHOM TUCTIIA-
3WH COCMMHUTEIEHON TKAHU, TI0 HEKOTOPBIM JTAHHBIM, STB-
JISIeTCsI HallMure yMepeHHoi octeorienuu [4, 5, 11].

KorarmaHHBIN CHHIPOM, Kak MPaBUIIO, IIPOSIBIISECTCS
M30JTMPOBAHHBIMU U/ WJIM KOMOMHUPOBAHHBIMHU TIPOJIATT-
caMU KJIaITaHOB cepIlla, MUKCOMATO3HOM ereHeparueit
kiamaHoB [2, 7, 12]. Yame (10 70%) oH mpeacTaBiicH
TIPOJIATICOM MUTPAIBHOTO KJIallaHa, pexke — MpojiaricaMmu
TPUKYCITUIATHLHOTO WIIM a0PTATbHOTO KJlaraHa, paclliv-
peHUEM KOPHST a0PTHI M JISTOYHOTO CTBOJIA, aHEBPU3MaMU
cuHycoB BasbcanbBbl. B uactu ciyyaeB oOHapyXeHHbIE
M3MEHEHUST COTPOBOXIAIOTCS SIBJICHUSIMUA PETypruTa-
IIMM, YTO OTPaXKaeTcsl Ha MOoKa3aTesIX KOHTPaKTUIBHO-
CTM MUOKapma W oObEMHBIX Iapamerpax cepmma. Koa-
TTAHHBIA CUHIPOM TakKe HaumHaeT (HOPMHUPOBATHCS
B IETCKOM Bo3pacte (4—35jieT). AyCKYJbTaTUBHbIE MPU-
3HAKU BBISIBJISIIOTCSI B pa3HOM Bo3pacte — oT 4 1o 34 jer,
onHako Haubosiee yacto B Bo3pacte 12—14 net. Crenyer
ITOMIEPKHYTh, YTO MPHU 3XOKapIuorpahmIeckKoM HcciIe-
OBaHUM 0oJiee BBIPaKCHHBIC M3MCHEHMSI OTMEYArOTCS
TIPU TTOCIIEAYIOIINX OCMOTPaX B TMHAMUKE, YTO OTpaXaeT
BJIUSTHHME BO3pPAcTa Ha COCTOSTHUE KJIAITAHHOTO allapara.
Kpome Toro, Ha BEIpakeHHOCTb KJIAITAHHBIX M3MEHEHUIA
BJTUSICT CTETICHB TSKECTU IehOpMalliy TPYTHON KIIETKU
1 MTO3BOHOYHMKA, 00bEM XKeJyI0uKoB cepaua |2, 7, 12].

ACTCHUYECKU CWHAPOM TIPEACTABICH CHIKEHU-
€M pPabOTOCTIOCOOHOCTH, YXYIOIICHUEM TIePEHOCHMO-
CTH (U3UIECKUX U TICUXO3MOIIMOHAIBHBIX HAarpy3ox,
TTOBBIIIEHHON YTOMJISIEMOCTBIO. ACTCHUYECKU CUH-
IPOM  BBISIBJISIETCSI B IOIIKOJBHOM U OCOOCHHO SIPKO
— B IIIKOJILHOM, TIOIPOCTKOBOM W MOJIONOM BO3pacTe,
COTIPOBOXJIasl TAIIMEHTOB C MUCIUIa3UEeH COCTUHUTETb-

HACJIEACTBEHHbBIE N BPOXXEHHbBIE BOJIESHU

HOW TKaHW Ha MPOTSCKCHUW Bcel XU3HU. OTMedaeTcst
3aBUCUMOCTD BBIPAKCHHOCTH KITMHUIECKUX ITPOSIBIICHU I
aCTEHUM OT BO3pacTa OOJIbHBIX: YeM cTaplie MalueHThI,
TeM 00JIbllle CYObEKTUBHBIX Xaob [2, 11].

