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AHAJIN3 3ABUCUMOCTHU MEXJTY CTENEHBIO BOPOHKOOBPA3SHOM
JE®OPMAIIVU I'PYIHOM KJIETKHW U TUCILIAZUEN
COEJIJUHUTEJBHOU TKAHM ¥ JIETEH

Beeoenue

Jleopmariuy rpyaHO# KJIETKH, KOTOPBIE B OOJIBIINHCTBE CIIy4aeB SBISAIOTCS BPOXKIICH-
HOW aHOMaJIMeH Pa3BUTHUS, XapaKTepU3YIOTCS HAPYLICHUSIMHU TPyAHMHO-PEOEPHOTO KOMILIEK-
ca, a B HEKOTOPBIX CITydasiX M30JIMPOBaHHBIMU M3MEHEHHUsAMU penbeda pedep. B Hacrosmee
BpeMs CyIIECTBYET OOJIbILAs TPYIa BPOXKACHHBIX aHOMAIINI pa3BUTHS TPYIUHO-PEOESPHOTO
koMmrIiekca. 90% BpOXKIEHHBIX AedopMaIiil TPYITHON KIETKHA COCTaBISIOT BOPOHKOOOpa3-
ueie (BAI'K), 8% — xuneBunusie (KAI'K), ocraBmmecs 2% 3anumaror cunapom [lomanna,
BPOXJICHHAS pacCIlleINHA TPYINHBI U H30JUpOBaHHBIC Achopmariiu pedep [1].

Xapaxkrepusyercss B/II'K 3anagenueM rpynnHbl U MEpeIHUX OTAEIOB pedep, YMEHb-
IIEHHEM o0beMa TPYIHOU KIIETKH, CMEUICHUEM M aHOMAJIMSMHU Pa3BUTHS CEplla, COCYIHU-
ctoro nmyuka u yerkux. BAI'K Bcrpeuaercs y 0,1-2,4% Hacenenus, y MaJpduKoB — B 5 pa3
Jaie, 4em y jeBouek [2, 3]. Bexymas ponb B popMupoBaHHH BOPOHKOOOpa3HOM nedopma-
IIUH TPYIHON KJIETKU MPUHAJICKUT TUCTLIACTUYECKOMY MTPOIECCY, 00 STOM CBUAETEIbCTBYET
MOBBILIEHUE SKCKPELUU OKCUIIPOJIMHA — IPOAYKTa pacraja koyareHa. CorsiacHO MHOTO4HC-
neHHbIM uccnenoBanusM, BJI'K otHocuTCs K HequdpepeHIUpOBaHHBIM TOPOKAM Pa3BUTHUS
COCAMHUTENILHOW TKAaHU MYJIbTU(AKTOPHON MPUPOIBI C MPOTPETUCHTHBIM TEUEHHEM, B OC-
HOBE KOTOPBIX JIe)KAT HApYILICHUs CHHTE3a, pacraja WiId MOpQoreHe3a KOMIOHEHTOB BHeE-
KJIETOYHOI'O MaTpUKCa, BOSHUKAIOIIME MPU ONPEAEICHHON T€HETUYECKON MPEIPaCIION0KEH-
HOCTH B IIEPHOJIE PAHHETO SMOPHOTeHe3a MIIM MOCTHATAILHOTO NepHoa IOl BO3ACHCTBUEM
HeOmaronpusaTHBHIX (AaKTOPOB BHELIHEW cpenbl. BeieacTBue pa3nuyHbIX MyTalMii B TeHaX
MIPOMCXOIUT HETPaBUIIbHOE (POPMUPOBAHHUE KOJIJIATCHOBBIX LIETeH, YTO MPUBOIUT K CIIA00CTH
IIPY MEXaHWYECKUX BO3/EHCTBUAX HA OCHOBHBIE PA3HOBUIHOCTHU COECIUHUTEIBHON TKAHU —
XpsAlm ¥ KocTu. B 65% ciyuyaeB umeeTcst Hac/IeACTBEHHAS IPEAPACIIONOKEHHOCTD, TPUYEM
POJIb HACTIEICTBEHHOTO (haKTOpa IMONTBEPHKAACTCS HE TOIBKO HATMYHEM JaHHOW MaTOJIOTUU
y JPYTHUX WIEHOB CEMbU, HO U COYETAHUEM CONYTCTBYIOIIMX IUCIUIACTUYECKUX ITPU3HAKOB:
apaxHOAAKTHIINH, IPOJIalica MUTPAJILHOTO KJlallaHa, TUCIUIa3UM YIIHBIX PAKOBHMH, THIIEpAJIa-
CTUYHOCTH KOXH [4].

