L 4
B pamKax HanpaBneHus:
«BHefpeHvie HOBbIX MEAVLIMHCKIX TEXHOOT N, |
METOAUK JieUeHUsA 1 NpodunakTKm 3aboneBaHnin
B MPAKTNYECKOE 30PaBOOXPaHEHME
)

4
XX ropoackas .
HAY4HO-NPAKTUYECKAs / 5
KOoHdepeHums

|

OHOOKPUHHbIE
. ./ acneKkTbl
N B neaguatpum

17-18 Hos6psa 2021 ' o

3aaHue MNpasutenbcTBa MoOCKBbI
yn. HoBbi Apbar, 36

20p| MaTepuanbl KOHEPEHL MK




XX T'OPOJICKAS FOBUJIEMHA S
HAYYHO-ITPAKTUYECKASI KOH®EPEHIUSA

«OHJOKPUHHBIE ACITIEKTbBI B IEAUATPUN»
BaaropapHocth yuntensim. Baruisin B Gyayuree.

Marepuagbl KOH(pepeHIHH,
KaTaJI0T Y4ACTHHKOB BbICTABOYHOH IKCIO3HIIMHI

© Kommextus aBTopos, 2021
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FTOPMOHATNbHbIW NPO®UNb Y AEBOYEK C AHOMAJIbHbIMU
MATOYHbIMN KPOBOTEYEHUAMU

Aoaman JI.B., [lempsiikuna E.E.? , Cuoupckas E.B.', Kopomxkosa C.A.%,
Tecopean A.IL.'%, Ilonakosa E.H.%, Aéemucan /].C.*

IMockosckuti 20Cy0apcmeenplil MeOUKo-CIMOMAamon02uLecKull YHugepCumen
um. A.1. Egooxumosa, Mockea, Poccus

*Mopo3zoseckast Oemckast 20poOcKas Kiunuveckas oonvhuya Jlenapmamvenma
30pasooxpanenus, Mocksa, Poccus

3 PIIKF ®I'AOY BO PHUMY um. H. U. Iupozosa Munzdpasa Poccuu,
Mockea, Poccus

Tepsvitt MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

AHOManbHbIE MaTOYHBIE KPOBOTEUEHMS SIBISAIOTCS CaMOM pacrpoCTpaHEHHOH
THHEKOJIOTHYECKON TTaTOIOTHEH Cpelr MOAPOCTKOB B MyOCPTaTHBIN MEPHOT U CO-
CTaBILIIOT B 3TOi Bo3pacTHOM rpymme 20—30 % cpean BceX THHEKOJIIOTHYECKHX 3a-
GoneBaHMA.

Heasn: [IpoBecTH OIEHKY COCTOSHUS TOPMOHATBHOTO (hoHa neBodek ¢ AMKIIII,
TOCMUTAIU3UPOBAHHBIX B TMHEKosornueckoe oraenenne MIAI'KD.

Metoapl: Kimmandeckoe oOcienoBaHme BKIIOYANO: cOOp aHaMHe3a, 00bEKTHB-
HOe 00CIeI0BaHNe TIOIPOCTKOB, Y3/ opraHoB Mayoro Tasa, NCCIIEI0BaHIE TOPMO-
HOB PENPOAYKTHBHOTO 3BE€HA B CHIBOPOTKE KPOBH.

Pe3ysnbrarbl: Bee 1eBoUKM ObUTH pa3/ieNieHbl Ha 3 TPYIIBI B 3aBUCHMOCTH OT
o0beMa TepseMOil MEHCTPyalbHOW KPOBH. Y NeBOYEK | TPyMIBI, KPOBOTCUCHHE
COTIPOBOXKAANIOCH OTHOCUTENBHOH THmepacTporenueir. ®CI-(1rpymma 10,8+0,6).
JIT- (1 rpymma 6,9+0,2). Y neBodex 2 rpymirel Ipy 00CTIEIOBAHNH BBISBICHA THITOD-
CTPOTEHHS, IPH HECKOIBKO CHIKeHHOM conepxannu OCI'(1,8+1,2) u JIT'(1,4+0,8).
YpoBEeHb TOPMOHOB Y JIEBOUYEK KOHTPOJIBHOM IpyIIIbl HE OTIINYAJICS OT NOKa3aTeyel
Bo3pactHO HOpMEI (DCT 4,9+1,2; JIT" 2,8+0,6). JlaHHBIC UCCIEIOBAHUS COACPIKaA-
aust TTT cBumerenbeTBYIOT 0 TOM, uTo y neBodek ¢ AMKIII ¢yHkums muToBua-
HOM KeJe3bl COXpaHEHa M MOXKET OBITh OICHEHA Kak dyTHpEeoHaHas: B 1 rpymme
nmesouek TTI cocraBmi - 2,2+0,42; Bo 2 rpymme - 2,6+0,8; y KOHTPOIBHOH TPYIITIBI
TTT cocrasmn 1,9+0,8 MME/n. [leBouku | ¥ KOHTPOIBHOM T'PYIITEI COOTBETCTBO-
BaJIN TIPEUMYIIECTBEHHO 4-5 cTa/iny MOIOBOTO Pa3BUTHA MO TaHHEpPY; [UIs I€BOYEK




2 TPYNIBI XapaKTEepHBI 2-3 CTaaus MOI0BOT0O pa3BUTHsA Mo TarHepy. OOpariaroT Ha
ce0st BHUMaHUE PA3MUMs B HAPYIICHUSIX MEHCTPYAJIBHOTO IMKJIA y JEBOYCK pa3-
HBIX Tpymm. Jms 1 Tpynmsl IeBOYeK XapaKTepHa 3alepkKka MEHCTpyanud Ha 2-3
HEJIENH, C TIOSIBIICHUEM 3aTeéM OOMIIBHBIX KPOBSIHUCTBIX BBIJICICHNI CO CTYCTKaMH.
VY neBodek 2 TPYIIIBI 3a/IepKKa MEHCTPYallnyd OTMedanach Ha 2 Mecsia u 0oiee, ¢
TIOSIBJICHUEM 3aTeM CKYIHBIX M JIUTEIBHBIX KPOBIHUCTHIX BeIeneHuil. [1pu o0Ocre-
JIOBAaHWM JIEBOYEK MATOIOTHH CHCTEMBI TeMOCTa3a BhIsABIEHO He Obuto. [1pn mpose-
nernn Y3U BHYTPEHHUX TTOJIOBBIX OPTaHOB KOHTPOIBHOM IPYTIITEI HA 5-7 1€Hh MEH-
CTPYaJIbHOTO IMKJIA Pa3MEPBI MATKH COOTBETCTBOBAIH OOIIETIPHHSATHIM BO3PACTHBIM
nopmam. [Tpn Y3U mornTOpHHTE NeBovek 1 rpymmsr oOpamaer Ha ceds BHUMaHUE
YBENMYCHNE BCEX Pa3MEpPOB MATKU IO CPAaBHEHHIO C KOHTPONbHOW Tpymmoit. B 54
(84,4%) cnydasix y neBodek | rpymnmbl BeISIBIEHA THIEpILIA3us 3ugoMerpust (M-0-
X0=15,9+£0,4 MM, ipu p>0,05). TommuHa SHAOMETPHS KOHTPOIBHOH TPYIITHI CO-
craBmsmia 6,9+0,6 MM. Bo 2 rpymme oTMedanoch He3HAYNTEIbHOE YMEHBIIIEHUE BCEX
pa3MepoB MaTK{ IO CPaBHEHMIO C TPYIMON KOHTPOJS U CPEIHECTATUCTUIECKUMHU
BO3PacTHBIMH HOPMaMH, JIAHHBIX 33 THIEPILIA3HIO YHIOMETPHS BBISBICHO HE OBIIO
(M-3X0=7,8+0,5 mm., mpu p>0,05).

BriBoabl: Takum 00pa3oM, THIIEPICTPOTEHHOE KPOBOTEUCHNE XAPAKTEPU3YETCS
3a[IepKKOH MEHCTpyanny Ha 2 HeJIeTH U OoJiee, OOMIFHBIM KPOBOTEUCHUEM, OBICTPO
MIPUBOAAIINM K aHEMH3aluK 00nbHON. KiMHNKa THITO3CTPOreHHOTO KPOBOTEUCHHUS
— 3a/Iep’KKa MEHCTpyaIiu Ha 2-3 Mecsma u 0ojee, CKyJHbIe, MaXyIIue, HeOOUITh-
HBIE KPOBSHHUCTBIE BBIJICIICHNS U3 MTOJOBBIX ITyTEH.

Kirouessie cnosa: AMKIIIL, gerckast rTHHEKOIOT U, TOAPOCTKU

B-KNETOYHAS IUM®OMA BEPKUTTA B AMMHUKAX Y OEBOYKMU.
KNMHUYECKUWU CINTYYAH

Aoaman JI.B.', Cubupckas E.B. !, Kopomkosa C.A. ?, Typzynosa I'M. 2,
Hueazan JLI. 3

IMockosckuti 20Cy0apcmeenblil MeOUKo-CIMOMAamoN02ULeCKull YHUgepCumen
um. A.1. Egooxkumosa, Mockea, Poccus

’Mopo3soeckas demckast 2opodckas kaunuueckas bonvruya JI3, Mockea, Poccust
SOIAOY BO Ilepsviti MITMY um. U.M. Ceuenosa Munsopasa Poccuu,

Mockea, Poccus

Pesrome. JImmpoma bepkurra ¢ mopakeHreM 000MX SUIHUKOB — HEOOBITHOE H
peaKoe KIMHUYECKOE SBJIEHHNE, KOTOPOE ABISETCS THATHOCTUIECKON M XUpyprude-
CKOM ITpo0OIeMoii, 0COOEHHO B YCIOBHAX OCTPOTO KHBOTA. JInM(oMaTo3Hast ITHOIIO-
THs 3200J1€BaHNS 9acTO HEe OBIBACT 3aMOI03PEHA IIPU OITYXOJISX U OITyXOJICBHTHBIX
00pa30BaHMSIX SIMIHUKOB, U CYIIECTBYET TEHACHINS K TOJHON PE3EKIH MOPaKeH-
HBIX OPTaHOB BO BPEMsI TMarHOCTUYECKOH JlarmapoToMun. Hamu onmceIBaeTcst K-
HUYeCKHid cirydail 11-TeTHed NeBOYKHM, MOCTYNUBINEH B MOPO30BCKYIO JETCKYIO
TOPOACKYIO KIMHUYECKYIO OOIBHUILY ¢ KIMHHYECKOW KapTHHON OCTPOTO KHUBOTA.

Jlmmpoma Bepkurra-odeHs arpeccHBHa, Pa3BUBACTCS M3 WMMYHOJIOTHUECKH
3penbiXx B-KieTok, vare BeTpedaeTces: y ManbaukoB. CpeHuid BO3pacT MOSBICHUS
cocrapnser § mer. Mmeer OmarompusTHBIA mporHo3. Crmopammdeckas JtuMmdoma
BbepkutTa ¢ mopaxxeHueM 000X SMYHUKOB — HEKJIacCHUECKas KIIMHUUYEeCKas opma,
OHa JIOCTaTOYHO CJIOKHA B IMATHOCTHYECKOM U TEPATNIEBTHYECKOM ILIaHE, 0COOCHHO
B YCJIOBHAX KJIMHHUYECKOH KapTHHBI OCTPOTO KUBOTA.

Hesouka 11 met, nocrasiena B Mopo3zosckyto JII'’KDB mo sxcTpeHHBIM TOKa3aHHU-
sIM C ykasio0amu Ha O0JTs B JKUBOTE. B pesynbrare 00cae1oBaHNs BEICTABIICH IIPE/IBa-
PHUTETBHBIN Araruo3: J[BycTopoHHIE 00pa30BaHUs SUIHUKOB. [IepexpyT mpumIaTKoB
MAaTK!. ACIIAT.

IIpoBenena sKcTpeHHAs: UATHOCTUYECKAs JIAITapoCKomHs. Beio momocts Manoro
Ta3a ¥ OPIOUTHYIO TTOJIOCTH 3aHUMAaJI0 00beMHOE 00pa30BaHUe pa3MepamMu 10 15 cm,
MCXOJISIIIIEE U3 JIEBBIX PU/IATKOB MAaTKU. BEIABICH MEPEKpPyT JIEBBIX MPHUIAATKOB MaT-
kxu Ha 7200. O6pazoBaHne OOMIFHO HHBEIIPOBAHO MATOIOTHIECKA N3MECHEHHBIMU
COCyaMH, TIPA KOHTAKTe OOMIBFHO KPOBOTOUMIIO. 3a CUET OOBEMHOTO 00pa30BaHMUs
BU3yaNn3alys MaTKH, TIPUIATKOB MAaTKH CIpaBa HE MPEICTABIAIOCH BO3MOKHBIM.
B oOmacTtu neBBIX MPHUIATKOB MATKH BBISBICH CEPO3HO-TEMOPPATUYECKUIT BBITIOT.
Bbbuto pemeno pacmmpuTh 00bEM ONEPATHBHOTO BMEIIATEIBECTBA — IPOU3BECTH
KOHBEPCHIO, HIPKHECPETMHHYIO JIAMapOTOMHIO. BBITOTHEHO yaneHne JIeBbIX IpH-




JTAaTKOB MAaTKH, 00pa30BaHME yAAJICHO M3 OPIONTHON MOJOCTH 0e3 HapyIIeHHUs Iie-
JIOCTHOCTH ¥ (pparmenTarun. OTMedaeTcs yBEIIMICHUE MTPABOTO SMIHKKA 10 10 cMm,
110 CTPYKTYpE€ aHAJIOTHYHOE JICBOMY SAWYHHUKY. YUNTHIBAsA pPe(EPEHCHBIC 3HAUCHUS
OHKOMapKepOB, HEPEAIN30BaHHOCTh PEMPOAYKTHBHON (YHKIHH, OT aJHEKCIKTO-
MHH CTIpaBa PemeHo Bo3aepxkarhes. [Iponssenena OHOTICHS TPaBOTO IMIHUKA.

PasBepHyThIi OCIIEONIEpAllMOHHBIN 1UarHo3: [lepekpyT JIeBbIX MPUIATKOB MaT-
k. OObeMHBIE 00pa30BaHUS SUIHUKOB C 00EHUX CTOPOH.

[Tpn MMMYHOTHCTOXMMHUYECKOM HCCIIEOBAaHUH BBISBICHA OIMyXOJib bepkurra ¢
00euX CTOpOH.

[poiizeno 3 Oroka XUMHUOTEpANNH, HAa TAaHHBI MOMEHT HAOIIONACTCS OHKOJIO-
TOM, CTOMKasi pEMUCCHSL.

KirodeBble cinoBa: JInmdoma bepknTra, HeTckas THHEKOIOTHS, OIyXOJb STHIHH-
xoB Burkitt Lymphoma, ovarian neoplasms, case report.

AUATHOCTUKA U NEYEHUE BOCNANUTENbHbIX 3ABONIEBAHUIA
OPrAHOB MAJOIO TA3A Y AEBOYEK NOOAPOCTKOBOIO
BO3PACTA

Aoaman JI.B., [lempsiikuna E.E.*, Cubupckas E.B.', Kopomxoea C.A.%,
Engumosa E.O0.% I'esopean A.I1."?, Aeéemucan JI.C.°

IMockosckuil 20cy0apcmeenplii MeOUKo-CIMmOMAamon02ULecKull YHugepCumen
um. A.1. Egooxkumosa, Mockea, Poccus

’Mopososckas 0emckas 20poockas Kaunuueckas 6onohuya Jenapmamenma
30pasooxpanenus, Mocksa, Poccus

S@IAOY BO Ilepswiti MIMY um. U.M. Ceuenosa Munsopasa Poccuu, Mocksa,
Poccus

*PIIKE @I'A0Y BO PHUMY um. H. U. ITupozosa Munsopasa Poccuu, Mocksa,
Poccus

Bocnamurensapie 3a6oneBanus opranoB majoro taza (B3OMT) — sto rpynma
BOCTIAJTUTENHHBIX 3a00IeBaHU WHPEKITMOHHOW M HEMH(EKIIMOHHON STHOIOTHH
BEPXHHUX OT/IEJIOB MOIOBOro TpakTa. OCOOCHHO BaKHBIM ATOT BOIPOC BCTACT CPEAU
HACEeJICHUsI MOJPOCTKOBOTO BO3PACTa, TaK KaK OHU (POPMHPYIOT PErpOIYKTHBHBIN
MOTEHIMAJ CTPAHBI M HACEJICHUSI TUIAHETHI B [IEJIOM. AKTYalbHOCTh JaHHOM TPYIIITbI
3a00JIEBAHUS CPE/IU MOIPOCTKOB BO3PACTACT B CBS3U C PAHHHUM JIeOIOTOM MOJIOBON
JKHM3HH, YBEINYCHHEM KOJIMYECTBA MOJOBBIX MAPTHEPOB, OTCYTCTBUEM OCO3HAHHOTO
MOIX0/]A K METO/[aM KOHTPAIICTIIMH, YBEINYEHHEM KOJINYECTBA a0OPTOB Cpein Ha-
CeJIeHus B Bo3pacTe /10 18 set.

Ocob6ernocts B3OMT 1 X 0OmacHOCTH 3aKJII0YAETCs B OTCYTCTBHH ITaTOTHOMO-
HUYHBIX CIEIN(UUECKIX CHMIITOMOB, CKPBITOH KIMHHYECKOW KapTHHE HAa PaHHUX
9Tanax 3a00JIeBaHus, YTO IPH HECBOEBPEMEHHOM Havasle JICICHNST MOXKET ITPUBECTH
K HEOOPATHMBIM TTOCIIEICTBUSIM.

He cymectByet «30510T0T0 cTaHmapta» B nuarnoctuke B3OMT. Emre 6onbrmas
TpynHOCTH B AuarHocTike B3OMT y moapocTKOB 3aKiIo4aeTcss B HECIIOCOOHOCTH
YETKO MHTEPIPETUPOBATE M XapaKTepH30BaTh OOJb, YacTOH OOJIE3HEHHOCTH IpH
MIPOBEICHUH THHEKOJIOTHYECKOTO OCMOTPA JaKe TPH OTCYTCTBHHU MATOIOTHIECKUX
HM3MEHEHNH.

