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OBHIASA XAPAKTEPUCTHUKA PABOTbBI

AKTYaJIbHOCTH T€MbI UCCJIeI0BAHUSA

I'mukorenoBast 60s1e3Hb (I'b, CHH.: MIMKOTEHO3BI, 0OJIE3HN HAKOILICHUS TimkoreHa, MKB10 —
E 74.0) — oOuiee Ha3BaHWE TPYIIbl HACJICJACTBEHHBIX 3a00JICBAHHM, CBSA3aHHBIX C HAPYIICHUEM
VTIIEBOJAHOTO OOMEHa, a UMEHHO C MeTab0JIM3MOM TJIMKOT€HA, YTO TPUBOJHUT K HAPYIICHUIO €ro
CHUHTE3a WJIM pacmaga W COMPOBOXKIACTCS H30BITOYHBIM HAKOTUICHHEM J3TOTO TOJIMCaxapujia B
ocHOBHOM B meuyenu wu/wiau weimmax (Hicks J.,, 2011; Burda P., 2015; Derks T.G., 2015). B
3aBUCHMOCTH OT TOTO WJIM WHOTO 3H3UMHOIO JedeKTa, a TakkKe OT THIA MOpakaeMOil TKaHHW B
Hacrosiiee Bpems BbiessitoT 15 tunos I'b (Monch E., 2012). B mupooii mequuuse I'b n3BectHa yxe
B teuenue 97 ner (Parnas L.K., 1922). IlepBasi oTeuecTBeHHasi MyOJIMKALUs, B KOTOPOW OIHMCAHO
KIIMHUYECKOE HaONIOJICHUE TMalWeHTa C JOTUM 3a0ojieBaHWEeM, TOSBWIACK /3 TOoJa Haz3ajld
(TMonepunkas H.K., 1946); k nayany 1970-x rr. coobmeno o 20 ciyuasix ['B B Hameli crpane
(OpexoB K.B., 1970). BmocneacTBuu ObLJIO BBIMOJHEHO JIMIIb HECKOJbKO (YHIAMEHTATbHBIX
OTEYECTBEHHBIX HCCIICAOBAHUM, MOCBAMICHHBIX H3ydeHHIO 3Toi marosoruu (Yubucos U.B., 1975;
Pozendensa EJI.,, 1989; Vmapoa E.B., 2005). Ilo pa3nu4yHbpIM oOlleHKamM o0O0Imas dYacTtoTa
3abonesaemoctd I'b B mumpe cocraBnser 1 cmywait ma 20 000-43 000 >XKMBOPOKJIEHHBIX JeTei
(Ozen H., 2007). To HacTosIIer0 BpeMEHH YMCACHHOCTD manueHToB ¢ I'b B Poccuiickoit deaepanyu
(P®) He u3BecTHA, T.K. OTCYTCTBYET €IUHBIA PETUCTP TAKUX OOJIbHBIX, KOTOPBIA ObI MO3BOJIUI BECTH
ydaeT 3a00JIeBa€MOCTH, MOHUTOPUHT COCTOSIHUS TAIUCHTOB, CBOEBPEMEHHO KOPPEKTUPOBATH TEPAITHIO.
HecmoTpst Ha 00JTbIIION OMBIT B IJIaHE KIWHHYECKOH, Onoxumuueckoit (Rake J.P., 2002; YBaposa E.B.,
2004;  Kpacnomosbckast K.JI., 2005), ynpTpasBykoBoit  (/[BopsikoBckas ['M., 2002) wu
mopdosorudeckoit (ITormosuu FO.T'., 1988; Jevon G.P., 1994; Gogiis S., 2002) muarnoctuku ['b y
JIeTel, OKOHYATENIbHAs BepU(UKAIMs 3a00JICBaHUS W €r0 THIOB BO3MOXKHA JIMIIb TOCPEICTBOM
MoOJIEKy/IsIpHO-TeHeTHYeckoro ucciaemoanus (Ko J.S., 2014; Okubo M., 2015; Vega A.l., 2016),
OJIHAKO TIOJTHO€ CEKBEHHPOBAaHME MHOTOYHCICHHBIX T'€HOB [0 OTAEIBHOCTH TpeOyeT OO0bIINX
BPEMEHHBIX M MaTepHAIbHBIX 3aTpaT. Pa3paboTaHHBIM paHee anrOpuTM OOCIEIOBaHUS IETEH C
nogo3pennem Ha I'b (VBaposa E.B., 2004; Bosakos A.H., 2008) BkI0o4an o0si3aTeIbHOE MPOBEICHNE
TNIMKEMHYECKUX M JIAKTaTEeMHYECKUX KPHUBBIX Ha (POHE HArpy3Kd TIIOKO30#, Mpo0 C aapeHaInHOM,
TJIFOKarOHOM U TaJIaKTO30M, YTO MPEACTABIISIO0 ONACHOCTh ISl COCTOSIHUS MAalleHTa P OIINO0YHOM
MpPeBAPUTEIILHOM JHarHo3e, T.K. MOIJIO COMPOBOXKIATbCS AarjuKeMHUell, BBIPAKEHHBIM JIAKTaT-
alua030M. B cBsi3H ¢ 4eM BOIPOC O «30JI0TOM cTaHjapTe» nuarHoctuku ['b octaeTcst OTKpPBITHIM.

B nmocnennue roapl akTUBHO OOCYXKIAe€TCsd BONPOC O HAIWYUM MHUTOXOHIPUATIBHOU
IUChYHKIMKM TPU Pa3jIMYHBIX BUAAX MMATOJOIMU: HEHpoJereHepaTuBHbIX 3aboseBanusx (Bhat A.H.,
2015), merabommueckom cunapome (Hirschey M.D., 2011), caxapuom mmabere (Lozano L., 2014),
HEaJIKOTOJIbHOM skupoBoit 6onesnu neuenu (Ibdah J.A., 2005; Li Z., 2008; Wei Y., 2008). ITockonbky
npu I'B xponuueckas runorimkemus (3aiiumk A.IIL., 2000) MOXET NPHBOAWTHL K TSKEIBIM
HapyIIeHUsIM 0OMeHa BerecTB: JakTar-aiuao3y (Jones J.G., 2009), runepaunuaemun (Bandsma R.H.,
2009), runepypuxkemuun (Ceepun E.C., 2004; Sever S., 2012), mosBWJIOCH MHEHHE O HAIUYAU
muchyukiun Mutoxouapuit u nipu I'b (Farah B.L., 2017), ogHako oTeYeCTBEHHBIC HCCIIECAOBAHUS T10
3TOMY BOIIPOCY OTCYTCTBYIOT. OTKpBIT BOMPOC O MATOIC€HETUYECKHMX MEXaHW3MaX IOBPEKIACHUS
renaToUTOB MPHU JaHHOM 3a00jieBaHHU. B HEKOTOpBIX Hay4yHBIX paboTax IMOKa3aHa OMpeesieHHas
POJIb aromnTo3a, Kak OCHOBOIOJIAraroIIEero MyTH MPorpaMMHUpyeMoit kierounoi rudeu (Sun B., 2009;
Estaquier J., 2012). TpyaHocTH BbINOJHEHHUsS Ouoricuu y neredl ¢ I'B oueBHIHBI, HO 10 CHX TIOp
npoOiemMa HEMHBA3WBHOUM AuarHocTuku craauu (ubposza mneuenu (PII) ocraercs HepelieHHOM.
Tspkenoe TeueHHe XPOHUYECKUX 3a00JeBaHUM, HECOMHEHHO, MIPUBOJIUT K MHBATUAU3AINH MAIIEHTOB
(bapanoB A.A., 2012). Jetu c¢ I'b wumeror cneuuduueckuii BHEIIHUN BUJ, 3HAYUTEIHHBIC
(YHKIIMOHATBHBIE HAPYILICHUS U OTPaHUYCHHS KU3HEAesITeNbHOCTH. C BO3PAaCcTOM MOBBILIAETCS PUCK
pa3BHUTHUs OCIOKHEHHH, TakuX Kak 1uppo3 (Baertling F., 2013), anenomsr neuenu (Calderaro J., 2013;
Oterdoom L.H., 2015; Iguchi T., 2016), nmomarpa (Sever S., 2012; Zhang B., 2016), octeomnopo3
(Minarich L.A., 2012; Melis D., 2016), BocmanurenbHbie 3aboneBanus kumreunuka (Davis M.K.,
2008; Volz M.S., 2015; Lawrence N.T., 2017), tsbkeno mporekaromde Ha (GoHE HEHTPONCHUH
oakrepuanbubie nHeknuu (Wendel U., 1993; Chou J.Y., 2010; Jun H.S., 2014). Bce 310 cKa3biBaeTCs
Ha KayeCcTBE XU3HM TaKWX MAalMEHTOB, KaK ObLIO TOKAa3aHO B €IUHUYHBIX 3apyOeKHBIX paboTax
(Storch E., 2008; Sechi A., 2014). [Tyonukariuu, MOCBSIICHHBIE HCClIe0BaHUI0 KauecTBa xu3Hu (KXK)
nereit ¢ I'b, B Hamell crpaHe OTCyTCcTBYIOT. PaBHO Kak M HeT CBeleHUHl 00 OCOOEHHOCTAX
TICUXOJIOTHYECKOT0 CTaTyca TaKuX OOJIbHBIX, oTHOIIeHUH Aetel ¢ ['b u ux poaureneii k 3a001eBaHUIO.
CoOTBETCTBEHHO, OTCYTCTBYET MOJEIb UX MICUXOJIOTO-TIeJarOTUYECKON peaOuIuTaIiH.



Crenenb pa3paloTaHHOCTH TeMbI HCCJIe0BAHUS

3a pyOesxoM ObLTH pa3paboTaHbl KIMHHYECKHE PEKOMEHIAINH 110 BeeHHI0 nanueHToB ¢ ['b |
tuna (Wightman J.M., 1993; Rake J.P., 2002; Kishnani P.S., 2014) u Il tuna (Kishnani P.S., 2010;
Sentner C.P., 2016), omHako OHM HE aJaNTUPOBAHBI ISl POCCUHCKOW TMOMYNSIHMU OOJbHBIX.
OTcyTcTBHE COBPEMEHHOTO OITyOIMKOBAHHOTO MPAKTUYECKOTO PYKOBOJCTBA /ISl Bpaduel MPUBOJIUT K
TUIOIUArHOCTUKE OO0JIE3HUM B PEAJbHOW KIMHUYECKOW IMpaKTUKE M OMMOKaM B TAKTHKE BEICHUS
nanueHToB. OTCYTCTBYIOT Takke IocoOust s poaurteneil nereil ¢ I'b, mostomy poacTBEHHUKH
00JIBHOTO HE MMEIOT BO3MOYKHOCTH BHIOpAaTh BEPHBIC CTPATETMU TMOBEACHUS B TSHKEIOW JKU3HECHHOUN
cutyauu. [lo-nmpexxnemy He pa3paboTaH ajlropuT™M Mapuipyruzanuu nanueHToB ¢ I'b Ha pasHbIx
JTanax OKa3aHWs MEIUIMHCKON IOMOLIY.

B HAaCTOSLIEM HCCIEA0BaHUU IIPEACTABIICHA KJIMHUKO-3ITHIEMHOJIOTUYECKAs,
MaTOT€HETHUYECKass U MOJIEKYISPHO-T€HETUYECKasi XapaKTepUCTHKA BBIOOPKH JIE€Te ¢ MeYeHOYHBIMU
dbopmamu I'b, mokazana nuHaMuKa J1a0OpaTOPHBIX IMOKa3zareled Ha (PoHE IIUTETBHON Teparuu,
0COOEHHOCTH MOP(]OJIOrMUYEeCKUX W3MEHEHUN B MEYEHHU, OIpPENEICHbl BOBMOKHOCTH HOBBIX METOJIOB
BU3yalIM3alMu B AUarHoctuke I'b, ocBenieHsl BOIPOCH], KaCarIHECs KauecTBa )KM3HU U TICUXOJIOTO -
negarornyeckoil peadbunurauuu aerei ¢ I'b.

ean uccaenoBanusi

VYCOBEpPIIEHCTBOBAaHMUE CHUCTEMBI OKa3aHHS MEAUIMHCKOW M TICUXOJIOrO-TEearornyeckon
IIOMOIIIN A€TAM C MNCYCHOYHBIMU (bOpMaMI/I TJIMKOT€HOBOM 6OJ'I63HI/I Ha OCHOBAaHUH H3YUCHUA
IIaTOI€HETHUYCCKUX, KIMHHYECCKUX MU IICUXOCOIIHMAJIBHBIX OCO6€HHOCTCI>1, a TaK)Ke BO3MOXKHOCTEHU
MPHUMCHCHUSA BBICOKOTEXHOJIOTHYHBIX TUAIrHOCTHYCCKHUX MCTOOB.

3axayu ucciaenoBaHUs

1. Co3math  DIIEKTPOHHYIO  MEXKPETHOHAJIbHYIO  0a3y  JaHHBIX  (perucrp)  Juist
COBEPIICHCTBOBAHUS CHCTEMbl ydy€Ta ¥ MOHUTOPUHTA 32 COCTOSIHUEM 3/I0POBbS MAIUEHTOB JETCKOTO
BO3pacTa C TIUKOTCHOBOW OOJIE3HBIO W MPOAHAIU3UPOBATH CTPYKTYPY KOTOPTHI JIeTE€H C JTaHHOU
naroJioruei B Poccutickoit deneparum.

2. N3yunTh MeXaHU3MBI NMPOTPaMMHUPYEMON THOEIN KIETOK, (GUOpO3MpPOBAHUS TICYCHH U
KOCTHOTO PEMOJCNIMPOBAHUSI y JeTeld C TJIMKOT€HOBOM OO0JIE3HBIO C TOMOIIbIO KOMILIEKCa
OMOMapKepOB.

3. N3yunth MOJIEKYIIpHO-TEHETHUYECKUEe OCOOCHHOCTH MAIMEHTOB C MEYEHOUYHBIMU
(dbopMaMu TIIMKOT€HOBOI 00JIE3HH € MOMOIIBIO MAaCCUBHOTO MapajlieIbHOrO CEKBEHUPOBAHMS HOBOTO
MIOKOJICHHUSI, OTPEIENIUTh AUArHOCTUYECKYIO IIEHHOCTh W BO3MOXKHOCTH KIMHHYECKOTO MPUMEHEHUs
JAHHOTO METO/1a.

4. UccnenoBath  CTpyKkTypHBble U (YHKIHOHAJbHBIE HApyIIEHUS TEYEHU IIpH
TJIMKOTE€HOBOM 00JI€3HU y JeTeil ¢ NpPUMEHEHUEM BHU3YaJM3allMOHHBIX TEXHUK (B CpPAaBHEHUU C
JIPYTUMHU TOPAKEHUSIMU TEUEHU) U CHEIUAIbHO pa3paOO0TaHHONW OICHOYHON OayuIbHOM IKalbl, a
Takke MOp(OIOruuecKoro uccieoBaHus renaToOnoNnTaToB.

5. OueHUTh COCTOSTHUE YIIIEBOIHOTO 0OMEHa METOI0M HENPEPHIBHOTO MOHUTOPUPOBAHHUS
TJIMKEMHH Y IETeH ¢ TIIMKOT€HOBOW OOJIE3HBIO.
6. Onpenenuthb BBIPOKCHHOCTD MHUTOXOHIPHATBHOM TUCPYHKIIUU METOI0M

KOJIMYECTBEHHOTO0 IIMTOXMMHUYECKOTO aHaln3a AaKTHUBHOCTH BHYTPUKIETOUHBIX JETHAPOTEHA3
TUM(OIMTOB y JETEH ¢ TIIMKOT€HOBOM 00JIE3HBIO.

7. OneHuTh H3PPEeKTUBHOCTD UINTEIBHOW TEpanuu y AeTeil ¢ MIMKOTeHOBOM O0JIe3HBIO MO
KJIMHUYECKUM U OMOXUMHUYECKUM KPUTEPHUSIM.
8. OneHUTh KauecTBO JKM3HU (B CPAaBHEHUHU C APYTMMHU XPOHUYECKMMHU 3a00JI€BaHUAMHU),

U3YUYUTh COLMAIBHYIO CUTYAIMIO U NICUXOJIOTHYeCKHe 0COOEHHOCTH AeTell ¢ MeYyeHOUHbIMU (popMaMu
TJIMKOTEHOBOM 00JIe3HH, a TaKKe IPUBEPKEHHOCTh UX POJUTENCH JICUEHUIO IS OIpe/eeHus
HaIPaBJIEHUH TICUXO0JIOTO-TIEAarOTMYECKOr0 COPOBOXKIACHHUS.

9. Pazpa®oTaTh KOMIUIEKCHBIM aNroOpuTM BeAEHUS JeTed ¢ IEeYeHOYHbIMU (popMamu
TJIMKOTEHOBOM 0O0JIE3HM Ha pa3HBIX JTanax OKa3aHus MEIUIMHCKOM mnomoum B Poccuiickoii
@denepanyy, BKIOYAas CUCTEMY COLMAIM3AIMM NAUMEHTOB M WIEHOB HX CEMEH W ylydlleHue
OCBEJIOMJICHHOCTH O 3a00JI€BaHUU METUIIMHCKOTO COOOIECTBA.



Hay4ynasi HOBH3HA
Brnepssie B Poccuniickoit denepanuu:

J CO3/1aHa AJEKTPOHHAs MEXpErnoHaabHas 06a3a JaHHBIX (PETHCTpP) MAMEHTOB JETCKOTO
BO3pacTa C TJIMKOTEHOBOM 00JIe3HBIO;

L4 HU3YUYCHBI JSIUACMUOJIOTHYCCKHUE ACIICKTHI TIIUKOTEHOBON OOJIE3HH C YTOYHCHUCM
YHCJICHHOCTH MAIMEHTOB AETCKOTO BO3PaCTa;

. MpOBE/CHA OIEHKA CTETEeHW HapyIlIeHUs (QYHKIHWW MEYEHU Y JETeH C TIIMKOTeHOBOU
00JIE3HBIO C TIOMOIIBIO CIIENUAIBLHO Pa3pabOTaHHON OaJUTHHOM IIKAJIbI;

. J0Ka3aHO HaJIMYUEe MHUTOXOHAPHAIBPHOW JUCHYHKIUU M TOKa3aHbBl OCOOCHHOCTH
MeTaboIM3Ma NOMYJISAIUN TUM(POLIUTOB Y IETEH C TIIMKOTCHOBOU 00JIC3HBIO;

o JlaHa MOJIEKYISIPHO-TEHETUYECKasl XapaKTePUCTUKA AETEH C TIIMKOT€HOBOM 00JIE3HBIO;

J M3Y4YEHbl MEXaHU3MbI NPOrpaAMMUPYEMOM THOenn KIETOK, 0coOOeHHOCTH (ubporeHesa

MIEYEHU U KOCTHOTO PEMOJICITHMPOBAHUS Y JIETEH C TIMKOTEHOBOW OO0JIE3HBIO C TIOMOMIBIO OTIPEIENI CHHS
CHeIHaIbHBIX OMOMapKEPOB;

. OTIpe/IeNIeHbl BO3MOXKHOCTH HEWHBA3WBHOW JTMArHOCTUKH CcTaguil GuOpo3a medyeHu y
JeTell ¢ TJIMKOTEHOBOH OO0JIE3HBIO C MOMOIIBI0 METOAUK TPaH3HMEHTHOW 3mactorpaduu u AcCoustic
Structure Quantification;

(] BBIABJICHBI OCO6€HHOCTI/I Bmyanmaum/l IICYCHU U IIOYCK y neTeﬁ C FJ'II/IKOFGHOBOﬁ
00JI€3HBIO MO JAHHBIM KOMIIBIOTEPHON TOMOTpadu;

° MpOBEJICHA OIIEHKAa HapYIICHWH yriIeBOJHOTO OOMeHa y JeTe C TJIMKOTEHOBOU
6OJ'163HI)IO 110 JIaHHBIM CHUCTEMBbI HerepBIBHOFO MOHI/ITOpI/IHFa ypOBHSI TTTUMKEMUH,

) MPOBEJICHA OIIEHKA KaYyeCTBAa KU3HM JIETEH C TIIMKOTEHOBOW OOJIC3HBIO;

° BBISIBJICHBI OCOOCHHOCTHM OTHOIICHHS K OOJE3HW W TIPOIECCy JICUCHUS ACTeH C

TJIMKOTEHOBOM 0OJIE3HBIO U UX POJUTEIICH.

Teopernyeckasi U NpaKkTHYECKAasi 3HAYMMOCTD

B pe3ynbprare HacTOALIErO UCCIEIOBAHUS OTIPEIEIECHBI SITUIEMUOTIOTHYECKHAE XapAKTEPUCTUKN
HCCIeIOBAaHHOM BBIOOPKH JIeTel ¢ TIIMKOTeHOBOM 0ose3Hbi0 B Poccuiickoit deneparuu. C momMoIbto
pa3paboTaHHOTO METOJa CEKBEHHUPOBAHUS HOBOTO IOKOJICHUS OMNpeAeNieH CIEKTp MYyTalHuil I'eHOB,
OTBETCTBEHHBIX 33 Pa3BUTHE PA3JIMYHBIX TUIIOB TJIMKOreHOBOM Oosie3Hu. [lokazana auarHoctuyeckas
U TPOTHOCTHUYECKAs LIEHHOCTh TAKMX METOJOB, KaK TpaH3HEHTHas >JacTorpadus, KoJIu4ecTBEHHas
yIBTPa3ByKOBasi OIIEHKAa CTPYKTYphl MeucHH meroaukoit Acoustic Structure Quantification (ASQ),
KOMITbIOTEpHAsi ToMorpadusi OpraHoB OPIOLIHOM MOJIOCTH U MOYEK, HEMPEPHIBHOE MOHUTOPUPOBAHKE
TJIMKEeMHUH, KCCIEA0BaHWE AaKTHMBHOCTH JETUIpPOreHa3 JUMQOIUTOB B OIEHKE BBIPAKEHHOCTU
MOpaXEHUs] BHYTPEHHUX OPraHOB M HapyIIEHWH MeTa0oiu3Ma IMpH TJIMKOT€HOBOW OOJIe3HHU.
YcTaHoBIIeHA CTENEHb TSDKECTU CTPYKTYPHBIX M (DYHKUIHMOHAIBHBIX HAPYHICHUM MEYEHU C MOMOIIBIO
CHelHagbHO pa3paboTaHHBIX OamnbHBIX MmIKal. [lokazana >PQPeKTUBHOCTH UIUTEIBHOW Tepamuu y
neTeid ¢ Me4eHOYHbIMH (opmamu riMKoreHoBOM Oone3nu. Co3maH  perucTp NalUeHTOB C
TJIMKOTE€HOBOM 0OJIE3HBIO AETCKOro Bo3pacTa. M3maHo yueOHO-MeToauueckoe mocodue As Bpayeit mo
aKTyallbHBIM BOIIPOCaM JTHUOJIOTMH, TMAaTOreHe3a, KIWHUKO-JIa0OpaTOPHBIX M HHCTPYMEHTAIBHBIX
KpUTEpUEB JMArHOCTUKU M JIEYCHHs] TIUMKOTEHOBOW Oose3Hu. Pa3paborana Mozens MCHUXOJIOTO-
MeJaroruyeckoil MOMOIIM POTUTENsM JeTe C TJIMKOTeHOBOW OO0JIe3HBIO C y4eToM (hakTopoB
WHJMBUIYAIbHO-INYHOCTHOIO M COLUMAJBHOIO  XapakTepa, BIUAKIIUX HAa  COLMAJIBHO-
MICUXOJIOTMYECKYI0  ajanTauuio poaurtened. HMHunumupoBaHo co3ganue  MexperuoHaabHOM
ONaroTBOpUTENbHONM 0OIecTBeHHONW opranu3anuu  «Coro3 ceMeil MalueHTOB C TJIMKOT€HOBOMN
00JIe3HbIO»; OMYOJUKOBAHBl MEIUKO-TICUXOJIOTO-11€AarOrMUeCKue PEKOMEHIALUN Ul POAUTENeH
JeTell ¢ TJIMKOT€HOBOHM 00JIe3HBIO; pa3paboTaH AJIEKTPOHHBIM pecypc (caiiT). Paspaborana wu
BAJIUIMPOBaHA TEXHOJOTUS MAaCCHUBHOTO MNapajUIeIbHOIO CEKBEHHUPOBAHUS C LEIbI0 MOJEKYJSPHO-
T€HEeTUYECKOM JMarHoCTUKH pasznnyHbiXx TUNOB ['b. Iloka3aHa BbICOKAas YyBCTBUTEIBHOCTh U
CHEeU(PUIHOCTh MACCUBHOTO TapauIeTbHOTO CEKBEHHUPOBAHHS JUISl TMOWCKAa OJIHOHYKICOTHUIHBIX
3aMEeH B KOJUPYIOIIMX W TPHIETalolIMX HHTPOHHBIX OONIACTSAX, a TakKe HEOONbIIUX JeNeluid u
OYMJIUKAIMI TE€HOB, MYyTallMd B KOTOPBIX NpHUBOAAT K pas3BuTuio I'b. MaccuBHoe mnapamienbHoe
CEeKBEHHUPOBAHHE IPEACTABISAETCS HEOOXOAUMBIM st ObICTpol Bepudukanuu ['b, cBoeBpeMEHHOTO
Ha3HAYEHUS aJeKBATHOTO JICYCHHUS, NPO(MUIAKTHKU OCIOKHEHUH, UYTO MO3BONHUT yaydmuTh KK
narueHToB. [IpakTudeckas 3HAYMMOCTh COCTOHWT B pa3paboTKe alropuTMa BEICHHS IMAlUEHTOB C
neyeHouHbIMU Qopmamu ['B y nereil Ha pasHBIX d3Tamax OKa3aHUS MEAUIMHCKOW IMOMOIIU C
oTpeJieNieHueM ONTUMATbHOMN MOCIeI0BATEIHPHOCTH U KPATHOCTH KOHTPOJILHBIX 00CIeIOBAaHUI.



BHenpenue pe3yabTaTtoB padoThl B IPAKTHKY

OcHOBHBIE pe3yNbTaThl, HAYYHbIE pa3pabOTKH M MPAKTUYECKUE PEKOMEH/AINH, U3JI0KEHHBIC B
JCCepTalM, BHEIPEHBI B HAYYHYIO U KIIMHUYECKYIO IPAKTUKY FaCTPOIHTEPOJIOTUYECKOTO OTIAEIECHUS
C renaToJIOrM4eCKON IPyNIoON, OTAEICHUS CTAllMOHAPO3aMELAOIUX TEXHOJIOTUNA U KOHCYJIbTaTUBHO-
nuarHoctuueckoro neHrpa Hayuno-uccnenosarensckoro uHcruryra (HUM) Ilemmatpun OI'AY
«HauuoHaIbHBIT MEIUIMHCKUN HCCIIEIOBATENbCKUM LEHTP 300pPOBbA J€Tei» MuHHCTEpCTBA
3npaBooxpanenus Poccuiickoii ®enepanuun (nanee — ®I'AY «HMULL 3n0poBbs aeteity Munznpasa
Poccun). Matepuansl pa®oThl BHEIPEHBI B IEAArOTHUECKUI mporecc Kadenpsl (aKyIbTeTCKON
neAMaTpuu - neamarpuydeckoro  Qakymerera ['ocymapcTBeHHOe  OrOJDKETHOE — 00Opa3zoBaTeIbHOE
yupexjaeHue  Bbicimiero  npodeccronanpHoro  obpasoBanus (I'BOY  BIIO)  «Poccuiickwuii
HAIIMOHAJBHBIN UCCIIEIOBATENbCKUI MeIUIIMHCKUN YHUBepcuTeT um. H.W. [Tuporosay Munucrepcrsa
3npaBooxpaHeHus Poccuiickoit ®enepanuu u kadeapbl NeAUaTpud W JETCKOM pEeBMATOJIOTUU
neauarpudeckoro axynsrera ['BOY BIIO «IlepBbiit MockoBCKUi ToCy1apCTBEHHbBIN MeIUIIMHCKHM
yauBepcureT uM. M.M. CeuenoBa» MunucrepctBa 3apaBooxpaHeHus Poccuiickoit ®denepauuu.
Pesynbratel uccnenoBanus mnpexacraBieHbl B «DenepaibHbIX KIMHMYECKHX PEKOMEHAAIMSIX II0
OKa3aHUIO0 MEIUIIMHCKOW TOMOIIU JIETSAM C TJIMKOT€HOBOUW OO0JIE3HBIO», COTJIACOBAaHHBIX ¢ HaydHbIM
coBeToM MuHucTepcTBa 3apaBooxpanenus Poccuiickoit @enepannu 3a Ne KP371 u pasMmenieHHbIX B
PyOpukarope kInHHYECKUX pekoMmeHaanui Munsapasa Poccun (cr.rosminzdrav.ru, ID: KP371, 2016
r.).

MeTon0/10r4s1 M METOAbI HCCJIEI0BAHUS

[Ipn BbImoNHEHMHM pabOThl OBLT OCYLIECTBJIEH TIIATENbHBIM aHaIM3 COBPEMEHHBIX
OTEUECTBEHHBIX U 3apyOEKHBIX JTAHHBIX, KaCaIOLIUXCS BOIPOCOB MAaTOreHe3a, MpodsieM BepupUKaIun
W Tepanuu TIUKOTEHOBOHW OoJyie3HM y geteil. Ocoboe BHUMAaHWE YICISUIA OIEHKE KIMHUYECKOM,
1a00paTOPHOU, HHCTPYMEHTAIBHOU, MOP(OIOTHIECKON M MOJICKYISPHO-TEHETHUYECKOW JTHArHOCTHKU
y JAHHOTO KOHTHUHIEHTa OOJIbHBIX, @ TaK)K€ KauecTBa HX J>KU3HU U ICHUXOJOTMYECKOro craTyca.
Omnpenensnu  3¢pGeKTUBHOCTh  JJIUTENBHON Tepanuu. B guccepTallMOHHOM — HMCCIeIOBAaHUU
WCIIOJIh30BaIM aHHbIe obcnenoBanus 600 mereid, 3 KoTopbix 134 manueHTa cTpanaiu rIIMKOTE€HOBON
0oJie3Hb10. OLIEHKY MEIUIIMHCKON JOKYMEHTAIIMHU TTPOBOANIH 3a riepuo 10 jeT, mpuMeHsss METOINKA
OTHCAHUS M y4yeTa KJIMHUKO-aHAMHECTHUYECKUX, JJA0OPaTOPHBIX M MHCTPYMEHTAIbHO OINpEeAETsieMbIX
W3MEHEHUH, Pe3yJIbTaThl aHKETUPOBAHMS MAIlUEHTOB U UX POAUTENICH. AHAJIN3 MOJIYYEHHBIX JaHHBIX
MPOBOJMJIM B COOTBETCTBMM C COBPEMEHHBIMM METOJAaMHM, BKIIOYAOIIMMHU aHAIW3 BUIA
pacmpeneneHuid, ONMCaTeNIbHble CTATHUCTHKH, OLEHKY JOCTOBEPHOCTH, KOPPEISLMOHHBIN aHaau3,
BBIYMCIICHUE ONEPAMOHHBIX XapaKTEPUCTUK IUATHOCTUYECKOTO TECTA.

IHos10:%eHHs1, BBIHOCHUMbIE HA 3ALUTY

1. Pa3paboTanHas 5SneKkTpOHHas CHCTeMa YydeTa NalUeHTOB (perucrp) sBIsSeTCs
MH(OPMATUBHBIM MHCTPYMEHTOM, MO3BOJISIOLUM aHaJIM3UPOBaTh COLIMAJIbHBIE,
SMUJAEMUOJIOTHYECKHUEe, aHAMHECTUYEeCKHe, KIMHUYEeCKHe, JIabopaTopHble M WHCTPYMEHTaJbHbIE
XapaKTEePUCTUKH JIETeH ¢ MIMKOT€HOBON 00JI€3HBIO, BBISBIISTH OCOOCHHOCTH TE€UEHHUS 3a00JIeBaHUS Ha
CUCTEMHOM, OPTaHHOM M TKAaHEBOM YPOBHSX, a TaKkkKe OIeHMBAaTh 3()(HEKTUBHOCTH ATUTEIBHOMN
Tepanuu.

2. Omnpenenenrne KOMIUIEKCAa OMOMAapKepOB B KPOBH TO3BOJHIIO BBISIBUTH OCOOCHHOCTH
MEXaHHU3MOB IPOTPAMMUPYEMOM THOENU KIETOK, (PMOPO3UPOBAHUS M KOCTHOTO PEMOJCIUPOBAHUS Y
JIeTeid C TIHMKOreHOBOW Oosie3Hpto. Jloka3zaHO Hamuyue MUTOXOHIPHANBHOW —AUCYHKIUH,
BBIPAKEHHOCTh KOTOPOU 3aBUCHUT OT TSXKECTH TEUCHHsI 3a00IeBaHMUSL.

3. PazpaboTaHHas MeTOOMKAa MAaCCHBHOTO MapauIeIbHOTO CEKBEHUPOBAHUS HOBOIO
MOKOJICHUS TT03BOJIIET OCYILIECTBIATh PaHHEE BbISIBIICHHE TJIMKOI€HOBOW OOJIE3HU y JIeTeH, UTO UMeeT
pemaroriee 3HayeHWe Juid  ObIcTpoil BepuUKAlMM JMArHo3a, CBOEBPEMEHHOI'O HAa3HAYEHUS
aJIeKBaTHOTO JICUEHUSI U TIPOPHUIAKTHKHI OCIIOKHEHHH.