Ilenw
[Ipoananmu3upoBarh 3aBUCHUMOCTh cTeneHH BJII'K or ¢eHoTMmHUecKHX TPU3HAKOB
JUCIUIa3UH COSAMHUTEIBHON TKAaHU Y JACTEH.

Mamepuan u memoownt uccnedoeanusn
B uccnenoBanue BkioueHbl 60 neTeil ¢ BOpOHKOOOpasHOW nedopmarueil rpyaHoi
KJIETKH, IPOXOJIMBIIMX 00cCiIeI0BaHKE U JeueHue Ha 0aze Y «l'omenbckas o0nacTHas JeTcKas
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KImHu4eckas 6onpHUIa» ¢ stHBaps 2019 no suBaps 2024 rr. C 1enbio yTOUHEHUs JuarHosa
BAI'K mpoBoauioch KOMIUIEKCHOE OOCIEI0OBaHNE, BKITIOYAOIIee B ce0sl KIIMHUYECKUN OC-
MOTp, JJabopaTopHbIe METO/IbI UCCIIEOBAHUS, HHCTPYMEHTaJIbHbIE MeToAbl. JleTn obcneno-
BaJIMCh HAa HAJIMYKME BHEIIHUX W/UJIM BHYTPEHHUX MPU3HAKOB HeAU(P(EepeHIIMPOBAHHOM aHC-
I1a3UU COEIUHUTENbHON TKaHU. CTeneHb JUCIIa3uH COETUHUTENbHOM TKaH! OIpeensiiach
o cxeme (tabmuna 1), mpennoxkennoit T. MunkoBcka-/ImutpoBoii u A. KapakaieBbim.

Ta6J'II/II_Ia 1- I[I/IaFHOCTI/ILIeCKI/IC KPpUTCpUH AUCILIIA3UU COCAMHUTENIbHON TKaHU

OCHOBHBIE IPU3HAKN BropocTenennsle npu3Haku
Jedopmanus cron AHOManMM yIIHBIX PAaKOBUH
Pacumpenue Ben AHoManmu 3y00B
Totnueckoe HEOGO [epcucTtupyromue apTpanruu
I'mnepMoOMIBHOCTD CyCTaBOB BrIBUXU M OABBIBUXU CYCTaBOB
Hapymenue oprana 3peHus [ITepurogaxTunus

[Tpu3Haky AMCIIIa3UK COSTUHUTEIBHON TKaHU CO CTOPOHBI
Cep/ICUHO-COCYIMCTOM CUCTEMBI, BEDXHUX MOYEBBIX ITyTEH
Jedopmanus mo3BOHOUYHHUKA U TPYIHOM KIETKH
YBeNnu4eHue pacTsHKUMOCTH U APSIONIOCTD KOXKH
ApaxHOTAKTHITUS

AHOManMHu pa3BUTHS Yeperna

l-s nerkas cTeneHb ITUATHOCTUPYETCS IPH HAJIMYUHM JIByX TJIABHBIX IPU3HAKOB,
2-5 cpeqHsis — MPH HAJMYUHU TPEX MIABHBIX M 2—3 BTOPOCTENEHHBIX WU 3—4 TIIaBHBIX U 1—2 BTO-
POCTENEHHBIX, 3-5 TsDKeJask — IPY HAJIMYKU 5 TIIaBHBIX M 3 BTOPOCTENEHHBIX PU3HAKOB.

Jlnst ompeneneHust CTENEeHNU THKECTH AeGOpMaldi W TOKAa3aHWH K ONEpaTHBHOMY
JICYCHHUIO UCTIOJIb30BAJIM MHJEKC Xajiepa, pacCUMThIBAEMBbI KaK COOTHOLIEHHE IoIeped-
HOTO K IepeiHe3agHeMy pa3mepy rpyaHoil kietku. Il crenens nedopmanuu BeTpedanach
y 34 (56,7%) mauuenTtos, Il crenens —y 26 (43,3%) nanuentoB. Menuana Bo3pacra jeten —
14 nert, u3 Hux 44 mansuukoB (73,3%) u 16 neBouek (26,7%). i onpeneneHus CTeNeHN TA-
XKecTu aeopMaIiy ¥ OKa3aHUH K ONlepaTUBHOMY JICUCHHIO HCIIOIb30BAIM HHEKC Xauiepa.