Huddepernnanpayto auaraoctuky B3OMT y moapocTkoB HEOOXOTUMO IIpo-
BOJINTH, B TIEPBYIO OYEPEb C COCTOSHISAMH, MPUBOASAIINME K BOSHUKHOBCHNIO CHH-
JpoMa OCTPOTO KMBOTA M C HATMIHEM OEPEMEHHOCTH U €€ OCIIOKHEHUSIMH, a TAKXKe
BO3MOYKHBIC JIHATHO3BI BKJIIOYAIOT 3aI0p, TACTPOIHTEPHUT, LIUCTHUT, OUYEUHYIO KOJTH-
Ky ¥ OCJIOXHEHHsS KHCTBl SMYHHUKA, BKIIOYAs Pa3pbiB, KPOBOTCUECHHE U IMEPEKPYT
MIPUAATKOB MATKH. BONBIIMHCTBO M3 HUX NMEIOT XapaKTEPHBIH aHAMHE3, CHMIITOMBI
1 HE MOTYT OBITh CBSI3aHBI C TTOJIOXKUTEIBHBIM PE3YIbTATOM OMMaHyaJIbHOTO T'MHE-
KOJIOTHYECKOTO MCCIIETOBAHMSL.

IIpn paboTe ¢ mammeHTaMu MOIPOCTKOBOTO BO3pacTa TMHEKOJOI BCTPEUACTCs
C PSIOM CIIOXKHOCTEH. Y TMOAPOCTKOB BOCTIPHATHE PHICKa 3a00JICBaHUN CHMKEHO,
HEYCTOWYMBO TICHUX0COLHNAIBHOE TOJIOKEHHE, YTO IPHUBOINUT K YaCTHIM HE3AIINIIICH-
HBIM TIOJIOBBIM aKTaM M BOBJIEYEHHOCTH B CEKCyaJIbHbIC MAPTHEPCKHUE MAaTTEPHBI.
Oco0eHHO Ba)KHO TIPH paboTe ¢ IeBOYKAMH-TIOAPOCTKAMH CO3ATh TOBEPUTEIHHYIO
arMocdepy, yOeauTs B CTPOTOil KOH()HACHINAIEHOCTH MTOTYYEHHbBIX JaHHBIX U OT-
CYTCTBHUH pacrpocTpaneHus nHopmarnmu 6e3 ee cormacus. Hambomee yacto ctpax
00 0CBEIOMIIEHHOCTH POJHTENEH HE TaeT BO3MOKHOCTH COOpaTh IMOMHBII aHAMHE3
3a00JsIeBaHus, TaHHBIE O )kao0ax, 4To MEIIAeT CBOEBPEMEHHO M TOYHO HA3HAYHMTH
HEOOXOANMBII CHEKTp 00CIEIOBAaHNS M BEICTABUTH JHATHO3.

YdauThIBast Bce BBINIETIEPEUNCICHHOE, BCTAET BOIIPOC O HEOOXOAMMOCTH CO3/a-
HUSI CHCTEMBI MICUXONPOPHIIAKTHIECKUX, CKDHHUHTOBBIX MEPONPHUSITHI, KOHTPOJIS
MIPUBEPKEHHOCTH JICUCHHSI B COOTBETCTBHU C YPOBHEM Pa3BUTHUS MAlMECHTA, ITOITY-
JSPU3aIMN 3HAHUH O HEOOXOAMMOCTH COONIONCHMSI KOHTPAIENTHBHBIX MEp, KOH-
TPOJIS TIPUBEPKEHHOCTH JICICHHUS.

Kimtouessie cioBa: B3OMT, neTckast THHEKOIOTHs, TIOIPOCTKH




OCOBEHHOCTU AUODEPEHLUUATNIBHOW OUATHOCTUKU
BOCMANUTENbHbIX 3ABONIEBAHUA OPTAHOB MAJIOIO TA3A
B MPAKTUKE TMHEKONOIA JETCKOIO U NnoarnPoOCTKOBOIo
BO3PACTA

Aoaman JIB. ', Hempsixuna E.E., Kapauenuosa H.B.3, Cubupckas E.B.,’,
Kopomrkosa C.A.%, Kupunnosa FO.A. ', Typuuney A.1.%, Aséemucan /I.C.*
!Kagheopa penpodykmuenoii meduyunst u xupypeuu OPIIO MTMCY

um. A.1. Egooxkumosa, Mockea, Poccus

’Mopo3soeckas demckast 20podcKas Kaunuueckas 6onvruya Jenapmavenma
30pasooxpanenus, Mocksa, Poccus

SPIIKE ®I'A0Y BO PHUMY um. H. . I[Tupozosa, Mocksa, Poccus

Tepsvit MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

Bocnanmurensabie 3a001eBanus opranos Manoro taza (B30OMT) — BocnanuTens-
HbIE 3a00JI€BaHNSI OPTaHOB BEPXHETO OT/IEJIA KEHCKOTO PENpPOAYKTHBHOTO TPAKTa,
BKJTIOYAIOIINE SHAOMETPHT, TAPAMETPHT, CAIIBIINHTUT, 00(OPHUT, TYOOOBapHATHHBIN
abcrecc, MeNbBUONEPUTOHUT U UX COUYCTAHUE.

Ota rpynmna 3a001eBaHN 3aHAIMAET OTHO U3 MEPBBIX MECT B CTPYKTYPE THHEKO-
JIOTHYECKON 3a00JIeBAEMOCTH U SIBIISIFOTCS HanmOoJIee YacTOW MPUIMHON TOCTIHTAIIH-
3aruu. [Tnk 3a60meBaeMoCTH IPUXOJUTCS Ha TIOIPOCTKOBBIN BO3PACT, YTO CBS3aHO C
HAYaJIOM ITOJIOBOH JKM3HU M HU3KOH YacTOTOH MCITOIB30BaHUS OaphEPHBIX METOIOB
KOHTpAIEHIINN.

B HacTosmee Bpems akTyaabHOM mpobieMoit sensercs auddepennnansuas 1u-
arHoctrka B3OMT u ocTporo anmeHanuINTa B MPaKTHKE Bpadei THHEKOIOTOB JIeT-
CKOTO M ITOAPOCTKOBOTO BO3pacTa.

ANMeHNKyIApPHO-TEHUTAIBHBIA CHHIPOM — 3TO COYETAHHOE TOpPaXEHHE dep-
BEOOpPA3HOTO OTPOCTKA M TPHIATKOB MATKH NPH BOCIAINTEIBHBIX IpoOIleccax B
OPIOIIHOI MOJIOCTH M MOJIOCTH MAJIOTO Ta3a.

Jis Bcex GONBHBIX, C MPU3HAKAMH COYCTAHHOW alTeHINKYIISPHO-TCHUTAIbHON
MIaTOJIOTHEN, XapaKTEPHO HAJTWYHE B aHAMHE3€E BHICOKOTO MH(PEKIIMOHHOTO HHJIEKCa
(mepeneceHHBIE paHee HHPEKITNOHHO-BOCTIATHTEIBHEIC 3a00JICBaHNs), a TAKXKE pa3-
JIMYHOTO POJa HapYIICHHUS PENPOAYKTHBHOMN (DyHKIIUH.

Knuanueckast kapThHa yKa3aHHOHM MaTOJOTHH OIPEAENSeTCS IEPBUIHOCTHIO
BOCTIAINTENHHOTO ouara. boip yarme Jokann3yeTcs B HIDKHUX OTAENaX )KHBOTA, B
MpaBOil M JIEBOH MONB3IOUTHBIX 00TACTAX, HAJ JTOHOM. HOCHT HEmpephIBHBIN Xa-
pakrep. Ilpn TMHEKOIOTMYECKOM OCMOTpPE HEPEOKO BBISBISIOTCS BBIICICHUS W3
TIOJIOBBIX ITyTeHl BOCHAIUTENBHOTO XapakTepa. KOHTypsl MPHUAATKOB MAaTKH Ompe-

JIETISIFOTCST HEAOCTATOUHO OTYCTIINBO, OHHM YBEIMUYCHBI, TACTO3HBI, TOJBIKHOCTD UX
orpanndeHa. [Ipy manpnanuy )KMBOTa OTMEYAIOTCSI CHMIITOMBI Pa3ApakKeHuUs Opro-
mUHEL. TeMmepaTypa Teja HepeIKo MOBHImaeTcs 10 (heOprIbHBIX mudp, HHOTIA
OTMeJaeTcs 03H00. B OOJBIIMHCTBE CilydacB CHMITOMBI HHTOKCHKAIIUM PE3KO BbI-
paskeHbI, 0COOEHHO TPH 3aMyIIeHHBIX (popmax. B kapTuHE KpOBHU - JTEHKOIUTO3 CO
CBHTOM JICHKOITUTapHOH (hOPMYITHI BIIeBO, yckopeHHOe COD, MOBEIMICHIE YPOBHS
C-peakTuBHOTO OeIKa.

YrnpTpo3BYKOBast KapTHHA alTCHIUKYISIPHO-TEHUTAIIBHOTO CHH/IPOMA MTPE/ICTaB-
JICHA XapaKTePHBIMH NTPU3HAKAMHU BOCTIAINTEIBHBIX U3MEHEHNI aNMeHuKca U MpH-
JIaTKOB MAaTKH, KOTOPBIE OKa3bIBAIOTCSI 00JE€e BBIPAKCHHBIMH HETIOCPEICTBEHHO B
ovYare MEepBUYHOTO ITOPAKEHHS.

YuuteBast, uto B3OMT MoryT coueTarscsi ¢ BTOPHYHBIM MTOPAKEHUEM arllieH-
JVKYISIPHOTO OTPOCTKA M NMPHUBOAWTH K 3HAYNTEIBHBIM HAPYIICHUSM PETIPOIYK-
TUBHOH (YHKIMM B 3aIlyIICHHBIX CIydasx. TakuM oOpa3oM H3ydeHHE BOIPOCOB
0COOCHHOCTH TEUEHHUs, Tepanuu ¥ MPOQMIAKTHKN JAHHON MATOJIOTHH y AETeH n
TIOAPOCTKOB, JUTS MPEAYNPEKACHUS HAPYIICHUH PENPOAYKTHBHON (pyHKINH B Oy/ry-
IIEM SBIISCTCS aKTyaJIbHBIM.

Kittouessie cnoBa: B3OMT, penpoayKTHBHOE 37I0pOBbE, alllleHANKYIAPHO-TeHH-
TaJbHBIN CHHIPOM, BOCIIAJICHHUE.

NMPEAPACIMONOrAOLWNE ®AKTOPbl PASBUTUA AHOMAIIbHbIX
MATOYHbIX KPOBOTEYEHUW NYBEPTATHOIO NEPUOOA

Aoaman JI.B., [lempsiikuna E.E.°, Cubupcras E.B.', Kapauenyoea U.B.5,
Kopomrkoea C.A.%, Ocunosa I'T.?, Typzynoea I'M.%, Asemucan JI.C.*
IMockosckutl 20¢y0apcmeentblil MeOUKo-CIMOMAamon02UdecKull YHUgepCumen
um. A.1. Esooxumosa, Mockea, Poccus

’Mopo3soeckas demckas 20podcKas Kiunuueckas 6oavruya JJenapmamvenma
30pasooxpanenus, Mocksa, Poccus

SPIIKE ®I'A0Y BO « PHUMY um. H. U. ITupozosa », Mocksa, Poccus
Tepsvitt MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

B nacTosmiee BpeMst 4acTo BCTpeUarolIencs MaToJ0ruei )eHCKOM penpoayKTHB-
HOW CHCTEMBI B ITyOEpTaTHOM MEPHO/IE SABIISAIOTCS aHOMATIbHBIE MAaTOUHBIE KPOBOTE-
yeHns myoeprataoro neprona (AMKIIIT), BmocneacTBUN NPUBOIAIINE K HapyIIe-
HUSM MEHCTPYaIbHOW W T€HEpaTWBHOW (YHKITHA, TOPMOHAIHHO OO0YCIOBICHHBIM
3a0oneBaHnsAM. Yaie Bcero, 3TO CBSI3aHO ¢ HEONATONPHSTHRIMA COIIMATHHO-OBITO-




BBIMH M MaTEpPHAIbHBIMHU YCIOBHSMH JKU3HH, C YXYAIIEHHEM HKOJIOTHYECKOH 00-
CTaHOBKH, C YBEIMUCHNEM YHCIIA OOJIBHBIX, NMEIOIINX BPOXKICHHBIE, XPOHIUIECKHE
MH(EKINOHHBIE U COMaTHYECKUE 3a00ICBAHMSL.

HEJb: IIpoBeneHre aHann3a MPUYNH, TPUBOAANINX K BOSHUKHOBeHHIO AM-
KIIIT.

B ocHOBY pabOTHI MTOIOKEHBI PE3YIIBTAaThl KIIMHIYECKOro oocnenoBanus 160 me-
Bouek ¢ AMKIIIL, rociuTanm3upyeMbIX B CTAlMOHAD 10 SKCTPEHHBIM TTOKA3aHUAM
3a mepuon ¢ 2019 mo 2020 rr. Bo3pacT obcnenyeMsIx aeBodek koiebancs ot 11 mo
15 meT, cpenu HUX 73% coctaBuiu AeBouku ot 12 mo 16 e, 16,3% - 17 mer, 11,6%
- meBoukw 10 1 11 meT. AMUTEThHOCTh KPOBOTEUCHHS COCTABIsIIA OT 3 110 42 mHEH.

METO/bI: Kimanuaeckoe o0cieoBaHre COCTOSAIO U3 cOOpa aHaMHE3a, BKITIO-
Yas JAHHBIC TEUCHHS AHTEHATAJFHOTO W MOCTHATAJIHHOTO MEPHONIOB Pa3BHUTHS,
HAaCJEICTBEHHOW  MPEApacloiOKEHHOCTH, 3KCTPAareHUTaJbHOW W TE€HUTAJIbHON
MIaTOJIOTHH, COLMAIIBHO-9KOHOMUYECKNX (DaKTOPOB, OOBEKTHBHOTO 00CIETOBAHUS,
Y3U opraHoB MaJioro Tasa AJIsl OLICHKU COCTOSIHUS SHIOMETPHSI, MaTKH, SHIHUKOB.
OO0mmmit 0CMOTP BKJIFOUAJT: ONPEICIICHNE MACChI TeNa, POCTa, ONPECICHUE CTEICHN
TIOJIOBOTO pa3BUTHSA Mo TaHHEpY, MOICYET THPCYTHOTO 4Hcia Mo mkane deppuma-
Ha-l'oyBes, THHEKOJIOTHYECKUI OCMOTP.

PE3VJIBTATDI: I1poBens ananus Bo3pacta poaurerneit manneHTok ¢ AMKIIII,
HaMH BBISIBICHO, 9TO Y 55,8% MallMEeHTOK BO3PACT Marepeil B MOMEHT HACTYIUICHUS
OepeMeHHOCTH TIPEBBITIAN 25 eT U cocTaBmi 26,2+1,2, (B rpymie cpaBHEHHUS Cpe/l-
HUH Bo3pacT matepeil cocraBmn 22,3+1,6). [Ipoananm3upoBaB aHaAMHE3 Marepeit
nesouek ¢ AMKIIII, HaMu BBISIBIIEHO: HapyLIEHUs] MEHCTPYaIbHOIO LIMKJIA UMENIH
Mecto y 6 u3 HuxX (13,95%), B TO BpeMs Kak XpOHHYECKUMH BOCIIAIUTEILHBIMA
3a00JIeBaHUSIMU TeHUTAINH cTpananu 46,5% martepeii, TOpMOHAIBHO-3aBHCUMBIMA
3200JIEBAHNSIMH JKEHCKUX TIOJIOBBIX OPTaHOB M MOJIOYHBIX JKeJe3 (MroMa MaTKH,
SH/IOMETPHO03, MacTomaTus) — 27,9% onpomenusix. [lo HamuM HaOmMIOIEHUSAM, TE-
YeHHEe OEPEeMEHHOCTH y MaTepel 00CIEeIOBaHHBIX AEBOYCK OCIOXKHSUIOCH PAHHUM
TOKCHKO30M B 32% cirydaeB, yrpo3oii mpepbsiBanusi 6epemeHnoctd — B 19,3%, re-
cT030M — B 29%, TecTanmoHHOM aHemuel — B 36,45% ciydaes. [IpexxneBpeMeHHbIC
POZBI IMENN MECTO B 7 citydasx. [Ipy u3ydeHnn TeueHnsI MOCTHATAIBHOTO TIEpHoa
pazsutus namueHTok ¢ AMKIIIT BBIsSBIEHO, 9TO OOJMBIIMHCTBO U3 HUX MEPEHECIH
OCTpBIE W XPOHUUYECKHE MH(EKINOHHBIE 3a00I€BaHNs BEPXHUX M HIKHUX JIbIXa-
TEJIBHBIX MyTeH: AeTcKue nHpeKunu — y 29%, XpoHHIeCKHi TOH3WLUT —y 12,9%
OTIPOIIEHHBIX. XPOHUIECKNH mHenonedpuT BosiBIeH y 19,6% GonpHbIX. [Ipu ana-
JIM3€ COIMATbHO-IKOHOMHUYECKUX (DAaKTOPOB BBISBIECHO, YTO ICHXO-KOH(INKTHBIC
Ipo0JIEMBI B cEMbE OTMETHITH 26% MallMeHTOK, IUIOXUE OTHOIICHHUS CO CBEPCTHHKA-
MH - 16,7%, He cIpaBIIIOTCA C HArpy3Koi B mikone - 60,9% neBodex.

BBIBOJDbI: ITpoBeaeHHbIN aHAIN3 IPUYHH, BIUSAIOIINX HA CTAHOBIEHUE MEH-
CTpyanpHON (QPyHKIMH, 000CHOBBIBAET HEOOXOANMOCTH KOMIUIEKCHOTO TOAXONIa K
peabuIHTaIy PETPOAYKTHBHON CHCTEMEBI Y 1eBoUeK, epeHecmmx AMKIIIL.