4. MeTobl HEMHBAa3UBHOM TMAarHOCTUKU cTaauil (pubpo3a (TpaH3UEHTHas dnacTorpadus u
Acoustic Structure Quantification) B coueranuu ¢ pa3pabOTaHHOW OATBHON IIKANOW MO3BOJISIOT
OLIEHUTb CTPYKTYPHO-(YHKIIMOHAIBHOE COCTOSTHUE NIEUEHH Y IeTel C IIIMKOT€HOBOW 00JI€3HBIO.

Mertoa 72-4acoBOro HENPEpPHIBHOIO MOHUTOPUHIA TIIOKO3bl B KPOBU MH(OPMATHUBEH
JUIL OLIEHKM COCTOSTHUSI YIJIEBOAHOTO OOMEHa y JeTeil C TIJIMKOT€HOBOM OOJIE3HBIO M MOXKET
UCTOJb30BATHCS IS pa3pabOTKH MEePCOHU(PUIIMPOBAHHOTO MOAX0Ja K Tepauy ChIPbIM KyKYPY3HBIM
KpaxMajoM.

6. CoBMeCTHbIE YCHIIMSI PpOJUTENEH, CHEHUMAIUCTOB M oOIIecTBa JOJDKHBI  OBITH
HampaBJEHbl Ha CO3JAAHUE ONTUMAJIBHBIX YCIOBHM Ul COXPAHEHMS YXU3HU M YKPEIUIEHHs 30pOBBS



peOeHKa ¢ IIMKOTEHOBOM 0O0JIE3HBIO, PAa3BUTHUS €T0 (PU3NYECKHX, MCUXUIECKUX U MHTEIUICKTYaTbHBIX
BO3MOYKHOCTEM, COLMAIbHOW ajanTaliy, NOBBIIIEHHE KauecTBa KU3HU. Pa3paboTaHHBIN alropuTM
KOMIUIEKCHOM MEIUKO-IICUXOJIOTO-IIEJarorn4ecKoi IMOMOIIM IO3BOJISIET ONTUMU3MPOBATH BEIACHUE
JeTel C TIMKOTEHOBOM 00JIe3HBIO B aMOYIIaTOPHBIX U CTAIIMOHAPHBIX YCIOBUSX.

CreneHb 10CTOBEPHOCTH M anpodanusi pe3yJbTaTOB

JlocToBEpHOCTh ~ PE3YyIbTATOB  JIUCCEPTALMOHHOIO  HCCIEIOBaHUS  IOJATBEP)KIACTCS
JOCTaTOYHBIM KOJMYECTBOM HaOJIIOJIEHUN, COBPEMEHHBIMH METOAAMU HCCIIEOBaHUs, KOTOpbIE
COOTBETCTBYIOT IIOCTaBJIEHHBIM B paboTe mensM U 3agadaM. HayuHble MOJOXKEHHUS, BBIBOIBI U
peKoOMeHIaNN, CPOPMYTUPOBAHHBIC B TIUCCEPTALINH, TIOIKPETUICHBI YOS TUTCILHBIMU (PaKTHICCKHMHU
JAHHBIMU, HATJSIIHO TIPEJICTABICHHBIMU B IIPUBEJICHHBIX TA0JIMIIaX U pUCYyHKaX. [loaroToBKka, aHamm3
Y MHTEPIpPETalrs MOJyYEHHBIX Pe3yJbTaTOB MPOBEIEHBI C UCIOJIb30BAHMEM COBPEMEHHBIX METOJIOB
00paboTKK MH(MOPMAIIUU U CTATUCTUYECKOTO aHaJIH3a.

OcHoBHBIE pe3ynbTaThl padoThl HosioxkeHsl U oocyxaeHsl Ha XVI, XIV, XVI, XVII, XX
Konrpeccax nenuatpo Poccun ¢ MeXIyHApOJAHBIM ydacTHEM «AKTyalbHbIE MPOOJIEMBI TIEIUATPUN
(Mocksa, 2009, 2010, 2012, 2014, 2018 rr.); 12-14-m, 16-m, 19-m Mexnaynapoanabix CraBsiHO-
Bantuiickux Hayunsix popymax «Cankr-Ilerepoypr — ['actpo» (Cankr-IlerepOypr, 2010-2012, 2014,
2017 rr.); XVI Konrpecce nerckmx ractpodHTepoioroB Poccuum um ctpan CHIT «AxTyanbHbIE
npoOnembl abgoMuHanbHOM marosorun y geteit» (Mocksa, 2009 r.); Hayuno-mpaktuueckoit
KoH(pepeHIH «AKTyallbHbIe TpoOseMbl racTposHTeposiorun (BacunenkoBckue urenus)» (Mocksa,
2009 r.); VI MexnayHaponHoit koH(pepeHIHH «MoeKynspHas MeAWIMHAa W Ono0e30macHOCTH
(Mocksa, 2009 r.); Hayuno-npaxktuueckoit koHpepeHIn «CoBeplIeHCTBOBAaHUE IEIUaTPUUYECKOM
npaktukd. Ot mpoctoro  k  cioxHOMY»  (MockBa, 2009r.); 15-it  Poccuiickoit
l'actposnTeponornueckorr Henmene (Mocka, 2009 r.); 4-m HarmumoHambHOM KOHTpecce TepamneBTOB
(Mockaa, 2009 r.); X MexayHapoaHOM KOHTrpecce «310poBbe n oOpazoBanue B XXI| Beke» (MockBa,
2009 r.); Il MexayHapoIHOM MOJIONCKHOM MEIUIMHCKOM KoHrpecce «Cankrt-IletepOyprekue
Hayunble uTeHUsA-2009» (Canxkt-IlerepOypr, 2009 1.); Bcepoccuiickoii Hay4dHO-TIPAKTHUYECKOU
KoH(pepeHINH «AKTyallbHbIe POOJIEMBI B TEPANIEBTUUECKON MPAKTUKE)» C MEKIYHAPOIHBIM Y4aCTHEM
(Kazansw, 2010 T1.); 15-i1 Poccuiickoii konpepenuuu «Iemaronorust cerogus» (Mocksa, 2010 1.); IV
Cwe3ne Hayunoro oOmiecTBa CHENMATUCTOB KIMHUYECKOW JIa0OpaTOpHOM nuarHocTuku Poccuu u
Hayuno-npaktuueckoit koHbepeHIuu «JlaboparopHas Hayka — MpakTHKe: MepBoe aecartuieTne XXI
Beka» (MockBa, 2010T.); PecnyOnukaHCKOW HAayYHO-TIPAKTHYECKON KOH(MEPEHIMU «AKTYyaJbHbBIC
BOIIPOCHl MOP(HOJOTHYECKON AUarHOCTUKKM 3abosieBanui»y (Butedck, bemapycp, 2010 1.); XVII
Poccuiickom konrpecce «I'emaronorus ceromus» (Mocksa, 2012 1.); 12" International Congress of
inborn errors of metabolism (Barcelona, Spain, 2013 r.); International GSD Conference (Heidelberg,
Germany, 2013 r1); VIl Bcepoccuiickoif HaydHO-IPAKTHYECKON KOH(EPEHIMH C MEXIyHAPOJHBIM
yuactieM «MonekynspHas muarHoctuka-2014» (Mocksa, 2014r.); 23 Annual Conference of
APASL (Brisbane, Australia, 2014 r.); Hesckom pagunonorundeckom popyme-2014 (Caukr-IlerepOypr,
2014 1.); UroroBoit Bcepoccuiickoil CTyAeHYECKOW HAydHOH KOH(MEPEHIIMH € MEXIyHAPOIHBIM
yyactueM «Menuiuackas BecHa» (Mocksa, 2014 r.); 47" Annual Meeting of the ESPGHAN
(Jerusalem, lIsrael, 2014 r.); XIV, XVII Cse3zgax Hayunoro oOrecTBa racTposHTeposioroB Poccun
(Cankr-ITetepOypr, 2014, 2017 rr.); European Human Genetics Conference 2014 (Milan, Italy,
2014 1.); 9™ International conference on mitochondrial research EUROMIT (Tampere, Finland,
2014 r.); FEBS EMBO 2014 Conference (Paris, France, 2014 r.); Annual Symposium of the Society
for the Study of Inborn Errors of Metabolism (Innsbruck, Austria, 2014 r.); MexxayHapoJHO# Hay4HO-
MPAKTUYECKONH KOH(EPEeHIIMH MOJOIbIX yueHbIX Poccun u Kutas « AkTyanbHbIEe BONPOCH HHHOBAIMH
W pa3BUTHA meauarpudeckoit cimyxoOsr B P®D» (Mocksa, 2014r1.); X MexaynapoaHoi (XIX
Bceepoccuiickoit) [TnporoBckoit HayqHOW MEIUIIMHCKON KOH(PEPESHIMU CTYACHTOB H MOJIOJBIX YICHBIX
(Mocksa, 20151.); 48" Annual Meeting of the ESPGHAN (Amsterdam, Netherlands, 2015 1.); XV
Bcepoccuiickom HaydHOM QopyMme ¢ MeXIyHapoaHbIM ydactueM uM. akaa. B.M. Hodde «Inu
ummynonorun B Caukr-IletepOypre» (Camkr-Iletep6ypr, 20151.); 11" World Congress of the
International Society for Adaptive Medicine (Yonago, Japan, 2015 r.); [lepmckom HaydHOM (opyme
(Ilepms, 2015 1.), 40" FEBS Congress “The Biochemical Basis of Life” (Berlin, Germany, 2015 r.);
6" World Congress on Targeting Mitochondria (Berlin, Germany, 2015r.); XXI Bcepoccuiickoii
HAyYHO-TIPAKTUYECKOW KOH(EpEeHIIMH ¢ MEXKIyHapoaHbIM YydacTueM «KauecTBo mabopaTopHBIX
YICCIIeIOBaHMil — ycloBHe Ge3omacHocTH TanmenTtoB» (Mocksa, 2016 r.); 26" International Congress
of Pediatrics (Vancouver, Canada, 2016 r.); Il PoccuiickoM koHrpecce 1abOpaTOpHOW MeEIUITUHBI



(Mockga, 2016 r.); Annual Symposium of the Society for the Study of Inborn Errors of Metabolism
“Metabolic pathways, cellular networks and beyond” (Rome, Italy, 2016 r.); 13" Congress of Inborn
Errors of Metabolism — ICIEM2017 (Rio de Janeiro, Brazil, 2017 r.); HayuHo-npakTudeckoi
KoHpepenn «Papmakorepanus U auetonorus B neauarpum» (I'possbiid, 2017 r.); KOOmieiitnoMm
XXV Konrpecce nerckux ractposnreposioroB Poccunm u crpan CHI' «AkryanmpHbIE TPOOIEMBI
abnoMuHaNbHOM maronoruu y aerei» (MockBa, 2018 r.); Bcepoccuiickoli HaydHO-IIPaKTHYECKON
KOH(EpEHIINH ¢ MEXIyHapOJAHBIM ydacTueM «®DapMakoTepanusi U AUETOTEPAIUs B MeIUATPUICCKOM
npaktuke (ITensa, 2018 r.); O61acTHON HayYHO-IPAKTUICCKOW KOHPEPEHIIUN «AKTYaIbHBIEC BOIIPOCHI
nerckoil  racrposnteposnorun»  (ExarepunOypr, 2018); PerunonanbHbiX  00Opa3oBaTeIbHBIX
MeponpusaTHsax o aruaoi Corosa nmeauarpoB Poccun «lllkomna neauatpa: «Opdannbie 3a001eBaHID
(Tyna, 2018 r., Cypryr 2018 1.).

Myoaukanun

ITo Teme muccepranmu Beero onyonukoBano 103 HaydHBIX pabOTHI, B TOM YHCIE: B H3/IaHUIX,
pexomenoBaHHbIX BAK P® nns myOnukanuii OCHOBHBIX Hay4YHBIX PE3YJIbTAaTOB JUCCEPTAILIMOHHBIX
uccrnenoBanuii — 34 (M3 HHUX cTaTel B JKypHajax, WHACKCHPYEeMBIX B Scopus — 6); MaTeHTOB Ha
n300peTeHuss — 3; CBUIETENBCTBO O TOCYJAapCTBEHHOM perucrpauuu nporpamMmsl aias OBM — 1,
MoHoTpaduii — 4, ydeOHOEe mocoOue, 0m00peHHOE YYeOHO-METOAUYECKUM OOBEAMHECHUEM 10
MEIMIIMHCKOMY U (apmarieBTuueckomy obpazoBanuto BY30B Poccunm — 1; myOnukamuii B Apyrux
u3aaHusx — 60 (M3 HUX TE3HMCOB, OMYOJIMKOBAaHHBIX 3a pyOexoM — 16).

JIMYHBIN BKJIAJ aBTOPa

ABTOp TIPUHUMAJ HEMOCPEJICTBEHHOE YJacTHE B HCCIIEAOBATEIHCKOM paboTe, KaKk Ha dTare
IIOCTAaHOBKU ICJIM WU 3aJ1a4, paSpa60TKI/I METOAUYECKHUX IIOAXOOJO0B M HX BBIIIOJIHCHUA, BCICHUA
MalMEHTOB B CTAIMOHApE, TaK U Mpu 00pabOTKe MEIUIIMHCKON TOKyMeHTauu, (opMupoBaHuu 0a3bl
JTAHHBIX, TPOBEJICHUU HCCJICJAOBAaHUM, CTaTUCTHYECKOW o00paboTke, aHanmm3e W 000OIICHUH
MOJIyYE€HHBIX Pe3y/bTaTOB, HA OCHOBAHHWU KOTOPBIX OBLIM C(HOPMYITHPOBAHBI OCHOBHBIE IMOJIOKEHUS
JMCCEPTAILIMIOHHOTO HCCIIEeI0OBaHMS, BBIBOJIBI M MIPAKTUYECKUE PEKOMEHIALNH, a TAKXKe OMyOIMKOBaHBI
Hay4HbIE PaOOTHI.

O0beM M cTPYKTYpa AUCCEPTALMH

JluccepTanus U3JI0K€Ha Ha PYCCKOM s3bIKe B 00beMe 412 cTpaHMIl MAIIMHOMMCHOTO TEKCTa U
COCTOMT U3 BBEICHMs, 0030pa JIUTEpaTyphl, TJIaBbl C ONHCAHMEM MaTepuaioB M METOOB
UCCIIEIOBaHUs, 5 TJIaB COOCTBEHHBIX HAOIIOJIEHUM, IJaBbl OOCYKIEHHUS pPE3ylIbTaTOB, BBHIBOJOB U
MPaKTUYECKUX PEKOMEH/IAlNM, a Takke 4 mpuiokenuii. Pabora mumoctpupoBana 71 tabmumeit u 111
pucyHkamu. CIUMCOK MCMOJb30BAHHOM JTUTEpaTyphbl BKIOYAET 552 MCTOYHUKA: 153 OT€UEeCTBEHHBIX U
399 3apyOexKHBIX.

JTHYecKasi IKCIEePTU3a

HccnenoBanusi, COOTBETCTBYIOUIME 1€MW U 3aJadyaM JUCCEPTAMOHHOW paboThl, ObUIH
0100peHBl HA COBMECTHOM 3aCelaHMM Y4YEHOTOo coBeTa U 3tuyeckoro komurera OI'AY «HMUIL]
310poBbs AeTei» Munzapasa Poccun, mpotokos Ne 1 ot 29.01.2016 1.

COJEP)KAHME PABOTbI
O0beM 1 MeTOABI HCCICAOBAHUSA

Jlu3aiin ucciiejoBaHus peacTaBieH Ha Pucynke 1.

B wuccnemoBaHMM — NpOaHATM3UPOBAHBI  PE3yNbTaThl  KIMHHYECKOTO,  J1aOOPaTOpPHO-
MHCTPYMEHTAJIBHOTO, MOP(OJOTHYECKOTO M MOJIEKYISIPHO-T€HETUYECKOro OO0CIe0BaHus JeTeH,
HamnpaBiICHHBIX U3 pa3iMYHbIX OKpyroB P® wu 3apy0exxpss Ha TOCHUTAIU3aLMIO B
racTpO’HTEPOJOTHYECKOE OTHENIEHHEe C TenaToJIoTHYecKOd rpynmoi (3aBeAyromuid — K.M.H.
AH.CypkoB) #  OTAeJIeHHE  CTallMOHApPO3aMEINAIoOUIMX  TEXHOJOrMi  (3aBedyromas  —
K.M.H. A.A. Anekceea) HUUN Ilemqunarpun ®I'AY «HMMULL 310poBes aereii» MunsnpaBa Poccun
(mupekrop — 1.M.H., mpo¢. A.Il. ducenko, HayuHbIH pyKkoBoauTenb — akageMuk PAH A.A. bapanos) B
nepuoa ¢ ssuBaps 2006 r. o ssHBaph 2016 r. JlaHHbIe OBUTH MOJYYEHBI B X0/€ U3yUCHUsT UMEIOIIUXCS
BBIIIMCHBIX DJIUKPU30B W3 MEIUIMHCKMX OpraHM3alfil, HaxXOJAIIMXCS IO MECTY >KMTEIbCTBA
NAIMEeHTOB, PE3ylbTAaTOB MEPBUYHOTO M JUHAMUYECKOTO OOCie0BaHUS OOJIBHBIX B YKa3aHHBIX
otaenenusx ®PI'AY «HMUL 3nopoBes aeteit» Munzapasa Poccun.
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Obmee uyucno obcnenoBaHHbIX aered — 600, w3 Hux namuentoB ¢ I'b O6bu10 134 pebenka.
Bepudukanus auaruosa y 60 mereil mpou3BoaMIack HA OCHOBAHUH BBISBICHUS XapaKTEPHBIX jKanoo,
KJIMHUYECKHX MPU3HAKOB W HW3MEHEHHMH J1abopaTOpHO-MHCTPYMEHTANIBHBIX IIOKa3arenei, a y 74
MAMEHTOB — C TIOMOILBIO MOJIEKYISIPHO-T€HETUUECKOTO UCCIIEJOBaHMs. B kauecTBe rpymi cpaBHEHUs
Ha OTAEJBHBIX ATanax paboThl ObUIO BKIOUEHO 466 nmanueHToB: 195 mpakTHuuecku 370pOBbIX A€Ted U
271 pebeHOK K peAKHMMH TeHeThdeckuMu OonesHsmu — 141 ¢ mykoBucmmmosom (MB), 73 — ¢
mykomnosmcaxapunozamu (MIIC), 30 — ¢ pennnkeronypueit (PKY), 27 — ¢ 6ose3npto Bunscona (bB).

Onuaemuosiornyeckue AaHupie o ['b B PO Obutn mosrydeHsl HA OCHOBAHUM aHAU3a MECT
MIPOYKMBAHUSI NAI[MEHTOB, BBIKONMPOBAHHBIX M3 HMCTOpPHUH OOJIe3HEH NAIMEHTOB, IMOCTYNABIIUX B
OI'AY «HMULI 3n0poBbs nereit» Munzapasa Poccun 3a nepuos ¢ siuBaps 2006 r. mo siuBaps 2016 1.

Boinonnen pacuer yucjaennoctu I'b y nereit B PO. OxgHako npuHAT BO BHUMaHHME TOT (axT,
YTO YUUTBHIBAINCH HCKIIOUMTENbHO Jeth ¢ ['b, mnpoxoausmime oOcnenoBaHue TOJBKO B
racTpPO’HTEPOJIOTMYECKOM OTJAeNeHuu ¢ renaronorudeckoi rpymmnoid OI'AY «HMUL 3n0poBbs
nereii» Munznpasa Poccun, a He obuiee umncio aerei ¢ I'b B P®; a takxke 1o, uro B P® otcyrcTByeT
HEOHATAJbHBIM CKPUHMHT HA JAHHYIO MATOJIOTHIO U B 3TO YKCJIO HE BKJIIOYEHBI NMalMEHTH! cTapiie 18
net. [losToMy nosydeHHbIN MoKa3zaTelb OTPaKaeT HE UCTUHHYIO paclpOCTPaHEHHOCTh 3a00J1eBaHMs, a
B OOJIbIIIEH Mepe OPUEHTHPOBOUHYIO UYHCICHHOCTH JeTeH, HaOmomaronuxcs ¢ auarHozom «I'b» B
pa3nuuHbIX (efepanbHbIX OKpyrax u B PO B nemnom.

[Ipn pacuere mnokaszaTens 4YHMCICHHOCTH MCIIOJIB30BaM JaHHble DenepalbHON CIyXKObI
roCyJIapCTBEHHOU cTaTUCTUKH PD 0 cpemHeromaoBOW YMCIEHHOCTH JCTCKOTO HaceJeHUs (B BO3pacTe
no 17 ner 11 mec 29 nneii) Ha MmomeHT 1 stHBaps 2016 r. B kaxxaoMm QenepansHoMm okpyre PO. Ilpu
pacuere TmoKaszaTesis ObUIM MCKJIIOYEHBI JIeTH, KOTOphIM Ha MoMeHT | sHBaps 2016 T. yxke
ucnoJHWIOCh 18 et. dopMyiia pacuera mokasaress MPeACTaBIeHa HUKE:

Y=n*10% N, rue

Y — mokazarens YHCIeHHOCTH, paccunTanHblid Ha 100 000 meTckoro HaceleHHS;

N — KOJIMYECTBO HAOIIOAAEMBIX JIETEH;

N — cpetHero10Bast YUCIEHHOCTh JETCKOIO HACEIECHUS.

[Ipu ananu3e cOMMAJBLHOIO CTatryca cemMel, mMmeronmux aereil ¢ I'b, yduTeIBaiu MOJHOTY
CeMbH, MPOPECCUOHATBHYIO IPUHAIEKHOCTh OTIIOB U MaTepeH.

TmartenpbHO HW3Y4YeH aKylIePpCKUil aHaMHe3 wmaTepei (Yucio OepeMEeHHOCTeH W PpoJOB,
HaJIMYue MEIUIMHCKUX a0OpTOB, BBIKUIBIIICH, 3aMeplInX OepeMEHHOCTEl), reHeaJoru4ecKui
aHamHe3 (Hanmuuue pojcTBeHHUKOB ¢ I'b, a Takxke cTpagaromMx HEYTOUYHEHHBIM 3a00JIeBaHUEM
MEYeHU WU HapylIEHHWEM YIJIEBOJHOTO OOMEHa; cMepTeil neTeil B mepuoje HOBOPOXKIACHHOCTH),
aHaMHe3 KM3HH mnanueHToB (oreHka mo mkaie APGAR, mivHa ¥ Macca Tela IpH POXKJICHUH,
COCTOSIHUE TIOCNEe POXJCHHS), aHaAMHe3 0oJsie3HM (Bo3pacT mpu JelroTe, XapakTep HadadbHBIX
MIPOSIBIIEHUH, 7Kall00bl, U3MEHEHHUS JIA00OPATOPHO-UHCTPYMEHTANIBHBIX MTOKa3aTesel, Bce BUABI U CPOKU
poBoAUMOro Jiedenus). [Ipoananu3upoBanbl «OMIMOOYHBIE» AUATHO3BI, KOTOPBIE MPEANOIaraauch 10
Bepudukanuu I'b. Bee nonydyennsie qanuble GUKCUPOBAIN B UCTOPUSAX OOJIE3HH, 3aTEM AyOIUPOBAIU
B pacueTHBIX TaOIHIIaX, MOCIe Yero MpoBoAWIN ux aHanu3. O6cnenoBana 71 mapa «MaTb-peGEHOK.

Jis  u3ydeHus ocoOeHHOCTeW TedeHHs 3a00JeBaHUS  OCYIIECTBISUIM  THIATENLHOE
dpusznkaabHoe 00c/Ie0BaHME MTAIIMEHTOB MPU MOCTYIUICHUU: OIICHKA COCTOSIHUSI KOKHBIX TOKPOBOB U
BUJIUMBIX CIH3UCTBIX 000JI0OUEK, PErHOHAPHBIX JTUM(PATHUYECKUX Y3JI0B, KOCTHO-CYCTaBHOI CHUCTEMBI,
OpPraHoB JIbIXaHUs, KPOBOOOPAIIEHHS, KEITYTOUHO-KUIIIEYHOTO TPAKTa U renaTo-OMInapHONd CUCTEMBI,
HEPBHOM U DHAOKPUHHOU CUCTEMBI.

CnexkTp remMaToJIOrHYeCKHX HCCAeAOBAHMII C ONpeAeNeHHEeM CTaHAApTHBIX MOKa3aTenen
BBITIONIHSJIM B LIEHTPATN30BAaHHONW KIMHUKO-TUArHOCTHYECKON naboparopuu (3aBemayromias — JI.M.H.
E.JI. Cemukuna) naboparopHoro otaena (3aBemyomuid — A.M.H., tpod. H.A. MasHckuii) u otaene
WHCTPYMEHTANBbHON auarHoctuku (3aBeayromas — A.M.H. O.B. Koxesnukoa) HUW Tlenmnatpum
OT'AY «HMUI] 3m0poBbst derei» MunsapaBa Poccuu ¢ momoripio ammapatoB: Avida 2120
(Siemence, T'epmanus) u Sysmex XS 2000i (Sysmex Corporation, SImonus), Cobas C 311 (Roche,
®pannust) 1 Unicel DxC 800 (Beckman Coulter, CIIA), Rapid Point 500 (Siemens, CIIIA),
StaCompact (Stago, ®@panmus). Y nauueHtoB B JeHb noctymieHuss B OI'AY «HMMUIL 310poBbs
nerei» MunzapaBa Poccum Haromiak MPOBOJWIM B3STHE BEHO3HOM KpOBU U3 JIOKTEBOW WU
MTOJAKOKHOM BEHBI 3aISICThS C MOMOIIBIO CUCTEMBI OJTHOKpaTHOTO MpuMeHenus BD Vacutainer Safety-
Lok (Becton, Dickinson and Company, CIIA) B kommuectBe 3—5 wmu, uis cOOpa W XpaHEHHs
00pas3IoB C IENbI0 MPOBEICHUS KIMHUYECKOT0 MCCIeI0BAHUSI KPOBH HCIOJIB30BaIN OJHOPA30BBIC
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CTepuJIbHBIE BaKyyMHble NpoOupku BD Vacutainer, conepkaimue STHJICHAWAMHHTETpAaleTaTr —
K25ITA (Becton, Dickinson and Company, CIIIA), 0MOXHMHYECKOT0 H CEPOJIOTHYECKOI0
HCCIeJOBAHUSI KPOBH, OLEHKH I'yMOPaJbHOr0 3BeHa MMMYHUTETAa — OJHOPA30BBIE CTEPHIIbHBIC
BaKyyMHBIe TpoOupkn BD Vacutainer SST™ Il Advance ¢ akTHBaTOpOM CBEPTHIBAHHS U
pasmenuTenbHBIM TeneM Uit ceiBOpoTkd (Becton, Dickinson and Company, CIIA), s
HCCIeIOBAHMA KOATYJSIMOHHOTO0 IeMoCcTa3a — OJHOPA30BbIe CTEPUIIbHBIE BaKyyMHBIE MPOOHPKHU
BD Vacutainer Univac, coaepskamiue OydepHsiii pactBop nutpara Harpus (Becton, Dickinson and
Company, CIIIA). CoOpannble 00pa3ipl HeHTpUYrupoBad B TedeHHe 10 MUH TpPH CKOPOCTH
BpameHuit 2500 oGoporoB/mMuH U Temmeparype 25 °C, mocie 4ero BBINOJHSUIM HCCIECIOBAHNE
YKa3aHHBIX [TOKa3aTellei B ICHb B3STHS KPOBH.

st ompeneeHusi coAep:KaHUSI Ta30B KPOBM FCIIOJIB30BAIM CIIEIUAIBHBIC KaIHIUIAPH,
UMIIPETHUPOBaHHbIC HATpHEBOU coubto renapuna (Roche Diagnostics GmbH, [lanus), metammnueckue
MepeMEIIMBAIOIINE TIEMEHTHI U oJimMepHbie kommauku (Radiometer Medical ApS, Jlanus).

CucreMoii HenmpepbIBHOIO MOHMTOPHMPOBAHUSI YPOBHSI TJIIOKO3bI B TKaHEBOW J>KUIAKOCTH
OTIPENIEIISITN XapaKTep KoJIeOaHUH TIIIOKO3bI B TeUeHHE 72 yacoB. VccienoBanne MpoBOAMIM B OT/AECNTE
MHCTPYMEHTAJIbHOM auarHoctuku (3aBeayromas — A.M.H. O.B. Koxenuxoa) HUW Ilenmatpun
OT'AY «<HMMUL] 3moposes aereit» Munsapasa Poccun ¢ momorisio npudopa Guardian REAL-Time
(Medtronic MiniMed, CIIIA), npuHIMn pabOThl KOTOPOTO OCHOBAH Ha TIFOKO300KCHIA3HOM METOJIE.
['moko3y B KanMIUISIPHOW KPOBU M3MEPSUTH HECKOJIBKO pa3 B TEYEHUE ATOTO TEPHOJa CaMU JIETH WA
uxX poaurtenan ¢ momoimsio riarokomerpa OneTouch Select (LifeScan, CIIA). Ilocme mpoBeacHus
WCCIIe/IOBaHUS TIOJTyYCHHBIC JaHHBIC 3arpykajd B TMEPCOHAIBHBIN KOMIBIOTEp W 00padaThIBaIM C
MOMOIIBIO crienuanbHO# nmporpammbl Medtronic MiniMed V 3.3A CareLink pro (CILA).

Omnpenesnenue AKTHBHOCTEH BHYTPHUKJICTOYHbIX  JerujporeHas  JumM{ouuToB
(cykumHaTAeruporeHaspl, HHUKOTHHaMHIadeHUH-H-Keruaporenaspl, JaKTaTAerHApPOreHas3bl)
METOJIOM KOJMYECTBEHHOTO IUTOXMMUYECKOTO aHalIM3a, BKIIOYAIOIIEr0 CBETOBYIO MHKPOCKOINHIO U
HUTOMOP(HOJICHCUTOMETPUIO C IOMOUIbIO aNNapaTHO-MPOIPaMMHOTO KOMILJIEKCA BHU3YaJIU3aLluu
MOP(}OJIOTHYECKUX IPEeNnaparoB, aHajiu3a M PETUCTPAllMM ONTUYECKMX M MOP(OIOrHYECKUX
nokazateneit «BumeoTect» m mporpammel «Mopdonoruss 5.2» (Poccusi, AIIK «BuaeoTect»,
peructpanrionnoe yaocroBepenue Ne 29/20010702/6102-04 8 'PMU) BemosHsin B J1ab0OpaTOpuun
9KCIEPUMEHTAIBHON MMMYHOJIOTHHM M BUPYCOJIOTUH J1JaOOPAaTOPHOTO OTeNa (3aBEIYIOIIMHA — J.M.H.,
npod. H.A. Masackuit) HUN Tlegunatpun ®I'AY «HMMUL] 3mopoBes nmereir» MwunzapaBa Poccum.
[{utoMOp(hOIEHCUTOMETPUYECKMM METOJIOM IPOBOAMIM OLIEHKY I'€OMETPUYECKUX M ONTHYECKHX
XapaKTepUCTUK TPpaHy] IPOAYKTa (PEpMEHTATUBHOM peakUMH — IUIOIAJb, ONTUYECKYIO IUIOTHOCTh U
pacripesielieHue B KJIETKE, HCHOJb3Yys LU(PPOBbIE METOJbl 0OpabOTKH H300pa’keHUi. AKTHBHOCTh
(bepMeHTa onpeAessUIn KaK HHTErPaIbHYIO ONTHYECKYIO IJIOTHOCTh BCEX JEMO3UTOB HIUTOXUMUYECKOH
peakuuu (rpanyin).

NmMyHOMTOXMMHYECKOE ONpeJeleHHe AKTUBHOCTEH CYKIMHATACIHMIPOreHa3bl M
riauuepo-3-pocharaerniporeHaspl B HONYIANUAX JUMQPOLUTOB MepUPEpUUEcKO KpoBU C
MOMOIIbIO TIPOTOYHOM mHTOGIyopuMmerpun Ha mpudbope CYTOMICS FC500 (Beckman Coulter,
CIIA). AktuBHOCTH (hepMEHTOB olleHHBaIK B nonyasuusax T-mumdonuroB (CD3+CD45+), Brirouas
Thl7-nd. (CD3+CD4+CD161+CD45+), perynsropubie T-kinetku (CD3+CD4+CD127,0w+CD45+),
aktuBupoBanHbie xenmnepbl (CD3+CD4+CD127h+CD45+) u Th2-n¢p (CD3+CD4+CD294+CD45+), B
B-mumponurax  (CD3-CD19+CD45+) u B Harypanbhbix kwwuiepax — NK-kierkax (CD3-
CD16+CD56+). I'pymninia cpaBHeHUs cocTaBuiia 24 YCIOBHO 3JI0POBBIX pEeOCHKA.