Pedepenthayto rpynmy (n=30) coctaBuim 310poBbIe 1eTH. Meanana Bozpacta — 14 jert.
Craructuueckass o0paboTKa pe3yJabTaToB MPOBOJWIACH IIPU MOMOIM KOMIIBIOTEPHOM HpO-
rpamMMbl STATISTICA 10.0. 3naueHns kaueCTBEHHOM NIEPEMEHHON MPEICTABIISUINCH B BUJIE
a0COIOTHBIX yucel (j1onei B %), a uX cpaBHEHUE MTPOBOIIIOCH IPU oMo Kputepus [Tup-
coHa. [lonmy4eHHble TaHHbBIE NIpeACTaBIEHbl A0COIIOTHBIM YHUCIIOM (N) U OTHOCHUTENIBHOM Be-
mnuuHoH (%). Pa3nuuus cuntanuce 10CTOBEpPHBIMU IpU YpoBHE 3HaUMMocTH p<0,05.

Pezynomamul uccnedosanus u ux oocyrncoenue

[To pe3ymnbraTam NMpOBEACHHON OIEHKH (PEHOTHUMHMYECKUX MPU3HAKOB TUCIUIA3HH CO-
eNMHUTENIbHON TKaHHW y nanueHToB ¢ B/II'K mpeobnananu ciemyromue BHEIIHHE MapKepbl
HenuddepenmpoBanHoi nucruiazuu coequnutensHoi Tkanu (HACT): kocTHO-cycTaBHBIE
WU3MEHEHUsI — CKOJIHNO03, Ku(o3, kudockonnos, qoauxonedaivs, aCTCHUYECKUA T KOHCTH-
TYLIMH, THIEPMOOUIILHOCTH CYCTaBOB (Iepepa3rubdaHue B JOKTEBBIX U JTyUe€3arsaCTHBIX CyCTa-
Bax, CUMIITOM OOJIBIIIOTO Tajblla, U30BITOUHAS ThUIbHASI (DIIEKCHUS B TOJCHOCTOMHBIX CyCTa-
Bax), apaXHOAAKTHIIHS, IIJIOCKOCTOINE; KOXKHBIE MPOSIBICHUS — TOHKAsI TPOCBEUUBAIOIIASICS U
JIETKOpaHuMast Koxa, koskHble cTpun. Cpenu BHyTpeHHUX MapkepoB HJIICT nuaupoBanu ma-
JIbIe AHOMAJIUU PA3BUTHS cep/ana (TIpoJiarc MUTPAIBHOTO KIIalaHa U JJOTIOJIHUTETbHBIE XOPIbI
JIEBOTO KEIyA04Ka), MUOIIHS, HE(POIITO3.

Co cTOpOHBI OMOPHO-IBUTaTENIBLHOTO afmapara Hanbojee 4acTo BCTPEYAIOTCS Hapy-
HIeHUsI OCaHKU (CKoNMo3, Ku(do3, Kudockoano3), nuarHoctupoBanbl y 55,0%, rumepmo-
OUJILHOCTH CYCTaBOB (Iepepa3rubaHue B JIOKTEBBIX M JIy4E3aIlSICTHBIX CyCTaBaX, CHUMIITOM
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O0MBIIOTO Tablla, W30BITOUHAS ThUIbHASL (PIIEKCUS B TOJEHOCTOMHBIX cycTaBax) — y 22,0%,
nedopMaIui HKHIX KOHEYHOCTEH, B TOM YHciie iockocTonue —y 31,7%. XapakrepHoit oco-
OEHHOCTBIO OBIJIO COueTaHKE yKa3aHHbBIX Mpu3HaKoB. Hanbomnee yacTbiM oTaenoM nedopmannu
npu ckonuose y aerer ¢ BJAI'K 6bu1 rpyaHO# otaen mo3Bonounuka (y 47,8%) u rpymomnosic-
HuuHbI otaen (y 39,1%), pexxe BcTpedanoch MopakeHUe MOSCHUYHOTO OT/Iea MO3BOHOYHHKA
(y 13,1%). Ilpeobnamanu 1eTv c acTeHUYECKUM TUTIOM Tenocnoxkenus (37; 61,7%). Unaexc mac-
cel Tena (MMT) y maruenTos ¢ I1 crenensio BJII'K coctasun 17,5 (16,3—18,3) u 11l ctenensro —
17,8 (17,2—19,4). BuenHuii BUJ JaHHBIX MAIUEHTOB OTIIMYAJICS MPeoOIaaHueM MPOIOTBHBIX
pa3MepoB Tejia HaJl MONEePEYHbIMH, BBICOKMM POCTOM IPU OTHOCHTEIBHO HU3KOM Macce Tea,
JUIMHHBIMU BEPXHUMH U HIPKHUMH KOHEUHOCTSMU C YAJTMHEHUEM KUCTEH U CTOI.