Kirouessie cnosa: AMKIIIL, nogpocTku, AeTcKast THHEKOIOTUs

QOPPEKTUBHOCTb UHCYNUHA CBEPX ANUTENIbHOIO
OEACTBUA OEMMIOAEK B AOCTMXXEHUN KOMIMEHCALIUK
Y OETENA C CAXAPHbIM OUABETOM 1 TUMNA

bonomosa H.B., Ilonaxos B.K., @uauna H.I0., Komnanuey O.B., Illazupos A.A.
@I'bOY BO Capamosckuu MY um. B.H. Pazymosckozo Munzopaea Poccuu,
Capamos, Poccus

AKTyaJqbHOCTH: ENMHCTBEHHBIM MeTonoM JiedeHus manueHToB CJI 1 sBusercs
MTOKM3HEHHAS 3aMECTUTENIbHAS TEpaIus MperapaTaMi WHCYIuHa. Yare Bcero mc-
MTONIB3yeTCsl MHTEHCH(PHUIINPOBaHHAs WHCYTHHOTepanusa. OHa IpennoaaraeT pekuM
MHOTOKPATHBIX WHBEKIWH C HMCIIONB30BaHHEM 0a3albHOTO W TPAHIHAILHOTO HH-
CyNHHA, 9TO TIO3BOJIACT TOMJACPKUBATh YPOBCHD IIFOKO3HI B KPOBH, MAaKCHMAaJIHHO
MpUOIHKEHHBIM K HOPMAJIbHBIM TTOoKa3aressiM. OCHOBHas poiik B (pOpMUPOBAHHUN
POBHOM, CTaOMIFHON TITMKEMHUYCCKON KPHBON MPHHAMICKUAT 0a3albHOMY HWHCY-
TUHY, AMATHPYOIIEMY 0a3albHYyI0 CEKpernio COOCTBEHHOTO WHCYIMHA. B HacTto-
siIee BpeMst pa3paboTaHbl HOBBIC BHBI HHCYIHHOB C YITYUIIEHHBIMH (apMaKOKH-
HETHYECKUMH CBOIICTBaMH, UMEIOIINE CBEPX TUTEIBHBIN CPOK NeicTBus, (Oomee
42 gacoB), 9TO TO3BOJSET MOANCPKUBATh OAJTaHC MEXKITY CKOPOCTHIO TPOXYKIINU
TJTFOKO3BI TICYCHBIO U e¢ Mepu(epruuecKuM 3aXBaTOM IITFOKO303aBUCHMBIMH TKaHAMHA
B TCUCHNE HOYH U BCETO UTMTEIBHOTO TIEPHO/Ia MEXKIY TTpUEeMaMH ITHUIIH. JTO OTpe-
JIeJsIeT HU3KUI pUCK TUIOIIMKEMUI, BOBMOKHOCTh IPOCTON TUTPALMU A0 LEIEBOM
TIMKEMHH HaTOIIaK, MITHIMAIBHOE BIMSHUE Ha MaccCy Tela.

Lenp nuccrmenoBanus - W3y4InuTh 3(P(HEKTHBHOCTH MPUMEHEHHUS MHCYIHHA CBEPX
JUTMTeNnpHOTO efcTBus Jermionek y nereit ¢ caxapHpM nuadetom 1 tuma. Mare-
puansl u Metonsl uccnenoBanusa. Obcienosano 20 meTeir B Bo3pacte oT 5 1o 15
JIET. ¢ TUATHO30M caxapHbIi muaber 1 tum. murensHOCTH quabeTa cocTaBmiIa OT
1,5 no 8 ner. IlpoBeneHO CTaHAAPTHOE KOMIUICKCHOE KIMHUKO-TabopaTopHOE 00-
cienoBaHNe, HEOOXOIMMOE UI OIEHKH CTETIeHH KOMITEHCAIWH YTJIEBOTHOTO 00-
MEHa C OIpeeNIeHHEeM IITUKEeMUYIECKOTO MPOMUIIS, a TaKKe TIUKO3HIMPOBAHHOTO
remornoouna (HbA1c¢,%) na ananmmzarope «Bio Rad» ¢pupmsr «k DIASTAT» (CLLA)
CTaHIAPTU3NPOBAHHBIME HaO0OpaMu. MOHHTOPHPOBAHUE TIIOKO3BI MPOBOAMIOCH




cuctemoit «iProTM2» CGMS (Menrponuk). Pesynsrarer nuccnenoBanus Jetu mo-
CTyIaN! ¢ kanmobaMi Ha HeCTaOMIbHBIC IU(PHI ITTIKEMUAH B TEUEHHE CYTOK OT 2,9
1o 22,1 MmMomne/n. ImukupoBaHHBIi reMorioOnH konebarcs ot 9,2 mo 12,4 %. Y 9
(45 %) nmeteii BBRIABISIINCH JIETKHUE THIIONIMKEMHUH. U3 HUX ¥ 2-X (10 %) meteit HOU-
HBIE THITOTIHKeMuH, y 4 (20 %) neteil THEBHBIE M HOYHBIC THITOTIHKEMHN, 5 (25 %)
JieTel AHeBHbIe THIOTTHKeMHUH. [Ipy mocTyuieHnn Bee momydany 6a3aabHbIH HHCY-
JUH ATenbHOTo AevictBus Jeremup i [maprun-100 u 60MOCHBINA WHCYIHH KO-
potkoro nefictBus Acmapt mnn JIn3mpo. 9 genoBek ObUIH TIepeBeIeHE! ¢ Iperapara
Imaprun-100 , 11 - ¢ wacynmmHa J{etemup. Bee manmeHTs! ObUTH TepeBECHE HA HH-
CYIIUH CBEpPX JUINTEIBHOTO AeHCTBHUS JlenTynek moa KOHTPOoJIeM 3-X CyTOYHOTO MO-
HUTOPHUPOBAHMUS TITIOKO3HI € MTOMOIIBIO cucTeMbl «iProTM2y. [lo mepeBona, cpeanne
BpeMsI HaXOXKICHUSI TITMKEMHUH TTaIleHTOB B IEJIEBOM anana3one 58%+6,7%, mocie
TEparuy HOBBIM IIPENapaToM, BpeMsl HaXOKACHUSI INIMKEMUH TTAIJNEHTOB B [IEJICBOM
nuarmaszoHe ctano 65% + 4,3%. HodHble THIOTIIMKEMUH He (PUKCHPOBAINCH, a THEB-
HBIE - COXpaHInCh Y 4-X (20 %) mereit. Cpennnii yposens HbA lc no Ha3HaueHns
cocrasisut 10,8 + 1,3% [95% mosepurensubiii untepsan (A1) 9,2-12.4; p<0,05].
Ha ¢one Tepanmu HOBBIM TpeniapatoM (depe3 3 MecsIia MociIe TUTPAIH 10361) OH
noctoBepHO cHU3MICS 10 8,8 £ 0,9% (95% AU 7,9-9,7; p<0,05). 3axmtoueHne. npe-
MMYIIIECTBO HOBOTO Mpemnapara 6a3aIbHOT0 HHCYIINHA 3aKIIF0YaeTCsl B BO3SMOXHOCTH
BBICTPOUTH OoJiee (PU3HONOTHMYHO 3aMECTHTENFHYIO HHCYIHHOTEpannio. Uto mpo-
SIBUJIOCH B YIYYIICHHH TOKa3aTene MeTaboandecKod KOMICHCANH: yBEIHICHUH
BpemeHH TipeOrBanms B TIR , yMEHBIIEHHN KONMWYECTBA THITOTIIMKEMHN, TIPEXKIe
BCET0 HOUHBIX M CHIKeHUH ypoBHSI HbAlc,%.

CPABHUTENbHAA OLEHKA YACTOTbI PEMPOAYKTUBHbIX
HAPYLWEHUW Y NOAPOCTKOB MY>XCKOI'O NMOJA, NOCNE
TPAHCNINAHTALUWUN TEMONO3TUYECKNUX CTBOJIOBbIX KIETOK

Bunoxypos A.A, Cxeéopuyosa I0.B, Macuan M.A., Hoeuuxosa I A.

Omoen onmumuszayuu ievyeHus: U npoQUIAKMUKY OCTONCHEHU MPAHCRAAHMAYUU
2cemonosmuyeckux cmeonosvix kiemoxk @I'BY HMUL] um. /. Poeayesa Munsopasa
Poccuu, Mockea, Poccus

IIporienypa TpaHCIIAHTAIIMHA TEMOMOATHYECKUX CTBONOBBHIX KieTok (TI'CK)
MOZIPa3yMeBacT MPOBEIACHUE BHICOKOIO3HOW XUMHUOTEPANUH W/UIIH TOTAIBHOTO 00-
JMy4YeHHs TeJa ¢ BOo3/leicTBHeM nuToctarndeckux npemaparos go TT'CK. ITo3gane
3¢ EKTHI JICUCHNST MOTYT 3aTParuBaTh POCT U Pa3BUTHE AETCKOTO OPraHU3Ma, B TOM
YHCIIe BBI3BIBAS PETIPOYKTUBHBIE U 9HIOKPHHHBIC HAPYIIICHUS.

Lenpio aHHOTO MCCIIE0BAHMS CTajla CPABHUTENbHASI OIIEHKA YaCTOTHI OECILIOo-
TSI M SHIOKPHUHHBIX HAPYIICHNH Y TTAIEHTOB, MOTyYaBIINX HPOTHBOOMYXOJIEBYIO
teparuio ¢ TI'CK u 6e3. OOcienoBaHHbIC MAIMEHTHI MOMYYald IPOTHBOOITYXO-
neByto Teparnmio B HMUL] ITOU um. JI. PorageBa B Bo3pacte 18 u MeHee neT u
HaXOJMJINCh B PEMHUCCUH HAa MOMEHT obOcienoBanus. ONEHKA PENPOAYKTUBHBIX U
9H/IOKPUHHBIX HAPYIICHUH MPOBOAMIACH HA OCHOBAHHH PE3YJIBTaTOB CIIEPMOTPaM-
MBI 1 Toka3areneid ropmonos (JII, @CT, Tecroctepon obmmit u cBo6oxnsif, I'CIIT,
nHTHONHA B).

B ob6cnemyemyro rpymiry OBUTH BKJIIOYECHBI MAITUCHTHI MYXKCKOTO TMojia (n=24
yen), npoxoxusmre Tepanuo ¢ 2007 mo 2019 . ¢ auarnozamu: OJII - 33% (n=8
gein), OMJI - 8% (n=2 gemn), B-KKJI - 17%, (n=4 gex), T-KKJI 8% (n=2 gemn), JIX
- 33% (n=8 uemn). Cpenauii Bo3pacT o0CIeyeMbIX K Hadaly Tepannu cocTaBui 14
net (10 - 17 ner), mepron HabMIOMEHAS 3a Tpymmoi coctaBun 4,4 roma (1 - 8,4 met).
PesynbraTsl 3HIOKPHHOIOTHYECKUX HCCIeqOBaHNN ObutH mocTtynHbl y 37% (n=9
ger). OOcnexyemble OBITH pa3fenieHbl Ha 2 Tpynnsl: [pymma | - He momydaBmme
TI'CK 54% (n=14), cpeannii BozpacT Hadana jedeHus 15 ner (12 — 17 ner), cpen-
HUH Bo3pacT Ha MOMeHT obciemoBanus 19,3 mer (13 - 24 mer), cpemHmii meproz
HaOroneHns 3a rpymmoi coctaBun 4 roma (1 - 7,2 roma); ['pynma 2 - mammeHTsl,
nomyuasmue TI'CK 46% (n=10); cpenanuii Bozpact Hagana nedenust 11 et (8 — 15
JIeT), CpeIHUI BO3pacT Ha MOMEHT obcienoBanus coctasmi 19,4 mer (16 - 22 ner),
CpeIHH TIepro HaOMIOAEeHNUS 3a TPpymIoil coctasun 6 net (3,4 — 8,4 roxa).

B rpynme 1 azooctiepmust Obi1a BeisiBieHa y 14% (2 gen), marocniepmust y 29%
(4 gem), nHopma y 57% (8 uen); oreHKa MoKasaTeneil TOpPMOHOB ObliIa TIPOBE/ICHA Y




21% (3 4ex), oTKIOHEHHs OBUIM BBISBICHBI y | Wern ¢ azoocmepMueil (IOBBIICHHE
OCT, camxkenne nHTHONHA B).

B rpymnme 2 azoocniepmust Obi1a BoisiBieHa y 80% (8 uen), marocnepmust y 10% (1
yen), HopMa 'y 10% (1 gem); onienka nokaszareseii ropMOHOB Obli1a poseneHa y 60%
(6 u3 10 gen), orxironenwus (moseimenue OCI u JIT, cHmkeHne nHruonHa B) ObITH
BeLsBIeHB! Y 30% obcnenoBannbx (3 m3 10 9em) - Bce MaHHBIC MAIMCHTHI UMEIH
A300CTIEPMHUIO.

BriBogsl: wactora 6ecrumoaust y nomydasmmx TT'CK ronomeit cocrasuna 80% (8
n3 10 gen), y ve momy4asmmx 14% (2 n3 14 ger). XapakTepHBIM IPH3HAKOM BTOPHY-
HBIX PENpPOAYKTHBHBIX HApYIIEHUH CO CTOPOHBI SHIOKPHHHON CHCTEMBI SIBIISIETCS
noseiieHue yposHeit JII, @CIT u cHmkeHne ypoBHS HHTHOWHA B, HabmronaBmeecs
MPEUMYIIECTBEHHO y TMAIMEHTOB C a300CcHepMuei. Mbl IIaHUpyeM TPOIOIKUTH
HCCIIeIOBaHNE TS OoJIee METaTbHOTO M3YUCHHS BIMSHUS MO3THUX 3()(HEKTOB mMpo-
THUBOOITYXOJIEBOM Tepamuu Ha (hepTHIBLHOCTb. PYK M HOT, BOPOHKOOOpa3Has Tpya-
Has kieTka. Om3mueckoe pasBuThe: poct 122 cM, macca tema 21 kr, UMT 14,9 xr/
M2 (25 ment), SDS pocra -2,1 curmel. [TomoBoe pa3BUTHE COOTBETCTBYET BO3PACTY
(Tanner I). Hapymenne mpoW3HOIICHHUS CIIOB, OTpaHUYCHHBIN CIIOBapHBIN 3arac.
IIpn 1OTIOTHUTETBHBIX METOAAX MCCIIEAOBAHUS YCTAHOBIICHBI JICHKOLUTYPHSI, allb-
oymunypus 10 30 MT anpOyMIHA/T KpeaTHHHHA, CHIDKCHHE CKOPOCTH KITyOOYKOBOH
unprpanun 1o 93 mu/mun/1,73 M2 (XBIT I crenenn), KOCTHBIA BO3pacT OTCTAET
Ha 2,5-3 roma. VckirroueHa matoiorys MATOBUIHOM KeJe3bl, MyKOTIOIHCAXapH 036l
LILIILIV,VLVII tumos, 6one3us @abpu, cuaapom PyoOuamTeitna-Teiton. Kapmo-
Tun 46, XY — HOPMaJIbHBIN MYKCKOH KapHOTHII.

IIpoBeneno cexBeHnpoBaHue KInHIYEckoro dkx3oMa (PI'BHY MI'HII nm. H.IT.
Bouxosa), BeIsiBIeHB! MyTanni B reHe KMT2A B reTepo3UroTHOM COCTOSHUH, YTO
xapakTepHo Uit cuHapoma Bunemanna-IlIteiinepa (Wiedemann-Steiner syndrome,
OMIM: 605130). [Tpoucxoxaenue BoIsiBiIeHHOTO BapranTa: de novo (ITpu obcieno-
BaHUH POAUTEINEH MOJOOHONH MyTallii HE BBIABICHO.

JlaHHBIA KIMHUYECKUH clTydall JEMOHCTPUPYET KIACCHUYECKOE TEUEHHE MOHO-
TEHHOTO 3a00JI€BaHMs, TPOTEKAIOIIETO ¢ HU3KOPOCIOCTHIO U MOPOKAMU Pa3BUTHSA
BHYTPEHHHX OPTaHOB.

PEOKWUA MOHOTEHHbIA CUHOPOM C HU3KOPOCIIOCTbIO
(KNMUHUYECKUI CNYYAN)

Tymeniox O.H.), Yepnenkos FO.B. !, Kynaeeckas M.B. ', Muwanuna JI.A. ',
Tyceea /I.M. ?

!@I'BOY BO Capamosckuil 20Cy0apcmeenbiil MeOUYUHCKUL YHUGEPCUMen
um. B.U. Pazymoeckoeo Munzopasa Poccuu, Capamos, Poccus

OI'FHY «Meouxo-eenemuyueckuil HAyYHbLIL YeHMpP UMEHU AKAOeMUKA

H.II. Bouxkosay, Mockea, Poccus

MoHoreHHbIe 00JIE3HN — 3TO OONIEC3HH, MPUINHON KOTOPBIX SBISIOTCS €IUHNY-
HBIC WJIM TOYKOBBIC TEHHBIE MyTallHH.

[IpencrapneH KIMHUYECKUH Cilydai NalueHTa ¢ peIKUM FeHETUYECKUM CUHIPO-
MOM C HU3KOPOCIIOCTEHIO.

Mamnpuuk, 2011 r.p. IMeeT CieayIoHe NaToIOrMIeCKHEe CHMIITOMBI: OTATOIICH-
HBII MepPUHATAIBHBIN MEPHO, 33JCPKKa IICHXO-MOTOPHOTO, PEYEBOTO Pa3BUTHS 1
pocTa ¢ TepBOTo Toja KU3HU, CIOKHBIN THIIepMeTponrdecknii acturmarusm OU,
BPOKICHHBII TOPOK Pa3BUTHUS MOYCBBIACTUTEIHHOM CHCTeMBI: L- 0Opa3Has mpaBas
M0YKa, JBYXCTOPOHHUM MeraypeTep; BPOKIAEHHBIN MOPOK CEpALA: IByCTBOPUYATHIN
KJIallaH aopThl; TUNIOCKO- BAJIBI'yCHAs yCTaHOBKA cToll. [Ipu ocmoTpe oOparmmaior Ha
ce0s1 BHIMaHNE MHOXKECTBCHHBIE CTUTMBI JM39MOPHOTEHE3a: ABYCTOPOHHHUN MTO3
BEK, TUIIEPTEIIOPHU3M, JIBYCTOPOHHHUHN SMUKAHT, HU3KHH 100, MUKPOCTOMHUSI, TOTHYE-
ckoe He0o, OpaxMIAKTIIINS ¢ MIMPOKUMH | mambIiaMu KUCTEH W HOT, THIIEPTPUXO3
PYK 1 HOT, BOPOHKOOOpa3Has TpyaHas kieTka. Ousmdeckoe pa3BuTHe: poct 122 cm,
Mmacca tena 21 kr, UMT 14,9 kr/m2 (25 ment), SDS pocta -2,1 curmsl. [Tomosoe
pa3BuTHe cooTBETCTBYeT Bo3pacTy (Tanner I). Hapymenne nponsHOMmIEHHS CIIOB,
OrpaHUYEHHBIN cloBapHbIM 3anac. [Ipy TONMOMHUTENBHBIX METOIAX HCCIEI0BAHUS
YCTaHOBIICHBI JICHKOIUTYpHs, ans0yMuHypus 10 30 Mr aap0yMHHA/T KpeaTHHUHA,
CHIDKEHHE CKOPOCTH KITy0ouKoBO# hrmpTpartun 10 93 mur/mun/1,73 M2 (XBITII cTe-
TIeHN), KOCTHBI BO3pacT OTCTaeT Ha 2,5-3 roma. VMckiroueHa maToaorus IUTOBHU/I-
HO xemne3bl, Mykomonucaxapunossl LILIILIV,VL, VII tunos, 6one3ns @adpu, cuH-
npom Py6mamreiina-Teiton. Kapnorun 46, XY — HOpMambHBIN MY>KCKOI KapHOTHII.