HccnenoBanne OuoMapkepoB amomnrto3a: pactBopumoro FAS-penentopa (SAPO-1/FAS
peuentop) u FAS-nuranga (SFAS-L), mutoxpoma C, anHekcuHa V, kacmassl-8, kacnasbl-9 u dakropa
Hekpo3a omyxousei-a (TNF-a) ocymectisinu B naboparopun HelpoOHonoruu U GyHIaMeHTaTbHBIX
OCHOB pa3BUTHsA Mo3ra (3aBemytomuit — 1.0.H. A.M. Cypun) HUU Ileguarpun ®I'AY «HMUIL]
310poBbsl  jeTei»  Mun3zmpaBa  Poccum meTonoM  TBepAO(a3sHOTO  3H3MM-CBA3aHHOTO
ummMyHocopOenTHoro anamu3a (ELISA) ¢ momomeio crenmanbHbix HabopoB peareHToB («Bender
Medsystems», ABctpust). Hcrosb3oBaiu paHee MoJdydeHHbIe pedepeHCHbIe 3HAYCHHS [UTS [IUTOXPOMa
C - 0,28+0,03 ur/mn, sFas-R/APO1 — 0,023+0,002 ur/mn, SFAS-L — 0,086+0,02 ar/mi, anaekcuHa V
— 0,22540,01 sar/mn, TNF-a — 3,05+0,36 nr/mn. MHTepBas HOpMaJbHBIX YpOBHEH Kacmasbl-8 U
Kacnaspl-9 ObUI yKa3zaH B MHCTPYKIMSIX K Habopam pearenroB: 0-1,2 wr/mun u 0-11,2 Hr/mi,
COOTBETCTBEHHO.

Onpenenenue OnomMapkepoB (uOpPoO3MpPOBaHUS TMeYeHM (THATypOHOBOM  KHCIIOTHI,
MaTPUKCHBIX  MeTajulonpoTenHas-2, -3, -8, -9, TKaHeBOro MHrUOMTOpa  MAaTPHUKCHBIX
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METaJUIONpPOTenHa3-1) B CHIBOPOTKE KPOBH MPOBOJWIM B JIAOOPAaTOPHUH HEUPOOHMOIOTHH U
(byHIaMEHTAJILHBIX OCHOB Pa3BHTUS Mo3ra (3aBenyromuii — a1.0.H. A.M. Cypun) HUU [leanatpun
OI'AY «<HMMUL 3m0poBest neteii» Munsnpasa Poccun ”MMyHO(EpPMEHTHBIM METOJIOM C TTOMOUIBIO
nabopos Bender MedSystems (Asctpust) 1 HA Test Kit (Corgenix, Inc., CIIIA) mist TBeproda3Horo
ummyHodepmentHoro anammza (ELISA) na momyaBromatmueckom M®DA-amammzatope ANDP-01
YHUIUIAH («ITukon», Poccus).

OneHKy KOCTHOro BO3pacra IMPOBOJWIM II0 JAHHBIM PEHTreHOrpapuu KocTed KHUCTEH ¢
3aXBaTOM JIy4e€3allICTHBIX CYCTaBOB B HPSIMON NPOEKLHH, BBIIOJIHEHHOM Ha PEHTIE€HOBCKUX
ammaparax Legacy-Advantx (General Electric, CIIIA) u Clinodigit (ItalRay S.r.l., Wramus) B
PEHTI€HOBCKOM OT/ICIICHHH C aHruorpaduyeckuMm kabunHeToM (3aBemyromas — a.M.H. E.H. L{piruna)
oTnena JydeBoil auarHoctuku (3aBenyoomuid — K.M.H. A.B. Amukun) HUW Ilemgmatpun OI'AY
«HMMUL] 3n0poBbst aeteit»y MunznpaBa Poccuun. AHanu3 peHTTeHOTpaMM MPOU3BOJIMIN C TTOMOIIBIO
arnaca TWA u cnienmaibHOH 2mekTponHoi mporpammbl Auxology ver. 1.0 b17 (Pfizer, CILA).

MuHepajibHyl0  IJIOTHOCTHL  KocTHO  Tkanm  (MIIKT)  onenuBanu  Meronom
JBYDHEPreTUYECKON PEHTI€HOBCKOMN abcopOmomMeTpun (A2PA) Ha  PEHTIC€HOBCKUX
ocreoneHcutomerpax Lunar-DPX-MD  Plus u Lunar IDXA (General Electric, CIIA) B
PEHTI€HOBCKOM OTJIEJICHUU C aHruorpaduueckum kabunerom (3aBeayromias — A.M.H. E.H. I{piruna) u
OTJIEJICHUM MAarHUTHO-PE30HAHCHOM Tomorpaguu U JEHCUTOMETpHM (3aBedyromias — K.M.H.
M.3. Kapkamagse) otnena JIy9eBOM JAMAarHOCTHKW (3aBemyromid — K.M.H. A.B. Aamkun) HUU
[Temnatpun ®T'AY «HMMULI 3m0poBest aetei» Munsznpasa Poccun. MccnenoBany NOSICHUYHBIN OTIEI
no3BoHouHUKA Ha ypoBHe LI-LIV. Camxenne MIIKT nuarHocTupoBanu npu 3HaueHnn Z-score —2 SD
n 6onee. OKOHYATENbHBIM pe3yiabTaT Z-SCOIE aHAIM3WPOBANM MPU NEpecyeTe Ha KOCTHBIA BO3pacT
pebeHka.

Onpenesienune KOHIEHTpauuii OmomapkepoB KOCTHOI'0 peMoaeJIMpOBaAHMS:
ocreokanbiiHa, C-TepMUHATBHOTO TenonenTuaa cbiBopoTku (B-CrossLaps), N-TepMUHAIBLHOTO
nponentuaa npokosiarea 1 tuma (P1INP) u koHmeHnTpanuio Butamuia D B CBIBOPOTKax MarueHTOB
MPOBOJMIIA B OT/EJIC MHCTPYMEHTAJILHOW MUArHoCcTUKHU (3aBenmyromas — a.M.H. O.B. KoxeBHHKOBa)
HUN Tlegnatpuu DI'AY «HMULl 3mopoBbs aereit» Mun3apaBa Poccum ¢ MCIOIB30BaHUEM
ANEKTPOXEMUITIOMUHECTIEHTHOM TexHooruu (Tectel ECLIA), peann3oBaHHOM HA UMMYHOXUMHYECKOM
anmamm3atope Cobas e411 (Roche Diagnostics). Hcmonb30BaHbl yKa3aHHbIE B HHCTPYKIHAX K
peakTHBaM HOPMAaTHBHBIC MOKa3aTeau. J{s ocTeokamblMHA: 1eBOYKH OT 6 Mec 1o 7 et — 44-130, ot 7
1o 10 ner — 73-206, ot 10 go 13 mer — 77-262, ot 13 mo 16 ner — 33-222, ot 16 no 18 mer — 24-99
HI/MJI, MAJIBYUKH OT 6 Mec 0 7 neT — 39-121, ot 7 mo 10 net — 66-182, ot 10 go 13 mer — 85-232, ot
13 mo 16 mer — 70-336, ot 16 no 18 ner — 43-237 nar/mu. na B-CrossLaps: neBouku <0,573;
Maipurku <0,584 ur/mi. s P1INP: meBoukm — 15,1-58,6 wr/mur, manpumkm — 15-115 Hr/mom, mis
Butamuna D (25-OH): 30-100 ar/mur.

MaccuBHOe napaJuieibHOe CeKBEHHPOBAHHE MPOBOJAWIN B J1a0OpaTOPUU MOJICKYIISPHOM
T€HETUKH M KJIeTOYHOU O6uosoruu (3aBexayromuii — K.0.H. K.B. CaBoctesinoB) HUU Ileqnatpun ®T'AY
«HMMUL] 3mopoBesi aereit» MunsnpaBa Poccum ¢ mpuMeHeHHeM pa3paOOTaHHOW HaMH METOIUKH
(matenT Ha n3o0perenue Ne 2621161 ot 31.05.2017 r.).

YabTpa3sByKoBoe HcCC/IeJ0BAHHE OPraHOB OPIOLIHON IOJIOCTH M NO4YeK B PEXKHUME Cepoil
IKanabl W JOMIieporpapuueckoe UCCIeNOBaHUE KPOBOTOKA MO COCyAaM MOPTaJbHOW CHUCTEMBbI U
COCy/laM YpEeBHOTO CTBOJIA MPOBOWIN B OTAEIE YIbTPa3BYKOBOW TUATHOCTUKH (3aBEAYIOMINI — K.M.H.
I'.B. PeynenkoB) HUW I[lemmarpuu DI'AY «HMUL 3mopoBbs neteit» MunsapaBa Poccum.
HccnenoBanue BBIMOJHSIM C TOMOUIbIO yibTpa3BykoBoro ammapara «Toshiba Aplio XG V4»
(Smonwust) Mo OOMIENPUHATHIM METOJMKAM C UCIOJF30BaHUEM KOHBEKCHOTO JaTuuka ¢ yactotamu 6,0-
8,0 MI'q 1 muHEeHHBIX maTuynkoB ¢ yactoramu 10,0-14,0 MI1.

Tpau3uenTHyo iacrorpadpuro nedenn (TOII) npoBoaunu Ha ammapare FibroScan®502 B
racTPOIHTEPOJOTHYECKOM OTJEICHHH C TeMaToJIOTMYECKON Tpynmoi (3aBenylomuid — K.M.H.
A.H. CypkoB) W OTHENEHUWU CTallMOHApO3aMENIAloINX TEeXHOJNOTUN (3aBemyromas — K.M.H.
A.A. Anexceea) HUUN Ilequatpun PI'AY «HMUL] 3nopoBest gereity MunsapaBa Poccuun. B
3aBUCUMOCTH OT OKpY)XHOCTH TpyaHoi kinetku (OI'K) mpumensuin 2 tuma paTtuukoB: S+ (¢ AByMs
pexxumamu) 1 M. Pexxum S1 ¢ gactoroit 5 MI'1 nucnonp3oBaics y nanuentos, umeBmmnx OI'K menee
45 cm, S2 ¢ gacrotoit 5 MI't — ipu OI'K ot 45 10 75 cm, M ¢ wacrotoii 3,5 MI'tt — npu OT'K 6omee 75
cM. 'myOuHa u3mepeHuii pu UcIob30BaHuu pexkxuMa S1 cocrapmnsina 15-40 MM OT Kpast KoxH, S2 —
20-50 MM, M — 25-65 mm. [lomyueHHble naHHBIE cOMOCTaBIsLIN co ctaauen DI, paccunTaHHON MO
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mkane METAVIR (Mopo3zos C.B., 2008). Pesynbrarel 3nauenuii TOIl cpaBHUBaNM ¢ TaKOBBIMHU Y
nereit c MB u MIIC.

KonyecTBeHHYI0 yJIbTPa3BYKOBYIO OLIEHKY CTPYKTYPbI IAaPEHXUMbI IIeYeHH [IPOBOIMIIN C
ucnosb3oBanueM ¢GyHkuu ASQ B oTaene JIydeBOW JMATHOCTHKHM (3aBEAYIOIIMA — K.M.H.
I'.B. PeBynenkoB). Meroauka BKiIrO4aeT B ce0s 3 BapuaHTa OIEHKH CTPYKTYphI NEYCHH: I[BETOBOE
KOJUPOBaHUE, IOCTPOCHHE TUCTOTpaMMbl M CpPAaBHUTEIbHBIM aHAIU3 C OIPEICIICHUEM HHJEKCca
mwioTHocTU. Pacnpenenenue nmauueHToB 1o craausM @Il mpoBoawiin B COOTBETCTBUHM CO IIKAJIOM,
paspabortanHoii JIBopsikoBckoii .M. u coast. (2013).

BeipaxeHHocTh HapymeHuil (GYHKIUMH Ne4eHM OIpENesUId B  COOTBETCTBUM C
pa3pabortanHoii Hamu (mateHT Ne 2473904 ot 27.01.2013 r.) Ga/uibHOM CHCTEMOU OLEHKH CTCIICHH
Hapymenuil ¢yHkiuu nedenn (CHO®II), kotopas mpexacraBineHa B Tabmuue 1. YpoBeHb KaxJo0ro
OMOXMMHMYECKOTO TOKa3aTelis, COOTBETCTBOBABIIUN «OTCYTCTBUIO HApYIIEHUN», OLEHUBAIU B «4»
0aia, «He3HAYUTEIbHBIM HapylIEeHUsIM» — B «3» 0ajuia, «yMEpeHHO BBIPAXKEHHBIM HapyLIEHUSIM» — B
«2» Oamna, «TSDKETBIM HapymeHHsM» — B «1» 0amn, «abCcoOTHBIM M3MEHEHUsIM» — B «0» 0auios.
CymMma 06anioB, HAOpaHHBIX MPU OLIEHKE OMOXUMHYECKUX TOKa3aTeliel, CIYy)KHIa OIEHKOW CTETeHU
HapyleHus ¢pyHkuuu nedeHu. [lpu oTcyrcTBuM HapymeHUil (GyHKIMM NedeHU (CHIKeHUEe (YyHKIUU
Ha 0,0-4,0%) cymmapHOE KOJWUYEeCTBO HaOpaHHBIX OaUIOB paBHO 54-56, TIpW HE3HAYUTEITHHBIX
HapylieHusX (CHmwxkeHue OGyHkimu Ha 5-24%) — 43-53 Oamna, TPU YMEPEHHBIX HapYIICHHUSX
(cumwkenue GyHKIMK Ha 25-49%) — 29-42 Ganna, npu TSHKENBIX HAPYIICHUSAX (CHIKCHUE (YHKIIMU Ha
50-95%) — 3-28 GauioB, Tpu aOCOJIIOTHBIX HapylieHUsX (CHWkeHHe QyHkuuu Ha 96-100%) — 0-2
Oamna. JlanHas OamybHas cucTeMa OIGHKM Oblla paHee YCHENIHO MPUMEHEHa NJs ONpeiesieHus
CHO®II y pereit ¢ pa3nu4HBIMU XPOHUUYECKUMHU (DOpMaMHU MATOJIOTUU TTEYEHH, OJHAKO arnpodanus ee y
nanueHToB ¢ I'b He mpoBoanace.

Komnbiorepuyw tomorpadguio (KT) opranoB OpromHON moJ0ocTH W 3a0pPHOIIHHHOIO
NPOCTPAHCTBA TPOBOJAUIM B OTACJICHUM PEHTIC€HOBCKONM KOMIIBIOTEPHOW Tomorpadguu oTaena
Jy4eBOM JUArHOCTUKHU (3aBEAYIOIIMH OTAeIoM — K.M.H. A.B. AHUKMH) Ha MYJIbTHUCIHUPATBHBIX
KoMmmbioTepHBIX TOMOrpadax Light Speed 16 u 750 HD ¢upmer General Electric (CIIA) ¢
HCIOJB30BAHUEM CACAYIONINX (U3MKO-TEXHHUYCCKMX XapakTepucTuk: Hampspkenme — 100 KV,
akcro3uiusa — 120 mAs, mmpuna cpeza 2,5 mm npu kommumarnuu 4,0 * 1,25 mm. B manpaelimem
M300paKe€HUs] PEKOHCTPYUPOBAIM TMpPU TOMOUIM JAETaIbHOIO aNrOpUTMa PETPOCHEKTUBHOU
PEKOHCTPYKIIMM 0€3 M3MEHEHHUs €€ MapaMeTpoB W MPOBOAMUIN aHAJIW3 HA OCHOBE BU3YAJIbHBIX H
JICHCUTOMETPUYECKUX JaHHBIX M0 IKaje B eauHunax XayHchuinma (emx.X) ¢ yderoM (GOpMBI,
XapakTepa KOHTYPOB, IJIOTHOCTH MAapEHXHWMbl BHYTPEHHHX OPraHOB, HAJIWYHS JIOMOJHUTEIbHBIX
oOpaszoBaHuii, BKIOUYeHH U 1p. JIByx(pasHoe BHYTpHBeHHOe O00JIIOCHOE YCHJIEHHE BBITIOJHSIN
HEMOHHBIMU PEHTI€HKOHTPACTHBIMH INpenapataMu ¢ KoHueHrtpamueir 300 Mr/mi, cKopocTb BBEICHHS
coctaBimsia B cpemnem 3,2 mur/c (2,5-4 mn/c). OObeM KOHTPACTHOTO CpEICTBA PACCUMUTHIBAIH
cnenyromM oopazom: 1,5-2 My Ha 1 Kr Macchl Tena.

IIyHKknmuoHHbIe OMONICHM TIeYeHH BBHINIOJIHSUIM B XUPYPrUU€CKOM OTACJICHUU C HEOTIOKHON U
IJIAaHOBOM MoMoIIbio (3aBeaytomuii — k.M.H. A.A. ['yceB) HUU Ileguarpuun ®I'AY «HMUL] 310poBbs
nerei» MunsnpaBa Poccun ¢ mpumenenneM TmosyaBroMmatuueckux ura Quick-Care series (Cook
Medical, CIIIA).

Mopdoaornyeckoe ucciieoBaHne OMONTATOB MeYeHH METOI0M CBETOBOW MHUKPOCKOMUH
MPOBOJWIIM B TaToJoroaHaromuueckoi nadoparopun (3aBemyromuii — K.A. Kymukos) HUU
[Meguatpun OI'AY «HMUL] 3mopoBbs nereit» MunsapaBa Poccun. Jlns mopdomoruueckoro
uccinenoBanus obpaser Tkanu puxcupoBanu B 10% HelTpambHOM pacTBope (GopMaauHa U 3a7IUBalli B
napa¢uH mo oOmenpuHaTod Meroauke. ns mudQepeHUnpoBKH CTPYKTYp TKAaHU MCIIOIb30BAU
OKpacKy ¢ TMpUMEHEHHEM TeMaTOKCHWJIIMHA U D03WHA. BBISBICHHE KOJUIAr€HOBBIX CTPYKTYP
MIPOU3BOINIIM C UCTIOJIb30BAaHUEM OKPACKH MUKPO(YKCUHOM 1O MeToAy BaH ['m3oHa. nentudukaruto
TJIMKOTIPOTENHOBBIX CTPYKTYP OCYIIECTBIISUIM ¢ momouibio peakiuu ¢ Iludd-iiogHoit kucmoroit
(IOWK-peaknuu) ¥ MOCISTYIOIIAM KOHTPOJIEM aMuiia3oi. JIJsi ompeseneHust CTENMeHd aKTHBHOCTH
BOCTIAJIMTENBHOTO MPOLECCa B MAPEHXUME MEUEHU BBIYMCISUIM MHJEKC TMCTOJIOTHUYECKON aKTUBHOCTH
(UT'A) no mikane Knodell, a ans yrounenus craauu @I — ructonorundeckuii nuaekce ckieposa (I'MC)
o Desmet.



Tabumua 1 — banabHas cucTeMa OLEHKH CTeleH! HapyluleHus1 (PYHKIIUM NeYeHH Y eTel

OtrcyrcrBue | | HesnauumreabHwle | | YMepenubie | | Tsukéasle | AOcomoTHBIE |
HapymeHuii | = HapyLIeHHSsI = | uHapymeHuss | =| mapywmenusi | 2| HapyumeHus =
ExunnubI = = = = =
IMoka3aresnu (cHUKeHHMe | = (cHUKeHHe =| (cCHMKeHHE =| (cHM:KeHHe | ™| (CHM)KEHUEe =
H3MEPECHUSA < < < < <
byHkuun 2 byHkuun | byHkIMH | dyHkuun 2 GyHkuun 2
Ha 0-4%0) Ha 5-24%) Ha 25-49%) Ha 50-95%0) Ha 95-100%0)
I'mroko3a HaToOIIaK MMOJIB/II >4.48 4 3,58-4,47 3 2,40-3,57 2 1,45-2,39 1 <1,44 0
Jlaktar MOKB/II <1,56 4 1,57-1,86 3 1,87-2,24 2| 2,25-293 |1 >2,94 0
Anb0ymMuH /1 >42.3 4 37,1-42,2 3 31,9-37,0 2| 26,7-318 |1 <26,6 0
IepynomnnazMux MI/ 1 >20,0 4 16,7-19,9 3 13,3-16,6 2 10,0-13,2 1 <9,9 0
dubprHOTEH /1 >3,04 4 2,50-3,03 3 1,98-2,49 2 1,45-197 |1 <1,44 0
EE;EOM‘S“H Ho % >95,7 |4 90,7-95,6 3| 585906 |2| 264584 |1 <263 0
Tpancheppun MI/1 >244 4 202-243 3 176-201 2 150-175 1 <149 0
AJIT ME/n <17,2 4 17,3-83,9 3 84,0-150,6 | 2 | 150,7-217,3 | 1 >217,4 0
ACT ME/n <28,6 4 28,7-112,3 3| 112,4-196,0 | 2 | 196,1-279,7 | 1 >279,8 0
1,31-1,72 0,88-1,30 0,09-0,87 <0,08
gﬁiggnuneHT Aie /Z(J:ITF/ 1,73-1,83 4 1500051 3 1501051 2 1501051 1 1501051 0
1,84-2,27 2,28-2,73 2,74-3,57 >3,58
AMMHaK MOKB/ T <32,0 4 32,1-39,7 3| 398477 |2| 478624 |1 >62,5 0
(MOHBI aMMOHUS)
MoueBuHa MMOJIB/JI >3,7 4 3,2-3,6 3 2,7-3,1 2 2,2-2,6 1 <2,1 0
Eg;‘fgm‘ MKMOJTB/11 <14,0 4 14,1-76,5 3| 76,6-139,9 |2 | 140,0-201,9 | 1 >202 0
XoecTeprH MMOJIB/II >4,0 4 3,3-3,9 3 2,7-3,2 2 2,0-2,6 1 <1,9 0
MaxkcuManbHO BO3MOXKHOE KOJIMYECTBO OAJIIOB 56
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OneHky Ka4yecTBa ’KM3HH TAI[EHTOB MPOBOMIIN B JIAOOPATOPUH COLMAIBHON MEeIUaTPHH
M KauecTBa kKu3HM (3aBeayromas — aAM.H.  H.B. YctuHOoBa) oTAena opraHu3alMOHHO-
anamutnyeckor padbotet HUU IMennatpuun ®I'AY «HMUL] 310poBbs nereit» Munsapasa Poccun ¢
nmoMo1ibko oodriero BonpocHuka Pediatric Quality of Life Inventory — PedsQL1m4.0.

BonpocHuk paszieneH Ha BO3pacTHBIE OJIOKH M BKJIIOYaeT B ce0s oT 21 1o 23 Bompocos (B
3aBUCHMOCTH OT BO3PAcTa):

. 6mok Juts nereit 2-4 ner (pomutensckas popma) — 21 Bormpoc,

. O1oxk 5-7 net (poauTenbekas u neTckas ¢oopma) — 23 Bompoca,

. omox 8-12 ner (poaurensckas u aerckas Gopma) — 23 Borpoca,
. omox 13-18 sret (poxuTenbekas u neTckas oopma) — 23 Bompoca.

Ponurensckue u nerckue GopMbl BOIMPOCHUKA HECKOJIBKO OTIWYAIOTCA MO (OPMYIHPOBKE
BOIIPOCOB, HO CMBICIIOBOE COJIEPI)KAaHUE UX OCTAETCS TAKUM Ke.

BomnpocHuK cOCTaBIAIOT CIETYIOMINE KB
¢uznueckoe pynkunonuposanue (OP) — § Bonpocos,

SMoOIMOHaNbHOE (QyHKIIMOHUpOoBaHue (OP) — 5 Bonpocos,

counansHoe yHkiroHuposanue (CP) — 5 Borpocos,

¢yakronuposanue B aerckom cany (®JIC) — 3 Bompoca (Moaynb 2-4 roaa) wiu
¢ysakronuposanue B mkosie (OIII) — 5 Bompocos.

JIy1s1 OIIEHKH OTBETOB WCIOJIB30BAIM KAy, COJIEPKAIIYI0 BapHaHThl OTBETOB «Hukormay,
«IToutn Hukorma», «Muorma», «Hacton, «Iloutn Bcerma». B nmerckoi ¢opme BOMPOCHHWKA st
JeTell B Bo3pacte 5-7 JieT NpuMeHSIoT 3 BapuaHTta oTBeToB: «Hukormay, «Muorna», «Beermay». Y
JeTel  JaHHOM  BO3pAaCTHOM TIpyNObl  OIEHKY KadecTBAa JKMU3HH  MPOU3BOJMAT  IyTEM
WHTEPBBIONPOBAHUS PEOCHKA WIIM aHKETY 3aIlOJIHsET Jieyaniuil Bpad. B mporecce mepekompoBKU
JAHHBIX BBICUUTHIBAIOTCS OAJIIBI IO KAXKIOH IIKae BOIIPOCHMKA, a TAKXKE CYMMapHBIN 00uii 6at
(Ob) mo BceM mKkamam BompocHuKa. OOmiee KOIMYECTBO OaIoB JUIsi BCEX MOJTYJeH
paccuuThiBaeTcs mo 100-0autbHOM IIKaje MOCe MPOIEIyphl MKATUPOBAHUS: YEM BBIIIIE HTOTOBAs
BenuuuHa, TeM Jydmie KK pebGenka. BompocHuK mO3BOJSET OIEHUTH COCTOSIHME pPeOCHKA Ha
MPOTSHKEHUH Tocieanero mecsna. CymMmapHbId Oajll IO JAHHOM IIKaJie HE PAacCUUTHIBACTCSA B
ciydae nponycka 6osnee 50% BorpocoB mikaibl. [ MCKIIIOUEHUS BIMSHUS Ha OTBETHI APYT Ipyra
OJIHUM W3 YCIIOBUH SBIISETCA pPa3lielbHOE 3alOJHEHHE BOMPOCHUKOB NETbMH U POIUTENSIMH (B
ciydae AeTedl paHHero Bo3pacta — poautensimu). [lokazarenmn KXK nmereit ¢ I'b momomHuTEIHRHO
CPaBHUBAJIM C TAaKOBBIMH Yy 3JOPOBBIX CBEPCTHUKOB W Yy MAIlMEHTOB, CTPANAIOIIUX APYTHUMH
dhopmamu xpounndeckoit natojoruu: MIIC u OKYVY.

IIcuxouioro-negarornueckoe odcsenoBanue namreHToB ¢ I'b B Bo3pacte oT 6 et 6 mec
no 17 ner 12 mec OCymIeCTBIISUIM B OTIEJICHUM CICIUATBLHON TCUXOJOTMU W KOPPEKIIHMOHHOTO
oOyuenus (3aBenyromasi — 1. negarorud. Hayk C.b. JlazypeHko) myrem aHanu3a MEAMIIMHCKOW U
MICUXO0JIOr0-TIeJarOTHYeCKO TOKyMEHTAluu, HaOIIoAeHs 32 peOCHKOM U pOJUTENEM B Ipoliecce
oOcienoBaHusi, HECTPYKTYPUPOBAHHON Oecelbl O COLMANbHBIX YCIOBHSIX >KHU3HU peOeHKa,
AHKETUPOBAHUSI, MPUMEHEHUs] MeToauK: «L[BeTOBOW TECT AMArHOCTUKU HEPBHO-TICUXMYECKUX
COCTOSIHUM U OTHOIICHWI» (amanrtamus I1BeroBoro Ttecra M. Jlromepa, B.W. Tumodee wu
10.1. ®unumonenko), «Pucynok HeusBecTHOro xuBotHOoro» (M.3. JlykapeBuu, amantauus A.JIL.
Benrepa), «Meroauka wuccnenoBanus camoouenku T.B. Jlem6o — C.f. PyOunmrent»
(amanTUpoOBaHHBIE BapUAHTHI LIKAJbI JJIS MIAAIINX IIKOJIBHUKOB U MOAPOCcTKOB A.M. IlpuxoxaHn),
aHkeTsl «/3yueHHe COUMATU3UPOBAHHOCTH JIMYHOCTH Ydaierocs» (BapuaHThl IS MIIAIINX
IIKOJIBHUKOB U mojapocTkoB M.U. PoxkkoBa), aHkeThl «OIleHKAa KOMIUIAGHTHOCTH pOIUTENICH
(amanranus Tecta 4-item Medication Adherence Report Scale — MARS, I.E. Mopuckw,
JI.B. I'pun). [ns ynoOcTBa peanu3alil MPOLEAYpbl CPaBHUTEIBHOTO aHajiu3a pe3ysbTaThl,
MOJIy4YEHHBIE M0 KaXI0H METOJAMKe, MPeoOpa3oBhIBAIM CISAYIOIMIUM 00pa3oM: HU3KUM 3HAYEHUSIM
npucBauBanmu 1 Oamn, cpemHuM — 2 0amia, BBICOKMM 3HaueHUsIM — 3 0amia, 3areM IyTeM
CyMMHUpOBaHUS OalloB W WX JAENEHUS Ha YWCIO 3aJaHUN BBIYHMCISUIA CPEIHUN TOKa3aTelNb.
HToroBas oreHKa MCUXOJIOTUYECKOTO COCTOSTHUSI peOeHKa ObLia OCyIlecTBIeHa myTeM 0000IIeHIs
CpPeIHUX pEe3yabTaTOB IO YeThIpeM cdepaMm (COIHUANbHBIE YCIOBUS >KH3HH, SMOIMOHATBHOE
COCTOSITHHE, CaMOCO3HaHHWE, COIMalibHAsl aJIalTUBHOCTH) M DKCIEPTHOW OILIEHKH C ydacTHeM 3-X
MEJIMIUHCKUX JIETCKUX MCUXOJIOTOB.

[IpoBoauM OIEHKY CHEU(UIHOCTH COIMAIBHBIX YCIOBHM, 00YCIOBICHHBIX 00JIE3HBIO, K
KOTOPbIM OTHOCHWJIM: 3aBUCHUMOCTH COLMAIbHOM AKTUBHOCTH M KM3HU OT pEXKUMa JICUCHHS, B
YaCTHOCTH, PErYJISIPHOCTH BBITIOJIHEHUS (PU3NIECKH HETMPUATHBIX JICUEOHBIX MPOIIETyP; OTCYTCTBUE



16

CTaOMJIBHOCTHU KM3HH B CHJIy BO3MOKHOTO BHE3AITHOTO 3HAYMTEIBHOTO YXYAUICHUS (PU3HMUECKOTO
COCTOSIHUSI; OTPAaHUYCHUE PAIMOHA MUTAHUS; HEOOXOAUMOCTh YaCThIX TOCIMUTAIHU3AINA; KOHTPOIh
YPOBHS TJIFOKO3bl B KpOBH. JlJIsi OmpeneneHusi CTETEeHNU BBIPAXKEHHOCTH CIECIHU(DHUKN COIUATBHBIX
yCIOBHH TMapaMeTpaM, IepeuMCICHHBIM BbIIIE, ObUla MNPHUCBOCHA OaJIbHAs OICHKA. Tak,
HE3HAYUTENIbHYIO crennduky napaMmerpa oreHuBaM | Oammom, cpemHior — 2 Oaiamu,
3HAYUTENbHYIO — 3 Gayutamu. CpeqHuii moKa3aTeNb BEIUUCISIIN IIyTEM CYMMHPOBaHHUsS 0aJIOB U UX
JeNeHns Ha 4YHuciIo mapamerpoB. [lcuxomoro-memarormdeckoe oOcienoBanue peOeHKa M €ro
pOIUTENEH MPOBOAMIN B MHIUBUAYAIHHON (OpMe B KaOMHETE MCUXO0JIOTa. JITUTENbHOCTD OTHOTO
oOcienoBanust cocraBmsia 1 wac. Ywmcnmo Berped W 00BEM  MICHMXOJHMArHOCTHYECKOTO
WHCTpYMEHTapusi NoAOWMpaiM  WHAMBUIAYaJbHO B  3aBUCHMOCTH OT  (PU3MYECKOTO U
MICUXOJIOTUYECKOTO COCTOSTHHS MAIIMEHTOB, a TAKXKe OT (POPMBI OpraHU3aLUH MPOLIECcCa JICUCHHS.

Bcem nersaM mocne BepuduKanuu JuarHo3a Ha3Hadald CIEHU(PUUECKYIO0 TUETOTEpPaIuio,
3aKJIIOYaBIIYIOCS B YaCThIX JPOOHBIX (BKIJIIOYAasi HOYHOE) KOPMJIEHHUSX, WCKIIOYEHUU U3 paloHa
MUIIEBOTO Caxapa, OrpaHUYCHUH MOTPEONECHUs >KMBOTHBIX JKUPOB U 00S3aT€TLHOM HAa3HAUYCHUU
celporo Kykypy3Horo kpaxmaia (CKK) B Bo3pacTHBIX 103MpOBKax: AJsl JETEH paHHEro BO3pacTa U3
pacuera 1,6 T/kr xkaxasie 3-4 daca, s AETeH IIKOJIBHOTO Bo3pacta A0 1,7-2,5 r/kr kaxaeie 4-6 4.
B kauecTBe MEIMKaMEHTO3HOIO JIEUEHUS TMPUMEHSUIM TeNaToNpOTEKTOPhl: ACCEHIIMAJIbHbIE
¢dochomumuasl y neteit ¢ 12 ner B no3e no 1 kamcyne 3 pasa B CyTKM BO BpeMs €1bl; Ipenaparsl
YPCOIE30KCUXOJIEBOM KHUCIOTHI U3 pacuera 10-15 Mr/kr Maccel Tella Ha HOYb: y JieTed 10 3 JeT B
CycneH3uu, ¢ 3 ner — B karncynax. [lo nmokasaHusM, npu MeTabOJNYEeCKUX HApYLICHUSX C IENIbIO
BOCIIOJTHEHUS Je(pruruTa TIroKo3bl — 5% pacTBOp ACKCTPO3BI s JieTel ¢ maccoit Tema 2-10 kr —
100-165 mn/kr/cyt, netam ¢ maccoi tena 10-40 xr — 45-100 mur/Kr/cyT; ¢ 1€3WHTOKCUKAIIMOHHOMN
[IETBI0 — MEIIIOMUHA HaTpHs CYKIMHAT W3 pacdera 6-10 Mi/Kr mMacchl Tena exemnHeBHO 1 pa3 B
CYTKHU €O CKOpOCThIO 3-4 mur/mMuH — Ne 5-10.

