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PE3IOME

LieAb nccaeaoBanms. OLEHUTbL COCTOSIHUE MOAOBOrO PA3BUTUS y AeTel C BBD.

MeToAbl. B AQHHOE MccaeaoBaHMe BbinO BkAOHYEHO 50 aeTer B Bo3pacTe oT 8,11 Ao 17,80 roaa ¢ BB3, NpoxoAMBLLMX Ae4eHne B PTAY «HMUL,
3A0P0BbA AeTel» MH3APaBA Poccum ¢ aekabps 2020 no anpeas 2022 roaq. Y BCeX MaumMeHTOB OLLeHUBAAMCh QHTPOMOMETPHMYECKME NMOKA3ATEAM,
CTAAMS MOAOBOrO PA3BUTHSA MO LLIKAAE TAHHEPA, KOCTHbIM BO3PACT, YPOBEHb TOHAAOTPONMHbIX (PCI, Al) 1 MOAOBbIX (3CTPAAMOA, TECTOCTEPOH)
rOPMOHOB, AOMOAHUTEAbHbIX TOPMOHAAbHbIX MOKA3aTeAen (KopTn3oA, ATDA-cyabdpart, 170HP, AKTT, npoAaktuH, TIT, 13, T4, uHCYAmH), Y3
OMT y aeBoyek 1 Y31 OM y MAAbYMKOB, PE3YALTATbI MCUXOAOTO-NEAQrorM4eCckoro 06CAeA0BaHMs (OMPOCHMK o C. bam, MeTOAMKA (PHUCYHOK
yerosekan K. Maxosep, Tect A. Bekcaepa). AQHHbIe MPEACTABAEHbI C MCMOAL3OBAHUEM MEAMAHbI (Me), kBapTuaen 25 u 75% [Q25; Q75]
M CTAHAQPTHOM OLLUMOKM (SE). BBUAY MAAOTO YUCAQ HOBAIOAEHMI AAS OLLeHKM 3HQYMMOCTM PA3AMYMI MOAYHEHHbIX MOKA3ATEAEM MCMOAL3OBAAUCH
HenapameTpuyeckme CTaTMCTMHECKUE KPUTEPMM.

Pe3yAbTATbI. [10 PE3YALTATAM MCCAEAOBAHMS BbIAQ yCTAHOBAEHA CTATUCTUYECKM 3HAYMMAS CBS3b BOHUKHOBEHUS OTKAOHEHME B [TOAOBOM PA3BUTMM
y AeTer ¢ BB ¢ KamHu4eckon gpopmort 3aboaesanms (p < 0,001). CTeneHb TAKeCTU KAMHMYECKUX NpossAeHmi BB no wkaae EBDASI 6biaa
AOCTOBEPHO BbILLIE Y AETEM B rpynne C OTKAOHEHMAMM B MOAOBOM pa3BuThm (p = 0,000). AHTpornomeTpu1eckme nokasarean BAZ n HAZ B rpynne
AETEN C OTKAOHEHUSIMM B MOAOBOM PA3BUTHM BbIAM CTATUCTUHECKM 3HAYMMO CHKEHbI (P = 0,000, p = 0,000 COOTBETCTBEHHO), 4TO O3HAYaeT
AOCTOBEPHO BOAEE BbICOKYIO 4OCTOTY PA3BMTUS HEAOCTATOYHOCTM MUTAHMS Y AQHHOM KOropTbl NALMEHTOB. bazasHble yposH1 PCT u AT (p = 0,000,
p =0,001 cOOTBETCTBEHHO), 3CTPAAMOAQ M TecTocTepoHa (p =0,002, p = 0,000 COOTBETCTBEHHO) ObiAM AOCTOBEPHO HMXE Yy AETEN C OTKAOHEHMAMM
B MOAOBOM PA3BUTHM. BbisIBAEHQ CTATUCTMHECKM 3HQYMMAS CBA3b B UCCAEAYEMBIX TPYMNMNAX CO CTAAMEN MOAOBOrO PA3BMTUA MO LUKAAE TaHHepa
(p =0,032). Cpean scex naumeHToB ¢ BB (n = 50), 3P 6biAQ AMQrHOCTUPOBAHA Y 7 (14 %) NALMEHTOB, MNP 3TOM BCE MALMEHTbI CTPAAAAM PABD
M MMEAM HM3KMI BA3CAbHBIN YPOBEHb Al CHMKEHHbIE 3HAYEHUS 3CTPAAMOAQ M TECTOCTEPOHA, YTO MO3BOAMAO YCTAHOBMTb MM AMATHO3 rMMolT.
3akaAlodeHue. Y naumeHTos ¢ BBD ¢ Hamboaee TAKEAOH CTEMeHbIO KAMHUYECKMUX MPOSBACHMHI, COMPOBOXAQIOLLLENCS A@KOMMEHCHMPOBAHHOMN
HEAOCTATOYHOCTBIO MUTAHMS MHOTOGDAKTOPHOIO reHEe3a, MMEKTCS OTKAOHEHMS B MOAOBOM PA3BUTMM U MO AOCTMXKEHMIO BO3PACTA 13 AET AEBOYKAMM
1 14 AT MOABYMKAMM, MOXET PA3BMBATLCS TPAH3IUCTOPHbINA (CUMMITOMATUYECKMH) rMOlT.

KAKOYEBBIE CAOBA: BPOXXAEHHbIM OYAAE3HbIM SMMAECPMOAM3, MOAOBOE PA3BMUTHE, 3AAEPXKKA MOAOBOIO PA3BUTUS, HEAOCTATOYHOCTb MUTAHMS, EBDASI.
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SUMMARY

Purpose of the study. Assess the state of sexual development in children with CEB.

Methods and materials. The study included 50 children aged 8.11 to 17.80 years with CEB who were freated at the National Medical Research
Centre for Children’s Health (Moscow, Russia) from December 2020 to April 2022. Anthropometric parameters, the stage of sexual development
on the Tanner scale, bone age, the level of pituitary (FSH, LH) and sex (estradiol, testosterone) hormones, additional hormonal parameters (cortisol,
DHEA-sulfate, 170HP, ACTH, prolactin, TSH, T3, T4, insulin), ulfrasound of the pelvic organs for girls and ulfrasound of the scrotum organs in boys, the
results of a psychological and pedagogical examination (questionnaire according to S. Bem, ‘drawing of a person’ by K. Machover, D. Wechsler’s
test] were assessed in all patients. The data are presented using median (Me), quartiles of 25 and 75 % [Q25; Q75] and standard error (SE). Due to
the small number of observations, nonparametric statistical criteria were used to assess the significance of the differences in the obtained indicators.
Results. According to the results of the study, a statistically significant relationship was established between the occurrence of deviations in sexual
development in children with CEB and the clinical form of the disease (p <0,001). The severity of clinical manifestations of CEB according fo the EBDASI
scale was significantly higher in children in the group with deviations in sexual development (p = 0,000) compared with the group of children with
normal sexual development. Anthropometric indicators of BAZ and HAZ in the group of children with deviations in sexual development were statistically
significantly reduced (p = 0.000, p = 0.000, respectively) compared with children with normal sexual development, which means a significantly higher
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incidence of malnutrition in this cohort of patients. Basal levels of FSH and LH (p = 0,000, p = 0,001, respectively), estradiol and testosterone (p = 0,002,
p = 0,000, respectively) were significantly lower in children with abnormailities in sexual development compared with children with normal sexual
development. A statistically significant relationship was revealed in the studied groups with the stage of sexual development according to Tanner
scale (p=0,032). Among all patients with CEB (n = 50), delay puberty was diagnosed in 7 patients (14 %), while all patients suffered from RDEB and had
low basal LH levels, reduced estradiol and testosterone values, which allowed them to be diagnosed with hypogonadotropic hypogonadism (HH).
Conclusions. In patients with CEB with the most severe degree of clinical manifestations, accompanied by decompensated malnutrition of
multifactorial genesis, there are deviations in sexual development and upon reaching the age of 13 years, girls and boys develop transient