KoHTponbHas rpynmna mo 4actore U KOJUYECTBY BHEIIHUX U BHYTPEHHUX (PEHOTHIIH-
YECKHUX MPU3HAKOB oTindanach oT manueHtoB ¢ BJII'K (tabmmia 2). B koHTponbHO# rpymnme
BCTpEYAJIMCh BHELITHHE (PEHOTUMHYECKHUE MapKEPhl AUCIIIIA3UN COETUHUTEIbHON TKaHHU, TaKHUe
Kak, CKOJIN03, Kn(o3, MI0CKOCTOMNHE, OIHAKO X YacToTa Obula 2—3 pa3a HUXKeE, UeM y JeTel
¢ BAI'K. Taxxe B KOHTPOJIBHOM I'pyNIe IPAKTUYECKH HE BCTPEUYAINCH MPU3HAKU JUCIUIA3UU
COEIMHUTEIBHON TKAaHU CO CTOPOHBI OPTaHOB 3PEHMS, BEPXHUX MOUYEBBIX ITyTEH, OTHAKO ObLITU
BBISIBIIEHBI MaJIble aHOMAJIMU CEpJILia B BUJIE MPOJIarica MUTPAIbHOTO KJlaaHa U IOTOJIHUTENb-
HBIX Xopn JieBoro xkenynouka (AXJDK), Ho ux yactora ObU1a 3HAUUTENBHO HUXKE.

Tabnuna 2 — BHemHMe W BHYTPEHHUE MapKepbl IUCIUIA3UM COEAMHUTENLHOW TKaHH
y nauuenTos ¢ BAI'K

KoHTpobHas rpyrima ITarmenTo! ITarmenTo!
ITpuznaku HACT (n=30) cll CTene_HL}o BAI'K | clIII CTel'[EiHBIO BAI'K
(n=34) (n=26)

Jedopmanus rpytHOI KIeTKA 0 34* (100%) 26* (100%)
Ckonnos, kudo3 6 (20,0%) 17* (50,0%) 16* (61,5%)
ACTEHNYECKH THIT KOHCTHTYIINH 5 (16,7%) 21%*(61,8%) 11* (42,3%)
ITnockocronue 3 (10,0%) 8% (23,5%) 11* (42,3%)
Jonuxoredanus 0 0 1 (3,8%)
I'umepMoOMIEHOCTD CYCTaBOB 0 2 (5,9%) 4* (15,4%)
ToHKkas Koka 0 3 (8,8%) 5% (19,2%)
KoxHbie cTpun 2 (6,7%) 4 (11,8%) 6 (23,1%)
Muonus 1 (3,3%) 0 4* (15,4%)
IIMK 2 (6,7%) 7* (20,6%) 12%* (46,1%)
JXIDK 8 (26,7%) 21* (61,8%) 19* (73,1%)
Hedponros 0 0 4* (19,2%)
TyroyxocTh 0 0 1 (3,8%)

* p<0,05 npu cpasnenuu ¢ pepepenmHou epynnot

C yBenuueHueMm cTerneHd aehopMaliuu TPYIHON KIETKH HAONIOManoch yBEIHMUEHUE
CTEMEeHU IHUCIUIa3uM COoeMMHUTENbHON TKanu. Tak y manuenTtoB ¢ BJAI'K I crenenn nerkas
crenenb H/ICT ormeuanaceh y 55,9%, cpeansis —y 17,6%, toraa xak npu III crenenn BJATI'K
nerkast crenenb JJCT nuarnoctuposana y 30,7% nauuenTos, a cpenusis —y 61,5%.