Ouenky 3(p(eKTHBHOCTH Tepanuu TPOBOJWUIM HA OCHOBAHWHM W3yYEHUS JTUHAMHKHU
CIEAYIONIMX MOKa3aTeNleil: COKpalleHUe pa3MepoB mnedeHu no gaHHeiM nepkyccuu, AJIT, ACT,
TJII0OKO3a W JIAaKTaT HATOLIAK, XOJecTepuH, Tpuriuuepuabl. [lpu anammse TUHAMUKK YYUTBHIBAJIA
3HAYECHMS W3YYaeMbIX MapaMeTpPOB MpPH TEPBUYHOM mocTymieHnn pedenka B ®I'AY «HMUI]
310poBbsl AeTei» Mun3znpaBa Poccuu, a Takke OpH KaXAol MOCIEIyHOUEed TOCHUTAIU3aluN
("gepe3 kaxapie 6 Mec) B TeueHue 3 JieT.

CraTucTtuyeckyrlw 00padOTKY TIOJYYEHHBIX [IaHHBIX MPOBOJWIN C HCIOJb30BAHHEM
MMaKeTOB MPUKIATHBIX mporpamm «Statistica» (StatSoft Inc. CIIA, Bepcus 6.0) m MedCalc
(benprus). [Jlns ananmm3a BuAa pacnpencsieHuid mnpuMeHsiid  kputepun [lanupo-Ywika wu
Jlunnuedopca. Jucnepcun pacnpeleneHuii NMPU3HAKOB OLEHUBAIM C MOMOIIbI0 F-kputepus B
nporenype aucnepcuonnoro anainuza ANOVA. TlockonbKy pacnpeneiaeHue ypoBHs OOJIBIIMHCTBA
UCCIIeIOBAaHHBIX IMOKa3areseil He ObUIO HOPMAaJIbHBIM, a TPYIIIOBBIE JTUCIEPCUU HE OBLIM PaBHBI,
pasnuuus MeXAy TpylnaMHu ONpEeNesisiid C NOMOIIbI0 HemapaMmerpuueckoro tecta Kpackena-
Yomnuca, a mnpu OOHApY)KEHHWU CTAaTUCTHMYECKHM 3HAUMMBIX pa3inuuydid MPOBOAWIN MapHbIE
CpaBHEHMsS C [PUMEHEHHEM HemapaMmeTpuyeckoro Ttecra ManHa-YutHu. CraTHCTUYECKU
3HAUUMbIMU cuuTanu paznuuus npu p<0,05, BeicokomoctoBepHbiMH Ipu p<0,01. Pesynbrarsl
WCCIIEIOBAaHUI TMpeACTaBICHbl B BHJAE MEIWaHbl MapaMeTrpa U [MHTEPKBAPTHIILHOTO pa3Maxal.
Ananmu3  cBsizu  (KOppessiMM)  JOBYX  KOJHMYECTBEHHBIX  TMPU3HAKOB  OCYIIECTBIISIU
HenmapaMeTpHUuecKUM METOJIOM pPaHroBoi koppensuu nmo Cnupmeny. OyHKIIMOHATBHAS CBSI3b MPU
koadumente koppenauuu mexee 0,5 pacreHuBanach kak ciabas, 0,5-0,7 — ymepennas, 6oxee 0,7
— cuibHas. J[7IsS OLIEHKM JAMarHOCTUYECKOW TOYHOCTM METOJMK BBIYUCISIU OIMEpAl[HOHHBIC
XapaKTePUCTUKHN JUAarHOCTUYECKOTO TecTa: YyBCTBUTENbHOCTH (%) u crnernududnocts (%). [Ipu
aHallM3e Pe3yabTaTOB IMCHUXOJIOTO-NMEeJarornueckoro oocneaoBanus (PUCYHKH, aHKETHBIE TaHHBIC)
Mcronb30Batu kputepuii [upcona (y2).

PE3VJIBTATHI COBCTBEHHBIX UCCJIEJJOBAHUM
Co31aHue perncTpa NanMeHTOB JAeTCKOro BO3pacTa ¢ IIINKOTeHOBOii 00J1e3HbI0

C uenbio COBEpIIEHCTBOBAaHUS CUCTeMBbl ydera namueHtoB ¢ ['b Ha 6aze PT'AY «HMMUIL]
310poBbs  Jerei» MunsnpaBa Poccuu W IOBBIIIEHHMS KadyeCcTBA MOHMTOPUHIA COCTOSIHUS HX
3/10pOBbsl Ha ()OHE JIUTEIBHON Tepanuu Hamu Obula pa3paboTaHa cHeluanbHas cCUCTeMa ydeTra
(nanee — peructp) — opuruHaigbHast [Iporpamma Juist 3JeKTPOHHO-BBIYUCIUTENbHBIX MallinH (OBM),
MIO3BOJISIIONIAS YIIPABJIATh PEECTPOM JAHHBIX YYETHBIX JUI[ (rmanueHToB ¢ I'b), ¢ BO3MOXKHOCTBIO
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BBIBOJIa XPAHUMBIX JAaHHBIX B OT4YeTax. /laHHbIE B PErvcTp 3aHOCHJIM C MOMOIIBIO CHEIHATbHO
pa3paboTaHHON WHAMBHIYAIbHON WH(GOPMAIMOHHO-PErHCTPALMOHHON KapThl, KOoTopas Oblia
3armosnHeHa ans 134 pereit ¢ I'b. Buawane Obun BHECEHBI MCXOIHBIE JAaHHBIE, KOTOPBIE 3aTEM
OOHOBISUIUCH Kaxaple 6 Mec B TeueHue 3 jer. B denepanbHoil ciayx0e MO MHTEIUIEKTyalbHOMN
coocrBennoctd  (Pocmatent) MuHHCTEpCTBA HIKOHOMHYECKOTO paszButusi PO  momydeHo
CBUJETEIBCTBO O TOCYJAapCTBEHHOW peructpauuu mnporpammel ainst OBM Ne 2018615508 ot
08.05.2018 1.

JNuAeMHOJIOTHYeCKHe JaHHbIe 0 TJIMKOTeHOBOil 00Jie3HH y aeTeil B Poccuiickoi
Denepanuu

Ha ocHoBaHuM aHanM3a BHECEHHBIX B PETUCTP JaHHBIX UCTOpH Oose3Heil 120 manueHTos,
noctynasmux B ®I'AY «HMUL] 3mopoBest nereir» MunzapaBa Poccun, Ha mepBom sTare ObLIO
uckioueno 8 nereit u3 crpan CHI': u3 benapycu — 3, u3 Kazaxcrana — 3, uz AzepOaiimxana — 1, u3
Tamxukucrana — 1. Takum oOpa3oM, Ha OCHOBAaHUM PE3yJIbTaTOB, MOJy4eHHbIX U3 112 uctopuit
oonesnelt (Pucynok 2), ycranoineno, uto B ®T'AY «HMMUL] 310poBbs aereit» Mun3zapasa Poccun
B mepuoa c¢ sHBaps 2006 . mo smHBapp 2016 1. Gompmie Bcero nereid ¢ I'b mocrymamo u3
Hentpansnoro u IlpuBoimkckoro denepanbubix okpyroB — 38,4% u 21,4%, COOTBETCTBEHHO;
HauMmeHbIee u3 Ceepo-3anagHoro u J{ampHeBOCTOUHOrO ¢enepanbHbIX OKpyros — 4,5% u 3,6%,
COOTBETCTBEHHO.
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PepepanvHble okpyra PO

Pucynok 2 — Pacnpenenenue aereii ¢ I'b, rocnuraausupoBannsix B ®I'AY «HMUI
3nopoBbsi aereil» MunzapaBa Poccuu B mnepuon c¢ siuBaps 2006 mo siuBaps 2016 rr. mo
(¢enepaabubiM okpyram PO

JlaHHBIE O YUCIEHHOCTH KOropTsl manueHtoB ¢ I'b B P® OblM mosyueHsl Ha OCHOBAHUU
aHanuza mecta npokuBanus 107 gereit ¢ I'b, yurennbix kak Habmrogasmuxcs B LAY «HMUIL]
310poBbs jAeTei» MunsapaBa Poccun Ha momenT 1 sHBaps 2016 r. M3 srtoil rpynmel Obuin
UCKIIIOYEHBl 7 4YEJIOBEK, MMEBIIMX MecTa jkurenbcrBa B crpaHax CHI: B Kaszaxcrame — 3, B
benapycu — 3, B Tamxukucrane — 1. Takum oOpas3om, oneHke nozasepriauch 100 manueHTOB
(Tabmuna 2). U3 100 nereif, mpokuBaBIIMX Ha Tepputopun P®D, B ropogax — o06JacTHBIX
aJIMUHUCTPATUBHBIX LIEHTPAX WJIM CTOJMUIAX pecnyOnuk — npoxusanu 48 (48,0%) manueHToB, B
apyrux ropoaax — 33 (33,0%), B cenbckoit MectHOCTH — 19 (19,0%) yenoBexk.
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¢ I'b Ha Tepputopun P® (mo

®enepaibHbIii 0KPYr YuCIEHHOCTD Huci1o ciiyqyaen % YUMC/IEHHOCTh, HA
JETCKOT0 100 ThIc. JeTCKOTO
HaceJeHus! HaceJIeHHs
LentpanbHbIit 6 705 371 30 30,00 0,45
CeBepo-3araHbIii 2471176 6 6,00 0,24
TOxubIi 3161164 9 9,00 0,28
Cesepo-Kakasckuit 2622077 8 8,00 0,31
[IpuBomxckuii 5878 008 22 22,00 0,37
Ypanbsckuit 2 655 059 12 12,00 0,45
Cubupckuii 4212779 7 7,00 0,17
JlanpHEeBOCTOUHBIH 1308 834 6 6,00 0,46
Bcero 29 014 468 100 100,00 0,34

C yuetoMm yuCIE€HHOCTH JeTckoro HaceneHust (o 17 mer 11 mec 29 nHeil) B kaxaoMm
denepanbHOM okpyre Ha MoMmeHT 1 sHBaps 2016 r., paccuntanHoit denepanbHON CiyxKO00M
roCyJapCTBeHHOUN cTaTucTUku P®, HamOobpIIMe MOKa3aTelM BBISBICHBI B J[aTbHEBOCTOYHOM
denepabaoMm okpyre — 0,46 : 100 000 merckoro HaceneHus, LleHTpambHOM U YpalbCckOM
denepanbHbIX okpyrax — mo 0,45 : 100 000, cpenane B IIpuBomkckom — 0,37 : 100 000, Cepepo-
Kagkazckom — 0,31 : 100 000 u FOxxaoM denepanpabix okpyrax — 0,28 : 100 000, a HauMeHbIIHE B
Cesepo-3anaaaom — 0,24 : 100 000 u CubupckoMm denepansabix okpyrax — 0,17 : 100 000. O6mas
OPUEHTHUPOBOYHAA 4YMCIeHHOCTh Aetell ¢ I'b Ha tepputopun PD cocraBuna 0,34 : 100 000 win
1:294 117. Ilpu 3TOM HENB3s HE OTMETUTH (HaKT TUNoauarioctuku I'b B PO.

buomapkepsbl anonro3a y aereil ¢ rIMKOreHoBoi 00/1e3HbI0
AHanu3 MOJIyYEeHHBIX pPE3yJbTaTOB IOKa3ad, uyTo KOHIeHTpauuu Iutoxpoma C, SFas-
R/APOI1, sFAS-L, annekcuna V 6bun noBeimeHsl Bo Beex 78 (100,0%) mpobax, TNF-a — B 72
(92,3%), kacma3bi-8 — B 56 (71,8%), kacna3ei-9 — B 27 (34,6%) npobax (Tabmwuma 3).

Taboauna 3 — CbIBOPOTOUYHBbIE KOHUEHTPAIMM MAPKEPOB anonTo3a y NauueHTOB BHe
3apucumoctH oT THna I'b

Ilapamerp Huroxpom | SAPO-1/FAS | sFas-L | Aumexcun | TNF-a | Kacmaza | Kacmasza-
peuenTop V -8 9
Menunana 0,760 0,204 0,216 1,085 8,77 1,440 5,765
HKP [0,495; [0,149; [0,168; [0,893; [4,85; [0,579; [2,038;
1,578] 0,276] 0,290] 1,410] 18,60] 1,750] 15,675]

CornacHo kputepuio Kpackena-Yoiuinca, J0OCTOBEPHBIX PA3IMUUMN B KOHIICHTPALMSIX
uccinenyembix MapkepoB mexay |, 11, VI u IX tunamu I'b BeisBieno e 6wuio (p=0,615, p=0,273,
p=0,370, p=0,325, p=0,534, p=0,688, p=0,309, COOTBETCTBEHHO).

[Ipu npoBeeHUN KOPPEISIIMOHHOTO aHallM3a ObUTH BBISBJICHBI B3aHMOCBSI3U HCCIICIYEMbBIX
MapKepoB arnomnTo3a Apyr ¢ aApyrom (Tabmnuia 4).

Tab6anua 4 — Bzaumocsssu (I's) 6momapkepoB anonrto3a y jereii ¢ I'b

IMoka3arean IuToxpom SAPO- sFas-L Annexkcun | Kacmaza-8 | Kacmaza-9
1/FAS \Y
peuenTop

Huroxpom C - 0,609 0,654 0,644 - -
p=0,000 p=0,000 p=0,000

SAPO-1/FAS 0,609 - 0,897 0,938 - -

peuenTop p=0,000 p=0,000 p=0,000

sFas-L 0,654 0,897 - 0,952 - -

p=0,000 p=0,000 p=0,000
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IMoxa3aTean utoxpom SAPO- sFas-L Annexkcun | Kacnmaza-8 | Kacmaza-9
1/FAS \Y
peuentop

Annexcun V 0,644 0,938 0,952 - - -
p=0,000 p=0,000 p=0,000

Kacnaza-8 -0,741 -0,677 -0,702 -0,726 - -
p=0,000 p=0,000 p=0,000 p=0,000

Kacnasza-9 0,382 0,336 0,365 0,388 -0,535 -
p=0,001 p=0,003 p=0,001 p=0,000 p=0,000

TNF-a 0,435 0,454 0,500 0,511 -0,596 0,320
p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,004

IIpsimbie 6nomapkepsl pUOPO3NPOBaHNS NEYEHH Y AeTell ¢ INIMKOreHOBOI 00/1e3HbI0

AHanu3 NoJydeHHbIX pe3ylbTaToOB MOKa3aj, YTO y MOJABIISIONIEro yncia nauueHTos ¢ I'b
CBIBOPOTOYHBIE KOHIIEHTpAIH OnoMapkepoB ¢pudpo3upoBanus Obim moBsieHs: 'K u MMIT-2 —
B 60 (87,0%), MMII-3 — B 56 (81,2%), MMII-8 — B 58 (84,1%), MMII-9 u TUMII-1 — B 61
(88,4%) cmyudasx. IlomyueHHble 3HaueHUs KOHIIEHTpanui OuomapkepoB (HUOPO3UpPOBAHUS Y
nanueHToB ¢ I'b (BHe 3aBUCHMOCTH OT THMa 3a00J€BaHMs) U AeTel KOHTPOJIbHOU TPYIMIIbI, a TAKXKE
pas3Iuuus MKy HUMH NPUBEICHBI B Tadnuie 5.

Ta6anua 5 — CbIBOPOTOUHbIE KOHIEHTPALMU OuoMapkepoB (puOpo3MpoBaHus Yy eTell
KOHTPOJILHOM rpynnbl M y naumeHToB ¢ I'b (BHe 3aBHCMMOCTH OT THIIA 3200J1€eBAHUA)

IMoka3artenn I'pynnbi p

310poBble 1eTH Hetn ¢ I'b M-Y)

nneTeﬁ/uccﬂ.zll nuccn.:69

noemeﬁ:46
'K, ar/mMa 6,02 [4,42; 10,30] 22,42 [14,77; 34,95] 0,000
MMII-2, Hr/min 9,75 [9,06; 10,63] 13,33 [12,14; 15,16] 0,000
MMII-3, Hr/mn 0,92 [0,60; 1,40] 4,04 [2,47; 5,66] 0,000
MMII-8, Hr/min 0,09 [0,04; 0,19] 0,46 [0,34; 0,81] 0,000
MMII-9, ar/mMa 3,90 [3,68; 4,26] 5,68 [4,90; 7,12] 0,000
TUMII-1, nr/mn 183,60 [149,30; 301,70] | 486,40 [379,60; 647,75] 0,000

[Mpumeuanue. 3nech u aanee B Tabnuax 11, 16-18: p (M-Y) — olieHKa JTOCTOBEPHOCTH Pa3iinyuril O METOLY
Manna-Yutau

Kak BHAHO W3 NpEeACTaBICHHBIX [AHHBIX, IPU OIEHKE JIOCTOBEPHOCTH pa3JIMuuMid C
MOMOIIIBI0 KpUTepusi MaHHa-YUTHU yCTaHOBJEHO, 4To KoHueHtpanuu 'K, MMII-2, -3, -8 u -9,
TUMII-1 y mauuenTtoB, ctpagaomux ['b (He3aBucumo ot Tumna 3abosieBaHus), ObUIH TOCTOBEPHO
BBIIIE, YeM Yy 310poBbiXx neteil (p=0,000 mis Bcex mokazarenei), 4To CBHUAETEIbCTBYET 00
AKTUBHOM TEUCHHUH IPOIecCOB GuOpo3upoBanus nedeHu npu ['b.

Hampotus, mnpu aHajgu3e ChIBOPOTOYHBIX KOHIIGHTpAIMil HCCIEeTyeMbIX OHOMapKepoB Y
nereil ¢ pasHpiMu THnaMu ['B pasnnumii B MX KOHICHTpALMAX BbIsBICHO He ObLio (p>0,05), uro
MOXET CBHJICTCIBCTBOBATh O CIMHBIX MeEXaHU3MaxX (PUOpPO3MpPOBAHUS IPHU BCEX IMEUCHOUYHBIX
dopmax I'b.

[Ipy npoBeneHHH KOPPEISIIMOHHOIO aHAW3a
onomapkepoB (puOpo3upoBaHust Mex Iy coboii (Tabmura 6).

ObLI  BBISBIICH paa B3aHMOCBS3eM

Taoauna 6 — Bzanmocssizu (I's) MapkepoB ¢uopo3upoBanust neyenu y aereii ¢ I'b

Ilokazarean I'K MMII-2 MMII-3 MMII-8 MMII-9 TUMII-1

'K - 0,609 0,727 0,680 0,659 0,729
p=0,000 p=0,000 p=0,000 p=0,000 p=0,000

MMII-2 0,609 - 0,534 0,542 0,584 0,569
p=0,000 p=0,000 p=0,000 p=0,000 p=0,000

MMII-3 0,727 0,534 - 0,654 0,568 0,632
p=0,000 p=0,000 p=0,000 p=0,000 p=0,000
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[ponosxkenune Tadbauubl 6

IToka3aTean TK MMII-2 MMII-3 MMII-8 MMII-9 TUMII-1

MMIT-8 0,680 0,542 0,654 - 0,654 0,579
»=0,000 »=0,000 »=0,000 »=0,000 »=0,000

MMIT-9 0,659 0,584 0,568 0,654 - 0,676
»=0,000 »=0,000 »=0,000 »=0,000 »=0,000

TUMII-1 0,729 0,569 0,632 0,579 0,676 -
»=0,000 »=0,000 »=0,000 »=0,000 »=0,000

Kacriaza-9 0,310 0,276 0,391 0,305 0,275 0,417
»=0,010 »=0,022 »=0,001 »=0,011 »=0,022 »=0,000

OneHka cOCTOSTHUSI KOCTHOM TKAHM Yy JieTell ¢ IINKOTeHOBOi 00J1e3HbI0
Ananu3 pe3ynapTaToB oOcienoBanus 61 pebenka ¢ I'b mokaszan, 4To KOCTHBIM BO3pacT
nanueHToB ¢ I'b, paccunTaHHBI MO JaHHBIM pPEHTreHOrpaguu KOCTeH KHCTEW, COOTBETCTBOBAI
Hopme y 9 (14,8%), orcraBan ot kanenmapHoro — y 46 (75,4%), onepexan TakoBoit — y 6 (9,8%)
JeTeN.

Tabauua 7 — Pacnpenenenue aereif ¢ 0oTcTaBaHNEeM KOCTHOIO BO3PacTa B 3aBHCHMOCTH
or tuna I'b (n=61)

Tun OO011ee KOJIHYECTBO AeTel KoanuecTBo aereii ¢ oTcCTaBaHHEM %
KOCTHOI'0 BO3pacTa

la 9 4 66,7

Ib 13 10 76,9

1 15 14 93,3

VI 5 5 100,0

IX 22 13 59,7

Kax Bumno n3 Tabnuiel 7, oTcTaBaHHE KOCTHOTO BO3pacTa HanboJiee 9acTo BCTPEYAIOCH Y
nereii ¢ I'b VI, I u Ib Tumos, pexe Bcero — npu I'b la u IX tumos.

ITokazatenu MIIKT mnosiCHUYHOTO OTHOENa TMO3BOHOYHMKA, PACCYMTAHHBIE C YYETOM
KOCTHOTO Bo3pacta y 33 manuentoB ¢ ['b, Bemmsmenu ciemyronuM oOpa3oM: HOpPMallbHBIC
3HaueHus (Z-score > —1) ormevanuch y 13 (39,4%), camxenne MIIKT (Z-score —2,5 < -1) —y 15
(45,5%), ocreonopo3 (Z-score < —2,5) —y 5 (15,1%) nereii.

I[Ipy  wuccnenoBaHuM  CHIBOPOTOYHBIX  KOHILIEHTpalMii ~ OMOMapKepoB  KOCTHOTO
pemonenupoBanuss 'y 49 nereit ¢ I'b ObUI0 BBIBIEHO, YTO MeAMaHa YPOBHS OCTEOKaJbLUHA
coctaBisia 53,94 [40,53; 82,58] ar/mu, Butamuna D 25-OH — 18,10 [10,60; 24,50] ar/mu, B-
CrossLaps — 0,98 [0,66; 1,42] ur/mn, PINP — 376,20 [275,20; 451,00] ar/mu. Ilpu stom,
KOHLIEHTpAllMs OCTEOKAJIblIMHA B CBHIBOPOTKE KpoBU Oblia cHmkeHa y 21 (42,9%) pebenka B
cpenHem B 1,3 pasza, makcumanbHO — B 3 paza. Y ocrtambHbix 28 (57,1%) ero coxepikaHue
HAXOMJIOCH B Ipejeax HoOpMalbHbIX 3HaueHu# (PrcyHok 3).

2 30 28
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Hopma 1.2 2.3 3.4

KO/IN4eCTBO HOPM

Pucynok 3 — BboIpa:keHHOCTh CHH:KEHUSI KOHIEHTPAIHH 0CTEOKAIbI[MHA B CHIBOPOTKE KPOBHU Y
nereii ¢ I'b

Copepxanne utamuna D 25-OH 6b110 cHmkeno y 40 (81,6%) manueHToB, B cpeaneM B 1,8
pa3, makcuMaibHO — B 10 pa3. Tombko y 9 (18,4%) nereit 3TOT mokazarenb ObUT HOPMAJIBHBIM
(Pucynok 4).
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KPaTHOCTb CHUXeHUA

PucyHok 4 — BpIpakeHHOCTh CHH:KeHHsI KOHIeHTpauuu BuTtamuHa D 25-OH B chiBopoTke
KpoBu y aerei ¢ I'b

Konnentpamus B-CrossLaps 6pura mossimeHa y 39 (79,6%) netei u gocturaia B cpeHEM
1,6 HOpM, MakcumaibHO — 5,8 HOpM (Pucynok 5). Comeprkanue 3T0ro Mapkepa OblJI0 HOpMaIbHBIM
muiib y 10 (20,4%) G0JIbHBIX.
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KO/IM4eCTBO HOPM

PucyHok 5 — BoIpaskeHHOCTh MOBBIIIEHUsI KOHIeHTPauuu P-CrossLaps B cbIBOPOTKE KPOBH Y
nereii ¢ I'b

Konuentpauus P1NP Obuta nmoBsimieHHoi y Bcex 49 (100,0%) mamuieHTOB U B cpeHEM
nocturaia 3,6 HopM, MakCUMaibHO — 12 HOpM (PrcyHOK 6).
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8.
KO/IM4eCTBO HOPM

PucyHnok 6 — BoipaxkeHHOCTH MoBbINIeHUsI KOHIeHTPanuu P1NP B cbIBOpPOTKe KPOBH Y jeTeii ¢
I'b

Cornacao kputeputo Kpackena-Yosuinca ObUTM  BBISBICHBI JJOCTOBEPHBIC —pa3IAYHsI
koHrentpamuii f-CrossLaps (p=0,011) u PINP (p=0,007), a taxxe 3nauenuit Z-score (p=0,043)
MEXIy JeTbMHU ¢ pasHbiMH Tunamu ['b. Ilpu mpoBeneHUM MOMAPHBIX CPAaBHEHUH 1O KPUTEPHIO
MaHHa-YHUTHU YCTaHOBJICHBI JIOCTOBEPHBIC PA3JIMUMsl YKa3aHHBIX TOKa3aTesel y MalueHTOB C
pasubiMu Tuniamu ['b (Tabmuia 8).
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Taoauna 8 — CeiBopoTouHble KoHUeHTpauun B-CrossLaps u P1INP u moka3arenn Z-
score mo nanHbIM JIDPA vy nereii ¢ pasubimu Tunamu I'b (n=49)

Iloxka3arean Tun I'b
la Ib 1 VI IX
n=9 n=7 n=8 n=6 n=19
B- 0,89 0,47 1,10 1,16 1,24
CrossLaps, [0,42; 1,17] [0,33; 0,73] [0,95; 1,43] [0,69; 1,94] [0,67; 1,57]
HI/MI p1.2:0,126,p1.3:0,043, p1.4:0,189, p1.5:0,074,p2.3:0,003,p2.4:0,033, p2.5=0,004,
p3.4:0,789, p3.5:0,815, p4.5:0,887
PINP, ur/mn 273,50 176,55 428,00 352,15 407,60
[201,45; 394,10] [126,33; 323,08] | [377,23; 547,15] | [208,93; 412,95] | [311,00;459,93]

p1.2:0,239,p1.3:0,016, p1.4:0,643,p1.5:0,037,p2.3:0,010,p2.4:0,136, p2.5:0,007,
p3-4=0,089, p35=0,325, ps.5=0,227

Z-score 71,05 ~1,70 13 0,70 0,70
[-2,25; —0,40] [2,10;-1,50] | [-1,80;-1,20] | [-0,90;-0,40] | [-1,30;+0,18]

p1-2=0,695, p1.3=0,518, p14=0,193, p1.5=0,069, p2-3=0,301, p»-4=0,049, p>.5=0,041,
p3.4:0,016,p3.5:0,037, p4.5:0,838

[pumeuanue. p12 — mocToBepHOCTH pasianunit Mmexay I'b la u Ib moarumnos; pis — moCTOBEpHOCTD pasauumii
mexay I'b la u 1l tunos; p14 — nocroBepHocts paznuunii Mmexxay I'b l1a u VI tunos; pi.s — 10CTOBEPHOCTD pazIHyui
mexay I'b 1a u IX tinoB; pz.3 — mocroBepHocTs pasiauunii Mexay 1b u 11l THIOB; p2sa — MOCTOBEPHOCTH pa3iHumMit
mexay I'b Ib u VI tunos; pa.s — mocroBepHocTs pasiuuunit Mexxay I'B Ib u IX Tumos; ps.4 — 1ocToBepHOCTD pasmuymii
mexay I'b 1 u VI tunos; pss — nocroBepHocTh paznuuuii Mmexay I'b VI u IX tunos

TakuMm 00paszom, Kak cieryeT u3 MpeICTaBICHHBIX JTAHHBIX, HANMEHBIAs KOHIIEHTpaIus 3-
CrossLaps B chiBOpoTKe KpoBH 3adukcupoBaHa y mamuentoB ¢ I'b Ib moaruma mo cpaBHEHHIO
narerTamu ¢ |1, VI u IX tanamu (p2:3=0,003, p24=0,033, p25=0,004, cootBeTcTBeHHO). Kpome
TOTO, COJIepKaHUE PTOT0 Mapkepa ObIJI0 3HAUMMO HIbKe mpu |a moarumne B cpaBHeHuu ¢ tunom |l
(p1-3=0,043). Cxonanbie m3MeHeHHs ObLTH BhIABICHBI U st PINP, comepkanue KOTOPOro OBLIO
3HaynMo Hiwke mpu la u Ib moarumax 3a6oneBanust B cpaBuenuu ¢ tunamu 1 u IX (p1-3=0,016, p1-
5=0,037, p23=0,010, p25=0,007, coorBercTBeHHO). I[lo BCell BHAMMOCTH, HAa OCHOBAaHHU
MOJIyUEHHBIX PE3yJIbTaTOB MOXXHO KOHCTaTUpOBaTh ()aKT HU3KOW HMHTEHCHBHOCTH IPOIIECCOB
KOCTHOTO PEMOJICIIMPOBAHUS Yy JeTei ¢ Haubosee TSHKENbIM C TOYKM 3pEHHS METaboIM4ecKon
nexomrieHcanu — | Tunom I'b 1, HampoTHB, WX BHICOKOW MHTEHCUBHOCTH mpu Oojee jaerkux — 1,
VI u IX tumax 3a6oneBanus. OO 3TOM Takke MOTYT CBHJETEIbCTBOBAaTh U pe3ynbTaThl JIOPA —
MIIKT mpu I'B Ib moarumna 6sina goctoBepHo Hibke TakoBoi mpu Tumax VI u 1X (p2.4=0,049, po.
5=0,041, cooTBercTBeHHO). Hamu mpeanonoxeHusi AOMOJTHUTEIBHO MOATBEPKAAIOTCS HATHYHEM
pa3HooOpa3HbIX B3aMMOCBA3EH yKa3zaHHBIX OMOMapKEepOB C IOKa3aTEeJIMH KOCTHOTO BO3pacTa U
MIIKT. Tak, tun I'b npsimo xoppenrpoBai ¢ koHnentpanusamu B-CrossLaps (rs=0,349, p=0,014) u
PINP (rs=0,345, p=0,015) B CBIBOpPOTKE KpOBH, a Takxke ¢ IMokazareiem Z-score (rs=0,542,
p=0,004), mno gmamueiM JIDPA, xapakTepu3ys pa3IM4YHYH0 HHTCHCHUBHOCTH  KOCTHOTO
peMoIeNpOBaHUsl TpU pas3HbIX Tunax 3aboneBanus. KoHLEHTpauus OCTeOKalbLUHA MPSIMO
KoppenupoBana ¢ kanenaapaeiM (rs=0,301, p=0,035) u koctHbIM Bo3pactoMm (s=0,406, p=0,010),
koHieHTpanusamu B-CrossLaps (rs=0,696, p=0,000) u PINP (rs=0,599, p=0,000), oTpuiateabHo — ¢
po3payHocThio KocTHOW TkaHu (rs=0,587, p=0,000). Butamun D 25-OH umen oTpuuarenbHyIO
B3aMMOCBs3b ¢ conepxkanueM B-CrossLaps (rs= —0,329, p=0,022). B cBoro ouepens, B-CrossLaps
npsMo KoppeaupoBan ¢ konnenrpammeir PINP (rs= 0,720, p=0,000), HO OTpHIATENIBHO C
IPO3PavyHOCTLI0 KOCTHOM TKauu (rs= —0,499, p=0,000), Tak e, kak u PINP (rs= —0,350, p=0,029).
B »9TOil CBA3M 3aKOHOMEpPHBI M JPYTH€ KOPPENSIHH, MOATBEPXKIAIOUINE IPAaBOMOYHOCTH
MPeI0’KEHHOM HaMU THUIOTE3bl: MAaCHOPTHBIA BO3pPACcT TECHO B3aMMOCBSI3aH ¢ KOCTHBIM (Is=0,937,
p=0,000) u nokazarenem BMD (rs=0,676, p=0,000), KOTOpBIii B CBOXO OYEpeb MPSIMO KOPPEIUPYET
¢ Z-score (rs=0,423, p=0,028). [Ipu 3TOM, IPO3PAYHOCTh KOCTHON TKAHH OTPHIATEIHHO CBSI3aHA CO
3HaueHussMU KocTHOTO (I's= —0,501, p=0,001) u macnoptHoro (rs= —0,407, p=0,010) Bo3pacToB.