[IpoBeneHo cekBeHnpoBaHue KIuHIYecKoro 3x3oma (PI'BHY MI'HII um. H.IT.
Boukosa), BersgBIeHBI MyTalu B reie KMT2A B reTepO3UroTHOM COCTOSTHHH, 9TO
xapakTepHo st cuHapoMa Bunemanna-1lIreiinepa (Wiedemann-Steiner syndrome,
OMIM: 605130). [TpoucxoxaeHue BeIsiBIeHHOTO BapranTa: de novo (ITpu obcnemo-
BaHUH POAWTEINCH MOT00HON MyTAIlH HE BBISBICHO.

JaHHbI KIMHUYECKUN caydyall JEMOHCTPUPYET KJIACCUUYECKOE TEUEHHE MOHO-




TEHHOTO 3a00JIeBaHMs, MPOTEKAIOIIETO ¢ HU3KOPOCIOCTHIO M MOPOKAMH Pa3BUTHS
BHYTPEHHHX OPTaHOB.

3®PEKTUBHOCTb PEXXMMOB BEA3UC-BEONIOCHON
MHCYJNIMHOTEPANMWA U TMUKEMWYECKOIO KOHTPONA
CAXAPHOIO AUABETA 1 TUNA Y OETEN

Juanos 0.A. **, Mypuna E.C. ?, Oneiinux JI.A. %, JIvicos C.A. ?, Augpunos H.C. ",
Doganosa A.B. !

‘@I'BOY BO «TIT'MY» Munszopasa Poccuu, Teeps, Poccus,

’I'BY3 TO «K/[B Ne2», Teepo, Poccus

AKTyaJabHOCTB: caxapHblii auadet | tuma (CLI1) coxpanser BemyIiee MecTo B
CHIDKCHUH KaueCTBa XKHU3HU M paHHEH MHBAIUIN3AINHY MAMEHTOB, HAUUHAS C JET-
ctBa. B passutnu xponndeckux ocnoxaeHuit C/1 y pereit Bemymuryto poib Urpaet
CTOMKast TUTIEPIITMKEMHS.

Leap uccaenoBanusi: cpaBHATH d(H(HEKTUBHOCTH 0a3MC-00MFOCHON WHCYIHMHO-
Tepanuy B pekMe MHOKECTBEHHBIX MHBbeKIni mHcynmnHa (MUN) n pexume mo-
CTOSTHHOH moakokHOM MHQY3un nHeynuHa (ITTTMHN) 1 B 3aBUCUMOCTH OT TOUEUHOTO
mmepenns rukemuu (TUTD) n HenpepsiBHOTO MOHHTOpHHTA IrkeMud (HMI') mpu
camoxontpone C/[1 y nereii.

MartepuaJjabl 1 MeTObI: TIPOBEACHO oOcnenoBanne 167 nereit, 6ompaBIX C/I1, B
OunoxpunonorundeckoM neHrpe ['bY3 TO «KIAB Ne2» B 2019 rony. ¥V 123 (73,7%)
OompHBIX TpuMeHsICs peskuM MUU (cpemnmii Bo3pact 12+2,6 net, cpemHss -
TEIBHOCTH 3aboneBanus 5,5+0,87 net), uz Hux 12 (9,8%) mereit mpoBoanmm camo-
koHTpoib B pexnme HMI'; 44 (26,3%) nanmenTta Haxogumuchk Ha pexume [TTTNUN
(cpemmmii Bo3pact 11+1,7 meT, cpemusis AMUTETHHOCTH 3aboneBanus 6,5+1,30 mer),
n3 Hux 22 (50,0%) pebenka mpoBoanMIM caMOKOHTponb B pexxnme HMI. Onenu-
BAJINCh HAIWYNE TPOSBICHUN KETOAIH/103a W/VITH TSHKEJIBIX THITOTIIMKEMHH, CyTOU-
Has MOTPEeOHOCTh B WHCYIWHE, YPOBCHb IIHKHUpOBaHHOTO remormodouna (HbAlc),
Hann4yre MUKpoansOymMuHypruu (MAY) u muabeTHdecKnX OCIOKHEHHH (HEeHpo- u
PETUHONATHHN), TOKA3aTENN JIMITUIHOTO CIEKTPA KPOBH.

Pesyabrarsl: B Tpynme neteir Ha pexkume MUU wactota keToanmaoza w/nim
TSDKEJIBIX THITOTIIMKEMHH cocTaBmuia 67 ciaydaes (54,5%). B rpynne nereit, Haxo-
nammxes Ha pexkume [TITHMN, BcTpedaeMocTh KeToanna03a W/ITH TSHKEIIBIX THITO-
mmkeMuit coctaBuia 4 ciaygas (9,1%, p<0,01). Cpennsisi cyTouHas moTpeOHOCTh
B MHCYyNWHE y neTeid Ha pexkume MUMU cocraBmna 0,85+0,064 em/kxr/cyt, a y me-
teit Ha pexxume [TITUU - 0,73+0,051 ex/kr/cyT (p<0,05). Cpemumii yposens HbAlc

y nmereit Ha pexume MHNU cocrasun 8,2+0,60%; a y nereit Ha pexxume ITTNN -
7,0+0,48% (p<0,05). Cpenane 3HaueHUS TIOKa3aTeeH JIUMHIIHOTO OOMEHa Y JAeTei
Ha pexxume MUU: xonecrepun - 4,5+0,35 mxMmomns/m; Tpurmunepunst - 1,3+0,15
Mrmons/im; JITIBIT - 1,6+0,09 mxmomns/n; JIITHIT - 2,58+0,13 mxmons/n. Cpegane
3HaYEHUs MOKa3aTelNeil MTHIHOro oOMeHa y neteii Ha peskume [T xonecrepun
- 4,0+0,25 mxmons/n (p=0,05); tpurmumepunst - 0,95+0,071 mxmomns/n (p<0,05);
JITIBIT - 1,4+0,07 mxmons/n (p<0,05); JIITHIT - 2,1+0,15 mxmomns/x (p<0,05). Cpen-
Hee 3HaueHne MAY y nereit Ha pexxume MUU cocrasmio 16,5+2,08 mr/m; a Ha pe-
xume [N - 8,5+1,25 mr/n (p<<0,01). KonmdecTBo qrabeTHIECKIX OCIOKHEHHMN,
TaKUX Kak HEHpo- U peTUHOINATHi, B rpymnie aetedl Ha pexume MU cocraBuio
15 (12,2%) n 10 (8,1%), a B rpynme gereit Ha pexume TINU — 1 (2,3%; p<0,05)
n 1 (2,3%; p<0,05) coorBercTBeHHO. OT™MEUanock ymenbiienne HbAlc kak mpu
ncnonp3oBanmr HMIT mpu MUU — 6,76+0,543% (p<0,01), Tak ke coxpaHsIach
TeHaeHnus K ymensmenuo HbA 1c mpu ITITHUN — 6,75+0,318% (p=0,05) mo cpas-
HEHHIO C AETbMHU, IPOBOJSALINX CAMOKOHTPOIIb B peskume TUT.

BbIBOABI: MEHBIIINE YACTOTA KETOANNA03a W/HIIH TSKEIBIX THITOTTIMKEMHH 1 110-
TPeOHOCTH B CYyTOYHOM KOJIMYECTBE MHCYJIMHA, 00J€e CTOHKHUE IIETICBbIC 3HAYCHHS
COCTOSTHHSI YIJIEBOAHOTO OOMEHA, OTCYTCTBHE AMCIUIHUIEMUI W MHKPOAIBOyMH-
HYPHH, a TaKKe MEHbBIIEE KOIMYECTBO OCIOKHEHHUH, YKa3bIBAIOT HA JIyUIIyIO 3(-
(DEeKTUBHOCTH MOCTOSIHHON MOAKOXHOW MH(Y3NH WHCYINHA IO CPABHEHUIO C MHO-
KECTBEHHBIMH MHBECKINSIMH WHCYIMHA TP 0a3uc-O00II0CHON HHCYIMHOTEPAIUH, a
WCIIONIb30BAaHNE HETPEPHIBHOIO MOHUTOPUHTA NIMKEMUH TIPH CAMOKOHTPOJIE YITyd-
maet Merabonmmueckuii kKoHTpob CII1 y merell, 9TO CrOCOOCTBYET YITyUIICHUIO
MIPOTHO32 M KadeCTBa KU3HU MAIIMEHTOB JETCKOTO BO3PACTa U UX CEMEH.




NOAPOCTKOBAS KOHTPALIENLUA: COBPEMEHHbIA B3rnag
HA NPOBNEMY

Kapauenyosea U.B."> Cubupckan E.B.>5, Apzyn M.3."%, Meneneuyx H.42,
Typuuney A.U."3, Aéemucan JI.C.»

!Poccutickutl HayuOHATbHbILL UCCICO08AMEeNbCKUL MEOUYUHCKULL YHUBEDCUMEm

um. H.U. I[Tupoeosa Munszopasa Poccuu, Mockea, Poccus

’PIIKF ®I'A0Y BO PHUMY um. H. H. [Tupozosa Munzopasa Poccuu, Mockea,
Poccus

SOI'BOY BO MIMCY um. A.U. Esooxkumosa Munzopaea Poccuu, Mocksa, Poccus
Iepsviit MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

CBoeBpeMeHHas: HHGOPMUPOBAHHOCTD JIEBOUCK-TIOJJPOCTKOB O BHAAX KOHTpa-
LEMIUHN ABIIETCS OOSM3aHHOCTBIO Bpada aKyllepa-THHEKonora. BakeH WHANBH-
JTyalbHBIN TOAXOA K KAaXIOMY IAIlMEHTy, yYUTBHIBAsI BO3PACT, CEKCYaJIbHYIO 00-
Pa30BaHHOCTh M CEKCyaJbHOE ITIOBEJCHHE, ITOCTOSHCTBO IAPTHEpA, CEMEHHOE H
(mHAHCOBOE TIOJNIOKEHHE, HATMYNE COMYTCTBYIOMNX 3a00JICBaHUN M aOCONFOTHBIX
WJIN OTHOCHTEIBHBIX TIPOTHBONIOKA3aHUHI K TOMY WJIM WHOMY BHIy KOHTPALCTIIIHH.
W3 Bcex CyIIECTBYIONIMX METOAOB KOHTPALEHIIMU VISl TIOJPOCTKOB METOIaMHU BbI-
0opa SBIAIOTCS:

1. My>CKO# TIpe3epBaThB, TaK KaK JAHHBIA BUJI MEXaHWYCCKON KOHTPAIICIIIHH
3aIIMIIACT HE TOIBKO OT HEXKEJATEIbHON OEpEMEHHOCTH, HO M OT MH(EKINH, mepe-
nmaromuxcs nonoBsM mytem (WTITIIT)

2. KombunupoBanubsie opanbHble KoHTparentuBel (KOK) mns mucumrmmmau-
POBaHHBIX TOJPOCTKOB C BBICOKOW MH()OPMHPOBAHHOCTBHIO O PHCKAX 3apa)KCHHS
UIIIIII, Tax xax KOK we 3amummaror ot mHpeknunit momosoit cheps. Ho mpenmy-
mectBoM KOK siBsteTcst BO3MOXKHOCTD COUETAHUSI MX TPUMEHEHUS! HE TOJIBKO C Iie-
JIBIO KOHTPAIEMIINH, HO ¥ C LIEJIBI0 TOCTIKEHUS OTIPEIETICHHOTO TEPAIIeBTHIECKOTO

a¢dexra.

KitroueBsie citoBa: KOHTpALEIIIHSA, ETCKask THHEKOJIOTHS

COXPAHEHUE PEMPOOYKTUBHOIO 310POBbA NEBOYEK:
MEXOUCLUMNNUHAPHBbIA Noaxon

Kapauenyoea U.B. ', llempsixuna E.E."%, E.B. Cubupckasn 3,

JMaoux T.I. %, Apeyn M.3.%3, Typuuney A.H."%, Aséemucan /].C.*

!PoccuticKutl HayuOHATbHbIIL UCCTICO08AMEeNbCKUT MEOUYUHCKULL YHUBEDCUMEM
um. H.U.ITupoeosa Mumnsopasa Poccuu, Mockesa, Poccus

’PIIKE ®I'A0Y BO PHUMY um. H. U. I[Tupozosa, Mocksa, Poccus

SOI'BOY BO Mockosckuil 20¢ydapcmeennbiil MeOUKo-CImoMamono2uieckull
yrusepcumem umenu A. M. Eeookumosa Munzopasa Poccuu, Mockea, Poccus
Tepsvitt MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

2018-2027 rr. Yka3om IIpesnnenra PO o6wsaBiensr B Poccuiickoit @enepariim
Hecsatunernem JleTctBa. Pa3zpaboTan mraH MEpOIIpUATHIA 110 YAYUIICHHIO KauecTBa
MEIHUIIMTHCKON TTOMOIITN TETCKOMY HaceleHUI0 Poccum. ABTOPBI CTPYKTYypHUpPOBAIN
1 TIPOAHATM3UPOBAIN OCHOBHBIC HOPMAaTHBHO-TIPABOBBIE aKTHI, KOTOPBIMU AETCKUN
THHEKOJIOT PYKOBOJICTBYETCS B CBOCH paboTe, HAITISAIHO MPEICTABIIIN, KaK OpraHH-
30BaHa THHEKOJIOTUYECKast TOMOIIh JeTIM B MOCKBE U B HEKOTOPBIX APYTHX PETHO-
Hax Poccuiickoit @enepany, a TaKKe OCBETUIIN BaXKHOCTh B3aUMOJICHCTBUS Bpaue
Pa3IMYHBIX CHEIMATBHOCTEH C IIENTBI0 COXPAHECHHUS PEIPOTYKTUBHOTO 3I0POBBSI JIe-
BOUYCK Ha MPUMEpPE CIOKHBIX KIIMHUYECKUX HAOIONEHUH, TPEOYIONIX MK TUCIIH-
TUTMHAPHOTO TTOAXO/IA.

B moxitaze mpencTaBieH OMBIT BEACHHS MAIEHTOK C Pa3IMYHBIMHA THHEKOJIO-
THYECKAMHU 3a00JCBaHUSAMH, Pa30op TAaKTHUECKHX OIIMOOK, IEMOHCTPHPYIOTCS
WHTEpPECHBIC KIMHIMYECKNE KEHCHI, a TAK)KE OCBEMIAIOTCS BOTPOCH! MPOMUITaKTHKA
THHEKOJIOTHYECKUX 3a00IeBaHIN y JeTeH.

KitroueBsie ciioBa : geTckasi THHEKOJIOTHS, PETPOAYKTHBHOE 3I0POBHE




ONOBPOKAYECTBEHHbIE HOBOOBPA30OBAHUA ANYHUKOB
B MPAKTUKE M'MHEKONOrA AETEA U NOAPOCTKOB

Kapauenyosa U.B."%, Ilempsiikuna E.E."?, Cubupckasa E.B.”>,

Asemucan JI.C.% Taiioapacu H.H.', Cyxapesa /[.M.', /lazaesa K.C.!

IPHUMY um. H. 1. Iupozosa Munzopasa Poccuu, Mockea, Poccus

’PIIKE ®I'A0Y BO PHUMY um. H. U. [Tupozosa Munzopasa Poccuu,

Mockea, Poccus

SOI'BOY BO MIMCY um. A.U. Esdorkumosa Munzopaea Poccuu, Mocksa, Poccust
Tepsviit MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

Beenenue, akTyaJbHOCTb MPOOIEMBI.

JloOpokadecTBEHHBIE OIyXOJH STMYHUKOB — IPYIINa MaTOJIOTHYECKUX AOTIOIHH-
TEJIBHBIX 00Pa30BaHUN OBapHAIBHON TKAHW, BO3HUKAIONINX B PE3yJbTaTe HapyIle-
HUS TIPOIIECCOB KIIETOUHON mposmdepanny u nuddepeHupoBku. Ha cerogasmmamii
JICHb T0OpOKadeCTBEHHBIE HOBOOOPA30BaHMS SMYHUKOB y NEBOUYCK IPEICTABISIOT
OonbIION MHTEPEC, MX ANATHOCTHKA 3a49acTyO 3aTPyAHEHA B CBA3M CO CTEPTOCTHIO
KIIMHUYECKOTO TEUEHHS M OTCYTCTBUEM XapaKTEPHBIX JKasl00.

B netckoif THHEKOIOTHYEeCKOH MPaKTHKE YACTBHBIN Bec 00pa30BaHUHA SHIHUKOB
konebmercst oT 1% 10 4,6 %. JloOpokadecTBEHHBIE Oy XOIH SHIHIKOB BCTPEUAIOTCS
BO BCEX MEPHOJAX KU3HM eBOUYKH. Hambornee yacTo AMarHOCTHPYIOTCS HCTHHHBIC
JI00pOKaueCTBEHHbIE HOBOOOpa3oBaHus — B 27% HaOMOAeHNH, U3 HUX JOMUHHPY-
IOT 3peJble TePaTOMBI M CEPO3HBIC MCTAICHOMBI, a B 65% HaOMIONEeHIA THarHo-
CTHPYIOTCS (DYHKIIMOHAIBHBIC KHCTHI. 3JI0KaUE€CTBEHHBIC OITyXOJM BCTPEUAIOTCS B
3 % ciydaeB cpeay BcexX 3JI0KaUeCTBEHHBIX HOBOOOPA30BaHMH AETCKOTO BO3pacTa:
B OOJBITIHCTBE CIyYaeB MPEICTAaBICHBI TUCTEPMIHOMOMN 1 HE3PETION TepaTOMO.