(symptomatic).
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Brenenne

Bpoxnennstii Oysutesnstit srmaepmonns (BBD) saensercs
TPYIIOH peAKnX (EHOTHUITNYECKH U TeHETHYECKH IeTeporeH-
HBIX 3a00JIEBaHUH KOXKH, IPOSIBIIIOIINXCS 00pa30BaHHEM
ITy3bIpeil Ha KO)Ke U (WIJIN) CITM3UCTBIX 000I0YKax MTPU MUHH-
MaJIbHOM (PU3MUECKOM U (MJIM) XMMHYECKOM BO3JICHCTBUH,
a TaKXe CIIOHTaHHO B PE3yJIbTaTe MyTallMH B IeHaX, KOAH-
PYIOILMX CHHTE3 CTPYKTYPHBIX OCJIKOB B SMUAEPMICE U 30HE
OazanpHON MeMOpaHbI KOXH [ 1, 2].

CornacHo coBpeMeHHO# kiaccudukanun (2020),
BBD Bkito4aeT 4yeThIpe OCHOBHBIX KIMHHUYECKUX (OPMBI
3a00JIeBaHUs:

1) mpocroii Oymutesnsit stmaepmonus (I163) ¢ odpaszoBanu-
€M Iy3bIpeil Ha ypOBHE 0a3aJIbHOTO CJIOSI AUAEPMHUCE;

2) morpaHWYHbIH OyiIe3HbIH snuaepMoin3 (morpbd) ¢ obpa-
30BaHHEM ITy3bIpell B 30HE CBETJIOHN ITACTUHKH 0a3aJIbHOM
MeMOpa#sI (lamina lucida);,

3) muctpoduyeckuii Oymiesnsiii suuaepmonus (IBJ) ¢ oopa-
30BaHHEM ITy3bIpEii B 30HE INIOTHOH IIIACTHHKY Oa3aibHOH
MeMOpa#s! (lamina densa);

4) Oynnesnsiit snunepmonu3 Kunmiep (B3K) ¢ obpazosa-
HUEM ITy3BIpeN B AMUIEPMICE Ha pa3HbIX ypOBHAX [3].

OcHoBHble KMHAYecKne popmbl BED noppasnensiorcs
Ha 35 noprunos (14 1163, 9 morpbd, 11 /163, 1 B3K) ¢ ay-
TOCOMHO-JJOMUHAHTHBIM WJIM PELIECCUBHBIM THIIOM HacJie-
noBaHus [3].

Jns BBD xapakTepeH MUPOKUN CIEKTP KIMHUYECKUX
MIPOSIBJICHUH C Pa3BUTHEM TIPH TSDKEJIOM T€UEHHH 3a00IeBaHUs
BHEKOXKHBIX ocyiokHeHuH. [Ipn BBD MoryT Habmonarbcs
nopakernst JKKT (1my3bipu 1 5po3un Ha BCEM €ro MpoTsiKe-
HUH, 3apalieHue BeCTHOYIAPHBIX CKIIa0K, aHKHIIOTIIOCCHS,
MHKPOCTOMHSI, CTPUKTYPHI ITHIIEBO/IA C SIBJICHUSIMU AHC(Arun
1 330(aroAMHNH, OPaKEHHE CIM3UCTOH 000I0UKN TOHKOU
1 TOJICTOW KHUILIOK, COIIPOBOKIAIOIINECS TUITOATLOYMIHEMHEH,
THITONIPOTEHHEMHEH, YMEPEHHOM WM TSDKENIOH Malibadcopo-
L1eil, XpOHNYECKHE 3arl0pbl, METaKoJIOH U T.]1.), 3yO04eITIoCT-
HOH CHCTEMBI (HEAOPa3BUTHE YEIIOCTEH, CKYYeHHOCTD 3y00B,
THIIOIIIa3Us] AMaJTH, MHOXKECTBEHHBIN KapHec, YaCTHYHAs HIIH
TIOJTHAs aJICHTH), OOPHO-ABUIATEIILHOTO armapara (0cTeo-
MIEHUSI 1 OCTEOIIOPO3, IICEBI0CHHIAKTIIINY, Cri0aTeIbHbIe
KOHTPAKTYpbl U aHKHJIO3 CyCTaBOB, TOPAKAIBLHBIN M TOPAaKO-
JFOMOAJIBHBIHN CKOJTHO03), TOPayKEHNUsI OpraHa 3peHus! (MHBEKIUS
KOHBIOHKTHBBI, CJIE30T€UEeHHE, 00pa30BaHUE ITy3bIpell U 3pO3Uid
Ha pPOroBHIIE, pyOlIieBaHHE POTOBHIIBI, 00pa30BaHUE aHHYyCA,
cuMOedapoH, aHKIII00IehapoH, SKTPOIIHOH ), MOYEII0JIOBOH
CHUCTEMBI (CTEHO3 MOUYEBBIBOSIIINX ITyTeH, ruapoHedpo3,
XPOHUYECKas IOYe4Hask HeIOCTaTOYHOCTh, INIOMEPYJIOHE(DPUT,

IgA-Hedponarus, aMHIION103 TIOYEK), JBIXaTEIbHOW CHCTEMBI
(cTeHO3 TOpPTaHM), peUUANBUPYIOIIIE BTOPUYHBIC HH(EKINN
KOXKH, XpOHHYECKast pedpakTepHast anemus. [laHHbIe (aKTOpbI
CITOCOOCTBYIOT Pa3BUTHIO y manueHToB ¢ BB HexpocraTou-
HOCTH NMUTaHUSI MHOTO(aKTOPHOTO Te€HE3a, KOTopasi, B CBOIO
oyepesib, MOXKET SIBIISITHCS OJHON M3 MPUYNH 331€PKKU (H-
3UYECKOT0, [TOJIOBOTO U TICUXOJIOTHYECKOro pa3Butus [4—6].

MHorue uccienoBaHus MOKa3bIBAIOT, YTO 3aJEePHKKa MO-
noBoro passurus (311P), conpoBokaaromasics: cokpanieHHeM
MIPOIOIDKUTENFHOCTH 1 FHTEHCUBHOCTH ITyOEpTaTHOTO CKavkKa
pocTta, HapyuieHHeM (GepTHIBHOCTH, YaCcTO OTMEYaeTCs Y Jie-
TeH, CTPaJAIOIINX XPOHUICCKUMH 3a00neBaHusIMH [7].

B myGepraTHBIii IEpHO/], KOTOPBIH B HOPME IMPOUCXOJHUT
B BO3PACTHOM IIPOMEXKYTKE y IeBoUek 8—13 J1eT U y MaJlbuiKoB
9-14 ner, ronagorponuH-puin3uHT-ropmon (I'uPI’) crumy-
JIUPYET TOHAJOTPOIHbIEC KJICTKH IIepeTHeH NoIH rumogpusa
CEKpPETUPOBATh TOHAAOTPOIHBIE TOPMOHBI: TIOTEHHU3UPYIOIIHI
ropmoH (JIT') u dpommkynoctumynupyroumii ropmos (PCI).
JIT" B nepBy10 o4epeab CTUMYIUPYET CIENUaIU3UPOBAHHEIE
HMHTEPCTUINATIBHBIE KJIETKH (KJIETKH TeKH B SIMYHUKAX, KJIETKH
Jlefinura B siM4Kax) JJIsl CHHTE3a TIOJIOBBIX CTEPOUIOB (3CTPO-
reHa ¥ TECTOCTEpOHa COOTBETCTBEHHO), B TO BpeMs kak OCI’
CTUMYJIMPYET POCT (POJUIMKYJIOB SUYHUKOB, TPOU3BOISIINX
3CTpaaAnoI, MHI'MOUH B 1 rameTs! (SiiuekineTku) y 1eBo4eK
WK pa3BUTHE CEMEHHBIX KaHAJIBLEB, IPOM3BOAIINX HHIMOWH
B u cnepmaro3ons! y ManbuuKOB. DTH MOJIOBBIE CTEPOUIBI
OTBEYAIOT 32 Pa3BUTUE BTOPHYHBIX MOJOBBIX IPU3HAKOB, KOTO-
Ppble acCCOLMUPYIOTCS C MOJIOBBIM CO3PEBAHUEM U CTAHOBIECHUEM
perponyKTHBHOM GyHKIMH [8, 9].