CocyaucTblil CUHAPOM MPOSIBJISIETCS] TOPAXKEHUEM ap-
TEPUIl 21aCTUUECKOrO TUIMA (MAMOMATUYECKOE pacuIupe-
HMe CTeHKU ¢ (hOpMUPOBAHUEM MEIIOTIATON aHEBPU3MBI),
TTOpaXKeHUEM apTEePHii MBIIIIEYHOTO U CMEIITAHHOTO THUITOB
(budypkalOHHO-TeMOAMHAMUYECKHE aHEBPU3MBI, J10-
JIMXO3KTa3Msl YIUTMHEHHBIX U JIOKATTBHBIX PACIITMPEHUI ap-
TepUil, MaToJIornyeckast U3BUTOCTh BILIOTh 10 METIe00pa-
30BaHUs1), TOpaKeHUEM BEH (I1aToJOrnueckast U3BBUTOCTb,
BapMKO3HOE PACIIMPEHUE BEH BEPXHUX W HIKHUX KOHEY-
HOCTEl, TeMOPPOUAATBHBIX M IPYTMX BEH), TeJlCaHTUIK-
Ta3usiMU, SHIOTENUATIBbHON nuchyHkuueir. CocyaucTolil
CUHIPOM, KaK MpaBujo, MaHU(eCTUPYET B MOAPOCTKOBOM
1 MOJIOJIOM BO3pacTe, MPOrpeccupyst ¢ yBeJIUUYeHUEM BO3-
pacra naiueHToB |1, 2]. [To HEeKOTOpbIM TaHHBIM, COCY/IH -
CTBIIf CHHIPOM B BUIE pa3pbiBa aHEBPU3M aOPThI U APYTUX
COCYI0OB ObUI OCHOBHOW MPUYMHON JIETATbHOTO MCXOAA
B 10% ciydaeB BHE3aITHO CMEPTH MOJIOIBIX Jrroneid (15—
39 sieT) ¢ AUcIUIa3ueil CoeqMHUTENIbHOM TKaHu [7].

TopakonuacdparmaibHoe cepalle (aCTeHUYeCKuit, TceB-
JIOKOHCTPUKTUBHBII, JIOXKHOCTEHOTUUECKUIA, TICEBAOAMIA-
TAlMOHHbIN BapUaHTbI, TOpakoauadparmMajibHOE JETOUHOE
cepiie) — KOMILIEKC M3MEHEHUII TeOMEeTPUYeCKOi KOH-
durypaunu cepaua v BHYTPUCEPAEUHON IeMOJMHAMUKH,
OTpaKarolnX IUHAMUYECKUI MPOLIECC aJanTUBHOIO pe-
MOJIEJIMPOBAHUSI KaMep cepla Mpu TUCIUIa3Uud COeIUHU-
TEJIbHOM TKaHU, Pa3BUBAIOIIMIACS BCJIENCTBUE JJTUTEIBHOTO
BJIMSIHUSL TIPOTPECCUPYIOLLETO TeUEHUsI AUCTIIACTUKO3aBU -
CUMBIX JedopMalii TPYTHOW KIIETKW W /WU TTO3BOHOY-
Huka. PopmupoBaHue TopakomuabparMaJbHOTO Cepila
MPOUCXOJUT TapaielbHO MaHUdecTalMu | Mporpeccu-
poBaHMIO fehopMallMK TPYAHON KJIETKU 1 MO3BOHOYHMKA,
Ha (poHe KJT1anmaHHOTO U COCYIMCTOTrO CUHAPOMOB [2, 7, 12].

Merabonuyeckasi KapauonaTusl, Kak mpaBuio, mpes-
CTaBJicHAa KapAWaJTUSIMHU, apUTMUSIMU Cepira, Hapy-
LIEHUSIMU TIpolieccoB penosisipusanuu. Kapauonatus
MpU AUCTUIA3UU COCTUHUTENbHONM TKaHU HEe UMEeT CIie-
IIMGUISCKUX CYOBEKTUBHBIX CHMITTOMOB Y KITMHUIECKUX
MPOSIBJIECHUI, BMECTE C TeM MOTEHLMAIbHO OMpPEeessieT
TTOBBIIIICHHBIN PUCK BHE3AITHON CMEPTH B MOJIOZIOM BO3-
pacte c npeo0Giaaloieii pojblo B TAHATOTEHE3€ apUT-
MHU4YecKoro cuHapoma. DopMHUpyeTcsT TaToIOTHST cepaiia
B LIMPOKOM BO3pacTHOM AuarnaszoHe 3—19 et [2, 7, 12].

APUTMMUYECKUI CHHIPOM TIPENCTABICH Pa3TUIHBIMU
BapuaHTaMu (3KeJTyI0YKOBasl SKCTPACUCTONIMS Pa3TIMUHbIX
rpanauuii, MHOrookycHasi, MOHOMopdHasi, pexe — Io-
sumopdHasi, MOHO(OKYCHasT TIpeJcepaHast 9KCTPACUCTO-
JIMS,  TIAPOKCU3MAIBHBIC  TaXMapUTMHUM,  MUTPALIUS
BOIUTENSI PUTMa, TIPEICEPIHO-KETYTOUYKOBbIE U BHYTPH-
KEJTYIOYKOBBIC OJIOKAIbI, CHHIPOM YIUTMHEHMSI MHTepBa-
ga Q—T). YactoTta BbISIBJIEHUS] apUTMUUYECKOTO CUHAPO-
Ma oKoJIo 64%. [1o HEKOTOPBIM JaHHBIM, aPUTMUIECCKUI
CUHIPOM ObLUT OCHOBHOM MPUYMHON JIETaTbHOTO UCXOAA
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B 20% ciydaeB BHE3aITHOM CMEPTH MOJIOIBIX Jrroneid (15—
39 niet) ¢ AUCIIa3Meit coeIMHUTEILHOM TKaHu [1, 2, §8].