MoJieKyJIIpHO-TeHEeTHYECKAsl XapaKTePUCTHKA ieTel ¢ INIMKOreHOBOM 00JIe3HbIO

Jlns ynydimeHust kauectBa quarHoctuku I'b Hamu Oblia pazpaGoTaHa creayromas MeToauKa
(mosyuen mateHT Ne 2621161 ot 31.05.2017 r.). [TanmeHTaM OCYIIECTBIISIN BbIICICHUE T€HOMHOM
JIHK ¢ nomoursto Habopa peaktuBoB DNeasy Blood & Tissue Kit (I'epmanus) Ha aBToMaTH4ecKoi
cranimn  QIAcube (I'epmanus). KawectBo u kommuecTBO BbIIeneHHOW reHomHoi J[HK
uccienoBanu npu nomoinu npubopa NanoView (Ilsemwms). ['enomuas THK, coorBercTByromas
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BCEM HEOOXOJWMBIM TpeOOBaHMAM, ObUIa OTHpaBICHA HA MOJIEKYJISPHO-TEHETHYECKYIO
JIMAarHOCTUKY METOJOM MAacCcOBOIO  MAapajUIebHOTO  CEKBEHUPOBAHMS, MOIPa3yMEBAIOIIUM
MYJIBTUIUICKCHYIO JHArHOCTUKY TapreTHeix oOmacredt 20 renoB: GYS1, GYS2, G6PC, SLC37A4,
GAA, AGL, GBE1, PYGM, PYGL, PFKM, PHKA2, PHKB, PHKG2, PHKAl, PGAM2, PGM1,
LDHA, ALDOA, ENOS3 u GYG1, myranuu B KOTOPBIX MPUBOJIAT K Pa3BUTHIO U3BECTHHIX (popMm I'B.
[Tox TapreTHHIMH OOJACTSMH TOJPAa3yMEBaIM BCE MPOMOTOPHBIC, KOAUPYIOIINE W MPUIICTAIOIINE
uHTpoHHBIE OOmactu 3Tux 20 renoB. TapretHeie obOnactu, BKiIrouaromme 54605 m.H., ObuH
oboramensl co cpeaqauM mokpeitHem 100X. JlnuHa CcpeaHero mpoyTeHust OJHOTO (parMeHra
coctasuia 200 .H. IIpobonoaroroBka 1 MaccoBoe napamieIbHOE CEKBEHUPOBAHUE OCYILECTBIISIIN
Ha obopymoBanuu lon S5 (Thermo Fisher Scientific, CIIIA) B COOTBETCTBHHU C MPOTOKOJIAMH U
PEKOMEHIAMsAMHU TPOU3BOIUTEN. Bece HaliileHHbIe BapHaHTHI MCCIEIOBAHHBIX T€HOB C YaCTOTOM
BcTpedaemoctu menee 1,0% mo 6azam Exac u 1000 Genomes, B TOM Ynciie HOBbIE HYKJICOTHIHBIC
3aMeHBI, HEONHCAHHBIE B MHUpE paHee, ObUIM MOJBEPTrHYTHl OMOMH()OPMAIMOHHOMY aHAIIU3Y C
ucnosk3oBanueM nmporpamm Alamut Focus u Alamut Visual (Interactive Biosoftware, ®paniust) Ha
MpeaMeT BO3MOXKHOM MAaTOT€HHOCTH W BAJWAMPOBAHBI NMPH MOMOIIM METOJa CEKBEHHPOBAHUS IO
Conrepy. HeommcanHbple paHee MyTallid, MATOTEHHOCTh KOTOPHIX OblIa TOJTBEpXKICHA
OronH(GOPMAIIMOHHBIM TYTEM, TIOJIBEprajiu ceMeiHOMY aHanu3y. s Bamumanuu pa3paboTaHHOM
TEXHOJIOTUW OJIMTOHYKJICOTU B! OB 1MOJ00paHbl Ha BCE KOAMPYIOIIME MOCIEeNOBATEIHHOCTH
T'CHOB, BXOJISIINX B HCCIIEAYEMYIO TTaHETh, 320, 1arOBpEMEHHO.

[Towck HYKJICOTHIHBIX TOCIEIOBATEIBHOCTEH TEHOB MPOBOIMIN B OMOMH(MDOPMAIIMOHHOMN
06a3ze nanHbpix National Center for Biotechnological Information, CIHA. Jlns nowucka
KOHCEpBAaTHBHBIX  Y4acTKOB  Hucmosib3oBanu  nporpammy BLAST. IlocnegoBarenbHOCTH
OJINTOHYKJIEOTHIOB TMOoA0Mpanu ¢ mnomoulpio mnporpammbel Beacon Designer 8.10. IIposepky
CHeU(PUYHOCTH Map NpaiMepoB MPOBOAWIM € MoMoIbio mporpammbsl Primer-BLAST. s
MIPOBEACHUS CEKBeHUpOoBaHM 10 CaHrepy Bcro ucxogHyr reHomHyro JIHK mnoxasepramm
ammmupukanuu Ha obopynoBanuu ProFlex™ PCR System, (Thermo Fisher Scientific, CIIIA).
[TpoaykTel aMITH(pHUKAIIMKA CEKBCHUPOBAIH IPU IMOMOIIK Habopa peakTuBoB BigDye® Terminator
v3.1 Cycle Sequencing Kit (Thermo Fisher Scientific, CIIIA) B cOOTBETCTBHMU C MPOTOKOJIAMHU U
peKOMeHIanusIMU Tpou3BoauTeass Ha obopymoBanuu ABI 3500X (Thermo Fisher Scientific,
CIIA). IMomyuen mareHnT Ha uzoopererne Ne 2621161 ot 31.05.2017 .

Pa3paboTanHblii HaMu METOJ] MAacCOBOTO MapajUIeIbHOTO CEKBEHUPOBAHUS TO3BOJIHUII
BepudumupoBars auardo3 «I'b» y 74 manumentoB. Kak BHUIHO W3 TPEICTaBICHHBIX JaHHBIX,
MaJbuMKH NpeoOnaganu Haja aeBoukamu — 47 (63,5%) npotus 27 (36,5%). Cpenu BBISBICHHBIX
MYyTaIlMi dYale BCEro BCTpEUYAINCh NMAaToreHHble BapuaHThl reHa PHKAZ2, orBercTBeHHBIE 3a
passurtue I'b 1Xa noaruna. Tak, myrauuu B 3ToM reHe oOHapykensl y 21 nanuenta (28,4%), u3 12
pasnuuHbiX BapuaHTOB TeHa PHKA2 He omucanHble paHee B MHpe MyTalMsIMH OKa3aHCh O
(50,0%), a umeHHoO:

. 3 wmwmccenc wmyranuu. C.133C>T  (p.Arg45Trp), BCTpeTHBINAACA JIBaXKIbl Y
HEPOJICTBEHHBIX MauenToB, C.755C>T (p.S252F) u ¢.772G>A (p.G258R);

o 2 noucenc mytarmu: €.903T>G (p.W301X) u ¢.3277C>T (p.Q1093X);

° 1 myranus c.919-2A>G, npuBosiias K HApYyIICHHUIO caifTa CIlaiicuHra.

B rene AGL myranuu, otBerctBeHHbie 3a pa3Butue ['b |1l tumna, Obin oGHapykeHsl y 20
(27,0%) nereit. Cpenu 15 paznuunbix mytauuii 8 (53,3%) oka3anuch He ONNMCAHHBIMH paHee:

o 4 wmuccenc wMyranuu: C€.643G>C (p.Asp215His), ¢.1289T>C (p.Phe430Ser),
BBISIBIICHHAS. BBl Yy HEPOJCTBEHHBIX MarueHtoB, C.1667T>C (p.Leu556Pro), BeisBicHHAas
JIBX/IbI Y HEPOJCTBEHHBIX MaIlMeHToB, U C.2390A>G (p.Asn797Ser);

o 1 HoHCeHc MyTanus C.1218T>A (p.Tyr406X),

° 2 mytaumu c.1900-13T>A n ¢.1735+5G>A, oka3bIBarolue BIUSHUE Ha CIUIAHCHHT;
° |  ngymoukanus, TPUBOISIIAS K COBUTY paMKd cumThiBanus — C.4089dup,
p.Aspl364Argfs*2.

Myrauun rena SLC37A4, npuBomsume k passututo I'b 1b moarumna, Berpermmucs y 15
(20,3%) uenoBek. Cpemu 15 pa3nuyHbIX BBISIBIEHHBIX MyTauuid 8 (53,3%) He ObLIM ONMHCAHBI B
MUpE paHee:

o 6 muccenc myrarwmit: €.2T>C (p.M1?), c.85A>G (p.K29E), ¢.148G>A (p.G50R),
€.209T>C (p.Leu70Pro), c.898C>A (p.Arg370Ser) u ¢.1016G>T (p.Gly339Val), BcrpetuBiasics y
Tpex OOJBHBIX JIeTel U3 HEPOJCTBEHHBIX CEMEH;

o 1 Honcenc myrarus €.413G>A (p.Trpl38X);
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o 1 unceprus €.1077_1078insG (p.Asn360Glufs*42).

Y 7 (9,5%) wuenoBexk OblIM O0OHapyxeHBl 3 pa3nuuHbiec myTamum rena G6PC,
OTBETCTBEHHBIE 32 pa3Butue I'b la monrumna, Bce oHM OBLIM OTMCAHBI paHEe.

VY 5 (6,8%) uenoBek ObUIH BBISIBICHBI 6 pa3HbIX BapuaHTOB reHa PYGL, npusopsmux k I'b
VI tuna, cpenu xotopsix 4 (66,67%) okazaauch HOBBIMH:

o 4 muccerc myramuu: C.176C>G (p.Thr59Arg), ¢.475C>T (p.G159C), c.697G>A
(p.G233S) u ¢.841T>A (p.Tyr281Asn).

Y 4 (5,4%) neredt ynanmoch OOHApYKUTh 5 pasnudablx MyTanmii rena PHKG2,
oTBEeTCTBEHHBIX 3a pa3Butue ['b 1XC noarumna, 2 (40,0%) 13 KOTOPBIX OKa3aalCh He ONMUCAHHBIMH
paHee:

J 2 mucceHc myranuu: €.584C>T (p.A195V) u €.658G>A (p.G220R).

VY omHoro (1,4%) peGerka ObLTH BBISIBIICHBI 2 He ONMHMCAHHbIE paHee MyTauuu reia GBEL,
oTBeTCTBEeHHBbIE 3a pazsutue I'b IV tuna:

o 2 mucceHc myrtanuu: €.427A>G (p.Lys143Glu) u ¢.1583A>G (p.His528Arg).

Eme y omnoro pebenka (1,4%) Obuta oOHapyxkeHa HoBasi myTamusi B rene PHKAL,
npuBosmias k I'b IXd moaruna:

o c.776T>C (p.Leu259Pro).

Cpenu dacThlX MyTalui, XapaKTepHBIX s poccuiickod mnomynsuuu naeredl ¢ I'b,
OoOHApyXEHHBIX B XOJ€ WCCICOBaHUS, MOXHO BBIICIUTh MHCCEHC MyTamuio C.247C>T,
MPHUBOSAIIYIO K 3aMeHe aMUHOKHCIOTHBIX ocTtaTkoB P.Arg83Cys rema G6PC, BcrperuBmasics B 11
(78,6%) ammenpHBIX BapuaHTax w3 14 Bo3MokHbIX. B rene SLC37A4 dacras myramust — 3TO
nenenus nByX HykiaeotumoB C€.1042_1043del, npuBoasinas K COBUTY pPaMKH CYUTHIBAHHS
p.Leu348Valfs*53, oonapyxennas B 11 (39,3%) anienbHbIX BaprHaHTax U3 28 BO3MOXKHbBIX (M3 IBYX
pomHBIX OpaTheB yuTeH omuH). B rene AGL ynmamoch BBISIBUTH 2 MyTallMH, XapaKTEpHBIC IS
poccmiickux jgereii ¢ I'b Il Ttmma: Houcenc wmyramms C€.3980G>A, mpuBomsIIas K
MPEeKIEBPEMEHHON TepMuHauuu TpaHciasaiuu P.Trpl327X, naiinennas B 10 (25,0%) anenbHbIX
BapuanTtax u3 40 Bo3MOXHBIX, U Mmyranus C.1423+1G>A, okasbpiBaomas BIUSHUE HA CalT
crutaiicunra, HaijneHHast B 6 (15,8%) amnenpHbIX BapuaHTax U3 38 BO3MOKHBIX (M3 JBYX POIHBIX
OpatbeB yureH oauH). B rene PHKAZ2 gamie Bcex mpouunx Obuta oOHapykeHa mytarus C.884G>A,
p.R295H, BoisBnennas y 3 (15,0%) HepoICTBEHHBIX HalMeHTOB U3 20 HEPOJICTBEHHBIX AETEH C
muarHo3oMm I'b IX Tumna, ycTaHOBIEHHBIM B X0j1€ MCCIeAOBaHUs (M3 IBYX POJTHBIX OpaTheB yuTEH
onuH). OcTanabHble MyTallMK BCTPEYAIUCH C 4acTOTOH, He mpesbimatomieit 10,0%. CekBeHnupoBaHue
no Courepy moarBepauwio uyBctBuTenbHOCTH 100,0% u cneuuduynocts 100,0% TexHonoruu
MAacCHMBHOTO TMapaJlJIeIbHOTO CEKBEHUPOBAHUS ISl TOMCKAa OJHOHYKJICOTHUAHBIX 3aMEH B
KOJUPYIOIIMX U MPUJIETAIOUIUX UHTPOHHBIX 00JIACTAX, a TAKOKe JJIS MMOMCKa HEeOOIbIINUX AeNeuil u
IOYTUTHKAIMI TeHOB, MyTallUM B KOTOPBIX IPUBOJAT K pa3BuTHIO 'b.

Ouenka craguu ¢pudpo3a nevyeHu ¢ NOMOIIbLI0 TPAH3UEHTHOM J1acTorpaduu nevYeHu y aerei
¢ IJIMKOT€HOBOM 00/1e3HbI0

[Ipu nposenenuu TOIl ObTM MOMYyYEHBI Pa3IUYHBIE PE3YJIbTAThl, XapaKTEPU3YIOILIUE
coctosiHue CTpykTypel mnedenu y gereid ¢ I'b, MB u MIIC. B Tabmuue 9 mnpencrasieno
pacnpeseneHue 00CIeI0BaHHBIX MAIMEHTOB B 3aBUCUMOCTU OT cramuii OII, ompeneneHHBIX ¢
nomoIns TOII.

Kak Bunno, no ganuem TOIL y 29 (53,7%) u3z 54 nereit ¢ I'b ¢pubpo3a He BoIsiBICHO, ¥ 25
(46,3%) 3aduKrcupoBaHbl H3MEHEHHS IEUEHOYHON MapeHXUMBI (KoJIeOaHUsI MeIMaHbl COCTABUIIA OT
6,1 mo 18,6 xlla). ¥ 99 (70,2%) nereit u3 141 pedenka ¢ MB ¢ubpo3 oTCyTcTBOBaAN, OJHAKO Y
ocranpHbIx 42 (29,8%) oTmedanuch (UOpOTHUECKHE WM3MEHEHHS pPa3IUYHOW CTeleHu
BBIpaKEHHOCTH (KoJieOaHus MeTuaHbl coctaBuiiu ot 5,9 no 48,0 kl1a).

Ta6immua 9 — Pacnpeaenenue mnanuentoB ¢ I'b, MB u MIIC no crenenu
BbipaxeHHOCTH PII mo gannbim TIII
Crangus ¢puodpo3sa mo KounvecTBo nanuenTos, aoce. / %
mkaie METAVIR I'b MB MIIC
FO 29 /53,7 99/70,2 18/72,0
F1 16 /29,6 14/9,9 2/8,0
F2 3/5,6 11/78 2/8,0
F3 1/1,9 7/5,0 2/8,0
F4 5/9,2 10/7,1 1/4,0
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VY 18 (72,0%) u3 25 pereit ¢ MIIC nannbix 3a @II He momydeHo, y npyrux 7 (28,0%)
MAIMEHTOB UMENIH MecTO (UOpOTHUECKUEe M3MEHEeHUs (KojeOaHust MeJUaHbl cOCTaBWIM OT 6,1 10
13,1 xI1a). ITpuuem 1mppo3 neyenu BoisiBiieH Yy 5 (9,2%) nammentoB ¢ I'b, y 10 (7,1%) c MBuy 1
(4,0%) ¢ MIIC.

B Tabauue 10 mpuBeneHsl MenuaHbl M WHTEPKBAPTUIIbHBIE pa3Mmaxu 3HaueHwin TOII y
oOciiejoBaHHBIX ManueHToB ¢ I'b B cpaBHeHMHU ¢ ManuMeHTaMu C APYTMMH PEIKUMU OOJE3HIMH —
MB u MIIC — B 3aBucuMoctu oT ctaauu ¢(pudposa no mxaire METAVIR. Bce mnokasarenm,
cornacHo kputepuio Kpackemna-Yosiuca, HOCTOBEPHO pa3iMyaIuCh MEXIy cOO0OW B mpenenax
KaX10¥ Ho30JI0THYeCKO# (hopmbl 3a0oaeBanus (p=0,000).

Ta6auna 10 — IMoka3ateaun TIII y nereii ¢ MB, MIIC u I'b B 3aBUCHMOCTH OT CTaJHHU
¢uodpo3a no mkaase METAVIR

Cranus Ho3onoruueckas gpopma p (K-Y)
¢puodposza
10 WKAaJje I'b MB MIIC
METAVIR
FO 4,2 [3,5;4,7] 4,0 [3,7; 4,6] 4,2 [3,7; 4,5] 0,000
F1 6,2 [6,1; 6,5] 6,3 [6,0; 6,4] 6,6 [6,1; 7,1] 0,000
F2 8,0 [7,2; 8,8] 7,9 [7,6; 8,3] 8,7 [8,6; 8,8] 0,000
F3 - 10,3 [9,8; 10,7] 10,5 [10,1; 10,8] 0,000
F4 15,5[12,5; 18,6] 23,6 [14,0; 40,3] - 0,000

[Tpumeuanue. p (K-Y) — orieHka 10cTOBEpHOCTH pasnuuuii o meroxy Kpackena-Yomnmca

Baxno ormeruts, uro y 16 (55,2%) u3 29 nauumentoB ¢ I'b, mMeBmux Meauany
ANIaCTUYHOCTH,  COOTBETCTBYIOIIYIO  OTcyrcTBUIO  (ubpoza  (FO), pesyaprarer  TOII
XapaKTEPU30BAUCh BBIPAKEHHOW HEOTHOPOJAHOCTHIO: B OTIEIBHBIX HM3MEPEHUSAX Y HHUX ObUIH
3a(UKCUPOBAHBI MOBHIIICHHBIC TIOKa3aTenu oT 6,3 1o 69,1 klla. CxogHbIe pe3yabTaThl OTMEYAINUCH
u B rpymnax aereit ¢ MB u MIIC. Tak, y 40 (40,4%) u3 99 nereit ¢ MB u y 14 (77,8%) u3 18
nanueHToB ¢ MIIC, umeBmnx Meanany, COOTBETCTBYOIIYIO ctanuu FO, oOHapyXuBaiu OTAEIbHbBIC
OYarh C MOBBIIICHHBIMU 3HaueHusIMU oT 5,9 mo 75,0 klla. Kak Bugno m3 Tabmumer 11, TOII
MO3BOJISIET BBISIBUTH CTPYKTYpHOE MopakeHue nedeHu npu ['b y nmereil naxe mpu OTCYTCTBUU
71a00paTOPHBIX U3MEHECHHI.

Tabauna 11 — JladopaTopuble noka3aresu y aereid ¢ I'b u MB 6e3 nopakeHusi neueHu
U ¢ HMppo30oM 1o gaHHbiM TIII

IMoka3artennb I'b D MB D
FO F4 (M-Y) FO F4 (M-Y)
AJIT, ME/n 98,0 123,0 0,587 17,5 31,5 0,314
[48,5; 217,5] [21,0; 135,0] [15; 23] [19; 56]
ACT, ME/n 110,0 156,0 0,473 30,0 60,0 0,447
[43,0; 218,5] [24,0; 221,0] [24; 34] [30; 61]
ITT, ME/n 36,0 77,0 0,119 12 15 0,613
[12,5; 59,0] [9,0; 320,0] [9; 16] [11; 18]
LD, ME/n 215,0 258,0 0,491 243,0 349 0,017
[168,0; 235,5] [223,0; 265,0] [186; 269] [323; 410]
Ilpompombunogulii 110,0 118,0 0,402 98 77,5 0,024
unoexc, % [107,0; 114,0] [110,0; 127,0] [86; 104] [72,5; 88,5]
Mesicoynapoonoe 0,95 0,91 0,676 1,0 1,19 0,038
HOPMANU308AHHOE [0,92; 0,97] [0,87; 0,95] [0,98; 1,1] [1,09; 1,24]
omHuouenue

Oco0eHHOCTH BH3ya/In3alii OPTraHOB OPIOLIHOM MOJIOCTH U MOYEK Y JeTell ¢ IIINKOTreHOBOM
00J1e3HBIO 110 JaHHBIM KOMIILIOTEPHOI TOMOrpaduun

ITo pesynpraTtam KT, y Bcex 59 (100,0%) nmereit ¢ I'b Obuta BbIsIBICHA 3HAUYUTEIHHAS
remaroMeranus, ¢ IUCIpornopiueit omei u yBenuuenueM uuaekca | cermenra. B To ke Bpems npu
bB takue usmenenus ormeueHsl imnib y 11 (40,7%) u3 27 mauuenton (Tabmuma 12).




Tadmuua 12 — [TapameTpbl neyenn u cese3eHku y aeteii ¢ I'b, BB 1 KOHTPOIbHO# IPynnbI N0 JaHHBIM KOMIIBIOTEPHO# ToMorpaduu (N=193)

ITapamerp Bce netu ¢ I'b bB 3n10poBbie JocToBepHocTh p
la/lb moaTunBI 11 Tan VI/IX tunet (n=27) (n=107)
(n=18) (n=21) (n=20)

VYBenuuenue 31,20 24,30 25,50 7,00 - p1-4=0,000
T3P IIJ] meuenwu, 17,50; 40,60 17,80; 31,86 22,90; 32,80 4,5; 10,10 p2-4=0,000
% 12,50-53,30 6,60-49,30 2,00-46,60 0,00-27,00 p3-4=0,000
VBenuuenue 45 80 39,50 41,60 3,10 - p1-4=0,000
T3P JIJ] meuenw, 39,50; 52,0 33,30; 51,43 30,00; 50,00 0,00; 13,30 p2-4=0,000
% 22,90-70,80 11,60-75,00 3,30-52,00 0,00-51,60 p3-4=0,000
Nunexc | 0,42 0,40 0,40 0,32 0,31 pl1-4=0,001
cerMeHTa 0,37; 0,47 0,36; 0,47 0,36; 0,40 0,30; 0,36 0,29; 0,37 p2-4=0,000

0,29-0,50 0,20-0,56 0,28-0,60 0,25-0,44 0,27-,0,39 p3-4=0,001
Penrtresosckas 55,5 81,0 83,75 55,5 57,5 p1-2=0,000
IIOTHOCTH 48,8; 64,4 78,25; 85,00 77,63; 87,88 44,75; 62,00 55,25; 67,38 pI1-3=0,000
MapEHX MBI 21,5-82,0 73,00-94,00 75,50-94,50 39,00-77,00 53,0-70,0 p2-4=0,000
nedeHu, en. X p2-5=0,000
PentrenoBckas 50,00 51,00 50,25 50,00 51,55 H/1
TUIOTHOCTh 49,50; 52,00 50,00; 52,00 48,13; 52,00 49,25; 52,75 47,80; 53,74
MapeHXUMBI 48,00-54,00 47,00-55,50 46,50-54,00 40,00-56,00 45,0-55,0
CEIIC3CHKH, €I X.
ITeueHounoO- 1,12 1,61 1,67 1,06 1,16 p1-2=0,000
CeNe3eHOYHbIH 0,94; 1,26 1,48; 1,70 1,54;1,73 0,91; 1,27 0,92; 1,21 pI1-3=0,000
HHIEKC 0,41-1,64 1,41-1,92 1,46-1,81 0,74-1,54 0,86-1,34 p2-4=0,000

p2-5=0,000

Penrtrenosckas 43,25 35,00 36,00 36,55 33,00 pl1-2=0,029
IJIOTHOCTh 33,50; 47,63 30,50; 40,00 33,13; 37,75 34,14; 37,82 32,50; 36,78 p1-3=0,033
KOPKOBOT'O 29,00-53,00 30,00-45,00 32,00-40,00 32,00-39,00 30,00-42,00 pl-4=0,031
BEIIECTBA IOYEK, pl1-5=0,027
en. X

9¢

[pumeuanue. T13P T1/] — nepenne-3aauuii pazmep mpasoit gomu; [13P JIJI — nepeane-3aauuii pa3mep JeBoii nonu; pl-2 — 10CTOBEPHOCTh Pa3iMIuii MEXIY MAIUEHTAMHU C
I'B la/lb u Il tumos; p1-3 — mexay I'b la/lb u VI/IX tumos; pl-4 — mexnay I'b la/lb noxrunos u BB; p1-5 — mexnay I'b la/lb noxrumnos u 3n0possvu; p2-3 — mexay I'b 1 u VI/IX
tunos; p2-4 —mexay I'b 1l tuna u BB; p2-5 — mexay I'b |11 tema u 3mopoBeivu; p3-4 — mexay I'b VI/IX tumnos u BB; p3-5 — mexay I'B VI/IX tumos u 3mopoBeiMu; p4-5 — Mexay
BB u 3m0opoBeIMHE; H/Il — HE JOCTOBEPHO
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B GonpmmucTBe HabmoaeHuit — 53 (89,8%) pedenka ¢ I'b u3 59 — koHTyp nedenn ObLT POBHBIM
u b y 6 6onbHbIX (10,2%) ¢ I'b Il Tuna ormeuanacs ero OyrpucTocTh. Y 3THX K€ NAllMEHTOB B
MapeHXuMe TEUYEHH BBIABICHBI MHOXXECTBEHHBIE PETCHEPATOPHBIC Y3JIbl, YKA3bIBABIIME HA HAIMYHE
muppo3a. Y JBOMX M3 3TUX MAIMEHTOB ObUIa MpPOBEACHA NMYHKIMOHHAs OHOMICHS TEYEHU U MPU
MOP(}OJIOTHYECKOM ~ HCCIIEJOBAHUM  TOATBEP)KIACHA LUPPOTHYECKas TpaHchopMmalms oOpraHa.
HeposHocTh koHTYpa neuenu otmeueHa y 9 (33,3%) neteil U3 rpynnbsl CpaBHEHMUSL.

[TomydeHHbIe 3HAYEHUSI PEHTTCHOBCKOM TNIOTHOCTH MAPEHXUMBI TICUCHH B 33JJaHHBIX YJacTKaXx,
u3MepsieMble B HaTUBHYIO (hazy uccienoBanus, y aereil ¢ I'b konebanucy B auanazone ot +21,5 no
+94,0 en. X, npuueM aud@dy3Hoe CHUKEHHE ITHX IOKa3aTeseil, CBUACTEIbCTBOBABIIEE O KUPOBOM
rerarose, Ha0JIFIaI0Ch TONIbKO y aereit ¢ la/lb moarunamu — B 6 (40,0%) u3 15 caygasx. Heo6xoaumo
OTMETHUTh, UTO CpeAu 3TUX 6 MalMeHTOB ObLIO JBOE AETei paHHero Bospacra (6 mec u 1,5 roma) c
TsoKkenbiM TeueHneM ['b, Ha ¢doHe dero mnpoumsonuio ObvicTpoe pasutHe IUDPY3HOU KUPOBOI
uHQuabTpanuu neueHu. Y 1 (6,7%) pedenka ¢ I'b Ib moaruna mmoTHOCTh neveHu OblTa MOBBIIICHA, a Y
octanbHbIX 8 (53,3%) Haxonumack B mpeaeniax HopMalbHbIX 3HaUeHud. Y Bcex (100,0%) mammeHToB ¢
I'B 11, VI/IX TUIOB IeHCUTOMETPHYECKUE MOKA3ATEIIN MIEUCHOYHOW MapeHXUMbI ObUTH MOBBIIICHBI. Y
JeTel U3 TPYIIbl CpaBHEHUS KOJIeOaHMs TUIOTHOCTH MEYEHU HAXOJMIUCh B auana3zone ot +39,0 no
+77,0 en. X. HopmanpHble IE€HCUTOMETpPHUYECKHE IOKa3aTenu umenu mecrto y 15 (55,6%), ux
camxenue 3adgukcuponano y 10 (37,0%), a nossienue —y 2 (7,4%) naueHToB.

CornacHO pe3ynbpTaraMm NpuMeHeHusl Kputepus Kpackema-Yosumca, MEXIy HCCIETYEMBIMU
IpyINIaMy AeTeill ObLIN BBISBIEHBI Pa3INUUs O CIAEAYIOUIMM MOKa3aTesiM: MpoueHT yBenndenus [13P
npasoii (p=0,000) u neBoit (p=0,000) moneil meyeHN OTHOCUTEIHHO HOPMBI, yBeIHuUeHUE HHeKkca |
cermenta (p=0,001), 3HaYeHWS CpeaHEH peHTreHOBCKOW IuIoTHOCTH TiedeHu (p=0,000) u mouek
(p=0,013), a Taxxe IICU (p=0,000). Ilpu ganbHEHIIUX MAPHBIX CPABHEHHIX C MOMOIIBIO KPUTEPHUS
ManHa-YuTHu oOka3zanoch, yTo npoueHT yBenudenust [I3P mpaBoit u neBoit nonelt meueHu ObLI
J0CTOBepHO Ooibine y nereil ¢ ['b (BHe 3aBUCUMOCTH OT THIA) IO CPaBHEHUIO ¢ narueHTamu ¢ bB (p1-
4=0,000, p2-4=0,000, p3-4=0,001; p1-4=0,000, p2-4=0,000, p3-4=0,001, COOTBETCTBEHHO).
AHajoTHMYHbIE W3MEHEHHS OTMEuUeHbl W aiua umHuekca | cermenra (pl-4=0,001, p2-4=0,002, p3-
4=0,002).

Cpenurie 3HaueHus miotHocTH neuenn u [ICH Obutn moctoBepro Bhiie y aereid ¢ I, VI/IX
tunamu ['b 1o cpaBaenuto ¢ naruentamu ¢ la/lb moarunamu, BB u 3g0poBeiMu aetbmu (p1-2=0,000,
p1-3=0,000, p2-4=0,000, p2-5=0,000; p1-2=0,000, p1-3=0,000, p2-4=0,000, p2-4=0,000,
COOTBETCTBEHHO). 3HAUUMBIX Pa3IHuUil ATHX TMOKa3zaTeneil Mmexkay naruentamu ¢ I'b la/lb moarumnos u
¢ bB ne 3adukcuposano (pl-4=0,772; p1-4=0,258, cooTBeTcTBeHHO). IHTEpECHO OTMETUTH, YTO HAMH
ObL1a BBISIBJIIEHA 00OpaTHAasi B3aMMOCBSI3b MEXKy BBIPaKEHHOCTHIO T€IIaTOMETaIMK U BO3PacTOM y JieTei
¢ I'b. Tak, npoueHT yBeauyeHHUs MPaBOM U JIEBOM JOJIEH NMEYEHU YMEHBIIAJICS MO0 MEpPE B3POCICHUS
peoenka ¢ I'b (rs=-0,536, p=0,000; rs=-0,363, p=0,018), uro ™Mbl cCBs3bIBacM c 3pdexTom OT
marenbHol Tepanuu CKK u remartomporekropamu. [Ipu 3TOM, ycTaHOBJIEHa OJHOHAIpPaBIICHHAs
3aBUCUMOCTh pa3MepoB oOeux mosei meuenu (rs=0,617, p=0,000). 3akoHOMEpHO, YTO IMOKa3aTEIN
IJIOTHOCTH TI€YCHW CHIIbHO KoppenupoBanu co 3HadeHusMmu [ICU (rs=0,943, p=0,000). Taxxe Obuia
BBISIBJICHA TOJIOKUTENIbHASA B3aMMOCBSI3b 3HAYEHUM PEHTI€HOBCKOW MJIOTHOCTHU MAPEHXUMBI MEUEHU U
IICU ¢ Tunom I'b (rs=0,685, p=0,000; rs=0,713, p=0,000, COOTBETCTBEHHO).

VY 5 (8,47%) u3 59 nanuentoB He3aBUcHUMO OT Tuna I'b BeIsiBIEeH QOKaNbHBIN renarTos, y4acTKu
KOoToporo umenu pasmepsl oT 25 no 80 mm. Y Bcex 10 nmereir ¢ bB, uMmeBLlIUX XUPOBOW renaros,
nocieauuii Hocwi auddy3Hbiii xapakrep. Y ABouX maiueHToB (006a Manpuuku) ¢ I'b 1b moxruma
OTMEUAJIUCh aJICHOMBI Me4YeHH. Y OJHOro pedeHka § JeT uMena MEecTO OJHa aJeHOMa, Yy BTOPOro
pebenka 12 5er, ¢ OTCYICTBUEM TIPUBEPKEHHOCTH JICUEHHUIO, C TSOKeNIbIM TedeHueMm [b,
BU3YAJIM3UPOBAINCH MHOXKECTBEHHBIE a/ICHOMBI II€YE€HHU, KOTOpPbIE PA3BUIUCH B T€UeHUE 4 JIeT, Korja
peOeHOK U poAUTENN He COOII0aIN BpaueOHble PEKOMEH Al H.