B knmuHMueckoil mpaKkTuKe Ui OLEHKU CTaAUU I0JI0BOTO
pa3BuTHS peOeHKa Ha OCHOBE N3MEHEHHH BTOPUYHBIX MOJIOBBIX
IIPU3HAKOB UCIIONB3yeTcs MKana TaHHepa. Y 1eBOYEK MEPBbIM
MIPU3HAKOM Hayajla UCTUHHOIO MOJIOBOIO CO3PEBaHUS SBIIS-
eTcsl pa3BUTHE MOJIOUHBIX JKeJle3 (Teslapxe), a y MaJBYuKOB —
yBEIUUEHHUE UYEK, IPH KOTOPOM UX Pa3Mep yBEIHUUBAETCS
1o obbeMa 3 mut u bonee u uHEL 2,5 cM [10, 11].

3I1P onpexnensieTcsa kak OTCyTCTBHE BTOPUUYHBIX MOJO-
BBIX IIPU3HAKOB Y I€TEH, JOCTUTIIUX BEPXHETO BO3PACTHOTO
Nepuosia Hayasa MoJ0BOr0 CO3PEBaHMUsI, YTO COOTBETCTBYET
BO3pacTy npumepHo 13 jet ams neBouek u 14 net — 11 Majb-
yukoB [10, 11]. YeranoButs 3I1P y neBovek Takxke BO3MOXKHO
B cllydae OTCYTCTBUSI MEHapXe IpH JOCTHXKEHUU BO3pacTa
15 ner (nmepBuuHas ameHopes) [12].

IMpyauss! 3T1P MOXHO YCIOBHO pa3aenuTh Ha JIB€ KATETOPUU
Ha OCHOBAHWH THUIIA HAPYIICHHS TUIIOTaIaMO-TUIIO(H3apHO-TO-
HazHol (I'TT') ocu: TMHeproHaioTPONHEII TMIIOTOHAAN3M (THIIEp-
I'T) u runoroHagOTpoOnHBIH runoroHaau3M (rumol T), kax bt
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U3 KOTOPBIX, B CBOIO 04€pPe/Ib, MOAPA3AEIACTCS Ha BPOXKICHHBIN
1 ipruoOpeTeHHbIH. EANHCTBEHHBIM UCKITIOYEHHEM SBIISCTCS
KOHCTUTYLIMOHAJIbHAS 3a/IEP’KKa POCTa U MOJIOBOTO CO3PEBAHMS,
KOTZla HauaJlo MOJI0BOT0 Pa3BUTHUS IPOUCXOAUT HA BEpXHEN
TpaHUIE BO3pacTHON HOpMBI unu no3anee. [unepl T xapak-
TEpU3yeTCs MOBBIICHHBIM YPOBHEM F'OHAJOTPOMHBIX TOPMO-
HOB ¥ HEJJOCTATOYHOCTBIO MPOIYKIMH MTOJIOBBIX CTEPOUAOB
roHa/laMu (epBUYHBIHN runoronausM). ['unol T (BropuyaHbIi
THIIOTOHA/TM3M) MOZIpas/ielisieTcs nepMaHeHTHbIH runol T (xa-
pakrepusyercsa Hu3kuMu yposssmu JII' u @CT BcneacTeue
THIOTAIAMUYECKUX WITH THITO(HU3apHBIX PACCTPOMCTB) M TPaH-
suTopHbIi Tunol T (cummToMarnueckuii rumol T'), mpu KOTopoM
3I1P obycnosiena 3anepskkoit cozpeanus [ TT ocu 1 BroprdHa
0 OTHOIICHUIO K OCHOBHOMY 3a0oneBanuo [9, 13].

O Bnusanuu BED Ha nonoBoe pa3Butue aereil u3 uccieno-
BaHUI PaKTHYECKU HIYETO HE U3BECTHO, XOTS, 110 JaHHBIM OT-
JIeNBHBIX KJIMHNUecKUX HalOmonenui, 3[1P moxkeT BeTpedarsest
y AeTeli ¢ Hanbosee TAKENO NPOTEKAIOIINMHI KIMHIYECKUMH
¢dopmamu BB, conpoBoxaaromuMics HeI0CTaTOUHOCTBIO
MTUTaHKs] MHOTO(AaKTOpHOTO TeHe3a [5, 14], moatomMy naHHbIH
BOIPOC OCTAETCS aKTyaJIbHBIM JUISl U3yUEHHUSL.

Iesib paboOTHI: OLICHUTH COCTOSIHUE MOJIOBOTO Pa3BUTHS
y nereit ¢ BBD ¢ momouipio KIMHUYECKUX, 1a00paTOpHBIX
U MHCTPYMEHTAJIbHBIX METOJOB JUArHOCTUKU.

Marepuajibl M1 MeTOAbI

B naHHOE IPOCTIEKTUBHOE HCCIIEI0BaHUE OBUIO BKIIFOUEHO
50 nmetelt ¢ ycTaHOBIEHHBIM AuarHo3oM BBD, mpoxoauBmmx
JIeYeHUE B OTAEJIEHUH NETCKOU 1epMaTOIOTUU C IPYIIOoN
nazepHoil xupyprun GI'AY «HanuoHanbHbI METUITMHCKUN
HCCIIe0BaTEeNbCKUN LIEHTP 340POBbs AeTeil» MuH3apasa
Poccun ¢ nexadbps 2020 no anpens 2022 roxa, B Bo3pacte
ot 8,11 go 17,8 rona.

Kputepun BKIrO4eHUS: MAUEHTHI C PA3INYHBIMU KINHH-
yeckumu popmamu BBD B Bozpacte ot 8 1o 18 net. Kpureprun
HEBKJIIOUEHUS: MALIUEHTHI C YCTAHOBJIEHHBIM JUAarHO30M T'-
nepl T, runol T (BpoxxaeHHBIN, TpHOOPETEHHBIH NPH HaTo-
soruu HHC); nauueHTsl, nojayyaBlIlie Tepanuio NoJI0BbIMU
CTepoHnaaMu ¥ (MJIM) TOHaJOTPONMHAMY; HAIMYNE Y TallUEHTOB
3a00JIeBaHNH SHJOKPUHHON CUCTEMBI; HAJIMYHE y TTAllIEHTOB
XPOHMYECKHNX COMaTHYECKUX 3a00JIeBaHNH, HE 00yCIIOBIEHHBIX
OCJIOKHEHHSIM OCHOBHOTrO auarHo3a BBO.