VI3MeHEeHUsT apTepuaibHOTO JIAaBICHUSI XapaKTepu3y-
I0TCS1 UAMONATUYECKON apTepuaibHOii runotensueii [1, 2].

BpoHxosierouHblii CMHAPOM BKJIIOYAET B cebsl Tpaxe-
OOpOHXMAJIbHYIO TUCKUHE3UIO, TPAXEOOPOHXOMAJISIIIUIO,
TpaxeoOpOHXOMeTaIuI0, OyJuie3Hyl0 Mdu3eMy, BEHTHU-
JIAIIMOHHBIC HApyIIeHUsT (OOCTPYKTUBHBIC, PECTPUKTUB-
HbIe, CMEIIIaHHBIE ), CIIOHTAHHBII THeBMOTOpakc [ 1, 2, 6].

CUHIpPOM BHE3AaHOW CMEPTU BCTPEYaeTcsl y MO-
snoaeix sropeit (15—39 neT) ¢ mpusHakamMu JUCIUIa3UU
COCMHUTENIbHON TKaHW. OCHOBHBIC TepPMHUHAIBHBIC
CUMITOMOKOMILJIEKCHI: OCTpasi ceplieuHasi HeloCTaTou-
HoCTbh (44,5%), aputmun (20,1%), ocTpast mbIxaTeTbHast
HeaocTaTouHOCTh (18,4%), pa3pbIBbI aHEBPU3M COCYIOB
(7,1%), pa3pbIBBI aHEBpU3M aopTHI (2,9%), THEBMOHUA
(2,9%), paspbiBbl aneBpusM cepaua (0,4%), apyrue mpu-
yunsl (3,8%) [1, 12, 13].

BuctiepabHBI CUHAPOM TIPEACTaBICH B BUAC IH-
CKUHE3WM OPTaHOB XKEeJTyIOYHO-KHUIIIEYHOTO TpaKTa, ra-
CTPOAYOJCHAIbHBIX U racTpossodareaibHbiX pedIoK-
COB, HECOCTOSITEJIbHOCTU C(HOUHKTEPOB, IUBEPTUKYJIOB
Pa3TMIHON JIOKAIM3AIUN (ITUIIEBOM, KUIIICYHNK), TPBIK
MMAIIEBOTHOTO OTBepCcTUsl muadparmbsl, HedbpoITo3a
Y TACTOITMH TTIOYEK, TITO3a OPTaHOB KEJYIOYHO-KUIIEY-
HOTO TpakTa u mMajoro tasa [1, 2, 9].

CUHIPOM MaTOJIOTMU OpraHa 3pEeHUs XapaKTepu3yeT-
cs MUOIIMEH, TUIIEPMETPOITHEH, KOCOTJIa3ueM, HHCTar-
MOM, OTCJIOWKOI CETYATKHU, BBIBUXOM U ITOIBBIBUXOM
Xpyctayimka. HapymieHus: aKKOMONAIIUU TIPOSIBIISTIOTCS
B Pa3IMYHbIe IEPUOJIbI XKU3HU, Y OOJBIIMHCTBA 00Ce10-
BaHHbIX — B LIKOJIbHbIE TOJbl (§—15 JIeT) u nmporpeccupy-
1ot 1o 20-25 ner [1, 2].

CUHIPOM HEBPOJIOTMYCCKUX HApYIICHUN Jalle Bce-
TO TIPENCTaBJieH BEreTaTMBHON IMCHYHKIMEH (Berero-
COCyOUCTasl TUCTOHMS, TAHWYECKWE aTaKWd W Op.), Te-
MuKpaHueil. BeretatuBHast nucyHKims Gopmupyetcs
y 3HAUUTEJbHOIO 4ucjia MalWeHTOB C AMCIUIa3ueill co-
CIMHUTETbHON TKAaHU YXe B paHHEM NETCKOM BO3pacTe
1 paccMaTpPUBaeTCs KaK 00s13aTeIbHBINN KOMITOHEHT JTHC-
rutactuyeckoro dpeHorurna [2, 9, 10, 12]. Y 6oabiMHcTBa
MTAlIMEHTOB BBISBIISICTCS] CUMITATUKOTOHWMS, PEXe BCTpe-
yaeTcsl cMellaHHasi (popMa, B MajioM MPOLIEHTE clyvyaeB
— BaroToHWs. BBIpakeHHOCTh KIMHWYECKHX ITPOSIBIIC-
HUI BEreTaTMBHOM NUCGHYHKIIMM HApACTAeT mapasiesib-
HO TSIKECTU AMCIUIA3UM COCIMHMUTENIbHON TKaHu [1—3].
BereratuBHas nuchyHkums npu auddepeHIMpoBaHHOR
dopme mucrazum otMmevaercss B 97% ciydaeB, TIpu He-
nmuddepeHmpoBaHHON hopme — B 78% [2—4].