Heab 1 3a1a4u UccIeIOBAHNS.

Llenpro HACTOSAIIETO MCCIECAOBAHUS SBIACTCS: aHAIN3 OIBITA BEICHHS JIEBOYEK
¢ 10OpOKaueCTBEHHBIMH HOBOOOPA30BAHMAMH SUYHHWKA Ha 0a3e XHPYpPrudecKoro
TMHEKOJIOTUUECKOTO OTAEIeHUs POCCHICKONM IETCKON KIMHHUYECKONW OOJBHUIIGLI T.
Mockssl B iepuoz ¢ 1 mo 30 centsOps 2021 roga u OnpenenTuTh TAKTHKY BBEACHHUS
TIAIMEHTOK.

3ajgaun uccIe0BaHUs: IPOBECTH aHAIN3 CIIydaeB JOOPOKAUYECTBEHHBIX HOBOO-
Opa3oBaHNil ANYHUKA y €BOYCK; YCTAHOBUTH KaKHE U3 OIMyXOJeH SIMIHUKOB BCTpE-
JaJMCch HanOoIlee valle.

Marepuajbl 1 MeTOIbI.

OOBEKTOM HCCIIEOBAHNSA CTAJH MAIIMEHTKH C J0OpOKadeCTBEHHBIMA HOBOOOpa-

30BaHUSIMH SMYHHMKA Ha Oa3e XUPYPTUICCKOTO THHEKOJIOTUIECKOTO OTACIICHUSA Poc-

CHHUCKOM AeTCKON KIMHIYECKOH OONMpHHUITH T. MocKkBEI. [IpenMeTom uccienoBanus
OblTa METUIIMHCKAS IOKYMEHTALUS TTAIINEHTOK.

Bce manmeHTkn OBUIM TUTAHOBO TOCHHUTAIM3UPOBAHBI B XUPYPTHUECKOE THMHE-
KOJIOTHYECKOE OTJEIICHNUS C IIEIbI0 00CIIeI0BaHNS U BBIOOpa AaibHEHIIEH TaKTHKN
JICYCHUS! TIO TIOBOY T00POKAaYECTBEHHBIX OIMYXOJIEH WIIM OIyXOJIEBHIHBIX 00pa3o-
BaHWH NMpUAATKOB MaTku. Ha ocHOBaHMM MH(OPMHUPOBAHHOTO COTIIACHS 3aKOHHOTO
MIPEICTABUTENS MAIIMEHTOK ObUTM 00pabOTaHbl TaHHBIE MEANIIMHCKON JOKyMEHTa-
uuu. B mepuon ¢ 1 mo 30 centsiOps 2021 roma B XHPYprudaeckoM THHEKOIOTHYEC-
cxom otnenennu PIKB mo moBoxy oOpazoBaHmii SMIHUKOB OBLTH 00CiIe0BaHBI 12
MAIIEHTOK B Bo3pacte oT 5 70 17 met. Y3 12 manuenTok: (pyHKIMOHAIEHBIE KACTHI
HabIromanuck y 5 maruenTok (41,6%) (2 xkuctsl sxenroro tena (16,6%) u 3 dommm-
KyJIIpHBbIE KUCTHI (25%), 3penas Teparoma HaOmoganace y 6 marueHTok (50%), n
y | mammenTkn OpLTa BEIABICHa cepo3Has ructageroma (8,3%). Takum obpaszom,
B CTPYKType 3a0oieBacMOCTH Tpeobnanand (pyHKIMOHATBHBIE KHUCTHI U 3peibie
TeparoMbl. TeM caMbIM BBISIBJIEHHE KHCTO3HOTO OOpa30BaHUS SIMYHUKA y TIAIMCH-
TOK JI0 HadaJia MOJOBOTO PAa3BHUTHS PACIIEHMBAIACH KAK OPTaHWYECKas MaToJIOTHI.
JumarHoctika HOBOOOpa30BaHUH SIMYHMKA BKIIIOYaia B ceOs: cOop aHaMHe3a, Ka-
JI00BI, OOIMINH OCMOTp, THHEKOJIOTHYECKUX OCMOTP, JTaODOPATOPHBIE W WHCTPYMEH-
TanbHBIE HccienoBanud. Tombko y 4 marmenTok (33,3%) u3 12 Habmromamuch xa-
700BI HA TAHYIIHE OONMH B HIDKHHUX OTAETAX KUBOTA. DTO MONTBEPKAACT TOT (PAKT,
9TO B OOJBITMHCTBE CIydacB SMIHUKOBBIC 0OpPa30BaHUS MPOTEKAIOT OECCHMIITOM-
HO. Y 2-x manuenTok (16,6%) u3 14 nabmonanoch yBeInMueHNE pa3MepOB )KUBOTA,
Ha OCHOBAaHMHU 4ero OBbIIM 3arof03PEHBI 3peible TePAaTOMbl THTAHCKUX Pa3MEpOB.
Bcem manmenTkam Opwto mpoBenero Y3 opraHoB majnoro Tasza u Oblia BEICTpOE-
Ha JanbHEHIIas TAKTHKA BEJCHUS MAIIMEHTOK. BRIOOP TAKTHKY BeIeHNS MAIUEHTOK
B KaXJIOM OTJIEJIFHOM CIy4ae paccMaTpHBaJICsS MHAMBHAyanbHO. M3 12 mammen-
TOK OIIEPaTHBHOE JIeueHNE OBII0 IpoBeieHo 7 neBoukaMm (58,3%), y KoTopbIx Oblia
JMarHOCTHUPOBAHA 3pelasi TepaTtoMa u IpcTazeHoma. MM Oblta mposezeHa Jiarnapo-
CKOMHSA, IIUCTAKTOMUSI HA CTOPOHE TopaskeHus. [larmeHTkam ¢ pyHKIMOHATBHBIMA
Kuctamu ssuaHuka (41,6%) ObIT Ha3HAYCH AUHAMHIYECKUH KOHTPOJb B TedeHHE §-12
MECSIIIEB, B CBSI3U C TEM, YTO B OONBIIMHCTBE CIy4acB OTMEUAETCs perpecc o0paso-
BaHMA B Te€UeHHE -3 MEHCTpyanbHBIX IUKJIOB. EciM B TedueHHe 3TOro BpeMEHHU y
HUX HE MIPOU30UIET 00PAaTHOTO PA3BUTHUS KUCTHI, WIIH €€ Pa3Mephl MPEBHICAT 80 MM,
TOTIa UM OyZIeT MOKa3aHO OTIEPATHBHOE JICUCHNUE.

3akia0ueHue.

Taxum oOpa3om, OBIT TPOBEICH aHAIIN3 CIy4aeB JOOPOKAYeCTBEHHBIX HOBO-
00pa3oBaHMil AMYHUKOB Yy JICBOUCK Ha 0a3ze XMPYypruieckoro TMHEKOJIOTHYECKOTO
otnenenns P/IKB r. Mocksel B mepuon ¢ 1 mo 30 centsiopst 2021 roga. B 6ompmmH-




CTBE HAIIMX CIy4acB B CTPYKType 3a00JIeBAeMOCTH Tpeodiamain (yHKIIHOHAIb-
HBIE KUCTHI U 3peJble TepaToMbl. TakTHKa BEICHU MAIIMeHTOK Oblila pa3/ieineHa Ha 2
TPYTIITBEL: B TIEPBOU TPyNIIE OBUIO 7 MEBOYEK, Y KOTOPHIX OBIIO TIPOBEICHO ONEPaTHB-
HOE JIe4eHne (JTamapOCKOMHS, IIUCTIKTOMHS Ha CTOPOHE TIOPaYKEHHS), a BO BTOPOH
rpymme ObUTo 5 eBOYEK, KOTOPHIM OBLTO Ha3HAYCHO AWHAMHYECKOE HaOMIONCHNE B
TeyeHne 8-12 MecsIeB.

PaboTa geTckoro rHHEKOJIOTa HECET OUYeHb BAYKHBIM COIMANBHBINA CMBICH, H pe-
aJmM3yeT OfHY W3 NMPHOPUTETHBIX 3a/ad TOCYIapCTBa — OXpaHa PENpOTyKTHBHOTO
3M0pOBbA rpaxkaaH. CBOEBPEMEHHO MPOBEACHHOE XHPYPTUIECKOE JICUCHUE FOHBIX
OONBHBIX - OCHOBA JUTS PeaH3alii PEeNpOyKTUBHONW (DYHKINHU B OYIYIIEM.

KitroueBsie croBa: geTckasi THHEKOJIOTHSI, TIOAPOCTKH, HOBOOOPa30BaHUS STHIHHU-
KOB

AHOMAJbHbIE MATOYHbIE KPOBOTEYEHNA B NYBEPTATHOM
NEPUOAE: COBPEMEHHbIW B3rNA4 HA NPOBNEMY

Kapauenyoea H.B."%, Ilempsiikuna E.E."?, Cubupckas E.B.*’, Apzyn M.3.%?,
Menenuyx H.A.%, Aséemucan /I.C.%, F'aiwoapycu U.H.', Cyxapesa /I.M.",

Mazaesa K.C.!

!Poccutickutl HayuOHATbHbIIL UCCTICO08AMENbCKUT MEOUYUHCKULL YHUBEDCUMEM.

um. H.U. I[Tupoeosa Munszopasa Poccuu, Mockesa, Poccus

2PIIKE ®I'AOY BO PHUMY um. H. 1. I[lupoeosa, Mocksa, Poccus

SOI'BOY BO MIMCY um. A.U. Esdorkumosa Munzopaea Poccuu, Mocksa, Poccus
Tepsvit MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

BBenenue, akTyaJlbHOCTH POGJIEMBI

AnoManbpHOE MaTogHoe KpoBoTedeHne (AMK) — TepMuH, KOTOPBIH HCTIONB3YIOT
IUISL OIIMCAHUsI HECKOJIBKUX Pa3HbIX THUIIOB KPOBOTEUCHUS B ITyOSPTaTHOM MEpHOJE,
BKJIIOYasi OOMIIBHOE MEHCTPYyalbHOE KPOBOTEUCHHE, MEXMEHCTPYallbHOE KPOBOTE-
YeHHe, a TaKoKe OOMIIBHOE U IIPU 9TOM JUTHTEIILHOE MEHCTPYaIbHOE KPOBOTEUCHHE.

Bbonee 95% ciyqaes AMK B my0OepraTHOM Teprozie 00yCIOBICHO aHOBYIIAINC-
. MeHCTpyabHBIH, 00N METUITMHCKAN, CEMEWHBIA W XUPYPTUICCKI aHaMHe3
UTPAIOT OYEHb BAXKHYIO POJIb TIPH OIIEHKE U BBIOOPE TAKTHUKH BEACHUS MOJPOCTKA C
AMK; kpome TOro, TUM JEBYLIKaM CJeIyeT NpPeaaraTb BCECTOPOHHEE MEIUIIMH-
ckoe obcnenoBanue. Hecmotps Ha To uto 6onee 95% cinydaes AMK y mogpocTkoB
00yCIIOBJIEHO HAPYIICHUSIMA OBYJIALIUH, [Tl TOCTAHOBKH ANarHo3a HEOOXOANMO Hc-
KITFOYHTB PSIJT TATOJIOTHH (HEKOTOPBIE N3 HUX HYKHO HCKJIIOYUTH CPOYHO, HAIPUMED

BHEMATOYHYIO OEPEMEHHOCTB).

eab u 3a1a4u HCCIeTOBAHUSA

[lenmpI0 HACTOSIIETO UCCIICIOBAHMS SIBISICTCS © aHATN3 OIBITA BEICHHUS JIEBOUEK
C aHOMAJTLHBIMH MaTOYHBIMH KPOBOTCUCHUSIMH Ha 06a3e XUPYPTrHUeCKOro THHEKOIIO-
ruaeckoro otaenenus PJIKB r. Mockser 3a centsa0ps 2021 rona.

3amauu WCCIIEIOBAHMS: OTPEICIUTh TAKTUKY BEACHUS W JICUCHUS TAIMCHTOK C
AMK.

Martepuajbl 4 METOAbI

O6BexToM mccnenoBanms cranu manueHTkn ¢ AMK Ha 6a3e Xupyprudeckoro
THHEKOJIOTUUECKOTO OTAEIEHUA POCCUIICKOI IETCKON KIIMHUYECKON OOJIBHUIILI
. Mockssl. [IpenmeTom mccnenoBanust Oblla MEIUIIMHCKAS JTOKYMEHTALNS TaIlH-
CHTOK.

Bce manueHTKH OBUIH TIAHOBO TOCTIMTATH3MPOBAHBI B XHPYPTUYECKOE THHE-
KOJIOTHUYECKOE OTACTICHUS C IETBbI0 00CIeNOBaHNS U BEIOOpa JalTbHEHIeH TaKTHKN
JICUSHHSI TIO TIOBOY aHOMAaJIbHBIX MaTOYHBIX KpoBOTeueHnH. Ha ocHOBaHMH HH(OP-
MHPOBaHHOTO COTJIACHS 3aKOHHOTO IMPEICTAaBUTEINS MAIIMEHTOK ObLIH 00padoTaHBI
TMaHHBIC MEIWIMHCKOHN mokymeHTanuu. B mepuox ¢ 1 mo 30 centsdps 2021 roma
B XHpyprudeckoM ruHekonorndeckoM otaeneHnu PIKB mo moBomy AMK 6pumm
obcenoBanbl 6 MAMEHTOK B Bo3pacTe oT 12 no 15 net. OcHOBHOI xamo0oii mpu
MTOCTYTUICHUH B CTAlIMOHAP SBJISUIOCH KPOBOTEUCHUE M3 TIOJIOBBIX ITyTEH pa3THIHON
WHTCHCUBHOCTHU U IITUTENBHOCTH. Y 4 (75%) manmeHToK HaOIIooamuch yMepeHHBIC
KpOBSIHBIC BbIENeHUs, v 2 (25%) oOmnbHBIC U [IHTENbHBIE. UTOOBI UCKITIOYHTH
JIpyTHe TMPUYHHBI KPOBOTEUCHUH , BCEM MalnueHTKaM ObuTo mpoBeneHo Y3U opra-
HOB MaJIOTO Ta3a M ObIIa BBICTPOCHA JANbHEWINAas TaKTHKA BEICHHS MAIMEHTOK.
Br16op TakTHKK BeCHHS MTAIMEHTOK B KaJKJIOM OTICIFHOM CITydae pacCMaTpUBAIICS
nHauBHIyansHO. Y Beex 6 (100%) mammeHToK Mo pe3ynbraTaM yIbTPa3ByKOBOTO
HCCIICIOBAaHUS TTATOJIOTHH CO CTOPOHBI OPTaHOB MaJIOTO Ta3a He BBIABICHO. Tak ke
y 2 (25%) manmentox Oputa muarHoctupoBaHa JKJIA Jerkoil cTemeHH TSKECTH.
Y4uTBIBast OTCYTCTBHE MATOJIOTHH, KOTOphIe MOTIIH OBI BEI3EIBaTE AMK, BCcem marm-
eHTKaM OblJIa Ha3HAYeHA CHMIITOMAaTHYECKasl Teparms, a Tak K€ JBYM M3 HUX JIOTIOJI-
HUTEIHFHO Ha3HAYAJNCh MIperapaThl JKele3a.

3akioueHune

Pe3ynpTaTsl MPOBEICHHOTO HWCCIENOBAHUS CBUACTENBCTBYIOT, uTo AMK co-
XPaHSIIOT CBOIO aKTyalbHOCTh W OKA3bIBAIOT HETATHBHOE BIMSHNUE HA CTAHOBJIICHUE
PETPONYKTUBHON (YHKITMH AEBOUYEK B IMyOepTaTHOM Teprozae. Bcem mammeHTKaM
C MaTOYHBIMH KPOBOTCUCHHUSAMH MyOEPTAaTHOTO TEPHOa PEKOMEHIOBAHO JTHHAMM-
geckoe HaOmrofenne 1 p./mMec. 1o cTabmMin3anuy puTMa MEHCTPYAIlHiA, 3aTeM KOH-
TposipHOE oOcnenoBanue | pa3 B 3—6 mec. [IpoBenenne Y3 opranos manioro taza




ITOJDKHO OCYIIECTBISITHCS HE pexke | pa3a B 6—12 mec.

Takum o0pa3oM, aJeKBaTHBIC JUATHOCTHYCCKUE HCCICHOBAaHHS W JTAlHOCTh
MIPOBENICHUS JICUeOHBIX MEPOIPHATHH B COOTBETCTBHU C BO3PACTHBIM IIEPHUOIOM
MIO3BOJIUT TIPEAYNPEIUTh Pa3BUTHE MATOYHBIX KPOBOTCUECHUH C TSDKEIOH aHeMH3a-
[Mel opraHn3Ma IMOIPOCTKa U PoOIeM B pelpOAYKTUBHON (PYHKITUH B OyAyIIEeM.

Kirrouesrwie cimoBa: AMKIIII, meTckast THHEKOJIOTHS

AHANKU3 PEAKLMU ®PYCTPALIMU Y BETEN U NOOPOCTKOB
HA ®OHE OXXWUPEHWA

Komnanueu O.B., bonomosa H.B., @ununa H.IO., Pacckazosa IO.B.
@I'bOY BO Capamosckuu IMY um. B.H. Pazymosckozo Munzopaea Poccuu,
Capamos, Poccus

AxXTyanmbHOCTE. BbICOKast pacipoCTpaHEHHOCTh OXKHPEHHS B MUPE TTOJpasyMe-
BACT MOCTOSHHBIA MOWCK BO3MOXKHBIX MEAMKAMEHTO3HBIX W HEMEANKaMEHTO3HBIX
Croco0OB CHIKEHHSI Macchl Tena. B eTckoil momy siuny BBUY OTpaHWICHUS pa3-
PELICHHBIX MEUKAMEHTO3HBIX CIIOCOOOB KOPPEKIINH Ha MEPBBIN MJIaH BBIXOAUT Te-
pareBTHYecKoe 00ydeHNE AeTeH U POAUTEINEH, HATPBICHHOE HA M3MEHEHHE MHUIIE-
BOTO TTOBEZICHUS.

Leab padoThl: U3ydeHne peaknnu (GpycTpamun y MAUEHTOB C OXKHPEHUEM
KakK OJTHOTO M3 BO3MOXHBIX (DaKTOPOB, MPEIMATCTBYIOMNX M3MEHEHHUIO MHIIEBOTO
TIOBE/ICHHSI.