Tabamua 1
AuarHocTmyeckoe 3HayeHue Z-score aHTPONOMETPHUYECKUX
nokasarteaei [6]

Kputepui NokasaTeAb AvarHocTuyeckoe 3HayeHne
WAZ (Weight-for-Age ) XapaKTepusyer HEAOCTATOYHOCTb
I-score) MUTAHWA
Z-score >+1  CBMAETEALCTBYET 06 M3OLITOYHOM
MACCE UAU OXMPEHUM
IR (Hzeslgztrg?r—Age L-score <-2 XapakTepusyeT HU3KOPOCAOCTb,
MOXETCBUAETEALCTBOBATH
O XPOHMYECKOM BEAKOBO-
3HEpPreTMyeckomn HeAOCTATOYHOCTH
I-score <-2 HeAOCTATOYHOCTb NMUTAHMS
BAZ (BMI-for-Age
( 9 Z-score > +1 M3BbITOYHAS MaCCa Tead
Z-score)
Z-score > +2 OxupeHue

Juarnos n kuHI4eckas popma BBED Obutn ycTaHOBIICHBI
Ha OCHOBAaHWU JJaHHBIX KJIMHUYECKON KapTHHBI, JIMYHOTO
U CEMEIHOro aHaMHe3a ¢ NOCIEeIYIOMUM NOATBEPKICHUEM
C MOMOIIBIO MONEKYISAPHO-T€HETHUECKOIO UCCIIEJOBAHUS
METOI0OM MacCOBOTO MapaJlJIeIbHOTO CEKBEHUPOBAaHMS Ha 000-
pynoBanuu lon S5 (Thermo Fisher Scientific, CIIIA).

V¥ Bcex MalKeHTOB OLEHUBAINCH aHTPOIIOMETPUUECKUE
MOKa3aTely, CTaaAus MOJIOBOTO pa3BUTHs MO IIKajne TaHHepa,
KOCTHBIH Bo3pacT, ypoBeHb roHaforponHslx (PCT, JIIN) u no-
JIOBBIX (TECTOCTEPOH, 3CTPANOIN), TOIOJIHUTEIBHBIX TOPMO-
HaJIBHBIX TOKazarenei (kopruzon, AT DA-cynsdar, 170HP,
AKTT, nponakrun, TTI, T3, T4, uncynun), mopdomerprue-
CKHeE TIapaMeTphl pa3BUTUs TOHAJ o JaHHbIM Y3U opraHos
masoro taza (OMT) y neBouek u opranoB MonioHku (OM)
Y MaJIBYMKOB, PE3YJIBTaThl [ICHXOJIOTO-IIeIarorMYecKoro ooce-
noBanus (onpocHuK 1o C. baM, MeTonka «prCYHOK YelIOBEKa
K. Maxosep, Tect JI. Bekcnepa, KoTopble 0 pe3ynbraTaM KOH-
CYJIBTaTHBHOM BCTPEUH C MEANIIMHCKUM IICUXO0JIOTOM OBUIH IPO-
BeneHkl 21, 23 u 44 manpieHTaM COOTBETCTBEHHO UCXOIS U3 UX
AKTyaJIbHOTO MICUXOJIOTMYECKOT0 U COMAaTUUECKOTO COCTOSHHUS).

ITo pe3ynbraTam MpoOBEASHHOTO 00CIIEI0BAHNS BCE MAIIEHTHI
OBLIM pacripeiesieHbl Ha JIBE IPYIIIbL: TIepBast TPYIIIa — MarieHThl
C HOPMAJILHBIM TIOJIOBBIM pa3BUTHeM (7 = 18) 1 BTOpas rpymnmna —
TIALUEHTHI C OTKJIOHEHUSIMH B TI0JIOBOM pa3BUTHH (11 = 32).

Omnpenenenue Macchl Tella U pocTa AeTell IPOBOJWIOCH
C ITOMOIIIBIO CTAHAAPTHHIX OTKAIIMOPOBAHHBIX BECOB M POCTO-
Mepa. OneHKa rnokasaresneil pu3nueckoro pa3BUTHs AeTel
MIPOBOAMIIACH C IOMOILBIO CHENUATN3UPOBAHHON IPOrPaMMBbl
BO3 Anthro Plus mis neteit B Bo3pacre ot 5 1o 18—19 ner
U pacueTa 3HaYeHHH Z-score, XapaKTepU3yIIUX OTKJIOHE-
HUSI TTOJyYEHHBIX 3HAYEHUH MHIMBUAYaJIbHBIX ITOKa3aTeIen
OT CpeIHUX 3HAUCHMH 1S JAaHHOW MOMYINALUY, HOAEIEHHBIX
HA CTaHJAPTHOE OTKJIOHEHHUE CPEHEr0 3HAYECHUS TOKa3aTes.
HccnenyeMsble moka3aTeny XapakTepU30Bal Z-score: Macca
Tesa kK Bo3pacty (WAZ) (maHHBIN IIOKa3aTelb ONPEIeIsoT
y nereit 1o 10 ner), anunHa tena (pocr) k Bo3pacty (HAZ),
WHJEKC Macchl Tesa K Bozpacty (BAZ). 3nauenus Z-score
AQHTPONOMETPHUECKUX MOKa3aTesel Ui TUarHoCTHKH OTKJIO-
HEHUH B (U3NYECKOM pa3BUTUH NPEICTABICHbI B maobnuye 1.

Crenens Tsoxectu BBD onennBanace ¢ moMouipo pacyera
WHJIEKCa aKTUBHOCTH M pyOLieBaHMs1 OyJUIE3HOTO SIHIEPMOIIH3a
EBDASI (Epidermolysis Bullosa Activity and Scarring Index).
WHpexkc 0CHOBaH Ha OLIEHKE KIIMHUYECKUX IPU3HAKOB AKTUBHOCTU
3a00J1eBaHMsl OT/ICIBHO OT PU3HAKOB XPOHUUYECKOTO MIOBPEKICHHU
B IIATH 00acTaX (KOXKa, CKAJIBII, CIIM3UCTBIC 000JIOUKH, HOTTH,
JpyTHe SIMTENN3UPOBaHHbIC TKaHU U opraHsl). Jlerkoii, cpenneit
U TSDKEJION CTEeTIeHH TSDKECTH 3a00JIEBaHNS COOTBETCTBYIOT CyM-
Mapasie 6amter 042, 43—106 u 107-506 cootBetrcTBeHHO [15].

OneHky MOJI0BOTO pa3BUTHUS A€Tel MPOBOIMIN Ha OCHO-
BaHMU JaHHBIX OCMOTpa M KJIaCCU(HUKALIMHU CTAINH MOJIOBOTO
pasButus TanHepa, a Takoke pe3yasraroB Y31 OM y mansun-
KOB. JIOTIOTHUTENBHO y AEBOYEK OTMEUAIH BO3PAcT MEHapXe.

Jns onpenenenus yposas OCI JIT, acTpaguona, Tectocte-
poHa, xoptuzona, JII'DA-cynedara, AKTT, nponakruna, TTT,
T3, T4, nacynuna Oblla HCIIOJIB30BaHA arnaparypa cobas e
411 (Roche Diagnostics, IIBeituapust). Onpenenenue ypoBHs
170HP npoBoamiiock py4yHbIM METOJIOM C UCIIOJIb30BAHUEM
Habopa pearentoB st YDA 170HP ELISA (DRG, I'epmanus).
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Tabamua 2

CpPABHUTEAbHAA XAPAKTEPHCTHKA PE3YAbTATOB KAMHUYECKUX, AdBGOPATOPHBIX

U MHCTPYMEHTAAbHBIX METOAOB 06CAEAOBAHMA y AeTel ¢ BB

MauneHTbl € HOPMAAbHBIM MOAOBBIM PA3BUTUEM MauneHTbl C OTKAOHEHUAMM B MOAOBOM PA3BUTHU

(n=18)