CUHIPOM MMMYHHBIX HapyIIeHUN TIPOSBIISIETCST UM~
MYHOIEeMUIIUTOM, ayTOMMMYHHBIM U aJIEPTUYCCKIM
cunapomamu [2, 4]. DyHKIMOHABHOE COCTOSTHUE MM-
MYHHOM CUCTEMBI IPY TUCTIIa3UN COeTMHUTETHHOM TKa-
HM XapaKTepu3yeTcsl KaK aKTUBaIlMeil MMMYHHBIX MeXa-
HU3MOB, OO€CIeYMBalolIMX MOoJjiepXKaHue roMeocTasa,
TaK W WX HEIOCTAaTOUHOCTBIO, BEAYyIIeH K HApyIICHUIO

CMOCOOHOCTU aJIeKBATHO OCBOOOXKIATh OPraHU3M OT Yy-
KePOTHBIX YACTWI] W, CJIEIOBATEbHO, K Pa3BUTHUIO pe-
LIMIUBUPYIONINX WH(MEKITMOHHO-BOCTIATUTEILHBIX 3200-
JieBaHWII OPOHXOJIETOYHOM CUCTeMBbI. B 1iesiom, maHHBIE
0 HapyIICHUSIX B UMMYHHOU CHCTEME IIPU Pa3TUIHBIX
KIMHUYECKUX BapHWaHTaX MUCILIA3UU COCAMHUTEIBLHOMN
TKaHU HOCSIT HEOMHO3HAYHBIN, HEPEIKO MPOTUBOPEUHU-
BBI XapakTep, 9YTO TPeOyeT NabHEHIIIeTO N3YUSHUS 3TO-
ro Bompoca. Haxmure MMMYHHBIX HapyIICHUIA TIOBBITIIA-
€T PUCK BO3HUKHOBCHUST aCCOIMMPOBAHHOMN ITAaTOJIOTHHI
COOTBETCTBYIOIIUX OPTAHOB U CUCTEM |2, 4].

Temopparnyeckne reMaTOMe3eHXMMaJIbHbIC TUCTIIA-
3UU TPENCTABICHBI TeMOTIIOOMHOTIATUSIMU, CHHIPOMOM
Panmto — Ocnepa — BebGepa, peunInBUpYyOIIUMU Te-
MOpparndecKuMu (HaclieNCTBCHHAST TUCHYHKITUS TPOM-
O0oLIMTOB, CUHApPOM BuinebpaHna, KOMOMHUPOBAHHbBIE
BapuaHTBI), TPOMOOTUUECKUMU (TUTIEparperamnusi TPOM-
OOLIMTOB) HapYLIEHUSIMU, MEPBUUYHBIM aHTU(OCHOTU-
MUAHBIM CUHAPOMOM, TUTIEproMolmcrenHemMueii [1, 2].

KocMmernueckue HapyimeHUsI, Kak ITPaBUIIO, TIPOSIBIISI-
oTCs 1ucMopdUeil YeTroCTHO-JIMIIEBON 00IacTh (aHOMa-
JIUU TIPUKYCa, TOTMIEeCKOe He0O, BRIPaskeHHbBIE aCUMMETPUN
smna), O- n X-o06pa3HbIMU epopMaliisiMU KOHEUHOCTEIH,
M3MCHEHMSIMM KOXHBIX TTOKPOBOB (TOHKasl TIPOCBEUMBA-
folIasicsT 1 JIETKO paHWUMast KOXa, TIOBBIIIICHHAST PACTSIKU-
MOCTb KOKH, 11IOB B BUJIE «ITAMTMpOCcHOii Oymaru») [1, 2, 10].

HapymeHust icuxudaeckoit chepbl XapaKTepu3yloTCsT
HEBPOTUYCCKUMH PACCTPOMCTBAMU, NEIPECCHE, Tpe-
BOXXHOCTBIO, UITOXOHIPUEH, 00CeCCHBHO-(DOOMUECKIMUI
paccTpoiicTBaMu, HEPBHOI aHOpekcueit [2—4].