Marepuaibl 1 MeTobl. OCHOBHYIO TPYIITy COCTABHIIN MAIIUEHTHI C OXKUPEHH-
em ot 7 no 17 met (n=52), m3 Hux MansaukoB — 20 ger. (39%), neBouek — 32 ged.
(61%). B xauecTBe KOHTPOJIBHBIX JAHHBIX OBUIM B3STHI PE3YIBTAThl TECTHPOBAHUS
3IOPOBBIX JICTEH TAKOTO YK€ BO3pacTa, OmyOInKoBaHHBIX B padorax E.E.JlanmmoBoit
u C.Pozentgeiira. Merox mccienoBanus — TecT GppycTpannoHHbIX peakiuii C.Po-
3CHIIBEHTA, IPENICTABISAIONINN COO0H KOMITICKT U3 24 MILTIOCTPAIINH, OTPaKaFOIITIX
pa3IuYHbIC JKU3HEHHBIE, TOTCHINATBHO (PpYyCTpUpPYIOMHE (TICHXOTPaBMUPYIOIINE),
cutyarud. [Iporenypa TecTHpoBaHUS HE3aBUCHMO OT BO3PAcTa COCTABIIANA B CPE-
HeM 10-12 MuHYT.

Pe3yabrarsl ucciaenopanus. C yaéToM CTETIEHH TSKECTH 0KUPEHUS AMEHTHI
ObuTH pazaeneHs! Ha 3 rpymmsl: -1 creneds (SDS UMT =2,1-2,5) — 23 gemn. (44%),
2-1 (SDS UMT =2,6-3,0) — 9 uemn. (17%), 3-1 (SDS UMT =3,1-3,9) — 20 wen. (39 %).
HacreactBeHHas OTATOMIEHHOCTD ITO OKUPEHMUTO OBbIIa BRIsIBICHA Y 23 ued. (44%) u3
obmrero yncna TectupyeMbix. CHbkeHHBIH Kputepuit GCR kak mokasarens crere-

HU COIMATBHON afanTanuu ObII MOTy4eH y 35 gen. (66,6%). Y OOoNbIIMHCTBA MalH-
eHTOB (56%) ObUTH BBISBICHBI UMITYyHUTHBHBIC PEakIuy (hpyCTpaIiy, 9TO OTpaKaeT
TIO3HINIO YKJIIOHEHHS OT NMICHXOTPAaBMHUPYIOIIEH CUTYaIlNH, TPUUEM C YBEIUICHUEM
BO3pacTa J0JIs TAKUX peaknuii BozpactaeT (40 % — y Mmaammx MIKOJIBHUKOB, 75%
— y TIOIPOCTKOB). AHATU3UPYS THITBI PEaKkuid GpycTpanni, ObUIO MOTYyYeHO Tpe-
o0JalaHne MPEnsITCTBEHHO-TIOMUHAHTHOTO U ATO-3aI[UTHOTO THIIOB, YTO YKa3bIBA€T
Ha HEXXEJIAaHWE MCTBITYEMBIX COBEPIIATh KaKHe-IM00 HEOOXOANMBIE MCTIPABICHUS.
Bwmecre ¢ TeM, y mamueHToB ¢ 1-0#f M 3-eiff CTENEHAMH OKHUpPEHHUS Ipeodiamani
HUMITyHUTHBHBIC PEAKIIUH MPETATCTBEHHO-JOMUHAHTHOTO THIA, CO 2-0if CTENEHBIO
(TpenMyIIeCTBEHHO y IEBOYCK) — SKCTPAITYHUTHBHBIC PEaKINH MMOTPEOHOCTHO-HA-
CTOHYHMBOTO THIMA. BEeposiTHO, 4TO MaIeHTsI |-if Tpynmsl (¢ okupeHneM 1-i crere-
HH) HE BOCIIPUHUMAIOT O’KHPEHHUE KaK 00JIEe3Hb FITH IPOOIEMHYIO CHTYAITHIO, TpeOy-
IONIYIO Pa3pEICHHsT; TTAEHTHI C O)KUPEHHEM 3-ii CTENEeHN 3aHIMAIOT NTACCHBHYIO
TTO3HITUIO TT0 OTHOIICHHUIO K CBOEMY COCTOSIHUIO 110 TIPHYMHE HEPa3peIINMOCTH, Ha
UX B3I, CUTYalllH.

BbiBoABI. BONBIIMHCTBO MAIIMEHTOB C OKUPEHNUEM TIPOSIBIISIIOT UMITyHUTHBHBIC
peakunu (GpycTpanny, 4TO yKa3bIBaeT Ha ITO3WINIO YKJIOHEHUS, AMCTAHIMPOBA-
HUS OT pa3pemieHus ICUXOTPaBMHUPYIOIIeH cutyarun. [1areHTs! co 2-1 CTeTeHbIo
OXXHMPEHUSI, TPEUMYIIECTBEHHO AEBOUKH-TIOIPOCTKH, HMEIOIINE SKCTPAITy HUTHBHBIC
peaxIy MoTpeOHOCTHO-HACTOIYNBOTO THIIA, IPEACTABIAIOT COO0N Hambomee mep-
CHEKTUBHBIX MMOTEHINAIBHBIX YIaCTHUKOB ITPOTPAMM CHIKEHHSI MacChl Tela BBUIY
TOTOBHOCTH K KOPPEKIIMH MHUIIEBOTO MOBEICHMSA. AHAIN3 peakuuu (GpycTparun y
MAIIEHTOB C OKUPEHHEM C IIETBIO BBIBICHMS HanOoJIee IPUBEPKEHHBIX TEPATNN
TIAI[ICHTOB MOYKET CITIOCOOCTBOBATH MOBHITICHUIO (P PEKTHBHOCTH PAOOTHI IITKOJ Te-
pameBTHIECKOTO O0yUCHHS.

OCOBEHHOCTHU YNPABJIEHUSAA CAXAPHbIM OUABETOM Y OETEW
HA NMOMNOBON MHCYNUHOTEPAMUN

Kypzanosuu A.B.
TRY3 «JII'TI Nel125 J[3M», Mockea, Poccus

Cormacuo yrBepkaeHHBIM Kimmandeckum pexomenmanusm PAD ot 2019 roma
«Caxapusiif tuabdet 1 Tuma y mereit» mommosas nHCynmuHOTeparus, win HITHU, -
COBPEMEHHBIN METOJ] MHCYJTHHOTEPAIIHH, TIO3BOJISAIOIINI JIydIlle BCETO MUMHTHPOBATh
¢uznonormueckuii mpodmrs nacymnHeMud. B pexxnume HITMUW nHCYNMMH BBOIUTCS
MTOAKOKHO, HETPEPBIBHO MyTEM IMPEABAPUTEIHHO 3alpOrpaMMHPOBAHHON Oa3aiib-
HOW CKOPOCTH M BBEJICHHEM OT/JEIBHBIX OOJIOCOB Ha MPHEMBI MUIIM U B CIydae




THIIePTITHKEMHH.

B HacTosmee BpeMs HCIIOIb30BaHNE HHCYIMHOBEIX TIOMTI B JICUCHHH CaXapHOTO
nmuabera 1 tuma (CII 1) pekoMeHmyeTcs AETSIM HE3aBHCHMO OT BO3pACTa C IIEIBI0
YITy4IIeH!US TTOKa3aTeNeH IMTHKeMIYEeCKOTO KOHTPOIIs. MHOTOYHCIIEHHBIMHU UCCIIENIO0-
BaHUAMH JT0Ka3aHo, uTo mpuMeHerne HITNUU criocoGeTByeT adexTnBHOMY 1 0€3-
OTIACHOMY JOCTIDKEHHIO TIETIEBOTO YPOBHS NUKAPOBAaHHOTO reMornodmraa (HbA1c),
CHIDKEHHIO BapHaOeTbHOCTH TIIMKEMHUHN M YaCTOTHI THITOTIIMKEMHH.

[Ipu sToM, HanbombIIel PPEKTUBHOCTHIO B OTHOIICHWH CHIDKCHHS YpPOBHSA
HbAlc 6e3 yuameHus 3MM30I0B THITOTIIMKEMHAN B CPAaBHCHHH C MHOXKECTBEHHBI-
MU HHBEKIHIMA wHCYnmnHAa (MUW) n TpaaWIIMOHHBIM CaMOKOHTPOJEM OO0JaJaeT
TTOMITOBAsE MHCYJIMHOTEPAIHs, TOTIOTHEHHAST HETIPEPBIBHBIM MOHHUTOPHHTOM TITFOKO-
361 (HMI'). Kpome Toro, B HacTosiee BpeMs CYIICCTBYIOT HHCYIMHOBEIC TIOMITBI C
(byHKIMEH TpekpaneHns (B TOM 9HCIIe IPSTUKTHBHOTO) ITOJadl HHCYIIMHA B CITydae
THITOTIINKEMIH, CTIOCOOCTBYIOIINE COKPYIICHUIO YaCTOTHI, MMPOAOIDKUTEIBHOCTH 1
BBIPAYKEHHOCTH €€ AITH30/I0B.

Crnenyet ormeTnts, uto HIIMU sBisieTcst anbTepHATUBHBIM METOIOM BBEICHHS
WHCYITUHA W TIPH HEOOXOAWMOCTH (HaJMYHe MPOTHBOIIOKA3aHHUN, OTCYTCTBHE BO3-
MOYKHOCTH ) MHCYJIHMHOTEPAIHs MOKET IIPOBOIUTHCA B pexknme MUN.

[Moxazarmsamu x nposenernto HITNUU sensrorcs: HbAlc BeItie MHINBUIYATB-
HOT'O IICJICBOTO MOKA3aTeIs; TSHKEIIbIC THITOITTMKEMHUN;, YacThIe SU30/bI JIETKOH T'H-
MTOTIIMKEMHH; BBICOKAsI BaprHaOeTbHOCTh TIIMKEMHUH HE3aBUCUMO OT ypoBHsS HBAlc;
BBIpQKEHHBI (PEHOMEH «yTPEHHEW 3apm»; HaJMUNE MUKPOCOCYIHUCTHIX OCIIOMKHE-
HUH win (akTopoB prCKa UX Pa3BUTH, HEOOXOIMMOCTD BBEICHHUSI MAJIBIX 103 HH-
CyNnrHA; 3HAYUTEIHHOE CHIKEHHE Ka9eCTBA JKU3HU B CBS3U C OOS3HBIO WHBEKIINI
WHCYITHA.

He pexomenayercs mpuMeHeHNE WHCYTUHOBBIX oM y marenToB ¢ CII 1 mpu
HEIOCTaTOYHOM YPOBHE 3HAHWN WIIM KOHTpPOJIE 3a00IeBaHMs, HETOCTATOYHOMN d(h-
(exTHBHOCTH 1 Oe30macHOCTH, a Take mpuBepkeHHOocTH HITMU. Do cBsizaHO C
PHUCKOM Pa3BUTHS B ITHX CIyYasX YIPOXKAIOUINX YIS KU3HU COCTOSHUM, a IMEHHO
- ocTporo anaberndeckoro keroanuaosa (JJKA).

Hernenecoobpa3Ho mpoBeeHNe TIOMIIOBOH HHCYIMHOTEPATIH HE TOJIBKO B CITY-
yasx OTKa3a MalueHTa 1 3akoHHoro npeacrasutess or HITMU, Ho u nipu SIBHBIX Ha-
PYUICHUSAX B MPOBEICHUH IIPOIEIYpP, CBI3aHHBIX C KOHTPOJIEM CaXapHOTo Anadera
1 WHCYITMHOBOM TIOMITOH, TaKMX KaK PeryJspHBIA CaMOKOHTPOJIb TIIFOKO3HI, OIIEHKa
YIJIEBOJIOB THIIH, BBEACHNE HHCYIIMHA, PETYIIIpHAs 3aMeHa HH(PY3UOHHOTO Habopa.
B cirygae HemoCTHKEHNS WHANBUIYAIbHBIX IIEJIEBBIX MTOKA3aTeNeH TITHKEMUIECKOTO
KOHTPOJISI ¥ OTCYTCTBUSI 3Haunmoro (6omnee 0,5%) cHmxenust yposast HbAlc B Te-
YeHHEe OHOTO TOJIa TT0CIIe MHUIIMAINH TOMITOBOI HHCYITMHOTEPAIIHH, 1, TeM OoJee,

yuamenus 3nu30108 JKA niam TsKenoi THHONIMKEMHH, CIEAYeT IepecMOTPEeTh
BO3MOXKHOCTH ganbHenmein HITUI.

OnHO U3 BaXXHBIX MPEUMYIIECTB MHCYJIMHOBBIX MOMIT — HAIMYNE Y HUX Kajb-
KyJIATOpPOB 0O0N0ca, KOTOPBIE NOJDKHBI aKTUBHO HCIOJIB30BAThCSl IMAIlMEHTAMH.
[IpumeHeHne KaNbKyIATOPOB OOIIOCA MTOMOTAET OMPENEIUTh HEOOXOANMBIE 03B
MHCYJIMHA Ha €y U KOPPEKIHIO TIIMKEMHH W CBA3aHO C YIyYIICHHEM ITOKa3aTeIeh
IIMKEMUYIECKOTO KOHTPOJISL.

Jnst 5phexTHBHOTO M YCHENIHOTO OCYIIECTBICHHS ITOMIOBOW MHCYIHHOTEpa-
MUY TAIMEHT W €T0 3aKOHHBIM MPEACTaBUTENb JODKHBI 00Ja/1aTh JTOCTAaTOUYHBIMA
HaBBIKAMU MHTCHCU(HUIIMPOBAHHOW MHCYITNHOTEPAITHH, OBITh 00yUECHBI TPUHIUIIAM
CaMOKOHTPOJIS ¥ crIoco0aM MPeOTBPAIICHNS YTPOXKAIOIINX JJIsI )KU3HHU COCTOSIHUH,
1 IMETh BO3MOKHOCTh KOHCYJIBTAIINN KBATH(DUIIMPOBAHHOTO CHENANCTA 10 TOM-
MIOBOW MHCYITMHOTEPAITNH, BJIA/ICIOIIETO CYUTHIBAHUEM HH()OPMAIMK C MHCYIHHO-
BBIX ITOMII ¥ aHAJIN30M TIOJYYEHHBIX JJaHHBIX.

Ha magamo okrtsa6ps 2021 roma B Ceepo-BocTtouHoM AIMHHHCTPAaTHBHOM
Oxkpyre T. MockBsl Habmromaercs 465 nmereit n mogpoctkos ¢ C/1 1. U3z amx HITUU
ncnone3ytoT 142 gemnoseka (30,5%), HIIMU B couetannu ¢ HMI' 101 uemosex
(21,7%). Tlo nanaeIM MockoBckoro cermenTa ®denepansHoro Perncrpa caxapaoro
mrabeta ypoBerb HbAlc y mereit ¢ CJ] 1, cocTosmux moz HaOMIONESHIEM B OKpyTe
Ha Hagano okTa0ps 2021 roxa, cocrasmset 8,0+1,25%, npu 3ToM ypoers HbAlc
y aereit, ncons3ytomux HITUN 7,5+1,23% (p < 0,001 — pa3nu4ust 7OCTOBEPHBI).
B cnyyae ogHOBpEMEHHOIO MCHOIB30BaHMSI IOMIIOBOM MHCyauHOTEpanun 1 HMIT
yposens HbAlc 7,1+1,0% (p < 0,001 xak ¢ mepBo#i, Tak U CO BTOPOI IPYIIIOiL), ITO
HaXOIUTCS B COOTBETCTBHHM C JIAHHBIMH HAy4HBIX MCCIeqOBaHMN u KimHMYecKnx
pEKOMEeHIauii.

KMMHNYECKUE XAPAKTEPUCTUKU OEBIOTA CAO Y NMAUMEHTOB
C NEPEHECEHHOW COVID-19 UH®EKLMEW. ONbIT FOPOACKOIO
CTALMUOHAPA

Jazapesa A.H.', Tuxonosuu FO.B."?, Poiokuna U.I'%, IlIpéoep E.B..,

Tapsiesa U.B.., lazovt U.B’, Knazeséa T.T.), Illumaposa A.B.', Poivanosa A.10".,
Hempsiikuna E.E."3

I'BY3 «Mopososckas Oemckas 20poockast Kiunudeckas 6onpHuya JJenapmamenma
30pasooxpanenus 20poda Mockewi», Mockea, Poccus

2@OIAOY BO «Ilepsulii MockoscKuil 20Cy0apCmeeHHblll MeOUYUHCKUL YHUgepcumem
um. U.M. Ceuenosa (Ceuenosckuil ynusepcumem)y», Mockea, Poccus

SOIAOY BO «Poccutickuii HAYUOHATbHBIIL UCCACO08AMENbCKULL MCOUYUHCKUL YHU-
eepcumem umenu H.U. Ilupoeosa», Mockea, Poccus




AKTYyaJIbHOCTb.

Hannbie 00 ocobeHHocTsX TeueHus BiiepBbie BhLiBieHHOTo C/I (CIBB) y ma-
IIMEHTOB JIETCKOTO Bo3pacTa ¢ nepeneceHHoit COVID19 undexmnmeii orpaHIueHBI
OTIECNBFHBIMHU COOOIICHUSIMH, B KOTOPHIX aKTHBHO 00Cyxmaaercs poinb SARS-CoV-2
Kak noTeHuanpHoro tpurrepa KA.

MBI npeicTaBIIsIeM KIMHUYECKIE XapaKTEPUCTUKHU AIIHEHTOB C BIIEPBBIC BBISB-
nersbM CJ] (C[IBB) u nepenecennoit COVID-19 nndexmmeii (tutp 1gG>10 ex) ,
TOCTINTATN3UPOBAHHBIX B MOPO30BCKYIO JIETCKYIO TOPOACKYIO KIMHUYECKYIO 00ITh-
auny (MATKB) ¢ mapra 2020 1. mo mapt 2021 rona.