MokaszateAu
Me [Q25; Q75]
Pocrt 158,00 (142,50; 165,00)
Bec 43,60 (40,00; 58,00)
HAZ -0,22 (-1,02;0,52)
BAZ -0.30 (-1.72; 0.80)
EBDASI aKTMBHOCTb 18,00 (11,00; 28,00)
EBDASI nospexaeHue 51,00 (34,00; 82,00)
EBDASI cyMMOpPHbIM 6AAA 65,50 (42,00; 101,00)
Craams TaHHepa 4,00 (2,00; 4,00)
KocTHbIM BO3pacT 13,50 (11,10; 17,00)
PCr 3,06 (2,57; 5,10)
AT 2,68 (1,09; 3,86)
OCTPaAMOA 61,34 (38,00; 115,80)
TecTocTepoH 1,01 (0,69; 4,28)
KopTu3oa 321,25 (250,70; 456,90)
AT3A-cyabdpar 4,23 (2,46;7,39)
170HP 3,30 (2,32; 4,27)
AKTT 592 (4,82; 11,5¢)
MPOAQKTMH 328,11 (264,34; 477,76)
TIT 2,01 (1,17; 2,37)
3 4,83 (4,71; 5,71)
T4 13,08 (12,06; 15,19)
MHCYAMH 10,91 (8,69; 18,48)

(n=32) YpoBeHb
3HQYUMOCTHU P
SE Me [Q25; Q75] SE
3,56 134,50 (125,00; 144,75) 2,34 0,000
3,76 23,00 (20,20; 30,00) 1,59 0,000
0.24 -1,62 (-2,54; -1,08) 028 0,000
0.31 -3,42 (-4,53; -1,74) 0.35 0,000
565 72,50 (35,50; 100,00) 595 0,000
876 118,00 (63,00; 151,00) 8,19 0,000
13,89 176,00 (96,00; 233,00) 13,21 0,000
0.33 1,00 (1,00; 2,00) 0,12 0,000
0.73 10,25 (8,00; 12,15) 0,41 0,000
0.50 1,70 (0.71; 2,37) 0.42 0,000
0,60 0,14 (0,07; 2,37) 033 0,001
17,30 37,00 (22,50; 57.77) 5,08 0,002
2,17 0.45 (0.35; 0,57) 0,70 0,000
3085 334,35 (207.65; 464,60) 28,80 0.975
0.75 1,71 (0,70; 2,44) 0,29 0,000
0,40 2,28 (2,01; 4,27) 0,40 0,307
1.27 6,59 (2.81;11,67) 1,03 0,627
35,96 320,98 (205,08; 465,9¢) 46,88 0,599
0,29 1,90 (1,57; 2,83) 023 0,663
0.16 515 (4,51; 5,92) 0,15 0.919
0.56 12,62 (11,64; 13,83) 0,35 0.293
3,01 8,68 (4,60; 14,25) 2,78 0,045

Mophomerprueckre mapameTpsl pa3BUTH MaTKH U STU4-
HUKOB Y JICBOUECK OLIEHHBAIIU C TOMOILBIO TPaHCAOJOMUHAIIb-
HOTO YJIBTPa3ByKOBOT'O UCCJIEOBAaHHS OPTaHOB MAJIOTO Ta3a
Ha armapare GE Vivid E9 (GE Healthcare, CILIA) B pexxume
Pelvic, simuex — y MaJIBUMKOB € TIOMOIIBIO YJIBTPa3BYKOBOTO
HCcieI0BaHus OPraHoB MOIIOHKHY Ha anmnapare GE Vivid
E9 (GE Healthcare, CIIIA) B pexume Scrotal 6e3 npena-
PHUTEIBHOM ITOJITOTOBKH K HCCIIEIOBAHHUIO.

KocTHBIi BO3pacT onpeneisuiy 1o JaHHBIM PEHTI€HO-
rpaduy KUCTEH ¢ 3aXBaTOM Jy4e3aIsiICTHBIX CyCTaBOB B IIPsi-
MOH TPOEKINH, BHIIIOJIHEHHOW HAa PEHTTEHOBCKOM aIapare
Luminos dRF Max (Siemens, ['epmanust). AHamu3 peHTTeHO-
rpaMM IPOBOIMJICS IIPH UCHIOJIL30BaHUHU Mporpamm Auxology
20 bone 1 peHTTEeHOBCKON TAaOJIHIIBI KOCTHOTO BO3pacTa s
3J0POBBIX JIeTel U MOAPOCTKOB CpefHel nonaockl Poccuiickoit
Deneparui.

[Tcuxonoro-nenarorndeckoe o0CiIe0BaHKIE MALEHTOB
(TroKazares CaMOOTHOLIEHHS, COLMAIBHON aIanTalyn) Ipo-
BOJMJIOCH METUIIMHCKUMH TICHXOJIOTaMH U J1e(heKTOIOTaMH

C UCIIOJIB30BaHUEM CIEAYIOIUX METOAUK: onpocHUK 110 C. bam,
«pucyHok yenoseka» K. Maxosep, Tect JI. Bexcnepa.

Crartuctryeckuil aHanu3 JaHHBIX TPOBOAMIICS IIPU MOMOIIU
TaKeTa craTucTUIecKux nporpamm Statistica 13.3. (StatSoft, CILIA).
JlaHHBIE Npe/ICTaBIIEHBI C UCIIONb30BaHKeM Meuanbl (Me), KBap-
Tioteit 25 u 75% [Q25; Q75] u crannaprHoit ommoOku (SE). M3-3a
MaJIoro Yrca HaJoIeH H TS OLIGHKH 3HAYMMOCTH Pa3IMdHii 110-
Jy4eHHBIX T0Ka3aTesell HCIIONb30BANICH HEMapaMeTPHUECKHE CTa-
THCTHUYECKHE Kputepuy, B yacTHocTd U-kputepuit Manna — YuTHu.

Omuueckas sxcnepmu3za. IIpoBenenue ucciueqoBaHus
07100pEHO JIOKAJILHBIM HE3aBUCUMBIM 3THYECKUM KOMHTETOM
DI'AY «HanmoHansHBIM METUIIMHCKHAHN HCCIEI0BATCIbCKUI
LEHTp 300pOBbs Aeteiy Munsnpasa Poccuu (Bbicka U3 mpo-
tokona Ne 3 ot 21.03.2021).

PesysbTaThl 1 00CyxKaeHUE

XapakTepuCTHKA UCCICAYEMBIX TTOKa3aTelel y nerei
C HOpPMAaJIbHBIM ITOJIOBBIM PAa3BUTHEM U OTKJIOHCHUSIMH B I10-
JIOBOM Pa3BUTHU TpEJICTaBIeHa B mabnuyax 2, 3, 4, 5.