Taxxe y 8 (13,6%) 13 59 nanneHTOB 0OHAPYKEHO HE3HAUNTEIHHOE YBETTMUECHUE CEIe3eHKH, Y 9
(15,3%) nereii — pacumpeHue auaMeTpa BOPOTHOM BEHbI, U3 HUX y 4 — Cele3€HOYHOW BEHBI. DTH
MPU3HAKM KOCBEHHO CBHJETENIHCTBOBAJIM O HAJIMYUM Y JAHHBIX OOJBHBIX IMPHU3HAKOB MOPTAIBLHON
TUIEepPTEeH3Uu. B rpynmne cpaBHEHMs pacIIMpeHue JAuaMeTpa BOPOTHOW BeHBI BbIsBiIECHO Yy 11 (40,7%)
NAIMEeHTOB, U3 HUX 9 UMeNu pacIIupeHue TUaMeTpa U Cee3€HOYHOM BEeHBI.

VY 23 (95,8%) u3 24 nereit ¢ I'b, KOTOPBIM NPOBOMIN BHYTPUBEHHOE OOJIIOCHOE KOHTPACTHOE
yCUJIEHHE, B MApEeHXWMATO3HYI0 (ha3zy OTMEUalloCh CHIDKEHHE HAKOIJICHHS PEHTTeHKOHTPACTHOI'O
npenapara B nmapeHxuMme nedenu Ha 5,0-80,0%, B cpeanem Ha 42,2% [32,49; 51,91] no cpaBHeHuto ¢
yKa3aHHON HOPMOM, YTO CBHJIETEIHCTBOBAJIO O CHIKEHUHM (DYHKLMHU OpraHa. YBEIMYEHHE pa3MepoB
nouek 3auKCUpoBaHO TOJIbKO y marueHToB ¢ ['b 1a/lb moarunos (moarpymma 1): y 14 (77,8%) u3 18
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nerel, y nereit ¢ apyrumu tunamu I'b u ¢ BB mouku yBenuuensl He Obutn. Ilpu 3TOM oOpamiano Ha
ce0si BHUMaHHME W3MEHEHHE JCHCHUTOMETPHUYECKHX IOKas3aTejeil KOPKOBOTo BemiecTBa mouek y 11
(61,1%) u3 18 nmauuentoB ¢ I'b 1a/lb moarumnos, koTopeie ObUTK HOCcTOBEpHO BhIme, yeM npu ['B 11,
VI/IX tunos, mpu BB u y 3mopossix nmereit (pl-2=0,029, pl1-3=0,033, p1-4=0,031, p1-5=0,027,
COOTBETCTBEHHO).

Mopdoaornueckne n3MeHeHHUs NeYEeHH Y JeTell ¢ TJIMKOreHOBOM 00J1e3HbI0

AHanM3 JaHHBIX, BHECCHHBIX B PETUCTP, MO3BOJIMI YCTAHOBUTH, YTO MPH MHUKPOCKOIMUIESCKOM
WCCIIeIoBaHUM OMonTaTtoB Beeil BbIOOpkH nered (N=51, 100%), y xotopeix Obuta mpoBexeHa IIBII,
O0OHapy)KCHBI BBIPAKCHHBIC JICTCHEPATUBHBIC M3MEHEHUs TeueHu. [lapeHxuma oprana HaroMHHaa
«PaCTUTEIHHYI0» TKaHb, OINPEACISUITHCH TOJII YBEIWYCHHBIX B pa3Mepax TIeMaTOIMTOB, MMEBIIUX
«ITAaMIOBAaHHBIN» BHJl, OYCHb CBETIYI WM «ONTHYECKU TYCTYIO» IUTOIUIA3MYy, YETKO
KOHTYPHUPOBaHHYIO MEMOpaHy U CMeIIeHHOE Ha Iepru(eprIo KIETKH SIpO.

VYV 20 (39,2%) nereit B remaTolMTax, pacrloJiaraBIIUXCs B MEPUNOPTATBHBIX 30HAX, a TAKKE
BONMM3U  (PUOPO3HBIX CENT, BBIABISUINCH YBEIWYCHHBIE B pa3Mepax 3a CYeT TJIMKOTCHOBOM
Bakyonuzamnuu snapa. Hapsay ¢ atum, y 37 (72,6%) aeteit B muTomia3Me renaToUTOB C Pa3InIHOM
CTCTICHBIO BBIPAKEHHOCTH IMPUCYTCTBOBAIM MEJIKO- WJIM KpYITHOKAIleIbHAs JKUPOBas, OCIKOBas W
THIIPONMYEcKasl MUCTPO(Us BIUIOTH N0 «OaUIOHHOW», ¢ HEKPOOMO30M M HEKPO30M TPYII KIETOK.
VYka3zaHHBIE U3MEHEHHUS TIPUBOIMIIN K JUCKOMIUIEKTAIIMHA 0aJIOYHOTO CTPOCHUS JIOJIEK.

[Ipusnaku Bocnanenus B neuyeHu npu I'b orcyrcrBoBamu y 33 (64,7%) U ObLIM BBIpaKEHbI
MuHUMaibHO Y 9 (17,7%) nereii. OHu mnpeAcTaBisiiaM co00M CKyaHblE JTUM(OTHCTHOLUTAPHbBIE
MHQUIBTPATHl, OOBIYHO HE BBIXOJAIIME 3a Mpeebl NOpTalbHbIX TpakToB. Y 7 (13,7%) GombHBIX
OOHapy)KCHBI sIBIICHUS IIepUreNaTUTa, T.€. BHEAPEHUE BOCHAIWTEIBHBIX HHQPWIBTPATOB B
nepudepudeckre OTACTBl JOJEK C pa3pylICHHEM TelaTONUTOB MOTPAaHUMYHON TUTACTHHKH. BhIcoKas
CTENEeHb TUCTOJIOTHYECKON aKTUBHOCTH 3aduKcupoBaHa Tojibko y 1 (2,0%) pebenka c I'b.

VY 13 (25,5%) genoBek ompeneisyioch HEPaBHOMEPHOE 0YaroBO€ pacIIMpeHHE U MOJTHOKPOBUE
CUHYCOHWJIOB C SIBICHHUSMHU IEepHUTenarToue/uonsipHoro ¢ubdposa u obiauTepanueil uX MpocBeTa
(peHomen «kanmmuisgpuzanuuy). Takke oTMeHalloCh pa3pacTaHue PETUKYIMHOBBIX M KOJIJIAr€HOBBIX
BOJIOKOH Ha MECTE paclaja TernaTolMUTOB ¢ 00pa30BaHUEM OTpaHUYEHHBIX (PUOPO3HBIX YYaCTKOB B
JOJIbKaX.

[TopranpHblil 1 nepunopraidbHbld Grubdpo3 umen mecro y Beex 51 (100,0%) GonbHOTO, MOPTO-
MOpTaJbHbIE COETUHUTENbHO-TKaHHbIE cenThl — Y 28 (54,9%), mopTo-uieHTpanbubie centsl —y 3 (5,9%)
nanueHToB. ®dubpo3 cTeHOK LeHTpalbHbIX BeH 3adukcupoBaH y 12 (23,5%) nereit. Ha done
yKa3aHHBIX U3MEHEHUN IPOUCXOAMUIIO HAPYIIEHHE apXUTEKTOHUKHU opraHa. [{luppo3, MUKpOCcKou4YecKku
BBIpa)KaBUIUICS (OPMUPOBAHUEM T.H. «JIOKHBIX J0JIeK», oOHapyxeH y 10 (19,6%) nauueHnrtos.

Y Bceii BwIOOpku gereit (N=51, 100%) npu npoBenenuun HIHNK-peaknuum B uuromiazme
renaTolUTOB YCTAHOBIEHO HEpPaBHOMEpPHOE TIJbIOYaTOe paclpelelieHue TIJIMKOT'eHa, dYacTo
CKaIUTMBaBIIETOCs B OOJIBIINX KOJIWYECTBaX, KOTOPBIN BEIMBIBAJICA B KOHTpoJie amuiazoi y 50 (98,0%)
neTei u ObLT pe3ucTeHTeH K amuiiase Tolbko y 1 (2,0%) pebenka ¢ I'b 1V tuna.

I[Ipy  cpaBHUTENBHOM  aHanW3€  TOJYYCHHBIX  JAHHBIX  BBISBIEHBl  OINpPEACIICHHBIC
Mopdororudeckue pazmuuus mexay I, III u VI/IX tunom I'b mo crenenu BoipaskeHHOCTH (pubpo3a u
BOCTaMTENbHON akTUBHOCTH (Tabmumpl 13, 14), a Takke HAIMYMIO JETCHEPATUBHBIX M3MCHCHHH B
renarorutax. Pedenok ¢ I'b 1V Tumna He yuuThiBalics, B CBS3H C TEM, YTO ObLI €IMHCTBEHHBIM B CBOEH

rpymnme.

Taoauna 13 - Unaekce rucrosnoruveckoi aktuBHocTH mo R.G. Knodell y aereii ¢ pasnbiMu
tunamu I'b (n =51)

Tun riamKoreHoBom 3HaveHHe MHEKCA THCTOJOTHYECKOH AKTHBHOCTH, 0aJ1JIbI

00J1e3HI 0 1-3 4-8 9-12 13-18
Abc. / Y% Abc. / Y% Aobc. / Y% Aodc. / Y% Aodc. / %

I (n=6) 2/33,3 1/16,7 3/50,0 - -

Il (n=18) 13/72,2 3/16,7 1/5,6 — 1/5,6

IV (n=1) — 1/100,0 - — —

VI/IX (n=26) 18/69,2 5/19,2 3/11,5 — —




29

Tabumna 14 — I'mcronornyeckuii mHAEKC ckiepo3a no V.J. Desmet y nereil ¢ pasHbIMHU
tunamu I'b (n=51)

Tun raukoreHoBoit 3HauyeHHe THCTOJIOTHYEeCKOI0 HHAEKC A CKJIEP03a, 0aIbI
00J1e3HI 1 2 3 4
Ade. / % Adce. / % Adce. / % Adc. / Y%
I (n=6) - 5/83,3 - 1/16,7
Il (n=18) 3/16,7 6/33,3 2/11,1 71389
IV (n=1) — — 1/100,0 -
VI/IX (n=26) 71269 16 /61,5 1/39 2/71,7

[Ipu 1 Tume I'b BelpakeHHass OeyikoBas, a TaKXKe MEJIKO- M KPYIMHOKAIEJIbHAs >KUpPOBas
TUCcTpodusi TEMaTOMTOB C HMX HEKpOOMO30M W HEKpo3oM ompeneisiack y 4 (66,7%) nereit.
I'mukorenoBasi Bakyonuzanus sijaep 3apeructpupoBanHa y S5 (83,3%) manuentoB. BocnamutenbHas
uH(mIbTpanus BeisBIeHa y 4 (66,7%) 60onbHbIX. [{uppo3 3adpukcuposan B 1 (16,7%) cnyuae. Ilpu III
tune I'b BeIpakeHHON TUCTpOoGUU renaToUUTOB HE OTMeEYanoch. [ TMKOreHoBasl BaKyoJu3alus sAep
umena mecto y 7 (38,9%) nmereit. IlpusHaku BocmasieHusi BbIsiBIeHBI y S5 (27,8%), muppoTHdeckas
Tpanchopmanusa nedeHu — y 7 (38,9%) uenosek. Ilpu VI/IX tune I'b nerenepaTtuBHbIC M3MEHEHMS
MEYEHOYHBIX KJIETOK oOHapyxeHbl y 8 (30,8%), rmukoreHoBasi Bakyonuzamus sjuep — y 6 (23,1%)
nereid. ['mcronoruueckas akTuBHOCTH 3adukcupoBana y 8 (30,8%) OonpHbIX. Llppo3 oTMeueH B 2
(7,7%) cnyqasx.

Ouenka HapymeHUuil pyHKIMM NTeYeHH Y JAeTel ¢ IIIMKOreHOBOM 00/1e3HbI0
[To pesynbratam ouenku CH®II no GannpHON cucteMe ObLIO BBISIBIEHO, 4TO 25 (78,1%) u3 32
nerei, koTopbiM Obuia mposeneHa [IBII, nmenu Tspkensle HapylmeHUs QYHKUMU MEYEHU U TOJBKO 7
(21,9%) — ymepennbie. KomuuectBo OamtoB mo mkane onenku CH®IT konebanocs ot 4 mo 35,
MenunaHa cocraprta 21,0 [17,0; 27,0] Gamr.

OueHka HaApylIeHUI YIJIEeBOJHOI0 00MeHAa y JeTei ¢ IITMKOreHOBOM 00J1e3HbIO 10 JAHHBIM
CHCTeMbI HeNPePbIBHOTO MOHUTOPUHIA IJIIOKO3bI

[lo maHHBIM cHCTEMBI HETPEPHIBHOTO MOHUTOPHHIA YPOBHS TJIIOKO3bI, CYTOUHBIE KOJICOAHUS
YpOBHS TJIIOKO3bl BAapbUPOBAJIM B KaXJIOM M3 TpeX MpPEICTaBICHHBIX TPYMNN MalMeHTOB. BaxHo
OTMETHUTh, YTO KOHIEHTpALUs TIIOKO3bl B BEHO3HON KPOBU HATOIIAK, U3MEpPEHHAas OJHOKPATHO NpHU
MOCTYIUICHUHU TallMeHTOB B CTAaI[MOHAp, OblIa HIDKE 3HaueHus 3,3 MMoib/a numb y 6 (26,1%) u3z 23
nereii. B To ke Bpems, MO JaHHBIM 72-4aCOBOTO HENPEPHIBHOTO MOHHMTOPHUHIA T[JIIOK30BI,
runorivkemusi Obuia oOHapyxeHa y 19 (82,6%) u3 23 pereit, u3z Hux y 7 (36,8%) nereit ypoBeHb
TIIOKO3bI OIYCKAJICA HIDKE JIETEKTUPYEMOro AuarnaizoHa (< 2,2 MMOJIb/JT), IpU4YeM HHU HalMeHTaM, HU
UX POJIUTENIIM He ObLIO U3BECTHO O OOJIBIIMHCTBE TaKUX SMU30J0B, MOCKOJIbKY OHH MPUXOIUINCH Ha
HOYHOE BpEMs CyTOK.

Tonpko y tpoux nereit (27,3%) ¢ I'b la u Ib moarunoB runoriaukemMun He HaOMIOAAIOCH. Y
octanbHbIX 8 neteit (72,7%) B TeueHHe CyTOK HAONIONANKUCh 3IMU30/Ibl TUTIOTIIMKEMUH, a UX MPOLEHT
BapeupoBain ot 0,5 g0 10 % ot 72-yacoBoro BpemeHu uccienoBanus. Y 7 mamuentoB u3 11 (63,6%)
JeTel TUMOTIMKEMUYECKHE 3MHU30/bI ObUIM 3apPETUCTPUPOBAHBI B HOYHOE BPEMS CYTOK, a Y MATEPBIX
(45,5%) — ux uyucimo mpeoOyanano Haja JAHEBHBIMH 3MHU304aMH. Takke BaXHO OTMETHTh, 4TO y 4-X
nanueHToB 3toil rpynmsl (36,4%) ypoBeHb TIIIOKO3bl OIyCKAJICSd HUXKE ACTEKTUPYEMbIX 3HAYEHUI
(<2,2mmoun/n). Cpean naruentoB ¢ I'b la/lb moarumos tonsko 6 (54,5%) u3 11 mereit cnenoBaiu
ycTaHOBJeHHOU nuete. llajmeHuss ypoBHS TJIIOKO3bI HIDKE LIETEBBIX 3HAYEHUI OBLIM CBSI3aHBI C
oTcyTcTBHEM B paruoHe cucrematndeckoro mnpuema CKK u mpoW3BONBHBEIM CHH)KEHHEM €0
JO3UPOBKH 0€3 ydyeTa XapakTepa MHUIIEBOTO paloHa, ¢ HemocTaTo4yHbiM KojimdectBoM CKK mpu
HOYHOM TpUeMe WU TOJHBIM UTHOPHUPOBAHMEM HOYHBIX TPHEMOB.

V¥ Bcex (100,0%) nmaruenToB ¢ I'b 111 Tuna nHaGmroganuck snu3o4p! runoraukemur (ot 0,2 10
5,5% oT BpeMeHH 72-4acOBOTO HCCIeAOBaHUs). MakCUMaabHBIA TMPOIEHT TUIOTIUKEMUU U
MUHUMAaJbHBIA YPOBEHB TIIOKO3bI (< 2,2 MMOJIB/T) OBUTH 3apeTUCTPUPOBAHBI Yy MAllMEHTa 5 JeT 7 Mec,
BriepBble noctynusiiero B ®I'AY «HMMUL 3n0poBes neteit» Munsnpasa Poccun u HaOmronaBmierocs
paHee MO0 MeCTY JKUTEJIhCTBA C IPYTHMM TUarHo3oMm. MHTepecHo, 4To, COTIAacHO JaHHBIM, MOTYYEHHBIM
13 THEBHUKOB, Bce narmeHTsl ¢ |11 tunom I'b (100,0%) npuaepkuBanuch yCTaHOBJICHHOM TUETHI.

VY 4 (66,7%) u3 6 natmentoB ¢ I'b VI/IX Tumos 6bu1a 3apeructpupoBana runorivkemMus (ot 2,9
no 13,6% ot Bpemenu 72-yacoBoro mpodwmis). Cpean Hux Obuto asoe nererd (50,0%), BmepBbie
noctynuBunx B ®I'AY «HMUL 3n0poBes aereit» Munzapasa Poccuu 1 panee He 00ce10BaHHbIX IO
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MOBOJIy CBOEro 3a0ojeBaHMs. Y HHX YPOBEHb TIIMKEMHUU OIyCKAJICS HUXKE 3HAUYeHUs 2,2 MMOJIb/T B
CBSI3M C HEIPAaBWJIbHBIM OalaHCOM IMUTATEJIbHBIX BELIECTB B PALMOHE 3TUX JAETEH, HEJOCTAaTOYHOM
KPaTHOCTBIO NPHEMa THIIH U, BO3MOXXHO, He00Xx0auMocThio B pazoBoM npueme CKK nepern caom. Ipu
sToM Juib ABoe (33,3%) u3 1mecTu IeTeil MpuIepKUBAIUCh YCTAHOBJIEHHOW ueThl. Takas HU3Kas
MIPUBEP>KEHHOCTH JICYCHUIO MOTJIa OBITH CBSI3aHA C TEM, YTO MpPU NMEPBUYHON rocnutanuzanuu B PIAY
«HMMUL 3n0poBbs aereii» MunsapaBa Poccun (Takux nepBUYHBIX MAllMEHTOB OBLIO TPOE U3 IIECTU
JeTeld TpeThbel TIpyMIbl) POJUTENM €Il€ HE OCO3HABAJIU BCIO CEPbE3HOCTH BBISIBICHHOM IMATOJOTUHU
BBU/ly MUHHMAJIbHBIX KIMHUYECKUX MPOSBICHUI 00sie3Hn y pebeHka, uro xapakrepHo s I'b VI/IX
THUIIOB.

st GoJjiee TIIATENFHOTO HM3YYEHUS BIUSHUS MPUBEPKEHHOCTH JMETOTEPAllMU Ha 3HAYCHUS
OMOXMMHUYECKUX TTOKa3aTeNeld KPOBH U Pe3yNNbTaThl 72-4aCOBOTO MOHUTOPUHTA TIIIOKO3BI AETH OBLIH
paszeneHbl Ha npuBepkeHHBbIX (N=14) u HempuBep:keHHbIX ManueHToB (N=9). Takoe paszzaeneHue
OCHOBBIBAJIOCH Ha JIaHHBIX MUIIEBBIX JHEBHUKOB U MHEHHUU Jievallero Bpaya. Kak yxe onuchIBanoch
BBIIIE, C TIOMOIIBIO TMPEACTABICHHBIX JHEBHUKOB BBISABISUIUCH  HMMEIOIIMECS  MPOOJIEeMbI
MIPUBEPKEHHOCTHU JIEYEHHIO, CPEIM KOTOPBIX UMENIN MECTO: HEIOCTaTOYHAasl YacToTa MPUEMOB MHILU U
KOJIMYECTBA MOTPEONISIEMBbIX YIJIEBOJOB, NPEHEOPEKEHUE HOUYHBIMH KOPMJICHUSIMH, HEIOCTAaTOYHAS
kpatHocTh mpuema CKK w/mnm 11r0K03bI, HEOOOCHOBAHHOE YMEHBIIIEHHUE HX JO03bI MPH Pa30BOM
npueme, a Takxke wurHopupoBanue npuema CKK B HouHOe Bpems. Bce 310 mnpuBoamiio k
HEJ0CTaTOYHOMY TOJIEPKAHUIO TITUMKEMUYECKOTO MPOQUIIS B LENEBbIX Mpeesax B TE€YEHHUE CyTOK, a
0COOEHHO HOUBIO.

Kak BuaHo w3 Pucynka 7 A, b, 10711 TMIOTJIMKEMHM B TE€YEHHE 72-4aCOBOTO MOHUTOPHUHTA
[JIIOKO3bl  OblIa JOCTOBEPHO BHIIIE Yy HEKOMJIAGHTHBIX MAIMEHTOB [0 CPAaBHEHHIO C TPYIION
npuBepkeHHbIX (p=0,044), a MUHUMAaNBHBIA YPOBEHB IJIIOKO3bI — JocToBepHO HUXe (p=0,020). Takum
o0pa3oM, y MalueHTOB, HEMPUBEPIKEHHBIX JIEYCHUIO, J0JIS TUIIOTJIMKEMU, a TaKKe UX BBIPAXKEHHOCTh
ObUTM 3HAUYKMMO BBILIE, YEM Y JIeTel, COOII0IaBIINX JUETY U peKOMEHAalluK Bpaya.
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Pucynok 7 A, b — Pe3yabTaThbl 72-4ac0BOr0 MOHHTOPHMHIA IJIIOKO03bI Y NPUBEP:KEHHBIX H
HEeNPUBEP:KEHHBbIX JedyeHni0 nanueHToB ¢ I'b: A — cpaBHeHme noam runorjiukemuii; b —
CPpaBHEHHE MUHMMAJIbHBIX 3HAYEHUI IJIMKeMHUH

OcoOblii uHTEpec s wucciaenoBaHus mpenactaBimsiii 7 manueHtoB (30,4%), mepBUYHO
noctynuBmux B PI'AY «HMMUL 3n10poBss aereity Munszapasa Poccun ¢ nogo3peHueM Ha MaToa0rHio
[I€YEHH, Y KOTOPBIX BIOCIEACTBUM Oblia quarHoctupoBaHa I'b. ¥V Bcex gereil B HOUHOE BpeMsl CYyTOK
HabJro/1aMach TUIOTVIMKEMUS], TIPOLIEHT KOTOPO OT BpeMEHM MOHUTOPHHIA B CPEIHEM COCTaBWII 5,2
[3,3; 7,4], uto ObLIO 3HAUMMO OoJjblIe 4eM y moBTOpHbIX mamuentoB — 1,0 [0,1; 4,1] (p=0,045).
ITpuuem y 4 (57,1%) n3 7 nauveHTOB KOHIIEHTPALMS TITFOKO3bI OMTyCKaIach HIKE 2,2 MMOJIB/I.

KoppensumoHHblii aHaaM3 BBIABWI HAJIWYME OIPEJENICHHBIX B3aUMOCBS3EH IOKazaTenei
CYTOYHOTO MOHHUTOPUPOBAHUS TJIOKO3bl C OCHOBHBIMM JIAOOPATOPHBIMU IapaMeTpaMH OLIEHKH
creneHu Tsokectu aereit ¢ I'b. Hanbomnee BaKHBIMU MPEACTaBISIOTCS BBISIBIEHHBIE KOPPEISALUU MEXTY
J0J7ei TUIOTJIMKEMUH U KpaTHOCThIo oOpamieHuil nanueHToB B ®I'AY «HMMUILL 310poBbs neTeii»
Munszapasa Poccun, a Takke NpUBEPKEHHOCTBIO JIEYeHUI0. Tak, 10JIsl THIOTJIMKEMUYECKUX COCTOSIHUN
Obuta OoJibllle y TEPBUYHBIX OOJIBHBIX ¢ HeBepuHUIMpOBaHHBIM auarHozom (rs=0,429, p<0,05), a
TaKKe Y HeNpuBEp>KeHHbIX ManueHToB (rs= -0,431, p<0,05), y KOTOpBIX, KpOME TOTO, OTMEYAIUCh U
0oJiee BBIPAKEHHBIE CHIDKEHHUs ypoBHS TIoko3bl (1s=0,505, p<0,05). HeszaBucumo oT 3TOTO, YeMm

Oonpiie Oblla YacTOTa THIOTIMKEMHN, TeM BbIpakeHHee Obuta M cama rumnorimkemus (rs= -0,919,
p<0,01).
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MutoxonapuaabHas JuchyHKIus y AeTeil ¢ IIIMKOreHOBOoMH 00/1e3HbI0

B pesynbprare aHanmm3a JaHHBIX, BHECEHHBIX B PETUCTP, MO JaHHBIM Kputepusi Kpackena-
Youuca, Obuti BbisiBiieHbI goctoBepHblie (p=0,001) otnuuus akruHocT C/AI (Pucynok 8 A) npu I'b
[0 CPaBHEHHIO CO 3JI0POBBIMH JIETbMU (Ipymna cpaBHeHus). [Ipu monmapHbIX CpaBHEHUSAX C TIOMOUIBIO
Kkputepus MaHHa-YUTHH oOKazajnoch, 4To akTuBHOCTh CJII' 3HauMMO CHMIKEHa NpU BCEX THUIIAX
3a00JIeBaHMsI OTHOCUTEIIBHO IPYIIIBI CPaBHEHUS 10 00meMy npoaykry peakuuu (p=0,000 s I'b 1a/lb
noarumnos; p=0,001 mis I'b NI tuma; p=0,007 mus I'B VI/IX Tunom), kak 3a cyeT CHUIKCHHS
KOJIMYECTBA aKTMBHOTO (hepMeHTa (CHIKEHHE IUIOIAI 04aroB (pepMEHTHON peakiyu), TaK U 3a CYET
YMEHBIICHUS HHTEHCHUBHOCTH €ro paboThl (CHIKEHHE ONTHYECKHX II0oTHOCTEH). Kpome Toro, Obuio
BBISIBJICHO, YTO HambOoJjee BrIpakeHHOe CHIbKeHHE akTUBHOCTH C/IIM (1o oOmiemy mpoayKTy peakiium)
otMmeuanock y nanueHtoB ¢ ['b | Tuma, o cpaBHenuto ¢ aerbmu, crpagatonmmu |1 (p=0,000) u VI/IX
tuniamu (p=0,000), 4TO cooTHOCUTCS C OOJice TSHKEIBIM KIMHHYSCKHM TeueHHeM Tuma | y JeTeil.
Pasnuumnii mo aktusnoctr CHIN mexay tumamu |1 u VI/IX He ormeueno (p=0,995).
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Pucynok 8 A, b — Iloka3aTeiu aKTUBHOCTH BHYTPHKJIETOYHbIX (hepMeHTOB JTUMGOIUTOB
nepudepryeckoi KpoBH y MalMEeHTOB ¢ pa3HbiMU TUnamMu I'b m y 310poBBIX jAerei (rpymnma
cpaBHeHus1): A — aktuBHocTb CJII' mo o0memy mnpoaykry peaknuu; b — cooTHomeHue
CAI''HAI-H

O)\'H,‘lath 1@ 3HaHEeHUA
OXMAGEMBIE IHAMEHNA

MpeAcka3zaHHbIe 3HAYSHNUA
MNpegckazaHHLIe 3HAYSHUA A B

Pucviok 9 A.b — Koppeassumun axktusHoctu CIAI, HAJH-A., JIAI' aumdouutoB ¢
KJIMHUKO-1200PDATOPHBIMM  NOKa3aTeJasiMu: A — ¢ BBIDAKEHHOCTBHI0 TenaToMerajuu
(ko3dbdunmedT MHokecTBeHHO#H Koppeasimmn R=0.861); B — co 3HaveHueM OydepHbIX
ocHOBaHUM (K03(pPUIHEHT MHOKeCTBeHHOI Koppeasinun R=0,987)

Taxxe y nanuentos ¢ I'b umeno mecto Hapymenue cootHoumenus Mmexay CUI' m HAJIH-/I
(Pucynok 8 B). Tak, ecnu y 3740poBbIX nereil (rpymma cpaBHeHus) akTuBHOCTH CJII cyliecTBEHHO
npesbimana HAJIH-/I, u Mmennana nnnekca ux cootHomenus cocrasmsiia 1,303 [1,197-1,407], To BO
BCex nmoArpymnmnax nanuentos ¢ I'b Habmomanock 10cToBepHOE CHIDKeHUE dToro uuaekca (p=0,000 mpu
I'b la/lb monrunos; p13=0,000 mpu I'b Il tuma; p14=0,009 npu I'b VI/IX tunos). Kpome Toro,
BBISIBIICHO JIOCTOBEPHOE €ro CHkeHue y aereit ¢ la/lb moarunmamu mo cpasuenuio ¢ VI/IX tumamu
(p=0,012).

Kak BumHO u3 mpencraBieHHbIX AaHHBIX (PucyHok 9 A, b), Obuid BBISBIEHBI B3aUMOCBSI3U
MEXIYy aKTUBHOCTBIO HMCCIEAOBAaHHBIX HaMu nerugaporeHas mumdonuro (CAL, HAIH-I, JIA) u
BOKHEHIIIMMH KJIIMHUKO-TA0OPATOPHBIMU XapaKTePUCTUKAMHU TEUeHHUS 3a00JieBaHUS, a WMEHHO:
BBIPQXKEHHOCTBIO remaromeranuu (koadduuueHtr MHoXecTBeHHOH Koppemsiuun R=0,861) wu
neduuuToM OypepHBIX OCHOBAaHUHN B CHIBOPOTKE KPOBU (KOA(D(GHUIIMEHT MHOKECTBEHHON KOPPEISAILUN
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R=0,987), u4ro cBuAeTenbCTBYeT 00 WHPOPMATUBHOCTH M OOBEKTHBHOCTH ITUTOXUMHYECKHX
MOKa3aTeNel B OLEHKE TSKECTH cocToAHus neren ¢ ['b.

Onenka 3 peKTHBHOCTH /UINTEIbHON KOMOMHNPOBAHHOM Tepanuy rJIMKOreHOBoH 00J1e3HH
Io pe3ynpraTram aHaimu3a JaHHBIX, BHECEHHBIX B PETUCTP, YCTAHOBJICHO, YTO KOMOMHUPOBAaHHAs
tepanusi nanueHToB ¢ I'b Ha mporspkenun 7 rocnmranmmzanuii (0-6-12-18-24-30-36 mec), coriiacHO

kputeputo Opuamana, nMena BEIPOKCHHBIN KIMHHYSCKUI 1 Onoxumudeckuit apdekr (Tadmuma 15).

Taboauna 15 — JluHaMHuKa HEKOTOPBHIX KJIMHHUKO-TEeMAaTOJOTHYeCKNX MoKa3aTeei y aerei
¢ I'b yepe3 3 rona oT HavaJia Tepanuu

IMoka3artenn Jo neuenus Yepes 3 roga ot Hayajaa D
(n=74) Tepanuu (N=70)

HwkHsis TpaHuUIa IEYeHN TIpU 8,75 [6,36; 10,00] 7,00 [4,20; 10,00] 0,000
MEPKYCCHH, CM

I'moko3a 2,90 [2,00; 3,30] 4,03 [3,54; 4,78] 0,000
AJIT 229,00 [107,00; 437,25] 70,40 [33,00; 153,50] 0,000
ACT 272,50 [119,75; 552,50] 73,00 [40,00; 167,00] 0,000
ITT 61,00 [40,00; 102,00] 32,00 [15,00; 53,00] 0,000
JIAT 293,00 [232,00; 507,00] 187,00 [142,50; 284,50] 0,002
T purIUIepHIBT 459 [2,46; 7,27] 1,81 [1,63; 3,74] 0,012
XosecTepuH 5,69 [4,26; 7,70] 4,77 [3,56; 5,37] 0,020

Takum oOpazom, cornacHo kputeputo Opuamana, B cpeaneM y netreit ¢ I'b Ha pone Tepanuun
OTMCHAJIACh IMOJIOKUTECIIbHAA JUHAMHKA KaK IO BBIPAXCHHOCTH I'€lIATOMCTaJIMU, TaK U IO HECKOTOPBIM
Ja00paTOPHBIM MMOKA3ATEISIM.

Pe3ysabTaThl OLIEHKH Ka4eCcTBA KU3HHU JIeTell ¢ ININKOreHOBOi 00J1e3HbI0
[Ipu cpaBHenun mexay coboi orBeToB aererd ¢ I'b u ux pomureneit (Tabmmma 16) oka3anock,
YTO TIEPBBIC JIOCTOBEPHO BBINIC OIEHHBAIOT cedst 1mo mokazarensim OD, DD, CO u Ob (p=0,048,
p=0,017, p=0,041, p=0,017, cOOTBETCTBEHHO), TTOCKOJIbKY, BEPOATHO, HE UYBCTBYIOT €051 OOJIbHBIMH,
KaK 1 JIpyrue MaluyueHThl JETCKOTO BO3PacTa ¢ MHBIMHU TSKEJIBIMH XPOHUYECKHUMHU 3a00JI€BaHUSIMH.