Buwvieoowt
1. Bpoxzaennoe HapyuieHue (OpMHUpPOBAHUS COCAMHUTEIHHOW TKAHU MOXKET MpOSB-
JSATHCS TUCIIIIACTUYECKUMHU U3MEHEHUSIMU B HECKOJIBKUX OpPraHaX U CUCTEMax.
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2. HabGmromaeTcst mpsiMast 3aBUCUMOCTh MeX Ty cteneHbto Tsokectd HICT u ctenensro ne-
(bopmanuu rpyIHON KIETKHU: 4eM 0oJblie (PeHOTUMUYECKUX U MOP(OTOTHUECKUX PU3HAKOB,
omnpenenstonux crenedb Tsokectd HACT, Tem Bbliie creneHb qepopMauy rpyaHON KIETKH.

3. Cpenn denorunmueckux npusHakoB HJCT y manmentoB ¢ BJII'K mpeobnagaror
KOCTHO-CKEJIETHBIE, CyCTaBHbIE MTPOSBICHMUSI, a TAK)KE MPU3HAKU JTUCIUIA3UH CEPIEUYHO-COCY-
JUCTON CUCTEMBI Ha (POHE MUHUMAJIbHBIX U3MEHEHUI CO CTOPOHBI KOXKU.
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MOP®OMETPUYECKHUE ITAPAMETPBI JIUCKA 3PUTEJBHOI'O HEPBA
Y MAIIMEHTOB C CUMIITOMATHYECKOW O®TAJIBMOTUNIEPTEH3UEN
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Beseoenue

Ontuyeckas xkorepertHas Tomorpadus (OKT) — coBpeMeHHBIN HEMHBA3UBHBIN CIIO-
co0 MPKU3HEHHON BU3yalTU3aIlH CTPYKTYP MEPEIHETO U 3a{HETO cerMeHTa asza. Ceroaus
cnekTpaibHble OKT 1aroT BO3MOXKHOCTh HE TOJIBKO PAHO BBISIBIIATH U3MEHEHHUS CO CTOPOHBI
CeTYaTKH U 3PUTEIBHOrO HEpBa 3aJ0JITO /0 TOSBICHUS NEPBbIX AC(PEKTOB B MOJIE 3pEHHUS,
HO U ONPENENATh CKOPOCTh MPOTrPECCUPOBAHUS NATOJIOTUYECKOTO Ipouecca. Onpenenenne
TOJILIMHBI CJIOS1 HEPBHBIX BOJIOKOH cetuaTku (RNFL) siBisieTcss BeaymuM B ompeneneHuu
CTPYKTYPHBIX U3MEHEHUH [1] cO CTOPOHBI AMCKA 3pUTEIBHOIO HEPBA. YCTAaHOBJIEHO, YTO OII-
TUYECKas HelpomnaTus npu 3HA0KpUHHON odTansmonaruu (DOII) xapakrepusyercs Hecmel-
n(pUIECKUM MOBPEXICHUEM 3PUTEIBHOTO HepBa [2].

Ilenw
[IpoBectu ananuz moppomerpuueckux napamerpon [I3H y manueHToB ¢ cumnToMaru-
yeckoi odranbMmoruneprensueil, pazsusiieiics Ha Gpone JOII mo nanasiM OKT.

Mamepuan u memoowvt uccnedoeanusn

[IpoBenena ouenka napamerpos J[3H u Tommuusl CHBC no ganusim OKT y 175 na-
1ueHToB (350 ma3 u opouT) ¢ paznuuHbIMU popmamu U akTuBHOCTHIO DOII. C yuetom nomy-
YEeHHBIX [TOKa3aTeliel 1J1a3 u OpOUT MalMeHThl ¢ akTUBHBIM TeueHneM DOl Obun pazneneHsl
Ha 4 rpynnsl: la — 26 mauuenToB (52 ma3za U OpOUTHI), TUPEOTOKCUUECKUHN 3K30(TaAIBM;
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