E-mail: medalfavit@mail.ru
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Tabamua 3

CpaBHMTEAbHAS XAPAKTEPUCTHKA MOPOMETPUHECKMX NAPAMETPOB PA3BUTHSA

MauuenTsbl ¢ HOPMUOAbHbIM MOAOBbIM PA3BUTUEM

NMokasateaun (n=12)

MATKHM U ANYHNKOB Y AeBoYek ¢ BB

MauneHTbl C OTKAOHEHMSIMHU B NOAOBOM PA3BUTUUN

AAVHO TEAQ MATKM
LLnpuHa Teaa martku
MepeAHE30AHUM PA3MED TEAQ MATKM
AAMHQO NPABOTO AMYHUKA
LLInprHa NpAaBOro AM4HUKA
TOALLMHQ NPABOTO AMYHMKA
AAMHO AEBOTO ANYHMKO
LLIMpMHO A€BOTO AMYHKKA
TOALLLMHQ AE€BOTO FMYHMKA
O6bem maTku
OBbem NPABOTO AMYHUKA

OBbem AEBOTO AMYHMKA

Me [Q25; Q75]
45,50 (33,50; 53,50)
20,50 (14,00; 28,50
35,50 (20,50; 42,50}
31,50 (25,00; 36,50
18,00 (15,00; 22,50)
17,50 (15,50; 20,00)
31,50 (25,50; 37,50}
18,00 (15,50; 21,00)
17,00 (15,00; 22,50)
17,58 (9.75; 31.91)
4,88 (3.24: 8,76)
5,40 (3,44; 8,13)

(n=15) YpoBeHb
SE Me [Q25; Q75] SE snaumocTup
1,97 30,00 (28,00; 38,00) 1,73 0,009
1,57 11,00 (9,00; 14,00) 0,97 0,000
2,54 12,00 (11,00; 17,00) 1,50 0,002
1,57 18,00 (17,00; 20,00) 0,98 0,000
0,94 12,00 (10,00; 13,00) 0,70 0,000
0,86 12,00 (10,00; 14,00) 0,85 0,000
1,05 19,00 (17,00; 21,00) 0,95 0,000
1,03 10,00 (7,00; 14,00) 0,86 0,000
1,57 12,00 (8,00; 15,00) 0,85 0,000
2,70 2,17 (1,67; 4,11) 0,63 0,000
0,73 1,06 (0,78; 2,00) 0,27 0,000
0,64 0,87 (0,64; 2,15) 0,26 0,000
Tabamua 4

MauneHTbl C HOPMAAbHBIM MOAOBBIM
passuTueMm (n = )

CpABHUTEAbBHAS XAPAKTEPUCTUKA MOPCOOMETPUYECKUX NAPAMETPOB
PA3BUTUA ANHEK Y MAAbYMKOB C BB

MauneHTbl C OTKAOHEHUSMU B MOAOBOM PA3BUTHM (N =
17) YpoBeHb

Mokaszateau
Me [Q25; Q75] SE Me [Q25; Q75] SE snatumocTup
AAVHQ NMPCBOTO AMYKA 46,00 (29,00; 50,00) 5,00 18,00 (17,00; 27,00) 1,80 0,000
LLIMpMHG MPaBOro ndKa 21,00 (14,00; 24,00) 2,39 8,60 (8,00; 13,00) 0.91 0,001
TOALLWHQ MPABOTO AMYKA 21,00 (14,00; 24,00) 2,39 9,00 (8,00; 13,00) 091 0,001
AAVHQO AEBOTO M4KQ 44,00 (29,00; 50,00) 4,55 18,00 (17,00; 29,00) 1,94 0,001
LLIMpmHO AEBOTO AnyKa 20,50 (14,00; 23,00) 2,35 8,7 (8,00; 14,00) 1,10 0,002
TOALLIMHQ AEBOTO AM4Ka 20,50 (14,00; 23,00) 2,35 10,00 (8,00; 14,00) 1,16 0,007
OBbem NPABOTO AMYKA 11,23 (2,97; 15,40) 2,51 0,78 (0,56; 2,30) 0,44 0,001
OBbeM AEBOTO AMYKA 10,10 (2,97; 12,58) 2,44 0.80 (0,56; 2,97) 0.59 0,001
Craamns TaHHepa 4,00 (1,00; 5,00) 0,76 1,00 (1,00; 1,00) 0,09 0,002
Tabamua 5

CpaBHMTEABHAS XAPAKTEPUCTHKA PE3YAbTATOB MCUXOAOrO-NeAArorni€CKoro o6cAeAoBaHMA NALNEHTOB

MauueHTsbl ¢ HOPMUOAbHbIM MOAOBbIM PA3BUTUEM

(n=15)
Me [Q25; Q75]
84,00 (74,00; 92,00)
91,87 (85,00; 102,00)
86,87 (79,00; 96,00)

MokasaTteAu

Bekcaep BepOaAbHbIM
BekcAaep HeBepOAAbHbIM

BekcAep oOLLmit

[Ipu pacnpenenennu neTeld Ha rPyMIbI O MOy CTaTHC-
THUYECKH 3HaYMMasl CBS3b MEXIY MCCIEyeMbIMHA IPU3HaKa-
MH OTCYTCTBOBaJIa, B CBSI3M YEM TAKOE JICJICHHUE MTallUCHTOB
B JIaHHOM HCCJIEZOBaHUH OBLIO HETTPUMEHUMO.

B rpynrme neteit ¢ HOpMaJIbHBIM HIOJIOBBIM Pa3BUTHEM
Haxommncs 12 (66,7 %) nesouex u 6 (33,3 %) ManbunKOB,
CpeqHMI BO3pACT AeTel B JaHHOM rpymmne coctaBun 13,90 +
3,05 roma.

c B63 ¢ nomolusio Tecta A. Bekcaepa

MaumeHTbl C OTKAOHEHMSMHU B NOAOBOM PA3BUTUUN

(n=29) YposeHb
3HQ4YUMOCTH P
SE Me [Q25; Q75] SE
4,30 72,00 (66,00; 82,00) 3,42 0,041
2,82 87,00 (74,00; 101,00) 514 0,450
2,78 79.00 (73,00; 94,00) 4,28 0,165

B rpynne nereil ¢ OTKIOHEHUSIMU B IOJIOBOM Pa3BUTHU
Haxomuuchk 15 (46,9 %) neBouek u 17 (53,1 %) ManBImKOB,
CcpenHuil BO3pacT AeTel JaHHOU Ipymnisl cocTaBua 13,25 +
2,80 roxa.

ITo pesynbraram rccinenoBaHust OblIa yCTaHOBJIEHA CTATHC-
TUYECKH 3HAYMMAsl CBSI3b PA3BUTUS OTKJIOHEHUI B IIOJIOBOM
pasButuu y nereii ¢ BED ¢ xnmHn4eckoit ¢popmoii 3abose-
BaHuA (p < 0,001). Cpean nereid B TpymIe ¢ OTKIOHEHUSIMH
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B IT0JIOBOM pa3BuUTHHU auarnos [163 Ok ycraHoBieH y 2
(6,3 %) nereit, [Irpb3 —y 2 (6,3 %) nereii, IOMUHAHTHOTO
JB3 (Ab2) — uu y omHoro (0,0 %) pebeHka, perecCHBHOTO
JBD (PABD) —y 26 (81,3 %) nereit, BOK —y 2 (6,3 %) neteii.
I'pynmy ¢ HOpMabHBIM ITOJIOBBIM Pa3BUTHEM COCTABHIIN
6 (33,3%) nereii ¢ 163, 1 (5,6 %) pedenok — ¢ [Irpb3, 11
(61,1%) nereii — ¢ AJIBD, mauientos ¢ quarno3amu PIIED
n BOK B rpynmne ne Habmonanocs (0,0 %).

Hawmu Oblia BBISIBIICHA CTAaTHCTUYECKH 3HAYMMAas CBA3b
BO3HMKHOBEHHSI OTKJIOHCHHUH B ITOJIOBOM Pa3BUTHH y JIeTel
CO CTEMEHbIO TSHKECTH KIMHUUECKUX nposiBieHui BBO no mka-
1e EBDASI (p < 0,001). B rpynmne narueHToB ¢ OTKIOHEHUAMU
B [IOJIOBOM pa3BUTHH TsDKENas CTENeHb TshkecTd BBD Oblna
ycraHosieHa y 21 (65,6 %) pedenka, cpenusisa —y 11 (34,4 %)
JIeTel, allMeHTOoB C JIETKOM crenenbto Tsxectd BB B rpymnmne
He Habmonanock (0,0 %), B To BpeMst Kak B I'pyIIe ¢ HOP-
MAaJTLHBIM TIOJIOBEIM Pa3BUTHEM Haxommiock 3 (16,7 %) nereit
C TsDKeJIoH crenenbio TsokectH, 11 (61,1 %) nereit — co cpenneit
cTerneHblo TshkecTd U 4 (22,2 %) aereit — ¢ IerKoi CTEIEHbI0
TspkecTH. [Ipy npoBeeHn cpaBHUTENFHOTO aHAIN3a TOKa-
3aTeli CTENCHH aKTUBHOCTH, XPOHUYECKOTO TIOBPEKACHUS
1 CyMMapHOT0 3Ha4eHUsl cTeneHy Tspkectr BB mo mikane
EBDASI 0bu1H 3HaUUTENBHO BBILIE Y ITALMEHTOB B IPYIINE
C OTKJIOHCHHUSMU B TI0J10BOoM pasputui (p = 0,000, p = 0,000,
p = 0,000 COOTBETCTBEHHO).