Martepuanabl u MeTOABI. B nccnenoBanne 66u10 BKIIOYeHO 362 mammeHTa (155
neBodek u 207 mansurkoB) B Bo3pacte ot 0 mo 17 met 11 mecsmes 29 mHei ¢ Brep-
BEIC BBIIBJICHHBIM caxapHbIM aradberoM (C/IBB). Bee marnmenTam npn mocTymIeHAN
o511 onpenienieH yposeHs antuten (IgG u IgM) k SARS-CoV-2. Tutp anturten IgM
OBLT OTpHUIATENBHBIN Y BceX manueHToB. B 3aBucumocTn ot yposus IgG k SARS-
CoV-2 (tae IgG<10 ex — oTpUIaTeNBHBIN TUTP) MAIUEHTH OBUTH pa3feICHBI Ha 2
rpymmsr: | rpynma - 118 manmentoB ¢ mepenecernoit COVID19 undexuneit n 2
rpymma: 244 maruenTta ¢ orpunareabHeM TuTpoM [gG k SARS-CoV-2.

Mennana Bo3pacTa MallMeHTOB B MepBoi rpymme coctaBmia 10 et [6;12], Bo
BTOpO#i rpymme - 9 met [5; 12].

[P npu mocTymiueHnn OBUT OTPHUIATENFHBIM BO BCeX ciydasx. KimHuko-na-
O6opaTopHOEe OOCIIEeIOBaHME IAIIMCHTOB MPOBOAMIOCE B MOpPO30OBCKOW ETCKOI
TOPOJNICKOH KIMHWYecKoi OonpHuUIE (T. Mocksa). Ctatuctudeckas o0paboTKa JaH-
HBIX TpoBezieHa B mporpamme RStudio (Version 1.1.463 — © 2009-2018 RStudio,
Inc.) ¢ ucnonp3oBanmem makera R Bepcun 3.5.3. CpaBHEHHE TPYIII MPOBOIMIA C
HCTIONBb30BaHNeM TepecTanoBodHOro Tecta (10000 urepannit). Paznuamst cantamm
CTaTUCTUYECKH 3HAUUMbIMHU TIpH p < 0.05. JlaHHBIE IPE/ICTABIEHB KaK MEANAHbI C
TpaHAI[AMU MEXKBAapTHIILHOTO HHTEpBAIa.

Pe3ysbTarsl.

Cpemu nanmenTtoB ¢ C[IBB u nepenecernnoit COVID-19 wundexnmeii nmade-
Tryeckmii keroarnao3 (JJKA) mpu mocrtymiennun ormedancs B 36/118 ciydaes
(30,5%), n3 HUX ¥ 50% mammenTtoB (18/36) — merkxmit JIKA, y 25% manuenton
(9/36) — cpemne Tsoxensrit JIKA n'y 25% nannenTos (9/36) — Tsoxensrit IKA.

Y omHOM MarMeHTKH 0TMEYaIoch coueTanne Tshxenoro JIKA ¢ 1eTckuM MynbsTH-
CHCTEMHBIM BOCTIATHTEIbHBIM cuHApoMoM (IMBC).

Kero3 mpu noctyrurennn 6su1 BoisiBiieH y 20/118 manmentos (17%); B ocTaib-
HBIX cimydasx (62/118 mammenToB (52,5%)) 3aboneBanue MaHH(ECTHPOBAIIO C TH-
TepriKeMueii 6e3 kerosa.

Menuana ypoBHsI TIIMKEMHH TIPH MOCTYIUICHUW B JJAHHOW TPyIINE MAalMEHTOB

cocrapmna 20,1 mmone/n [14,2;24,0], menquana TIIHKHPOBAHHOTO TEMOIIOOWHA
(HbAlc) - 11,5%[10,3;12,9], memnana C-rentuma 112,45 [69,0;155,5] mmons/m,
CpeIHsIsl CyTOYHAS 1032 MHCYIHHA TIPH BBITIHCKE U3 oTnenenus 1,04 0,3 en/kr. AH-
THTENAa K OCTPOBKOBBIM KJIETKaM IOLKETy109HOH skene3sl (ICA) Opin onpeneneHs
y 88/118 uenosek. [Tonoxutensusiii TuTp ICA 6511 BEIsSIBICH B 83% ciydaes, OTpH-
naTenbHbI y 17% manueHToB.

VY marnmenTo Bropoii rpymmel IKA npu moctyruieHun otMedancs B 85/244 ciy-
qaeB (34%), w3 Hux y 37/85 (43,5%) marmmentoB — nerkuit JJKA, y 22/85 (26%) ma-
UEeHTOB — cpenHe-Tsokenbiil JIKA ny 26/85 (30,5%) mannenToB — Tsoxensiit JIKA.

Keto3 nmpu nmocryruiennn 6bu1 BoIsIBICH Y 64/244 manmentos (26%); B ocTaib-
HBIX ciydasx (95/244 mamuentoB (40%)) 3aboneBanne MaHU(ECTHPOBAIO C TH-
TeprinKeMueii 6e3 kerosa.

Menuana ypoBHSI INIMKEMUH MTPH TTOCTYTIIICHUH B BTOPOH TPYIIIIE TAI[HEHTOB CO-
craBmia 19,4 mmons/n [14,6;26,0], mequana HbAlc -11,9% [10,5;13,4], mennana
C-nenrruna 108,5 mvons/it [61,0;168,1], cpexnss cyTodHas 103a WHCYTHHA TIPA BBI-
mucke u3 otaenenus 1,12 +0,4 en/kr. Aarurena [CA O6putn onipenenenst y 182/244
yenoBek. [Tomoxurensusrii TuTp ICA OBl BEISIBICH B 92% ciydaeB, OTpUIIATEb-
HBII y 8% TaIMeHToB.

3akJIl0ueHue: BIIEPBBIC MIPEICTABICHBI KIMHNIECKNE XapaKTePUCTHKN JIe0r0Ta
CJ1 y mammeHToB AeTckoro Bospacra ¢ nepeneceHHoii COVID-19 undexmmeit u ¢
orpunarenbHeIM TUTPpoM IgG k SARS-CoV-2. HecMoTpst Ha TO, CTAaTHCTHYECKHU 3HA-
YMMOTO OTJIMYHS OKa3aTeleil yIIIeBOAHOTo 0OMEHa B IIPECTaBICHHBIX TPyTINax He
OBLTO BBISIBIICHO, BO3MOJKHOCTD pa3BUTHS ku3HEyrpokatomero /IMBC y marmmen-
TOB ¢ iepeHeceHHBIM COVID-19 TpeOyeT mpucTaabsHOr0 BHUMaHUSA K JAHHOU TPYyTI-
TI€ TTAIIMEHTOB JIsl CBOEBPEMEHHOTO HAa3HAYECHUsSI IEPCOHATM3UPOBAHHON TEPaTHH.




PENPOAYKTUBHOE 30OPOBbLE OETEN U NOAPOCTKOB
MOCKOBCKOW OBJIACTU (OAHHbIE LLEHTPA
PEMNPOAYKTUBHOIO 340POBbA AETEW U NOAPOCTKOB
MOCKOBCKOW OBJIACTM 3A 2020-2021rr.)

Jazapesa C.H.', Cuoupckas E.B.>3, Topybapos C.®.%, Cvicoeéa H.B. > Aruesa
I'A2, Hanan JI.T ?, Acnanosa O.K.?, Aéemucan JI.C.*

!Munucmepcmeo 30pasooxpanenus Mockoeckoti oonacmu, Mocksa, Poccus

’I'BY3 MO «/[oneonpyonenckas yenmpanbhas 20po0CKas GOIbHULAY.

Llenmp penpodykmugHoco 300posvs demeti u noopocmkos Mockosckotii obracmu,
Mockea, Poccus

SKagheopa penpooyxmuenoii meouyunst u xupypeuu OIIJJO MTMCY

um A.1.Egookumosa, Mockea, Poccus

Tepsvit MITMY um. U.M. Ceuenosa Munzopasa Poccuu, Mockea, Poccus

Lenb: Pannee BeIsIBICHNH 3200JI€BaHUN PEMPOIYKTUBHONW CHCTEMBI Y MOApAC-
TAIOLIET0 OKOJICHHS, CBOEBPEMEHHOE OKa3aHHE KBATU(DUIMPOBAHHON TOMOIIIY.

Martepuaiasl u MmeToasbl: C | certadps va 6aze «I'BY3 MO JlonronpynHeHCKOH
LI'b» otkpbuics U cTan GYHKIHOHUPOBATh «L{eHTp 0XpaHbl PEerpOAYKTUBHOTO 3/10-
poBbs opocTkoB MO» Ha OCHOBaHMM NpHKaza MUHHUCTEpPCTBA 3[PaBOOXPAHEHHS
MockoBckoii obact Ne 269 or 23.03.2020 . «O0 opraHu3anyy HEHTPa OXPaHbl
PEIIPOLYKTUBHOTO 310POBbS MOAPOCTKOB MOCKOBCKOI 001aCTH», CTPYKTYpa KOTO-
POro MojApaselsieTcs: Ha AUCIaHCEPHBI, aMOyIaTOPHBII TPUEMBI U CTAL[HIOHAPHOE
JICYCHUE.

Pesyabrar: 3a Bpemst cymiectBoBaHMs «LIeHTpa OXpaHBI PenpoayKTHBHOTO
370pOBBs AETEH U MOAPOCTKOBY IIPOBEACHO OHUCIaHCEPHOE, aMOynaTopHoe oOcie-
JIOBaHME U CTallMOHApHOe JiedueHrne 3846 MalMeHTOK, HanboJiee YacTO BBISBUIIUCH
TaKHE MaTOJIOTHH KaK, aHOMaJIbHbIE MaTOYHbIE KPOBOTEUEHHUsT 25 %, alomIeKCuu
sSn4HUKOB 17 %, ocTpble canbnuHrUTE — 15 %, aucmenopes — 4,2%, HapylieHHUs
MEHCTpyaJbHOTo nukia — 8,4 %, omyxosieBuaHbIe 00pa3oBaHUs SMYHUKOB — 7 %,
3a00JIeBaHUS MOJIOYHBIX KeJie3 — 3%. ByJIbBOBaruHUTHI — 9,4 %, CHHEXUH MOJIOBBIX
opraHoB — 6%, TpaBMbI HAPYKHBIX MOJIOBBIX OPraHOB — 2%, yrpo3a IpepbIBaHUs
OepemenHoCTH 2 %, BHEMaTo4Has OepeMeHHOCTh  1%.

BBIBOABI: C LIENBbIO CHWKEHUS TMHEKOJIOTHYECKHX 3a00JIeBaHUH y JEBOYCK M
neBymek MockoBCckoW o0nacTv, HEoOXOAWMO HaibHEHIee COBEPIICHCTBOBAHUE
CIIyK0bI OKa3aHUs IOMOLIN JIeTCKOMY HaCeJICHHIO.

KinrogeBbie ciioBa: penpogyKTHBHOE 310POBbE, JIETH, I€BOYKH - TOJAPOCTKH, T'H-
HEKOJIOTHsI, AETCKas THHEKOJIOTHsS, OXpaHa PEeNpOLyKTHBHOTO 3/J0POBbsI, ITOApacTa-

FOIICEC ITOKOJICHUE.

OCOBEHHOCTWU TEYEHUA NYBEPTATA Y AEBOYEK
C BPOXOEHHOW T'MNEPMNA3UEA HAONOYEYHUKOB

lozauesa T.M., ' Yronosa H.JL., lozauee M. ., *’Kapmanos M.E.,
’Kysanouna E.B., *Ilonaxosa H.B., *Illapubcanosa E.M.

!PIr40Y BO PHUMY um. H. 1. Iupoeosa Munszopasa Poccuu, Mockea, Poccus
2OCII PIIKB ®I'AOY BO PHUMY um. H.U. [Tupozosa Munzopasa Poccuu,
Mockea, Poccus

AkTyaasHocTh: OmHa U3 TpoOIeM MAIMeHTOK C BPOXKICHHOW THITEpIIIa3uei
HaamodeyHnkoB (BI'H) 3akimrouaercs B cHIKEHHH (QepTHIBHOCTH. OCHOBHBIMHU
MIPUYMHAMHU €€ CHIDKEHUS SBISIOTCS THIIEPAHIPOTCHUS HAAIOYEIHUKOBOTO IPO-
WCXOXK/ICHUS W TNPUMEHEHHE H30BITOYHBIX 103 IIIOKOKOPTHUKOWIOB BCIIEICTBHE
HEaJeKBAaTHO MPOBOAMMOM Tepanuu. PeryiaspHblii MEHCTPYaNbHBIM LUKI CIIYKUT
MapKepoM HOPMaJIBHOTO (PyHKIIMOHUPOBAHUS PENPOTYKTUBHON cHCTeMBL. OCOOCH-
HOCTH T€UCHHUS IyOepTaTHOTO Tieproa y neBouek ¢ BI'H u3ydensr HemocTaToqHo.

Leab: nccrenoBate 0COOCHHOCTH CTaHOBJIEHHE MyOepTaTa y neBodek ¢ BI'H B
3aBHCHMOCTH OT (POPMBI OOJIC3HN.

Marepuajbl M MeTO/bI: ITPOBEICHA OLIEHKA ITOJIOBOTO CO3PEBAaHMS y 75 1€BO-
4ek ¢ comprepsromnteii popmoit BI'H (58 manmeHToK) 1 mpocToii BUpHiIbHOI (hopMoit
BT'H (17 maumenTok) B Bo3pacte ot 11 no 18 mer. OnenuBanuch nokazatenun SDS
pocTa, TIOJIOBOTO CO3PEBaHMS, BO3PACT MEHAPXE U MEPHOJ CTAaHOBJICHNUS MEHCTpY-
aNBbHON (DYyHKIINH.

Pe3yabTaThl: pu onieHKe (U3NIESCKOTO Pa3BUTHA cpenHue nokaszarenu SDS po-
cra BIABICHEI Y 43% (0T obmiero uncna nanueHToB). [IpexaeBpeMeHHOE TTOI0BOE
cospesanue (IIT1C) mo rerepocekcyansHoMy THITy oTMedeHO y 20%, u3 HuX 15%
- ¢ comprepstromieit popmoit BIH. ¥V | manmeHTKH ¢ BUPMITBHOHN (hOpMOI BBISIBICHO
coueranue [1IIC ¢ oxupennem. CpeaHnii BO3pacT MEHapXe B TPYIIE MMAIlHEHTOK
¢ mpocToii BupmnbHOU (Gopmoit BI'H coctasmn 12.8 met, Torna kak y mMarueHTOK
¢ comnprepsromieit popmoit BI'H stor mokasarens - 14.2. Hauano meHcTpyansHON
¢dynkmy ozxe 15 ner ormeueno y 18% manuentok ¢ BupmisHOil Gpopmoit BI'H n
y 28% c conprepsromeit popmoi. [leprnoa craHoBIeHNST MEHCTPYalbHOH (QyHKIINH
B 00€HX TIpyMIMax MPOTeKa MO THITy OJINTO- U OTIcOMEHOper. Y 29% NanmeHTok ¢
BHUPIIBLHON (OPMOI OTMEUeHa BTOPHYHAS aMEHOPES.

BbIBOABI: MATOIOTHUECKOE TEUECHHE TIOJIOBOTO CO3PEBAHUS M CTAHOBIICHUS] MCH-
CTpyanbHON (YHKIINHU BBISBICHO y aeBodek ¢ BI'H B obenx rpynmax. CHmkeHne
TEMIIOB POCTa BCTpeUaeTcs Jamie B TPYIE ¢ MPOCTOH BUPHIBHOH (opmoii. Ya-
crota BoisiBieHus [1IIC mo reTepocekcyaIbHOMY THITY BBIIIE B TPYTIE HAHEHTOK




¢ conprepstommeii popmoit BI'H. Bo3pacT MeHapxe B 00enX Tpymnmax He BBIXOIIII 3a
PaMKH CpETHECTAaTUCTHYSCKUX MTOKA3aTeNeH 370POBBIX IEBOYEK, OHAKO, CTOUT OT-
METHTB, 9YTO CPETHUI BO3PACT HaYaja MCHCTPYaJIbHON (DYHKIINH BBIIIIE Y TAITHEHTOK
¢ conpTepsomiei opmoit 6ome3an.  Taxum oOpas3om, y Bcex nmanueHTok ¢ BI'H,
HE3aBHCUMO OT ()OpPMBI 3a00NIeBaHMS, BEIABICHO HAPYIIICHNE TIOJIOBOTO CO3PEBAHMUS
1 TIATOJIOTMYECKOe TeUeHHUe ImydepTara, 9To 00yCIOBICHO HEJOCTATOYHO a/IeKBaTHO
o00paHHOH 3aMEeCTUTENBHON Tepanuei. HeoOxommMel nanpHEHIIe UcciaenoBa-
HUS 110 ONTUMH3ALUU 3aMeCTUTENbHOM Tepanuu BI'H.

AYTOMMMYHHbIW NONUIMAHAYNAPHbIW CUHOPOM 1 TUMNA -
KNUHUYECKUA NONIMMOP®U3M U OCOBEHHOCTU TEYEHUA

lozauee M.@., 'Cuuunasa U.I., °’Kapmanoe M.E., *’Kysarouna E.B.,
ITonaxoea H.B., *Illapubcanosa E.M.

!PIA0Y BO «PHUMY um. H .U ITupoecosa» Munzopasa Poccuu, Mocksa, Poccus
*OCII PIIKBE ®I'AOY BO « PHUMY um. H. U ITupocosa» Munzopaea Poccuu,
Mockea, Poccus.

AyTOMMMYHHBIH TOMUTIaHayspHbIi cuaapoM (AIIC-1) - penkas HacienCTBEH-
Has ayTOMMMYHHasi 00JIe3Hb, KOTOpast BcTpedaercs ¢ gactoToit 1:100000. B Hacto-
siee BpeMsi TOCTUTHYTHI omlpesieeHHbIe yerexu B quarnoctuke AIIC-1, HO B TO
JKe BpeMs KIIMHUYECKUH TONUMOPOU3M H MHOTO0Opa3ne HeCTeIn(HUISCKIX CHM-
TITOMOB, TIPEAIICCTBYIOINX MaHU()ECTAIIMH OCHOBHBIX KIMHWYECKUX MPOSBICHUN
ATIC-1 — xporHYeCcKOTO KOKHO-cm3ucToro kauauao3a (XKCK), runonaparupeosa
(I'TIT) m mepBUYHON XPOHUYIESCKON HaIIMOUYEUHUKOBOW Hemoctarounoctr (XHH) -
HEPEIKO SBIISETCS MPUUNHON 3aT03JaJI0N TUarHOCTUKU TOW OOJE3HH U MPEICTaB-
JISET YTPO3Y IUTS )KU3HU U 30POBhS MAIIMEHTOB.