Tabauna 16 — CpaBHenue orBeToB jereii ¢ I'b 1 ux poaureei mexay coboii

IMoka3zarean OTBeyalwnmne D
Jern (Nyeres=37) Poanrean (Npoxur.=40) M-Y)
OD 68,00 [48,00; 81,00] 54,50 [37,00; 74,00] 0,048
20 70,00 [60,00; 77,50] 60,00 [50,00; 70,00] 0,017
CoD 75,00 [61,00; 88,50] 70,00 [55,00; 80,00] 0,041
OJIC/DIII 60,00 [47,50; 80,00] 55,00 [41,00; 66,00] 0,281
Ob 69,05 [53,31; 79,35] 59,03 [47,01; 70,20] 0,017

[Ipu comocraBiieHUM OTBETOB JIETCH TPYIIbI KOHTPOJS (370poBbie) M mainueHtoB ¢ I'b
(Tabnuma 17) BBISBICHO, YTO MOCJCIHHE JAOCTOBEpHO HIbKe olieHMBarOT cBoe KK mo mokaszartensm
OO, CO, ®JIC/DII u OB (p=0,000, p=0,002, p=0,001, p=0,000, COOTBETCTBEHHO).

Taxoke OBUIO YCTaHOBJICHO, YTO POJTUTENH marueHToB ¢ ['b mo Bcem mokaszaressiM OICHUBAIOT
KX cBoux nereii 3mauntenbHo Hike (Tabmuia 18), wem pomurenm 3moposeix gereii (p=0,000,
p=0,000, p=0,003, p=0,003, p=0,000, cOOTBETCTBEHHO).

Tabauna 17 — ConocraBjieHHe 0TBETOB 310POBBIX jieTeil u manueHToB ¢ I'b Mexkay coboii

oka3zaTenn I'pynnbl oTBeyalOMIuX eTei D
3aopoBbie (Nyerei=43) I'B (Ngerei=37) M-Y)
oLy 87,00 [81,00; 93,00] 68,00 [48,00; 81,00] 0,000
20 80,00 [65,00; 87,50] 70,00 [60,00; 77,50] 0,068
Co 90,00 [75,00; 95,00] 75,00 [61,00; 88,50] 0,002
DJC/PIII 75,00 [67,50; 90,00] 60,00 [47,50; 80,00] 0,001
Ob 82,61 [74,96; 89,00] 69,05 [53,31; 79,35] 0,000
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Ta6imua 18 — ComocraBiieHHe OTBeTOB PpOAWTeNeil 3T0pPOBBIX JjeTeld M poauTenei

nanuenToB ¢ I'b

IMoka3zarean I'pynnbl 0TBeYAIOIIUX poaAMTEIei P
3nopoBbie 1eTH (Nponur.=46) Jetn ¢ IT'B (Npoxur.=40) M-Y)

oD 84,00 [71,00; 96,00] 54,50 [37,00; 74,00] 0,000

20 75,00 [61,25; 85,00] 60,00 [50,00; 70,00] 0,000

Co 80,00 [70,00; 100,00] 70,00 [55,00; 80,00] 0,003

OJIC/DIII 66,00 [58,00; 75,00] 55,00 [41,00; 66,00] 0,003

Ob 77,69 [68,56; 86,74] 59,03 [47,01; 70,20] 0,000

IIpu cpaBuHenuu otBeroB aereii ¢ I'b la/lb moarumoB u ux poauTenell ObUIM BBISBJICHBI
JOCTOBEpHBIE paznuuus 1o nokazareiasim Od (p=0,026) u Ob (p=0,025). Paznuuuii B oTBETaX ACTEH C
I'B 11l u VI/IX TunoB u ux poautesieil BEISIBICHO HE ObLIO.

IMpu cpaBuenun otBeToB pomurteneit nereid ¢ ['b la/lb, I, VI/IX moarumoB ¢ momolibo
kputepus Kpackena-Yosumca ObulM BBISBIEHBI pa3inuus o mnokazatensm OD (p=0,024), CO
(p=0,023) u OB (p=0,047). Ilpu nanbHEUIINX MMOMAPHBIX CPABHEHHUSIX YCTAHOBJICHO, YTO HAMBBICIINI
O6amn nmo d® orMeuarncs Mo JaHHBIM poauTeniel neredd ¢ HamOosiee Jierkumu 1o Teuenuio VI, IX
tunamu ['b — 71,00 [56,00; 78,00], on ObLT TocTOBEPHO BhIIie TakoBoro y maruentoB ¢ | u 1l Tumamu
I'b — 40,00 [25,00; 62,00] (»=0,029) u 53,00 [35,50; 58,25] (p=0,012), cooTBeTcTBEeHHO. JlaHHbIi (HaKT
otpasmwics U Ha 3HaueHnn OB — oH ObLT cambiM BbicOKUM Takxke y aereit ¢ ['b VI/IX tumos: 68,48
[50,00; 76,47] mpotus 47,83 [42,39; 69,05] mpu I'b la/lb u 58,62 [45,94; 63,95] (»=0,036, p=0,035,
COOTBETCTBEHHO).

WNuTepecHo, uTo caMblii HU3KuMI nokasarens no C® 3adukcupoBan y nanueHtoB c |1 tunom —
57,50 [53,75; 61,25] u goctoBepHo oTimyancs ot takoBoro mpu VI/IX tunmax — 75,00 [70,00; 85,00]
(p=0,005). Mexny oTBeTamMu BCeit BHIOOPKH JIeTel ¢ pa3HbIMH TUTIaMU ['b JI0CTOBEPHBIX pa3iuyHid, 10
naHHbIM Kputepus Kpackema-Yommca, He 3adukcupoBano: @D — p=0,137, O5d — p=0,963, CD —
p=0,485, ®JIC/PUI — p=0,781, Ob — p=0,544.

Taxke ObUIO YCTaHOBJIEHO, YTO mMoka3arenab D® mo orBeram aereid ¢ I'b Obl1 3HAYMMO BBIIIE
(p=0,029), yem TakoBoi mpu ®KY — 70,00 [60,00; 77,50] npotus 60,00 [50,00; 70,00]. ITpu sTOM 110
OTBETaM POJUTENCH OKa3ajaoch, uTo mokazarenb @D mocroBepHo Hmxke (p=0,001) y nereii ¢ I'b, yem
mpu ®KY — 53,00 [31,00; 74,00] mpotus 75,00 [59,00; 85,50], uto oTpasunock u Ha Ob (M3MeHEHHs
ObLTH aHanoruyHel) — 57,07 [45,92; 70,06] npotus 65,22 [58,15; 76,08], p=0,029. B To ke Bpems 10
oTBeTaMm poautenei aetu ¢ I'b 3naunrensHo npeBocxoauinu naumeHToB ¢ MIIC no nokazarensim CO:
70,00 [55,00; 80,00] npotuB 52,50 [40,75; 75,00], p=0,021. JIpyrue mokaszarenu y AeTCH ¢ JaHHBIMU
3a00JIeBaHUSIMU HE PA3JINYaIIUCh.

[Ipu npoBeneHNN KOPPENALIMOHHOTO aHaIKU3a ObLIN BBISIBIIEHBI B3aUMOCBsI3U mokaszareneit KOK
(Mo AaHHBIM ompoca JieTeil) U HEeKOTOPHIX KIMHUKO-T1a00paTOpHBIX MapaMeTpoB. Tak, ycTaHOBJIEHbI
OTpULIAaTeNIbHbIE CHJIbHBIE CBSI3UM MeEXAQy creneHplo OO U HanmuyueM mNalbMapHOM 3SPUTEMBbI
(BHENEUYEHOUHbIE TMpOSIBJICHUS OOJIE3HHW) Yy JeTei, CHIBOPOTOYHBIMU KOHUeHTpauusMu JIJAI
(mokazatens MeTabonuueckux Hapymenuii) u IId (mapkep xonecrasa): rs= -0,85, rs= -0,87 u rs=-0,84,
p<0,05, cootBeTcTBeHHO. OOpaTHasi CUIbHAs KOppessius Obliia BBISBICHA TaKKE MEXKIY CTENEHBIO
OO u kounenrpanueii I'TT B ceiBopoTke KpoBH (Mapkep xojecrasa): Is= -0,78, p<0,05. Kpome Toro,
CHJIbHBIE OTPHUIATENIbHBIE CBA3M OTMEYAIUCh MEXIy crerneHbio CD U CHIBOPOTOUHBIM COJIEpP:KaHUEM
kpeatuHochoknnazpl (KDOK), kak mMapkepa nmopaxeHus mbimeuyHoil Tkanu, u IdD: rs=-0,83 u rs= -
0,72, p<0,05, cootBercTBeHHO. Takke oOpaTHas cuiibHAs KOPPENALKS OTMEYAIach MEKIY CTEIEHBIO
®JIC/®II u ypoBHeM obiiero 6enka (Mmokasaresib 0CTPOTO BOCIAIECHH) B CBIBOPOTKE KpoBH: Is=-0,93,
p<0,05, coorBerctBeHHO. [lokazarenr OB oTpuIATEeNbHO W CHIBHO KOPPEIUPOBal C HATUYHEM
nanpMapHoil sputemsl, ypoBHsmu JIAI', IIId B ceiBopoTke kpoBH: Is= -0,85, rs= -0,93 u rs= -0,88,
p<0,05, cooTBETCTBEHHO.

[To maHHBIM ompoca poAuTeNel, BhIABICHA MpsAMas CUJIbHAS KOPPENALUs MEXAy MmoKa3aTeleM
dD (r=0,60, p<0,05), DP (rs=0,66, p<0,05), OB (rs=0,60, p<0,05) u Tumom 3aboaesanus (rs=0,60,
p<0,05), t.e. I tun I'b xapaktepu3oBaiiCsi caMbIMH HHU3KMMHU mnokasarernsmu, a III u VI tumer —
HamOonee BBICOKUMHU, YTO OOBSCHSETCS pPA3IMYHON CTENEHBIO TSHKECTH TEUEHUs OSTUX THUIIOB.
YcraHoBieHbl oTpuliaTenbHbie cBsizu Mexay PD, OB, Bospactom (rs= -0,76 u rs= -0,75, p<0,05,
COOTBETCTBEHHO) U JTMTEIbHOCTBhIO 3aboiyieBanus (rs=-0,76 u rs=-0,79, p<0,05, cOOTBETCTBEHHO).
Kpome TorO, OTMEYATUCh OTpULIATENbHBIE CHIbHBIC KOppemsiuu Mexay creneHpio @D, 30, Ob u
ypoBHeM xosiectepuHa (Is=-0,93, rs=-0,70 u rs=-0,82, p<0,05, cCOOTBETCTBEHHO) B CHIBOPOTKE KPOBU
(XapaKkTepu3yIOUIero yCHJISHHBIH numonn3 Ha (oHe runorivkemun). C MEpKyTOPHBIMH pa3zMepamu
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IIEYEHU U CBHIBOPOTOYHBIM ypoBHeM [TT oTpuuaTeNbHO M CHUIIBHO KOpPpEIHpOBal IMokKazarenab DD
(rs=-0,79 u rs=-0,86, p<0,05, coorBercTBeHHO). OHOBpeMEHHO ¢ 3TUM ypoBHHU LI[D, KOK u obmero
OuwnnpyOuHa B KPOBHU OTPHUIIATENILHO KoppenupoBainu ¢ nokazatenem CD (rs=-0,74, rs=-0,83 u rs=-0,68,
p<0,05, cOOTBETCTBEHHO).

[lomydeHHble pe3yabTaThl MOXXKHO OOBSICHUTH TEM, YTO Ha (POHE XPOHHMUYECKOTO TEUEHUS
3a00JIeBaHUS U OCJIA0JICHHSI POJUTEIILCKOTO KOHTPOJIS JIETH 10 Mepe B3pPOCICHHS HAYMHAIOT XYXKE
coOmoaare BpadeOHBIE PEKOMEHIALMU W PEXKUM JHETOTepanud. Bce 3To ompepensieTr 4YacToTy
obOocTpeHnii 3a00JeBaHMS M TPUBOIUT K CHIIKCHHIO OOIEro CaMOYYBCTBHS, 334 CUET CHIDKCHHS
(bu3nvecKoil aKTUBHOCTH peOCHKA, €r0 SMOLIMOHATIBHOTO CTAaTyCca U CONMAIBHON aarTalHH.

IIcuxoJsioro-negarornyeckasi XapaKTepucTHKA NAllMEHTOB C [JIMKOTeHOBOMH 00J1e3HBI0

CornacHo pe3yibTaTaM HCCIIEI0BAaHUS, CTENEHb CIEUU(UYHOCTH COLUAIbHBIX YCIOBUHN Cpebl
Y COIMAIBHBIX OTpaHUYCHUM ompenensiack TunoMm ['b u, kak cieacTBue, GU3NUYECKUM COCTOSHUEM
pebeHKa, a Takke opraHuzalueit jgedeOHoro mpoiecca st ero cradmimmsanuu. Tak, y gereit ¢ [ u 111
tunamu I'b conranpHple orpaHuueHus oka3anuch 0oJee BhIpaKEHHBIMHU, YeM Yy nanueHtoB ¢ VI u IX
TUTIAMHU.

Crneundudeckas conragibHas CUTyalus pa3BUTHs, GU3NIECKUE U COITUATBHO-TICUXOJIOTHYECKHE
OTPAaHWYEHUS CTATU MPUINHON BO3HUKHOBEHUS PA3JIMYHBIX 10 CTETIEHHU BHIPAXKEHHOCTH OTKJIOHEHHH B
MCUXOJOTUYECKOM pa3BUTUU Aereil ¢ I'b, a Takke HHU3KOro ypoOBHS MX COLMAIbHOW ajamnTalluH.
OO6001IeHre TCUXOJOro-NMeAarornyeckuX JaHHBIX TI03BOJIIET KOHCTaTUpOBaTh, 4YTO  OoJjee
ONaronpusTHOE SMOIMOHANBHOE COCTOsIHUME Habmomaercss y nereit ¢ VI, IX Tumamum u MeHee
6naronpustHoe — y aerel ¢ | u Il Tunam.

CBs13b SMOIIMOHATBHOTO COCTOSTHUS U THMA ['b 00BACHIETCS 0COOCHHOCTSIMU META00TMIECKOI
KOMIeHcanuu. Tak, Tpu MeTa0oJMYeCKOW KOMIICHCAIIMM W CYOKOMIIEHCAIlMu (PU3NYecKoe u
SMOIIMOHAIIBHOE COCTOSIHWE JeTed, paboTa IIEHTPaJIbHOM HEPBHOM CHCTEMBl Jydlle, a Ipu
JEKOMITEHCALIMM — XYK€ B CHILY 4aCThIX AMM30/0B T'MIIOITIMKEMUN U HHTOKCUKALIMKM Opranu3ma. Bmecre
c Tem, y nereid ¢ I'b, He3zaBHCMMO OT XapakTepa TEYCHHsS OOJE3HH, CHUTYyallus YCYryossieTcs
OTPAaHMYEHUEM pPEAIM3aLNN UX IICUXOJOTMYECKOTO MOTEHLIHATA W HECOOTBETCTBUEM COLMAIBHBIX
YCIIOBUM Cpe/bl BO3PACTHBIM MCUXOJIOTHUYECKUM MOTPEOHOCTSM.

Camoco3Hanue y nereid ¢ I'b paznuyaercs 1o creneHu 3peyocTH. 3pesnas CaMOOIICHKA Yalie
BcTpeuaercss y manueHToB ¢ VI m IX Tumamu m He XxapakrtepHa mis geted ¢ I tumom. Paznuunbie
BapUaHThl Pa3BUTHUS CaMOOIICHKH XapakrtepHbl mis neteil ¢ III tumom. Takum oOpazom, 3penocTh
CaMOOIIEHKH 3aBUCUT OT Tuma I'b, KOTOpeIil, B CBOIO OuYepeab, BO MHOIOM OIPEIEISIET CTEHEHb
MeTaboIMuecKol KoMIeHcauy, GU3NIECKoe U COMaIbHOE (PYHKIITMOHHUPOBAHUE OPraHU3Ma.

Takum 00pazom, coueTaHHe ONTUMAIbHBIX COLIMATBHBIX YCIOBHI BOCHHUTAHUS U JICYCHHS B
cllydae MeTa0OJIMYEeCKOW JIEKOMIIEHCAIIMH CIIOCOOCTBYET COXpPaHEHHIO XU3HU peOeHKa, peanusaluu
€ro MHAMBUIYAIbHBIX IICHUXOJIOTMYECKUX BO3MOXKHOCTEH M YaCTUYHOW COLMAIU3ALMH, CHUXECHHUIO
pUCKa BO3HUKHOBEHHUS OCJIOXHEHHM; Ipu CyOKOMIIEHCaluh — OOECHeuHuBaIOT CTAOMIN3AlNIO
(U3MYECKOTO M TMCHUXOJOTHYECKOTO COCTOSTHUS, a TaKKe COIMAIBbHYIO aJlalTaliio B OOIIECTBE; IMpH
YCTOMYMBOW METa0OIMYEeCKOW KOMIIEHCALlUU — SBIAIOTCS OCHOBOM peanu3alud JHMYHOCTHOTO
MOTeHIIMAaa peOeHKa.

Opranu3anusi pauMoOHAJIbHON MeIUIIUHCKOM M MCUX0JI0T0-TIeJArOrM4eCKOM MOMOLIM JIeTAM C
IJIMKOT¢HOBOH 00JI€3HBIO M YJICHAM MX CeMeH, OBbIIIeHHEe KBAJIN(PUKAIUH MeIHMIIHHCKHX
pPadOTHUKOB

Hamu Obin paszpaGotan u Ha Oaze @I'AY «HMMUIL] 310poBbs aereit»y MunsnpaBa Poccun
BHEJIPEH IUIaH PErYJIPHOIO €KEKBAPTAIbHOIO U TOJA0BOTO OCMOTPOB, @ TAKXKE aJTOPUTM HAOIIOICHHS
naruenToB ¢ ['b (Pucynok 10), Ha OCHOBaHUM KOTOPBIX BO3MOXHO COCTaBJIEHHE HOBOT'O aKTyaJbHOTO
Ha  CErOAHALIHMHA  JIeHb  MEJUKO-?KOHOMMYECKMH  CTaHIapT, MO3BOJIIONIEI0  00eCHeuuTh
IIPEEMCTBEHHOCTh B TEpaluy, HaJaJuTh CXEMBbl JICKQPCTBEHHOTO OOECHeueHUs M peadHIuTaluH,
rapaHTHPOBATh KOHTPOJIb HaJl (PMHAHCOBBIMU 3aTpaTaMH Ha JICUEHHE U, TEM CaMbIM, ONITUMHU3UPOBATH
Y TIOBBICUTB Kau€CTBO BEJICHUS TAKMX OOJIbHBIX HA Pa3HbIX 3Tanax OKa3aHWs MEIUIIUHCKON TTOMOIIH.

VYuuThiBas crieruPpUKy MeTabOIMUECKUX HApYLIEHUH, KITHHUYECKUE U J1a00opaTOpHbIe MPU3HAKH
3a00JIeBaHMs, HEPEIKO MPOTEKAIOLIET0 C HEYIOBIETBOPUTEIbHBIM MPOrHO30M, B PD nuarHoctuka u
JedyeHne nanueHToB ¢ I'b ToMKHBI OCYIECTBIATHCS HA TPEX YPOBHAX:

| — MyHHUIMDANBHBIA (POAMIIBHBIN J0M, pallOHHas MOJMKIMHUKA WIK OOJIbHHUIIA, FOPOJCKAas
OOJIbHHMIIA);

Il — pernonanbHbIi (0OnacTHas WK KpaeBast OOJIBHULIA);
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Il — ®enepanbubiii (Hanpumep, PT'AY «HMMUL] 310poBes netreit» Munsapasa Poccun nnm
nHOM @DefepanbHbIl  NEAMATPUYECKUM  LICHTP, UMEIOIIHMKA  COOTBETCTBYIOIIME MaTEPUAIBHO
TEXHUYECKUE U KaJIPOBBIE PECYPCHI).

3aoauu I yposns:

1. 3a10103pHUTh 3a00JIeBaHUE 110 KIIMHUYECKUM TpU3HaKaM (OJIeJHOCTh KOXKHBIX TOKPOBOB,
YBEJIIMUEHUE Pa3MEpPOB KUBOTA, IENATOMETalUs, CYIOpPOTH, TPYAHbIE MPOOYXKIEHUs, OECIOKOMCTBO
peOeHKa MpH JUTMTENBHBIX TEPUOax MEeXAy KopMmieHusIMH, Hamuuue I'b y cubcoB u ap.);

2. €CJIM BO3MOJKHO, TO IMPOBECTU HCCIICIOBAHUE TIMKEMHUYCCKUX KPHUBBIX TIPH HArpy3Ke
TJIIOKO301;

3. HaIPaBUTh Ha KOHCYJIBTAIMIO B MEJUIIUHCKOE yupexaeHue 11 ypoBHs.

3aoauu Il ypoensn:

1.Ha OCHOBaHUM KIMHHUKO-1a00PATOPHOTO U YABTPA3BYKOBOTO OOCIIETIOBAHUS TTOATBEPKIAETCS
(nnn UCcKITrOYaeTcsl) BO3MOKHOCTh Hanmuusl y peobenka ['b;

2.TMCTIaHCepHOEe HaOMoJIeHNe — WUCTHOb3ys @DenepanbHble KIMHHYECKAE PEKOMEHIAINH,
paspaboTtanHeie W yrBepkIaeHHble CorozoM mnenuatpoB Poccun, NpPOBOIUTH JOTIOJHUTEIHHYIO
KJIIMHUKO-(YHKITHOHAIBHYIO TUATHOCTUKY U JICUCHUE.

3aoauu Il ypoens:

1.oxkoHuatenpHas Bepudukanus ['b ¢ moMomp0 MOIEKYIIPHO-TEHETUIECKOTO UCCIEIOBAHUS B
pedepencHoM DenepaabHOM IIEHTPE;

2.CTIeNHATN3UPOBAHHOE METUIIMHCKOE W IICUXOJIOTHYEeCKOe oOciieioBaHue maruenTa ¢ ['b He
pe’ke 0JTHOTO pa3a B roJi C BhIIAUEH 3aKIFOYEHHUS O AJTbHEUIIEH TAKTUKE JICUYEHUS;

3.mpeHaTaibHas qUarHocTrka ['b, MeauKo-reHeTHIecKoe KOHCYIbTHPOBAHNCE;
WHUIMAIMS TEpanmuy TOCNie TOATBEPXKICHUS JUarHo3a; MOA00p Tepanmuu B 3aBUCHMOCTH OT
BBIPAKEHHOCTH META00TMYECKUX HAPYIICHU; TNIAHOBOE JICUCHHE.

MaaHoBbIA BU3UT

|

Her [ O6ocTpeHue » Na
L 4 h 4
CrabunbHoe COCTOAHUE lNokazaHWA K rocnuTanmusagum
— /\ p”
h 4 l i
JucnaHcepHoe Nerkoe, Taxence
HabawaeHue, cpegHe- TEYEHUE
naaHoBasn THMENOE
Tepanusa Ha gomMy TEUeHUe
h
locnutanuzauma
Ha6awgeHuve B
cTauMoHape v
OHEBHOTo Yayuuenme
npebblBaHMA

h A ¥ h J

BazucHana Tepanuva

Pucynok 10 — Anropur™m AucnancepHoro HadmoaeHus: nanpuenta ¢ I'b

Kpome Ttoro, HamMu ObLIM OOO3HAYEHHI HANpPABIECHUS ICHUXOJIOTO-TIEJArOTHYECKON MOMOIIU
netsm ¢ I'b u ux poauTeNnsM B 3aBUCUMOCTH OT NMPOTHO3a Pa3BUTHUs TUYHOCTH OosbHOTO (Tabmuua 19),
a TaKkKe JIaHbl PEKOMEHJALMU YYAaCTHHKAM MEXAMCIUIUIMHAPHOW KOMaH/bI (BpadaM, IMCHXOJIOTaM,
nejaroraMm) Mo MOJIEP’KaHUIO/TOBBIIIEHUIO MPUBEPKEHHOCTH JICYEHHUIO MAIlMEHTOB M YJICHOB HX
CEMEH.
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Take mo Hameld wWHUNMATHBE BrepBele B PO Obula cozmana MexpernoHanbHast
OJIarOTBOpPHUTEIbHAS OOILIECTBEHHAs opraHu3anus MHBaIUI0B «COr3 ceMel MallMeHTOB C TIIMKOTCHOBOM
00JIe3HbIO», MIPU3BAaHHASL CIIOCOOCTBOBAThH MOBHINICHUIO commanu3anuu jaereit ¢ ['b, crmocoOcTBOBaTh
MOWCKY METOJOB JHArHOCTHKH W JIGYEHUS OSTOro 3a00JIeBaHUs, COJCHCTBOBATH pealu3alyu
KOHCTUTYLMOHAJIBHBIX MPAB MAllMEHTOB U OKA3aHUIO UM BHICOKOKBATU(DUIIMPOBAHHON METUIIMHCKON U
rcuxoJsoro-negarornyeckoil  momouy. PaspaGoranHele Hamu BoepBsle B PO ®denepanbHble
KIMHAYECKHE PEKOMEHJAIMH 110 OKa3aHUIO0 MEIUIIMHCKON MOMOIIM JETSAM C IMEYSHOYHBIMU (OpMaMu
I'b, conepxamme COBpPEMEHHYIO HH(POpPMAIMIO O KIACCU(DUKAIMK, I[aTOreHe3e, KIMHHUKO-
71a00paTOPHBIX, HHCTPYMEHTAIBHBIX U MOP(OIOTHYECKHX W3MEHEHHSIX, OCOOCHHOCTSIX TEpaIruu IMpH
pa3IMYHBIX TUIIAX 3TOTO 3a00JieBaHUs, MO3BOJIAT MEAULMHCKUM PAOOTHHKAM pa3/IMYHbIX PErMOHOB
CTpaHbl MOJIY4YUTh CBOEBPEMEHHBIN JIOCTYI K CAaMOW aKTyaJlbHOM MH(OPMaLUY IO IPUHIIUIIAM BEJCHUS
nanueHToB ¢ ['b.

Ta6auna 19 — HanpaBjieHusi ncuxXoJ0ruueckoi momouy pedesky ¢ I'b

IIporuo3 pa3BuTHS JIHYHOCTH,
KPaTHOCTh OKa3aHHUsl yCJIyr 3a 1 rocnurajin3anuio
braronpustHbIit Puck He6mnaro-
Buabl mnoMoIu, NpoI0/KATEIbHOCTD 3aHATHS HEeOIaronpusT- NPUSTHBINA
HOT'O
MOHUTOPHUHT (AMATHOCTHKA) TICUXOJIIOTHIECKOTO 1 2 2
COCTOSIHUSI peOCHKA U COIUABHOM CUTYaIlMH
passutust (1,33 a/q)
[Icuxomoro-nenarornyeckoe KOHCYJIbTUPOBAHUE 1 2 4
poxuTeneii mo Bonpocam Bocrutanus (1,33 a/4)
WnauBuayanpHbIe 3aHATHS peOeHKa ¢ 5 8 15
ncuxosorom/memaarorom (0,67-1 a/q)
I'pynmoBsie 3aHATHSA peOCHKA ¢ - 8 -
ncuxojtorom/megarorom (1,33 a/q)
I'pynmoBkie 00IIepa3BUBAONIHE 3aHITHS B - 6 -
oraenexuu (1,33 a/q)
[cuxonoro-neaarornyeckoe 3aHATUE ¢ POAUTEIISIMH 2 4 2
(0,67-1 a/4)
MOHUTOPHUHT TPUBEPIKEHHOCTH POAUTENCH 1 2 2
neaeHuro (1 a/q)
O6r1iee koam4uecTBO yeayr (Min-max) 2-10 8-32 15- 35
Oo0r111ee KOJTMYECTBO KYPCOB MCUXOJIOT0- 1 1-2 2-3
Mearorueckoi peabuauranum B rox (Mmin-max)

IpumMeuanue. ald — akaJeMUIECKHI Yac

Ony0aukoBaHHBIE HAMHU MOCOOUS 1T MEIUIIMHCKUX PaOOTHUKOB W poauteneit nereit ¢ I'b, B
KOTOPBIX B JOCTYIHON (popme U3JI0KEHBI COBPEMEHHBIE CBEICHUS 00 3TOM 3a00JIeBaHUM, OCHOBHBIE
MPUHIUIIEI  TUETOTEPANNHU, MEIMKAMEHTO3HOTO JICYEHHUs, a TaKXKe TICUX0JIOro-IeJarornueckon
MOMOIIY, OyAyT CHOCOOCTBOBATH MOBBIIMICHUIO OCBeAOMIIEHHOCTH O I'b He TONIBKO MPAaKTHKYIOUIUX
Bpaueil, HO M caMHUX IMAIlMEHTOB, a TaKXXe WICHOB UX cemel. Takxe BnepBbie B PO mno nHameit
WHUIMATHBE OBLI CO3/aH CalT, (haKTHMYECKH paboTaromui Kak peepeHC-IEHTP CTPaHbI MO0 PEIKHM
0one3nsM, B ToMm uucie u ['b, rae manueHTsl MOTYT HE TOJBKO OOMIATbCd MEXAYy CcO0Oi, HO U
opuIMaIbHO OOPaTUTBCS C BOMPOCOM K BEAYIIMM BpauaM-CIEHUANINCTaM, YTO TMOBBIIIAET HX
COIIMANU3aIMI0, TI03BOJISIET CBOEBPEMEHHO TONYYUTh HMHTEPECYIOIIYI0 HH(OPMAIMI0 O CBOEM
COCTOSIHMM, TEM CAMbIM, yJy4lllasi IPUBEPKEHHOCTh JICUECHHUIO.

BbIBO/IbI

1. Ilo nmaHHBIM CO3JaHHOTO pErucTpa YCTAaHOBJEHO, 4YTO OOLIas OpPUEHTHPOBOYHAS
YHUCIEHHOCTb JIETeHl ¢ INIMKOTeHOBOM OoJie3HbI0 Ha TeppuTopuu Poccuiickoit @enepanuu cocraBuia
0,34 : 100 000 wmu 1 : 294 117 merckoro HaceieHus. HanGomblee KOJIMYECTBO AETEN C TIUKON€HOBOM
6one3npto, Habmogasmuxcs ¢ 2006 mo 2016 rr. B ®I'AY «HMMUIL 310poBbst aereity Mun3zapasa
Poccun, 6butn 3apeructpupoBansl B Llentpansnom (30,0%) u IlpuBoinkckoMm (eaepaibHBIX OKpyrax
(22,0%), a nanmensbiiee — B CeBepo-3anaanom (6,0%) u JlanbHeBOCTOUHOM (eiepaabHbIX OKpyrax
(6,0%). B T0o ke Bpemsi HamOOJIbIIME PACUETHBIE MOKA3aTeIM YUCIEHHOCTH JEeTel C TIIMKOT'€HOBOU
6one3npto moxyueHsl i [laneHeBocTouHOrO (enepansHoro okpyra (0,46 : 100 000 merckoro
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Hacenenus), LleatpansHoro u Ypansckoro denaepanbabix okpyros (mo 0,45 : 100 000), a HaumeHbIHe
— st CeBepo-3anazanoro (0,24 : 100 000) u Cubupckoro denepanbubix okpyros — (0,17 : 100 000).

2. BbIsiBIIEHO, YTO TpPW TJIMKOTEHOBOW OOJE3HH y JAETEH MPOUCXOIUT aKTHBAIMS Kak
penentop-3aBucumoro (SAPO-1/FAS peunentop, SFAS-L, TNF-0), Tak ¥ MHUTOXOHIPHAILHOTO
(uuroxpom C, anHekcHH V) myTell porpaMMHpyeMOi rHOeIu KJIETOK, YTO M03BOJISIET PacCMaTpHUBATh
ee Kak (hopMy IaTOJOTHH, CBSI3aHHYIO C YCHJIGHHEM aronrto3a. [Ipu 3ToM, KOHIIEHTpaluu IUTOXpoMa
C, sFas-R/APO1, sFAS-L, annekcuna V B ChIBOpOTKE KpoBU ObutM moBbIEeHB y 100% neteii ¢ I'b,
TNF-a —y 92,3%, kacma3s-8 — y 71,8%, kacmass-9 — y 34,6% He3aBUCHMO OT THITAa 3a00JICBaHHUS, YTO
CBUJICTEIBLCTBYET O CIUHBIX MEXaHW3MaX MPOTPaMMHUPYEMOU KIECTOYHOW THOENH MPH TIIMKOTCHOBOM
00JIe3HH.