Brlta ycTaHOBIIEHA CTAaTUCTUYECKN 3HAYMMAst YMEPEH-
Has oOpaTHasi KOppEeJSIUOHHAs CBSI3b CTEIECHU TSIKECTH
BED co cragueli moinoBoro pa3BuTHs Mo mKane TaHHepa
(r=-0,5090, p = 0,000), kocTHBIM Bo3pacToM (r =—0,4711,
p=0,001), HAZ (r=-0,6013, p = 0,000), BAZ (r =—-0,6915,
p =0,000), ®CT (r=-0,4258, p = 0,002), TectocTepoHOM
(r=-0,3074, p =0,030), AT 2A-cynbdarom (r =—-0,5064, p =
0,000), 170HP (r =-0,3355, p = 0,017) u cnabas oOparHast
koppesnsionHast ¢k ¢ JII (r = —0,2985, p = 0,035), uncy-
muHOM (r =—0,2846, p = 0,045).

ITpu onieHKe aHTPOIIOMETPHUYECKHX TaHHBIX ObLIa yCTaHOB-
JIEHA CTaTUCTUYECKH 3Ha9MMast CBsi3b B Tpymiax ¢ BAZ (p <
0,001) u HAZ (p = 0,042). Cemyer oTMeTHTb, 4TO Z-score BAZ
SIBJISICTCS] OCHOBHBIM TOKa3aTeJIeM JUIsl OLICHKH HYTPUTHBHOTO
craryca y JieTeit, a cHmxenue Z-score HAZ Moxer orpaxkarb
HanOoree TshKesble PopMBI HEAOCTAaTOYHOCTH MUTaHus. B cBs-
31 € TeM, 4To Z-score WAZ onpenensitor y aereil Toiabko ot ()
10 10 eT, moxazarens B UCCIIEOBAHUH HE PACCUNTHIBAJIN B CBSI-
31 ¢ MaJIbIM KOJIMYECTBOM HAOMIOEHUH JTAHHOTO BO3PACTHOTO
niepriozia. B rpyrime neTeii ¢ OTKIIOHEHHSIMU B TIOJIOBOM Pa3BUTHH
HaOmonanuck: cHmkenne BAZ amke —2 —y 23 nereii (71,9 %),
YTO XapaKTepU3yeT HAJIMYNE Y JAHHBIX MallMEHTOB HEA0CTATOY-
HOCTH NUTaHUs; n30bITouHas Macca tena (BAZ Beime +1) —y 1
(3,1 %) pebenka; oxxupenue (BAZ Beime +2) —y 1 (3,1 %) pe-
OeHKa; HopMaJlbHbIe BenmmauHbl —y 7 (21,9 %) nereii. CHibkeHne
HAZ nwxe —2 B nanHoii rpymme obu10 y 12 (37,5 %) nereit, y 2
(6,3 %) nereit HAZ 6611 6oee +1, a'y ocranbhbx 18 (56,3 %)
JieTeld HaXoquJyIcs B IpeJieiaX HOPMBI.

B rpymrie neteit ¢ HOpMaJIbHBIM HOJIOBBIM Pa3BUTHEM
y 14 (77,8 %) nanmenroB BAZ n'y 16 (88,9 %) naunenron
HAZ naxoannucs B npenenax HOpMEL y 1 (5,6 %) nanuenra
Habmroganock cHmkenne BAZ u HAZ uwxke —2, 4to cBHC-
TEJILCTBYET O HeJocTaTouHoCTH nuranus, y 2 (11,1 %) naun-

€HTOB OTMeYasach N30bIToYHas Macca Tena (BAZ Beie +1)
ny 1 (56%) naunenra oxupenue (BAZ seime +2, HAZ
Hwxke +1). Ilpn npoBeneHNN CpaBHUTEIBHOTO aHaJIM3a BCe
aHTporomeTpuueckue nokaszarenu (BAZ, HAZ) y nereit
C OTKJIOHEHUSIMH B TIOJIOBOM Pa3BUTHH OBIIIM CTATUCTUYECKH
3raunmMo Huxe (p = 0,000, p = 0,000 COOTBETCTBEHHO), YeM
y JleTel ¢ HOpMaJIbHBIM HOJIOBBIM pa3BUTHEM. TakiuM oOpa3om,
MBI TUarHOCTUPOBAIIY BBIPAXKEHHOE CHUXKECHUE HY TPUTUBHOIO
crarycay JeTei ¢ Haubosee TSKEJIOW CTEICHBIO TSKECTH
KJIMHAYEeCKUX nposiBieHnit BBD, 6orbIas yacTh KOTOPBIX BXO-
JUITU B TPYIITy A€TEH ¢ OTKJIOHEHUSIMH B IIOJIOBOM Pa3BUTHH.

IIpu uccnenoBaHuu ypOBHS TOHAJOTPOMHBIX U MOJIOBBIX
TOPMOHOB OblJIa BBISIBIIEHA CTATHUCTHYECKU 3HAYMMAs CBSI3b
B HccneyeMbIx rpynnax ¢ JIT, acTpaanonom, TeCTocTepoHOM
(» <0,001, p= 0,007, p= 0,007 coorBeTcTBeHHO). [IpH poBe-
JICHIH CPaBHUTENBHOTO aHain3a 6asansHble ypoHU OCT 1 JIT'
OBUIM I0CTOBEPHO HUKE Y JIETEH C OTKIIOHEHUSIMHU B TTIOJIOBOM
Pa3BUTUU 110 CPABHEHHUIO C JETbMH C HOPMAJIbHBIM MOJIOBBIM
pasButueM (p = 0,000, p = 0,001 cOOTBETCTBEHHO), YPOBHH
3CTPaMOIIa U TECTOCTEPOHA TAKXKe OBUTH CTaTUCTHYECKH 3Ha-
YMMO CHIKEHBI Y IETeH ¢ OTKIIOHEHUSIMU B IIOJIOBOM Pa3BUTUH
10 CPAaBHEHUIO C JETbMU C HOPMaJIbHBIM MIOJIOBBIM Pa3BUTHEM
(p =10,002, p = 0,000 coorBeTcTBeHHO). MOpdoMeTprIeckue
rapameTpbl Pa3BUTHSI MaTKH M STMYHUKOB Y JICBOUEK M SIMYECK
y MaJBUMKOB OBUIM CTaTHCTUYECKH 3HAUMMO HIDKE Y JIeTeH
C OTKJIOHCHHSIMH B TIOJIOBOM pa3BUTHU (mabi. 3, 4).

BeiBeHa cTaTUCTUYECKH 3HAUMMAs CBSI3b B UCCIIENLYEMbIX
rpymnmnax co cTafuei MojJoBoro pa3BUTUS o MiKajne TaHHepa
(p =0,032). Cpenu Bcex marmentoB ¢ BED (r = 50), 3I1P Opuia
quarHoctuposaHa y 7 (14 %) nanueHTos, IIpy 3TOM BCe Halu-
eHTsl crpagany P/IBD u nMenu HU3Kui Oa3anbHbIH YpOBEHb
JIT, cHI>KEHHBIE 3HAYEHUS 3CTPAUONIa U TECTOCTEPOHA, YTO
MO3BOJIMJIO YCTAHOBUTH UM AWarHo3 runol T.