BrIsiBiieHre yKa3aHHBIX CHHAPOMOB JIOJDKHO 0a3mpo-
BaThCSl Ha PAIlOHAILHO CIUTAHWPOBAHHOM OOCIIeMOBAaHUHT
TTAIMEHTOB C MTPU3HAKAMU JIMCIUIA3UN  COCIMHMUTEITHHOMN
TKaHU, 0COOCHHO B CJTy4ae HAJIMIMST OOJTbHBIX POICTBCHHM-
KOB C CUHJPOMHO WK HeauddepeHIMpoBaHHO hopMoii
nucriiasuu [ 1]. TimarebHO COOpaHHBIN aHAMHE3 O0eCTIeU -
BacT TOJly9eHUe BaXXHOU MHOOpMAIMK 0 MaHU(eCcTaIny,
TeMITaX TIPOTPECCUPOBAHUS TUCIIIA3MH COCIMHHUTEITBHOMN
TKaHU, (DakTopax pricka, IpU3HaKaX TMOPaKEHUST OPTaHOB.
Kpome Toro, HeoOXonMM aHaIU3 pOIOCIOBHOIA [1, 2].

I1pu cbope aHaMHe3a MalMeHTOB PEKOMEHIYeTCsl 00-
palniath BHUMaHWE Ha CJIeAYyIoIIee:

1. JlaHHbIE, CBUICTEIBLCTBYIOIIME O IUCILIACTUKO3a-
BUCHMBIX MOPGOGYHKIIMOHATBHBIX M3MEHEHUSIX Opra-
HOB W CHCTEM.

2. BospacT mnposiBJIeHMSI TOTO WX MHOTO CUHIpOMa
TUCTUTa3UU COCMMHUTEIBHOM TKAHU.

3. JlaHHBIEC, CBUICTEIBCTBYIONINE O HATUMIUHU COITYT-
CTBYIOLEH MMaTOJIOTHUU.

4. HacnenctBeHHast OTSATOLLIEHHOCTb:

*  HWIMYWE NUCIUTa3UM COCAMHUTEIBLHON TKaHU
Y POIICTBEHHMKOB ITePBO TMHUU POJNICTBA;

*  HACJIE[ICTBEHHAsI OTATONIEHHOCTh IO CUHIPOM-
HBIM (hOpMaM TUCTUIA3UU COCTMHUTETHbHOM TKAHM.

5. @akTophl prcka HeOIATOMPUSATHOTO TTPOTHO3A T -
CITIa3U1 COCAMHUTEILHOM TKaHU:
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. CUHApOMHasi (hopMa AUCILIA3UM;

. HaJIMYMe MajiblX aHOMAaJIMii pa3BUTUSI, TOPOKOB
pa3BUTHUS,

. BbIpaxk€HHbIE TIPOSIBICHUSI KJIANTaHHOTO, apuT-
MMUYECKOTO, COCYIUCTOr0 CUHAPOMOB HeauddepeHiu-
POBaHHOI IMCTUTA3UU COCIMHUTEIbHON TKaHU;

. KypeHue;

. HepalMoHaJIbHOE TTUTaHWE W/ WA TUTTOTPODUSI;

. HU3Kasl (pru3nyeckast aKkTUBHOCTb;

. HACJIeICTBEHHAsl OTSITOILIEHHOCTh IIO CJIydyasiM
paHHEW UM BHE3AITHOM CMEPTH;

*  XpOHMYECKME BOCTIAJIUTEIbHbIC 3a00€BaHUS;

*  peaHMMaLUs WV MHTEHCUBHAsI Tepanus
B aHaAMHe3e.

6. lpenmecTBytomniass Tepanusi, ee 3GPEKTUBHOCTD
U TTePEHOCHUMOCTb.

7. XapakTepucThKa TpyI0CIIOCOOHOCTH (B AMHAMUKE).

Ilnan oGcnenoBaHMsl maiMeHTa, OE3YCJIOBHO, OIpene-
JISIETCSI €T0 KIIMHUYECKUM CTaTyCOM, OCOOCHHOCTSIMU BbISIB-
JISIEeMbIX CUHIPOMOB. JIabopaTopHbie 1 MHCTPYMEHTAJIbHbIE
METOJIbl MCCIIEOBAHUSI, PEKOMEHIyeMble 00sI3aTeIbHO:
001111 aHAIN3 KPOBU 1 OOIIUI aHaJIM3 MOYM, OMOXUMUYE-
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