3. [ToxazaHo, 9TO KOHIICHTPAIMU  THATyPOHOBOH  KHCIIOTHI, MaTPHKCHBIX
MeTaJuIonpoTenHas-2, -3, -8 u -9, TKaHEeBOro WHTHOMTOpa MATPUKCHBIX METAJUIONpOTenHa3-1 y
MAlMEHTOB, CTPAJaloIIUX TIJIMKOT€HOBOW OO0JE€3HbI0 (HE3aBUCUMO OT THHa 3aloJieBaHUA), OBbLIN
JOCTOBEPHO BBINIE, 4YeM y JerTedl KOHTpoibHOH rTpymmbl (p=0,000 miast Bcex mokasarenei), 4To
CBHUJICTEIILCTBYET OO0 AKTHMBHOM TEYEHHWH NPOIECCOB (pUOPO3UPOBAHMS TMEYEHU IPH TIMKOTCHOBOU
0osne3Hu. BBISIBJICHHBIC KOPPESIUU MEXKIY CBIBOPOTOYHBIMHM KOHIICGHTPAIUSIMU HWCCIICTOBAHHBIX
MapKepoB CBUJIETENILCTBYIOT 00 MX COJPYKECTBEHHOM YYacTUU B Ipoleccax (puOpo3upoBaHus MpU
TJIMKOTEHOBOM ©Oose3Hn y nereil. Kpome TOro, BBISIBICHHAs HMX B3aWMOCBS3b C CHIBOPOTOYHOMU
KOHIICHTpanuel Kacmasbpl-9 — OJHOTO W3 KIIOYEBBIX OMOMApKEpOB aIlonTo3a — MOXET TOBOPHTH O
napajulelb-HOM TEUEHUH Kak IpoueccoB (uOpo3UpoBaHUs, TaKk M MporpaMMUpyemMoil rubenu
TeraTonUTOB Y MAIIMEHTOB C TITMKOTCHOBOM 0OJIC3HBIO.

4. BrIsiBIIeHO, YTO KOHIICHTpAIMS OCTCOKABIIMHA B CHIBOPOTKE KPOBH ObLIa CHIDKEHA Y
42,7% nereii B cpenneM B 1,3 pasza, MakcuManbHO — B 3 paza. Y octanbHbIX 57,1% ero comepkanue
HAXOJWJIOCH B TIpeJiesiax HOpMabHBIX 3HaueHni. Conepxanne ButaMmuHa D 25-OH Ob10 CHIKEHO Y
81,6% manmenToB, B cpeaHem B 1,8 pa3, makcumanbHo — B 10 pas. Tompko y 18,4% nereit aToT
nokasarenab Obl1 HOpMalbHBIM. Konnenrpamus [-CrossLaps Owwia mosbimnena y 79,6% nereit u
nocTturajga B cpeanem 1,6 HopMm, makcumanbHOo — 5,8 HOpM. CojaepaHue 3TOTO Mapkepa ObLIOo
HOpMaJbHBIM JHIIb Y 20,4% 60mbHbIX. KonnienTparus P1NP 6bina noseimenHoit y 100,0% nanuenTon
U B CpeHEM JocTHraia 3,6 HopM, MaKCUMaJdbHO — 12 HOpM. YKa3aHHbIE U3BMEHEHHS CBUACTEIHCTBYIOT
00 aKTUBHBIX MpOIlEcCCax KOCTHOTO PEMOJIEIHPOBAHUS Yy JNETe ¢ TIIMKOTEHOBOM 00je3HbI0 Ha (hoHe
MEeTa00IMYECKIX HAPYIICHUMN.

5. Cpenu d4acThIX MyTalMi, XapakKTePHBIX IS POCCUMCKUX JI€Te C TJIMKOINE€HOBOM
00JIe3HBIO0, OOHAPY)KEHHBIX B XOJE HMCCIICIOBAHMS, MOXHO BBIJICTUTh MUCCEHC MyTamuio C.247C>T,
MPUBOJAIIYI0O K 3aMeHE aMHHOKHUCIOTHBIX ocTtaTkoB P.Arg83Cys rena G6PC, BcrperuBmascs B 11
(78,6%) annenbHbIX BapuaHTax u3 14 Bo3MoxxHbIX. B rene SLC37A4 yacras myrauus — 3T0 AeNeus
nByx HykiaeotumoB €.1042 1043del, mpuBoasmiast xk caBury pamku cunthiBanus P.Leu348Valfs*53,
obnapyxennas B 11 (39,3%) annenbHbIX BapuaHTax U3 28 BO3MOXHBIX (M3 JBYX POJHBIX OpaTheB
yureH oauH). B rere AGL yaanock BBISIBUTH 2 MyTaIlMH, XapakTepHble 11 poccurickux aereit ¢ I'b 1
tuma: HoHceHc mytanus C.3980G>A, mpuBomimas K MPEKIECBPEMEHHONW TEPMHUHAIMKM TPAHCISALIUN
p.Trpl327X, wnaiinenHas B 10 (25,0%) amnenbHbix Bapuantax u3 40 BO3MOXHBIX, M MyTalus
€.1423+1G>A, oxa3piBaromiasi BIMSHUE HA CAWT cIulalicuHra, HaineHHas B 6 (15,8%) amrenbHbIX
BapuaHTax u3 38 BO3MOXHBIX (M3 JABYX POJHBIX OpaTheB yureH oauH). B rene PHKA2 wame Bcex
npouux Oblia oObHapyxkeHa myramus €.884G>A, p.R295H, BeisiBnennas y 3 (15,0%) HepoACTBEHHBIX
nanueHToB u3 20 HEPOJCTBEHHBIX JIETeil C TUKOreHOBOU Oosie3Hbto X Tumna, BepuduuupoBaHHO! B
X0JIe uccleoBaHus (U3 ABYX POITHBIX OpaTheB yuTeH oAuH). OCTalbHBIE MYyTallUd BCTPEYAIUCh C
4acToTo|, He npesbimarouei 10,0%.

6. Ha ocHoBanMM mnpuMeHEHHS  MAaCCHUBHOTO  TapajuIeIbHOTO  CEKBEHHWPOBAHUSA
ycTaHOBJIEHO, uTo B Poccuiickoii denepanuu camoil yactoit popmMoii TTUKOTEHOBOM OONE3HU Y JeTeit
apnsieTcst |X Tum, BeisiBieHHbIN B 35,1% ciiyqaeB, a camoil peakoit — |V tun, BepupuimpoBaHHbIii B
1,4% cayuaeB. Y 33 (44,6%) nereit u3 74 reHeTHYecKM MHOJTBEPXkAECHHBIX Obl1a oOHapyxkeHa 31
(53,5%) He ommcaHHas paHee MyTalus W3 58 MATOTeHHBIX BAapUAHTOB, BBIABIECHHBIX B § (40,0%)
pa3nuuHbIX TeHax u3 20 HCCIeAOBaHHBIX, YTO YKa3blBaeT HAa 3HAYUTENBHYIO T'€TepOTeHHOCTH
TeHETUUYECKUX (PAKTOPOB Pa3BUTHS TIIMKOTEHOBOW OONE3HU B POCCHUUCKON MOMYISIMHU. Y CTaHOBJICHO,
yro mytaruu C.247C>T rena G6PC, ¢.1042_1043del rena SLC37A4, ¢.3980G>A, ¢.1423+1G>A rena
AGL u c.884G>A rena PHKA2, aBnsioTcst XapakTepHBIMU JUISI POCCHMCKUX JETel ¢ TIMKOTE€HOBOM
00J1e3HBI0.

7. [To nanHBIM TpaH3UEHTHOW 3MacTorpaduu MeYeHu BbBISABIEHO, 4TO Y 29,8%, 28,0% wu
46,2% nmereil ¢ MyKOBHCUUIO30M, MYKONOJHMCAaXapHJI03aMH U TJIMKOT€HOBON  00Je3HbIO,
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COOTBETCTBEHHO, GOPMUPYIOTCS (PUOPOTHUECKUE H3MEHEHUS MTAPCHXUMBI TICUCHU Pa3IMYHON CTEIICHU
BoIpaxkeHHOCTH 10 mikasie METAVIR, nipu stom B 12,1%, 12,0% u 10,5% ciy4yaeB, COOTBETCTBEHHO,
MMEET MECTO BBIPAKEHHBIM (PUOPO3 WM HUPPO3 MEYeHH. ACCOIUAIMs IMOKa3areiae TPaH3MEHTHOM
anmactorpaduu  TMEYCHW C  KIWHUKO-IA0OPAaTOPHBIMU W HHCTPYMEHTAIBHBIMU  JITAHHBIMH,
XapaKTePU3YIOMIMMH TIOPAXKCHUE TICUYCHHU, MOATBEPKAaeT HH(POPMATHBHOCTH OSTOW METOIUKUA B
OTIPENICICHUN CTAJAUHHOCTH TIe4eHOouHOoro ¢ubpos3a y nereir. IlammeHTBl, y KOTOPBIX COTJIACHO
pe3ynbTaTaM TpPAaH3WEHTHOM 3JacTorpaduu medyeHu BbisBieHa cTaaus FO, HO B HEKOTOpPBIX 30HAX
W3MEPEHUH OTMEYAIMCh TOBBINICHHBIC 3HAYCHHS, HAXOJAITCS B TPYIIE pPHUCKA [0 Pa3BUTHIO
maddy3HbIx GuOpoTHUECKNX M3MEHEHHH nedeHu. [1o JaHHBIM criennanbHO pa3paboTaHHONW OaTEHON
IIKaJIbI, CTETICHh HapyIICHUs (YHKIIUH MEYEeHU BBIpaKEHHO HapymieHa y 78,1%, yMepeHHO HapylieHa
-y 21,9% nereii.

8. BrisiBneno, uro oOmum KT-mpusHakoMm, XapakTepHBIM JUIsl BCEX THIIOB TIIMKOTE€HOBOM
00JIe3HH, SBISIACH BBHIPAKEHHAS TEMATOMETAIHS C TIPEUMYIIIECTBEHHBIM YBEITUYCHUEM JIEBOM J0JIM U
uHnekca | cermenta. OcOOEHHOCTh KaPTUHBI MAPEHXUMBI TICUSHU TPU STOU MATOJOTUU — U3MEHEHUE €€
PEHTI€HOBCKOM TJIOTHOCTH B 3aBUCHUMOCTU OT THma 3abosieBaHus. Tak, mpu [ Tume orMmeuanoch ee
camxenue (40,0%) mubo HOpMmanmbHble mnokazatenu (53,3%), a mpu III u VI/IX — nHanpotus,
3HauuTtenbHOe noBeIeHue y 100,0% nereii (Hanbonee BeipakenHoe npu VI/IX tunax). ¥V 3,4% nereit
Pa3BUBAIIMCH aJICHOMBI TIEYCHHU. BBIpaKeHHOCTh TemaToOMErajuu y MalueHToB ¢ 0oJyie3Hbl0 BuiabcoHa
Obl7Ia TOpa3/l0 MEHbBINE, YeM NPHU TJIIMKOTEHOBOW OOJIe3HW, HOPMAaJIbHAsl PEHTI€HOBCKAas IIOTHOCTH
neyeHu BbIsBIIeHA B 55,6%, a moBbImIeHHas — juiib B 7,4% ciy4aeB; HU y OJHOTO peOCHKa HE
3aUKCUpPOBaHA TUTIEPACHCHBHOCTh KOPKOBOTO BEIIECTBA MTOYEK.

9. [Ipn MHKPOCKONMMYECKOM HCCIEJOBaHUM OHONTAaTOB Bcell BBIOOpKK pgered (N=51,
100%), y koTopbIX Oblia MNpOBEACHA MYHKIMOHHAs OWONICHs, ObUIM OOHApYXEHBbI BBIPAKEHHBIE
JIETCHEPAaTUBHBIC WM3MEHEHHUs IICUEHHU: TMapeHXWMa OpraHa HaNOMHHAJIA «PACTUTEIbHYIO» TKaHb,
OTIPENIETISUTUCH TIOJISl YBEIMYCHHBIX B pa3Mepax IemaToruTOB, HMEBIIUX «IIITAMIIOBAHHBIN» BHJI, OUYEHb
CBETIIYIO WJIH «ONTUYECKH MYCTYIO» IUTOIIa3My, YETKO KOHTYPHUPOBAHHYIO MEMOpaHy U CMEUIEHHOE
Ha mnepudepuro kietkd sapo. Y 20 (39,2%) pgereit B remaTouluTax, pacroJiaraBIIMXCS B
MEPUNIOPTATILHBIX 30HAX, a Takke BOIM3U (PUOPO3HBIX CENT, BBIABIISIUCH YBEIMYCHHBIE B pa3Mepax 3a
CYeT TJIMKOTeHOBOM Bakyosnm3anuu sgapa. Y 37 (72,6%) nereit B OMTOIIa3ME TEMATOIMTOB C
Pa3IMYHON CTENEeHbI0 BBIPAKEHHOCTH MPUCYTCTBOBAIM MEJKO- WM KpYMHOKAamNeNlbHas >KUPOBas,
OeNKoBasi ¥ THAPONMHYECcKass AUCTPO(DUS BIUIOTh 10 «OaUIOHHOI», ¢ HEKPOOMO30M U HEKPO30M TPYIIII
kinetok. Ilpu3Haku BocmaneHUss B MedeHH OTCyTcTBoBaiu y 33 (64,7%) u ObLIM BBIPAKEHBI
MUHUMAaIBHO ¥ 9 (17,7%) neteit, y 7 (13,7%) 601bHBIX OOHAPY>KEHBI SIBJICHUS TIEPUTEIIATUTA; BHICOKAS
CTENeHb T'MCTOJOTHYECKON aKTUBHOCTH 3aUKCUpoBaHa TOJIbKO Yy 1 (2,0%) pedenka c I'b. IlopTanbHsiii
U THepunopTanbHbeiil pudpo3 umen mecto y Bceil BbiOopku neteit (N=51, 100%), mopro-nopransHbIe
COEIMHUTENIbHOTKaHHbIe cenThl — Yy 28 (54,9%), nopro-LeHTpanbHbie centbl — Yy 3 (5,9%) nanueHTos.
Huppos ob6Hapyxen y 10 (19,6%) nauuentos; y Bceit BeiOopku aereit (N=51, 100%) npu nposeaeHuun
HINK-peakiuy B HUTOIIa3M€ TeMaTOLMTOB YCTAHOBIECHO HEPABHOMEPHOE IUIbIOUATOE pacipesiesieHue
TJIMKOT€Ha, KOTOPBIA BhIMBbIBAJICS B KOHTposie ammiiazoi y 50 (98,0%) nereii u OblT pe3UCTEHTEH K
amuase Tosbko y 1 (2,0%) pebenka ¢ IV tunom 3a0osieBanus.

10.  YcraHOBIIEHO, YTO U3MEPEHHUE TTIMKEMUU HATOIIAK MAJOMH(POPMATHBHO MO CPABHEHHUIO
¢ 72-4acoBBIM HEMPEPHIBHBIM MOHUTOPUHIOM TJIIOKO3bI (IIO3BOJISIET BHISIBUTH TMIIOTJIMKEMHUIO JIUIIb B
26,1% cnydaeB npotuB 82,6%). ['umornmkemus yamie uMMella MECTO Y MHAIlMEHTOB C TJIMKOTE€HOBOM
oosiesunio la/lb (72,2%) u 11l (100%) tunos, yem ¢ VI/IX (66,7%). Y nereil, HempUBEPKEHHBIX
JICYEHUIO, JI0JIsI TUTIOTIIMKEMUH, a TaK)Ke €€ BhIPaKEHHOCTh Obutn 3HauuMo BhIe (p=0,044 u p=0,020,
COOTBETCTBEHHO), YeM Yy MAallUEeHTOB, MPHUBEPKEHHBIX PEKOMEHIAIUsAIM Bpada. J(0oJs THMOTIMKEMUN
ObLTa TOCTOBEPHO OO0JIbIIE Y MEPBUYHBIX OOJNBHBIX C HEYCTAHOBIEHHBIM TUArHO30M, [0 CPABHEHUIO C
MarueHTaMu ¢ BepU(UIIMPOBAHHON TIMKOT€HOBOM OOJIE3HBIO, PETYISIPHO HAOMIONABIIUMUCS B
crarronape (p=0,045).

11. Ilo nfaHHBIM  KOJMYECTBEHHOTO  IUTOXMMHUYECKOTO  aHalM3a  aKTUBHOCTEH
BHYTPUKJIIETOYHBIX JETUAPOTeHa3 TUMQOIMTOB BBISIBIEHO, UYTO Yy JIETEH C MEYEHOYHBIMH (opMaMu
TJIMKOTE€HOBOM 00JI€3HH MMEIOT MECTO MPHU3HAKU MUTOXOHIPHUATBHOW JUCPYHKINUU, CTETIEHb KOTOPOH
3aBUCHT OT TuIIa 3a00seBanus. MUTOXOHApUANbHAA NUCHYHKIMS HanOoliee BhIpaKeHa Yy MAI[UEHTOB C
| TumoM TIUKOTEHOBOW OOJE3HU, YTO COOTHOCHTCS C TSKECTBIO COCTOSIHUS TAIlHEHTOB BBUIY
0COOCHHOCTEH maToreHe3a. AKTUBHOCTh (PepMEHTOB JTMM(OIUTOB y JAETEH C TIIMKOT€HOBOM 00JIE3HBIO
KOppETUpPYeT C OCHOBHBIMH MapamMeTpaMu OILEHKU TSHKECTU COCTOSHHS, YTO MO3BOJIAET UCTIOIH30BATh
JTAaHHBIE TIOKA3aTeNId B KAYECTBE IOTIOTHUTENHHBIX JUATHOCTUYECKUX KPUTEPUEB.
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12. Jloka3aHo, 4TO y JIeTel C IMIMKOTEHOBOW 0OJIE3HBIO HA MPOTSHKEHUU 7 TOCIUTATH3AIMMA
(0-12-18-24-30-36 mec) Ha (oHE Tepanuu OTMEYANach MOJOXKUTEIbHAs JTUHAMUKA IO CJICIYIOLIAM
MOKA3aTeNisiM: HW)KHSS TpaHWIla TNedeHH 1o gaHHbM rnepkyccuu (p=0,000), riukemus HaToOIIaK
(p=0,000), cwiBopoTtounbic koHieHTpanuu AJIT (p=0,000), ACT (p=0,000), I'TT (p=0,000),
xonectepuna (p=0,020), Tpuriuuepunos (p=0,012), JIAT (»=0,002).

13. YcraHoBieHO, YTO y JAETeM C TJIMKOTEHOBOW OO0JIE3HBIO, COTJIACHO pPE3yJibTaTaMm
TECTUPOBAHUS, UMEET MECTO BBIPAKCHHOE CHIDKEHHE KayecTBa JKHU3HH IO CPABHEHHIO CO 3JI0POBBIMU
KaK [0 OTBETAaM CaMUX MAIMEHTOB, TaK M MO OTBeTaM poauTtenei. [Ipu oleHKe KadecTBa >KU3HU
BBISIBJICHO PACXO’KJCHHUE OTBETOB JIETEH C TJIMKOTEHOBOH OOJIE3HBIO W WX POJUTENCH — IMOCIEIHUE
JOCTOBEPHO HHIK€ OIIEHMBAIOT Ka4yeCTBO JKU3HM JieTed 1o TmokazatensiM  «Dusmdeckoe
(YHKIIMOHUPOBAHKEY, «IMOINHOHAIBHOE (HYHKIIMOHUPOBaHKEY, «ConnanbHoe PYHKIIMOHUPOBAHUE) U
«O6mmwmit 6amm, yem camu netu (p=0,048, p=0,017, p=0,041, p=0,017, coorBeTcTBeHHO). OHAKO OaAIIIT
o mKkajge «IMOLUUOHATIbHOE (DYHKIMOHUPOBAHUE» Yy JAETeH C TIMKOT€HOBOM OOJIE3HBIO JOCTOBEPHO
Boiie (p=0,029), yem npu ¢QeHunkeToHypuu, a mnokazarenb «CouuanbHoe (YHKIIMOHUPOBAHHUE»
cyuiecTBeHHO BbIe (p=0,021), yem mpu MyKomoJrcaxapu103ax.

14. YcraHoBi€HO, UYTO  TUN  TJIUKOTE€HOBOM  OOJIE3HH, XapakTep €€  TeYeHHS,
CBOEBPEMEHHOCTh HadyaJla U TOYHOCTh COOIOJCHUSI CXEMbI JICUCHHS SIBISIOTCS MEIUKO-COIUATbHBIMHU
(dakTopaMy, OMNpEeAETSIONIMMU (U3NYECKOE U IICUXOJIOTHYecKoe cocTosiHue aered. CroxHas u
TPYJOEMKasi cxeMa JieueHus 1ehopMHUpPYET COLUAIbHYIO CUTYaAIlUIO PAa3BUTHS, Jienas ee crieluGuIHoM,
B CBSI3U C 4YE€M HE YJOBIETBOPSIOTCS B TMOJHOW Mepe CYIIECTBYIOIIME Y JeTed BO3pacTHhIE U
MICUXOJIOTHYECKHE MOTPEOHOCTH, a 3TO OOYCIOBIMBAET HEOIArOMPUATHBIM MPOTHO3 MCUXUYECKOTO
pa3BUTHS W COIMAIBHON ajanTalui. B 3aBUCHMOCTH OT COYETAaHUS TaKUX MEIHKO-COIUATBHBIX
(hakTOpoOB, KaK METa0OIMYECKass KOMIICHCAINS M CTETIEHh COOTBETCTBUS COIMATBHBIX YCIOBUMA CpEIbl
(Gu3NYECKUM M TICUXOJIOTUYECKUM MOTPEeOHOCTSAM pebeHKa, OIMpeneiseTcss MPOrHO3 MCHUXUYECKOTO
Pa3BUTHS M COIMAIILHON a/IallTalluy JETeH ¢ TIIMKOTEHOBOW 00s1e3HBI0: 16,2% MMEIoT OJaronpusTHBIN
MPOrHo3, 59,5% — puck HeOIaronpuaTHOro nporuo3a u 24,3% — HeO1aronpus THHIN.

15. TlokazaHO, YTO COIMAJIBHO YHPABISEMBIMU (DAKTOpaMH, TO3BOJISIONIUMU JTOCTHYb
ONTUMAJIBHBIX COLMATIBHBIX YCIIOBUN Pa3BUTHUS JETEW C IIIMKOT€HOBOW OOJIE3HBIO M ClIENaTh MPOTHO3
MICUXUYECKOTO U COIMAILHOTO Pa3BUTHS Oosiee OIaronpUsTHBIM, SBISIFOTCS BBICOKAs PUBEPKEHHOCTD
poauTeNnel JIEYeHUIO U COOTBETCTBYIOLIAS MOTPEOHOCTSIM AETCKOM JMYHOCTH CHCTEMa BOCIIUTAHUS B
ceMbe. YMEHbIIECHHE CTeNeHU AedopMalui WM CHEHU(PUUYHOCTH COLMAIbHOW CHUTyallUd Pa3BUTHS
BO3MOXHO IYTEM CBOEBPEMEHHOI'O OIpPENEICHHs MPUBEPKEHHOCTU POJUTENEH JICUCHUIO U CHCTEMBbI
BOCIIUTaHUs OOJBHOTO peOEHKa B CEMbE, BBISIBICHUS XapaKTepa, CTPYKTYPhl M CTEIEHU TSHKECTH €ro
MICUXOJOTHYECKUX TpolbiieM i pa3paboTKU U peau3aluu COJIep>KaHus MCUXOJIOTr0-MeAarornyeckoi
MTOMOIIH.

16.  Pa3paboTaHHBIi TUIaH PETYISAPHBIX (€KEKBAPTaIbHBIX M TOJIOBBIX) OCMOTPOB U
QITOPUTM  HAONIOJICHUS MAIMEHTOB C TJIMKOTEHOBOW  OOJIE3HBIO  TMO3BOJISIOT  00ECHEYHTh
MIPEEeMCTBEHHOCTh B TEpalUH, HaJaJUTh CXEMbl JIEKAPCTBEHHOTO OOecleyeHus U peaduiuTaluu,
rapaHTUPOBATh KOHTPOJb Ha/l (PMHAHCOBBIMH 3aTpaTaMy Ha JICYEHUE U, TEM CaMbIM, ONITUMU3UPOBATH
Y TIOBBICUTH KA4E€CTBO BEJCHHS TaKMX OOJBHHBIX HA PA3HBIX ATANax OKa3aHHs MEIUIUHCKOMN MOMOIIH.
[Icuxonoro-negarornyeckasl MOMOIIb JETSIM C TJIMKOT€HOBOH OOJIE3HBIO W UX POAMUTENSM JIOJDKHA
YYUTBIBATh MPOTHO3 PA3BUTHS JIUYHOCTH OOJILHOTO M OCYIIECTBIATHCS CUJIAMHU MEKIUCIHUILTUHAPHON
KOMaH/Ibl (BpauaMu, IICUXO0JIOTaMU, IeJaroramMu).

INPAKTUYECKUE PEKOMEH/JALIUN

1. Pa3pa60TaHHa;I QJICKTPOHHAA CHUCTEMaA yd€Ta NAalHUCHTOB (perI/ICTp) PEKOMEHAYCTCA K
HUCIIOJIb30BAHHIO B HeﬂHanquCKOﬁ ITPAKTHUKE, TAK KaK SABJISICTCA I/IHq)OpMaTI/IBHLIM HHCTPYMCHTOM,
MO3BOJIAIOIHUM aHAJIM3UPOBATH COLUAJIBHBIC, SITUACMHUOJIOTHYCCKUEC, aHAMHCCTHYCCKUEC, KIIMHUYCCKUC,
J1a6opaTopHHe XapaKTCPpHUCTUKU JeTe C TJIIMKOI€HOBOM 6OJ'IG3HI>IO, BBISIBJISITh  OCOOCHHOCTH
3a00JIeBaHUs Ha CUCTCMHOM, OPraHHOM M TKAHCBOM YPOBHAX, a TAKKC OLICHUBATH 3(1)(1)6KTI/IBHOCTL
JIIATEIIbHOM TCparuu.

2. Hcnomns3oBanue p33p3.60TaHHOFO aJIropuTMa BEACHUA JIETeH C MEeYEHOYHBIMHU (I)OpMaMI/I
TJIMKONEHOBOU 00JIe3HU PCKOMECHAYCTCA JId OIIPCACIICHUA ONTHUMAJIbHOM MOCJIEIOBATEIABHOCTH H
KpaTHOCTHU KOHTPOJIBHBIX 06CHCHOBaHHﬁ MalUCHTOB Ha Pa3HbIX 3TallaX OKa3aHUud MEIUITUHCKOM
IIOMOIIH U MOBBINICHHUA €€ Ka4CCTBA.

3. BceM mammeHTaM C TIIMKOTE€HOBOM 00JIE3HBIO TIOKA3aHO MMpOBCACHHUEC MACCHUBHOT'O
napajiyieJIbHOI0 CCKBCHUPOBAHUA JJIS BCpI/I(I)I/IKaI_II/II/I TUIIA MATOJIOTHHU, YTO OHNPCACIIACT TAKTHUKY
BCACHUA OOJIBHOTO U IMMPOTrHO3 TCUCHUA 3a00JIeBaHUs.
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4. Tpan3uentHas snacrorpadus U KOJIWYSCTBEHHAS YJIBTPa3BYKOBAsl OLIEHKA CTPYKTYPHI
neueHn ¢ npuMeHenuem ¢yHkimu Acoustic Structure Quantification pexoMeHmyroTCSI B KadecTBe
JNOCTYITHBIX HEWHBA3WUBHBIX BBICOKOMH(POPMATHBHBIX M XOPOIMIO BOCHPOU3BOIMMBIX METOIUK
OTIpEJICNICHUs] BBIPAKEHHOCTH (UOPOTHUECKUX W3MEHEHUW IEUEHH Yy TAIMEHTOB C TIUKOTCHOBOM
0O0JIE3HBIO.

5. HenpepsiBHbI 72-4acoBOM MOHHUTOPUHI TJIIOKO3bl B WHTEPCTUIIMAIBHOM >KUJIKOCTHU
PEKOMEHIYEeTCSl TPHUMEHSATh Y MAIllMEeHTOB C TJIUKOI€HOBOM OO0JE3HBIO KaK MAaJIOMHBA3WBHBIN U
MH()OPMATUBHBIN METOJ ONIPECIICHUS TJIMKEMHUYECKOTO TPOQHIIS, TO3BOJISIOIIAN BHISBIISITH CKPBITHIS
SMU30/Ibl TUIMOTJIMKEMHUM U CBOCBPEMEHHO KOPPEKTUPOBATH MPOBOJAUMYIO JHUETOTEpANuio C
MIPUMEHEHHEM CBHIPOT0 KyKYpPY3HOI'O Kpaxmala.

6. [TanmenTam ¢ TIMKOTEHOBOM 00JIE3HBIO HEOOXOJMMO MCCIIECOBAHUE KAYECTBA >KU3HU
KaK TIpU TEPBUYHON TOCMUTATU3AMU, TaK M TPH JUHAMHUYECKOM HAOJIOJACHHH C IENbI0 OIEHKU
3¢ (HEKTUBHOCTH MEIMIIMHCKOTO BMEIIATEIHCTRA.

1. [TanimenTamM ¢ TJIMKOTEHOBOW  OOJIE3HBIO HEOOXOJMMO OKa3aHWE TICHUXOJIOTO-
MeJarornyeckoil momoimu, oO0OBEM KOTOPOM JOJKEH ONPEeAeNsiTbCs MepCOHU(UIUPOBAHHO, B
3aBUCHUMOCTH OT UHJIMBUIYAJIbHBIX TICUXOJOTHUYECKUX BO3MOXKHOCTEH MaIlMEHTa.

CIIUCOK HAYYHBIX PABOT, OITYBJIMKOBAHHBIX 11O TEME JUCCEPTAIIUN
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CIIMCOK COKPAIIEHU U YCJIOBHBIX OGO3HAYEHU

ASQ — Acoustic Structure Quantification
NK-ki1eTka — HaTypaJIbHBIA KUJLIIep

P1NP — N-tepMuHaibHBINH IpONENTHT
npokoJsaresa 1 tuna

SAPO-1/FAS peuentop — pactBoprMbiii FAS-
peuenTop

SFAS-L — pactBopumsbrit FAS-nurann

TNF-a — dakxTop Hekpo3a ormyxoei-o
B-CrossLaps — C-TepMUHAIIBHBIN TETONETTHT
CBIBOPOTKH

AJIT — anannHamMuHOTpaHChEpasza

ACT - acnapratamuHOTpaHchepasza

bB — 60mne3nnr Bunbcona

I'b — rimkorenoBast 00Je3Hb

I'BOY BIIO - I'ocymapcTBeHHOE OFOKETHOE
o0pazoBaTeabHOE YUPEKACHUE BBICIIETO
poheCCHOHATBHOTO 00pa30BaHUS

ITT — raMMa-rayraMuiITpaHCIENTHIa3a

' C — rucronorudeckuii HHIAEKC CKIEPO3a
'K — ruanmyponoBast Kuciaora

JDOPA — nBysHepreTudeckast abcopOnnomMeTpust
WI'A — uHzeKe rucTOOrnYecKol akTUBHOCTH
UKP — uHTEpKBapTHIILHBIN pa3mMax

K29 /ATA — sTunennnaMuHTEeTpaanieTaT

KoK — xauecTBO Xu3HH

klla — kmitonackane

KT — xommeroTepHast Tomorpadus

K-VY — xpurepnit Kpackena-Yonnuca

K®K — kpearnndocdoknnasza

JIJI — neBas monst

JIAI" — nakTaTaeruaporenasa

MB — MykoBHCIIU03

MMII — MaTpuKCHas METAIIIONPOTENHA3A
MIIKT — MuHepabHas IIIOTHOCTh KOCTHON TKaHU
MIIC — mykononucaxapumao3

M-V — kpurtepuii MaHHa-YuTHU

HAJIH-/I — aukotnHamuiaaeHnH-H-geruaporenasa

HWNMW — nayyHO-UCCII€0BATENBCKUI HHCTUTYT
Ob — o6muit Gann

OI'K — OKpy»KHOCTb I'DYAHOH KJIETKH

I1BI1 — nmyHKIIMOHHAs OUOTICHS TIEUCHH

I1/] — npaBast ons

[13P — nepenne-3agHuii pasmep

IICH — neueHOUHO-CENE3EHOUHBIN NHIEKC

PHK — pubonyknenHoBast KHCIOTa

P® — Poccniickas denepanus

CHI" — cykuuHaTaeruaporeHasa

CKK — cbIpoii KyKypy3HBIil Kpaxmail

CHI - ConppyxectBo HezaBucumbix I'ocynapcers
CHO®II — crenenp HapyIieHus: QYHKIUH MTEYEHU
C® — conmanbHOE (HYHKIIMOHUPOBAHHE

CHIA — Coenunennsie [ItaTet AMepuku
TUMII — TKaHeBOW WHTHOMUTOP MATPUKCHBIX
IIPOTENHA3

TOII — Tpan3ueHTHAS dmacTorpadus nedeHn
OI'AY «<HMUII 3n0poBbs aerern» Mun3apasa
Poccnn — @enepanbHOE TOCYTapCTBEHHOE
aBTOHOMHOE yupexaeHue «HannoHanbHbIN
MEJIMIIMTHCKUI UCCIEN0BATENBCKUI HEHTP 310POBBSA
Jerein» MUHHCTEPCTBA 31paBOOXPAHEHHUS
Poccuiickoi @enepanun

®JIC — hyHKIIMOHUPOBAHUE B IETCKOM CaTy
OKY — dhennnkeTonypus

®IT — pubpo3 neueHn

DD — pusnyeckoe GyHKIIMOHUPOBAHUE

OIII — hyHKIIMOHUPOBAHUE B IIIKOJIC

WK — HIudd-itogaas kucaora

P — menounas ¢ocdaraza

OBM — 351€KTpOHHO-BBIUNCIUTEIbHAS MAIIMHA
D@ — sMonMOHANBHOE ()YHKIIMOHUPOBAHHE