Bouia BbIsSBIEHA CTATUCTUYECKH 3HAUUMAas CBSI3b B UCCIIE-
JyEeMBIX TpyIIIax ¢ KOCTHBIM Bo3pacToM (p < 0,001). B rpynme
MAIUEHTOB C OTKJIOHEHUSIMU B II0JIOBOM Pa3BUTUU OTCTaBa-
HHUE KOCTHOTO BO3pPacTa OT KaJIEHAAPHOTO ObLIO BBISIBICHO
y 24 (48,0 %) nanueHToB, COOTBETCTBHE KOCTHOTO BO3pacTa
KaneHgapHoMmy —y 9 (28,1 %) manueHToB, U olepexeHue
KOCTHOTO Bo3pacTa KanenaapHoro —y 1 (3,1 %) manuenra.
B rpynne nanyeHToB ¢ HOpMaJIbHBIM MOJIOBBIM Pa3BUTUEM
COOTBETCTBHE KOCTHOTO BO3pacTa KaJeHJapHOMY HaOII0aJI0Ch
y 13 (72,2 %), orcraBanue —y 2 (11,1 %), onepexxenue —y 3
(16,7 %) nereii. [Ipu npoBeieHNH CPABHUTEIFHOTO aHATN3a
KOCTHBIHA BO3PAaCT y MAallUEHTOB C OTKJIOHEHUSIMU B TIOJIOBOM
Pa3BUTHH OBUT JOCTOBEPHO HIDKE, YEM Y HAIIMEHTOB C HOP-
MaJIBHBIM MOJIOBEIM pa3ButueM (p = 0,000).

[Tpu npoBeieHNH MICUXOJIOT0-IeJarorn4ecKoro ooceno-
BaHUsI JIeTel ObUIO MTOKA3aHo, 4TO BepOaibHast COCTaBIISIONIAs
KOTHUTUBHBIX (D)YHKIMH y ieTel, OLICHeHHas! C IOMOIIBIO TeCTa
J. Bekcnepa, Obu1a HECKOJIBKO HIDKE B TPYIIIIE AETEH C OTKIIO-
HEHHSMU B 10JIOBOM pa3BuTuu (p = 0,041), B TO Bpemst Kak
CTaTHCTHYECKH 3HAYUMBIX Pa3Inunii B HeBepOaIbHON YacTH
1 o0I1eM ypOBHE pa3BUTHS He HaOMOnanoch. CTaTHCTHYECKH
3HAYMMBIX Pa3/IMuMil B rpyMIax no ypoBHIo koptusona, 170HP,
AKTT, nponakruna, TTI, T3, T4, pe3yasraram ncuxoaoro-me-
Jaroruaeckoro obcnenosanus (onpocHuk C. bam, meronuka
«pucyHOK 4ernoBeka» K. MaxoBep) BEISIBIEHO HE OBLIO.

E-mail: medalfavit@mail.ru

MeAarUMHCKMI aAdpaBUT Ne27 /2022. AepmaTtororms (2)



AETCKA AEPMATOAOTUA

3akarueHue

[amuenTtam ¢ BED, 0cOO0CHHO MPH TSHKETBIX KITHHAYECKHX
¢dopmax BBD, HE0OX0IMMO KOHTPOIUPOBATh AHTPOIIOMETPH-
YeCKHe [OKa3aTesld Pa3BUTHUSl, KOCTHBIN BO3PACT, TP TOCTH-
>K€HUHU Bo3pacta 13 jeT y neBouek u 14 jieT y MaJpqyuKoB —
ypoBHH roHanoTponHeix (PCT,, JIT') 1 moaoBbIX TOPMOHOB
(actpagmon, TectocrepoH), Y3 OMT —y aeBouek u Y3U
OM — y ManB4HKOB.

VY nmanueHToB ¢ Hanbosee TSHKEIBIMU KITMHUYECKUMHE (op-
mamu BBD, conpoBoxaaromuMucs pa3BUTHEM JEKOMIICH-
CHpPOBaHHOM HEIOCTATOYHOCTH IMUTAHUS MHOTO(AKTOPHOTO
TCHE3a, Pa3BUBACTCS BTOPUYHBIN (CHMITOMATUICCKUI) IO OT-
HOIICHHIO K OCHOBHOMY 3a00i1eBanuto Tunol ' co CHIKeHUEM
nipoaykiuy ronagotrponHsix (PCT, JII) 1 HonoBbIX TOPMOHOB
(3CcTpamuoI, TECTOCTEPOH).

ITockonbky y nanHbIx nauueHToB runol’ T saBusiercs
CJIEICTBUEM OCHOBHOM MTATOJIOTUH, HEOOXOIMMO IIPOBOJAHTH
MEpONPUSITUS, HAIPABJIECHHbIE HA CBOEBPEMEHHYIO Jua-
THOCTHUKY, TPO(QHIAKTHKY W KOMIICHCAIIUIO OEIIKOBO-3IHEP-
TETUYECKON HEAOCTATOYHOCTH M ACPUIITAa MUKPOIICMCH-
TOB y TAIMCHTOB, a TAKXKe OOPHOY C PEIUIUBHPYIOITUMHU
WHPEKIUIAMA KOXKHU.

JLis psiia MalueHToOB JaHHBIC MEPOTIPUSTHS MOTYT OBITH
HEJIOCTaTOYHBIMU, U JJIS1 MHAYKLIHUH [OJIOBOTO CO3PEBAHUS
U TOCTHKEHUS COCTOSIHUS MOJIOBOM 3pEJI0CTH UM MOXKET MOTpe-
0OBaThCsI TOPMOHO3aMECTHUTEIBHASI TEPAITUS ITyTEM BBEIICHUS
TOHAJIOTPOIIMHOB U (VJIH) TIOJIOBBIX CTEPOHIOB, OJJHAKO TAKTUKA
BBIOOpA JICUCHUS OIMPEACIACTCS aKTYaIbHBIM COCTOSHUEM
MAIMCHTA ¥ KOMAHIOW CICIIHAINCTOB PA3IMYHOTO POQILISL
(meTckuii S3HAOKPHUHOJIOT, TUETONOT | T.1I.), TO3TOMY JTaHHBIH
BOIIPOC OCTAETCS OTKPBITHIM B IETCKOW MPAKTHUKE.

Taxxe Bcem naureHtam ¢ BbD nokazaHo nposenenue
TICUXO0JIOTO-T1€IarOrN4e€CKOro KOHCYJIBTUPOBAHUS C LIEJIbIO
onpeeNeHus] UHANBUIYAIbHBIX MICUXOJIOIMYECKUX U BO3PACT-
HBIX TIOTPEOHOCTEH peOCHKA IS peai3aiy KOMIUICKCHOMH
peabunmuranuu. BKIIFOUeHHE TICUXOJIOTO-TTEJaroru4ecKoi
TIOMOIIM B MPOLECC JICYEHUS HAPABICHO HA COLUAIbHYIO
aJanTaIuIo MalueHTOB U (OPMUPOBaHUE KOMILUTACHTHOTO
MOBEICHHUS PEOCHKA B COOTBETCTBUH C AKTYaIbHBIMU TICHXO-
SMOIMOHAIBHBEIME BO3MOKHOCTSIMH M CIIOCOOCTBYET MOBBI-
MICHUIO KAUYeCTBA XKU3HU PeOCHKA U €T0 OKPYKCHUS.
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