C 1enpio ONTUMH3AINN KITHHAKO-JIA00paTOPHOTO CKPUHUHTA M paHHEH THarHo-
ctuku AIIC-1 Hamu OBUTH MpOaHANM3UPOBAHBI HCTOpHH OoNe3HM 39 manneHTOoB
B Bo3pacte oT 4 et 3 mec o 17 mer 11 mec (neBouku-25, Mamsanuku-14), Haxo-
muBmmxcs ¢ 2005 mo 2021 romer mox Habmonenuem B PIKDB, 1me HeogHOKpaTHO
MIPOXOAWIIH CTAIlMOHApHOE 00CIeIoOBaHNe 1 IedeHue. V3yueHsl BapHaHThl MaHHU]e-
CTaINH, KITTHIYECKUE KOMITOHEHTHI 1 0COOCHHOCTH TEUCHHS, COUCTAHHIE SHAOKPHH-
HBIX ¥ HeOHAOKPHHHBIX IPOSIBICHUN Oone3Hn. ManudecTaris mepBeIX IpOSBICHAN
ATIC-1 mpuxonuinack Ha MHAPOKUH BO3paCcTHOW Auana3oH- oT 1 mec go 13 mer. [lpu
9TOM CJIeIyeT OTMETHTh, 9To eciu nedtor XKCK npuxommics Ha 0-6 JeT KHU3HH,
to s ['TIT xapakTepeH Bo3pacTHOH neproxa — ot 8 mec 1o 12,6 e, a s XHH —
4-10,7 nmer. AHanM3 TOCIEIOBATEIHLHOCTH MaHH(ECTAIlMA KIMHUYECKUX ITPOSB-

neHni 0OJIe3HN BBISBHII OTIPEIeIICHHBIC 3aKOHOMepHOCTH. B 51,6% nHabmroneHnit
nepBeIM mposiBienueM 6omnesnn obu1 ['TIT, B 35,5% - XKCK, ay 12,9% naunenros -
XHH. B 6onpmmaCcTBe HabmroneHuit (64,5%) y 0HOTO U TOTO Ke TareHTa HabIro-
JTAJI0Ch codeTanne 3 0CHOBHBIX KoMImoHeHTOB AIIC-1, y 8 — ycraHoBIeHO Hammane
JIBYX KOMITOHEHTOB, H TOJBKO Y 2 — OIMH OCHOBHOM KOMITOHEHT 3aboneBanus. Cpe-
IIM APYTHX KIuHIYecKnX npossieanit AIIC-1 mmenn MecTo ayTOMMMYHHBIH THPEO-
WINT, aJJIONEIHs, ayTOMMMYHHBIHN TeTIaTHT, ay TOMMMYHHAsl YHTEPOTIATHs, THIIEPTo-
HaJOTpOMNHEIA runoronamu3M, C/I1, a cpean «HEOCHOBHBIX» - THITOTIIA3Us 3yOHOH
sManu, oHuxonucTpodus u B12-nepurnmrHas anemus.

OxonvarensHbiil auarao3 AIIC-1 moaTBepskaancs Ha OCHOBaHUHN T€HETHIECKO-
TO HCCIIeAOBaHMA. MUHUMAIHHBIN BO3PACT MAIICHTAa HA MOMEHT YCTAHOBIICHUS JIH-
arHo3a COCTAaBIIUT 2 TO/1a, MAKCHMAJBHEIHN 15 net. J[murensHOCTh OT MaHU(eCcTaInn
TIEPBBIX CHMIITOMOB OOJIE3HU /IO TIOCTAHOBKH JHMArHo3a B OONBIIMHCTBE HaOIrOme-
Huit (67,7%) cocraBmsna ot 2 10 5 71et, a y 6,5% manueHToB - 5-10 jet u Tonbko y
25,8% manueHToB AMarHo3 OBUT yCTAaHOBJICH B TCUCHHE TOJ]a C MOMEHTA TIOSBICHUS
MIEPBBIX CHMITOMOB Oone3Hr. CTak OONe3HH Ha MOMEHT ITOCIIE/THEH TOCTINTANN3a-
uH BapeupoBan ot 1,8 no 17,7 net, B 6ompmmHCcTBEe HabmroneHnti (64,7%) cocras-
nsst 10 u Oosee JierT.

Taxum obpaszom, mrs maruenToB ¢ AIIC-1 xapakTtepHo Hadano OONE3HH C He-
crienpUIeCKUMH TIPOSBICHUSAMHI U [UTUTENBHBIM JIATEHTHBIM TIEPUOIOM JI0 BBIpa-
JKCHHOW MaHHM(ECTAIMN CHUMITOMOB. Y YUTHIBAs, YTO B 1e0IOTE OOJIE3HN MAIIHEHTHI
HEpEeIKO BHAYAJIE TTOMAAI0T HE K YHIOKPHHOJIOTY, TpeOyeTcsl HACTOPOKEHHOCTh CO
CTOPOHBI Bpadeil CMEXHBIX CIELHMAIbHOCTEH B OTHOLIEHWH PAHHUX NPOSIBICHUH
ATIIC-1 y mereit. Hamu ObITH ONTHUMHU3UPOBAHEI aITOPUTMBI KIIMHUYECKOTO 1 J1a00-
paropuoro ckpuamnHTa AIIC-1, 9TO crtoco6cTBOBaAO OOJIee paHHEH TOCTAHOBKE M-
arHo3a, CBOCBPEMEHHOMY Haudally TepaIlliil U YIYYIICHAIO UCXOIOB IS AIIHSHTOB.

CAXAPHbIN OAUABET U AYTOUMMYHHbIW TUPEOUOUT —
OTUONATONrEHETNYECKME BSAMMOCBA3U, CKPUHUHT,
PAHHAA OUATHOCTUKA U NEYEHUE

lozauee M.@., 7 Jlémuna E.C., '? Komoéaposa A.C., > Bapckasa M.A.

L@IA0Y BO PHUMY um. H.U. [Tupozosa Munzopaea Poccuu, Mockea, Poccust
2 OCII PIIKF ®I'A0Y BO PHUMY umenu H.U. [Tupozosa Munzopasa Poccuu,
Mockea, Poccus

Caxapueprii quader 1 tuma (C/I-1) u ayroMmMyHHBIH TUM(OITaPHBIA THPEOUAUT
(AWT) sTo nBe 13 HanboIee pacIpPOCTPAHEHHBIX XPOHIHIECKUX O0Ie3HEH YHIOKPHH-




Hoii cuctemsl. [To3aass aquarnoctiuka AUT va dore CI-1 mpUBOIUT K YXYIIICHUIO
KOMITCHCAIlMH TTalJHEHTOB, 0COOCHHO Ha dTalle Pa3BUTHS Y HUX THIOTHPEO3a.

Lenpto Hamei paboThl sIBUJIACh ONTUMHU3ALUS KIMHHKO-IA00PaTOPHOTO CKPH-
HUHTA s paHHer aquarHocTuku AUT u cyOkmmangeckoro rumotupeosa npu C/1-1
C COIYTCTBYIOLIMMH METa0OIMYeCKUMHU HapyIIeHUsIMU. 1o HammM HaOmoneHneM
¢ 2019 roma o 2021 rox B otnenennn OCIT PIKB ®TAOY BO PHUMY umenun
H.U. IMuporosa naxommnochk 100 mereit u monpoctkoB ¢ C/I-1 B Bo3pacte ot 3 1o
17ner. ManwunkoB 30, aeBouek 70.

Manudecramus C/I -1 mpuxoamunack Ha TepHox oT 8§ MmecsaneB a0 13,5 mer ¢
HauOOIBIIEH YaCTOTOH BBISBICHUS B Bo3pacTe oT 3 1o 9 meT. [leOroT mpu3HaKoB
AWT npuxommicst Ha Bo3pacT oT 3 1o 16 met. Hanbompimas gactota BBISBICHUSA
AMUT ormeuena B Bo3pacte oT 8 1o 15 xer. [lepexox u3 dassl ayTHpeo3a B THIIOTH-
peos npocnexuBaics y 11 gereit (11%), n3 xotopsix 3 mansunka (18%), 9 neBodex
(82%), B mepuonm oT 2 MecsIeB 10 5 jeT § MecsneB oT Havyana BeisiBiaeHU AUT .
VYpoBeHb MIMKUPOBAHHOTO TeMOIIOONHA TIpH 3TOM y 3 aereit (neBouek) (27,3%)
06T 10 7%, Y OCTANBHBIX JIETeW YKIIaAbIBajcs B TpaHuns! ot 7,1% 1m0 9,2%. V 4
nerelt (4%) W3 aHAIM3UPYEMOH T'PYIIIBI BRISBICHA (ha3a TUIEPTUPEO3a B BO3PACTE
ot 6,8 mer mo 12,3 met, ypoBeHb ITIMKHPOBAHHOTO TEMOTIIOOMHA TP BBIABICHUN
naHHOU (a3bl oT 5,5% 10 8,5%. Y 16 uenosexk (16%) mpocnexusaercs (aza TUIo-
tupeoza AUT n3 kotopsix 5 Mansunkos (31,25%), y 4 genosek (25%) u3 auz AUT
BELABIICH oHOBpeMeHHO ¢ CJ] -1 . ¥V ocranbHBIX mposBIeHUS (a3l THIIOTHPEO3a
MTOSBHJINICH B TIEpHO OT 3 MecsrneB a0 7,3 ner oT Hadana MaHudectanuu C/I -1 .
YpoBeHb TNIMKHPOBAHHOTO TeMOIoOnHa Tipu nedrote (aser rumorupeosa AUT y 5
neteit (31%) mo 7%, y octampHBIX Konebancs ot 7,2% no 10,4%. dasza syrtupeosa
AWT nabmonanacs y 61 pedenxka (61%). Ha tepanun vaxogunocs 35 (35 %) Ha-
OMonaBIIMXCS HAMH JIETEH U TIOAPOCTKOB, YTO MTO3BOIMIO 3HAYUTEIBHO YIIYUIIUTh
CTENEeHb KOMITCHCAIIUH.

Taxum o6pazom, AUT sBrseTcst oqHON 13 "acTo pasBuBarommxcs npu CJI-1
OoJie3Heil, KoTopast He BCeria JOCTaTOYHO PaHoO JuarHoctupyercs. VcronszoBanue
ONTHMH3UPOBAHHOTO KIMHHUKO-Ta00paTOpHOTO CKPHHHMHTA ITO3BOJISIET HOPMan30-
BaTh MeTabOINYECKHE IPOLIECCHl B OPraHU3Me, YPOBEHb INIMKEMHUH, YTO IIPHBOAUT K
VIyYIICHUIO COCTOSHHMS ITAIIMEHTOB C CaXapHbIM JHa0CTOM M 3HAYUTEILHO CHU3UTh
PHCK pa3BUTHS Y HUX OCIIO)KHCHHI.

OEMWHU3UPYIOLWIUE NINACTUKN Y MALUMEHTOK
C BPOXOEHHOW AUCOYHKLUMEN KOPbl HAONOYEYHUKOB
B MPAKTUKE OETCKOIo rMHEKOJTIOTA

Hukxonaes B.B.5, Cubupckas E.B.%, Buscanosa /I.A.5, Kopomrkosa C.A.”,
Typeynosa I'M.**, Kapauenyoea H.B."%, Apzyn M.3.%, Typuuney A.U.%3

'PIAOY BO «Poccuiickuil HayuoHanbHblll UCCLE006aMeNbCKUTE MEOUYUHCKULL
yrusepcumem umenu H.H. ITupocosa» Munsopasa Poccuu, kagpeopa axkyuiepcmea u
2UHeKono2uU neouampuiecko2o gaxyrvmema, Mockea, Poccus

2@I'BFOY BO «Mockoeckuil 20Cy0apcmeentbiil MeOUKO-CImoMamono2uieckull
yrusepcumem umenu A. 1. Eeookumosa» Mumnsopasa Poccuu, kagedpa
penpooykmuerotl meouyunsl u xupypeuu DIUIO, Mocksa, Poccus

SPoccuiickas demckas knunuveckas bonvnuya @PIAOY BO «Poccuiickuil
HAYUOHANBHBLIL UCCLEe008AMENbCKULL MEOUYUHCKUL YHUBEPCUMEm

um. H.U. ITupoeosa» Munsopasa Poccuu, Mocksa, Poccus

‘Tocyoapcmeennoe 6100cemuoe yupesicoenue 30pagooxpanenus 2opooa Mockebi
«Mopososckas 0emckas 20poockasn Knunuveckas oonvnuya enapmamenma
30pasooxparnenus 2opoda Mockewi», Mockea, Poccus

PE3IOME: IIpoananm3upoBaHBl MaHHBIC JTUTEPATYPHl MO (HEMUHH3HPYIOIIIM
IUTACTUKAM Y TAIEHTOK C BPOXKICHHON Auc(hyHKINEH KOphl HaamodedHIKoB ¢ 2000
o 2021 rop.

KIIFOUEBBIE CJIOBA: ¢emuHM3HpYIOIas IUIACTHKA, KIMTOPOIUIACTHKA, Ba-
THHOIUIACTHKA, BPOXKICHHAS TUC(PYHKINS KOPHI HAAIIOUCYHIUKOB, YPOTCHUTAIBHBIN
CHHYC.

BBEJAEHUME: ®emunu3upyromue mIacTUKU MallUEHTKaM € BPOXKIACHHOM IHC-
¢yukuumeit kops! Haamoueuynnkos (BJIKH) mpoBoasT ¢ menbio moaoBoil caMouIeH-
TA(UKAIIH TTAIICHTKH, KOTOpas MPOUCXOIUT K 2-2,5 TomaM, CONMaNbHON H TICH-
XOJIOTUYECKON aanTarui peOeHKa B KOJUIEKTHBE, a TaK’Ke BOSMOXKHOCTH BEACHUS
MTOJIOBOH JKW3HM BIIOCIIEACTBHH. XHUPYPTHUECKOE JICUCHHUE BBITIONHACTCS MAallH-
EHTKaM C TSDKEJIOH CTEeTeHBI0 BUPMIIM3AINN HAPYKHBIX MOJOBEIX opraHoB (Prader
III-V). Onepanus mo peMHHU3AINH HAPyKHBIX MTOJTOBBIX

OpPTaHOB BKIIIOYAET B ce0s KIMTOPOIIACTHKY, PACCEUCHNE YPOTEHUTAIHFHOTO CH-
uyca (YI'C) u cozganne GpyHKIIMOHAIFHOTO BXO/Ia BO BIaralnIie.

HEJIb 1 3AJIAYN: arann3 coBpeMEHHBIX TIOAX0I0B K (heMIHH3UPYIOIINM TIIa-
CTHKaM y TAIIUCHTOK C BPOXKICHHON MUCYHKIMEH KOPbI HAAIIOYCTHUKOB.

MATEPUAIJIBI 1 METO/IbI: nmpou3BeeH aHATN3 CTATEH, MOCBSIIEHHBIX TEME
(heMIHM3UPYIOMINX TIACTHK Y MAIMCHTOK ¢ BPOKICHHOHN TUCPYHKITEH KOPHI Hal-




noueurnkos ¢ 2000 mo 2021 rox Ha Oase manHbIXx PubMed mo KIIFOYEBBIM CIIOBAM:
«feminizing genitoplasty», «vaginoplasty», «clitoroplasty», «congenital adrenal
hyperplasia», «urogenital sinus.

PE3VJIBTATHI: B coBpeMeHHO# JHTEpaType MOKHO HAWTH MPOTHBOPEUHBHIC
JINCKYCCHM O CPOKAaxX W BapHaHTAaX IMPOBEICHUS OTHOATAHOW WM IBYXITAITHOU
(eMUHI3HUPYIOIIEH MTacCTUKN. B HacTosIee BpeMst HET PaHIOMU3NPOBAHHBIX KOH-
TPOJIMPYEMBIX HCCIEIOBAHNI OTHOCHTEIHHO CPOKOB OIEpPAINH, TIOCKOIBbKY OOIIb-
IIMHCTBO ITyOJIMKAIM OCHOBAHO HA HKCIEPTHBIX 3aKIIOUCHUSX, TTOTYIEHHBIX B pe-
3yJIbTaTe UCCIIEIOBAHNI OJJHOIO WIIM HECKOJIBKUX LIEHTPOB. [IpeumyiiecTBa panHel
OJHOATAITHOW OMEpanny 3aKII0Yal0TCS B BO3MOKHOCTH HCIIONB30BAHUS M30BITKA
TkaHu YI'C Ui peKoHCTPYKIMH TIepenHell cTeHky Biaranuma. [IpoBeneHme 1Byx-
STAIHON (HeMUHM3HUPYIOMICH TUTACTHKH OTPENEISICTCS CTPOTeHI3ANeH Hapy KHbBIX
TIOJIOBBIX OPTaHOB B MyOEPTaTHOM IIEPHOZE, a TAKKE COKPAIICHHEM NPOMEXKYTKa
MEXXIy BarMHOIUIACTHKOW M BPEMEHEM Hadajla TTOJIOBOW JKM3HM IMAIMEHTKH, Tpe-
JIOTBPAIIAOIIMMH BO3MOXKHOE TIOCJICOINICpAlOHHOE CTeHO3MpoBaHue. [loaxon k
OTIEPaTHBHOMY JICUCHHUIO KIINTOPOMETATNH HCTOPHIECKH TIPETEPIIEIT 3HAYNTETbHBIC
M3MEHEHHS B CBSI3M ¢ 00OTAIIEHNEM 3HAHNH O (YHKINHU KINTOPA, MOSBICHUEM HO-
BBIX IMyOnuKanuii 00 MHHEpBAIMY TOJIOBKH, a TAK)KE TTOTBITKAMI MUHIMHU3UPOBATh
HeoOpaTHMBbIE PEe3yIbTaThl ONlepauil BBULY BOSMOKHOTO Pa3BUTHS TCHIEPHOM AnC-
¢opun y mannueHToB. MeToab! KOPPEKINH KIMTOPOMETaINN B COBPEMEHHON XUPYP-
THH CIEIYIOT OCHOBHOMY IPaBIITy — COXPAHEHHIO JOPCAIBHOTO COCYINCTO-HEPB-
HOTO ITy4Ka JJIs TOAJIEP KaH!s JOCTaTOYHOH BaCKYISIPH3ALUH U YyBCTBUTEILHOCTH
TOJIOBKM B HENAX coxpaHeHHs (QyHKImU knuTopa. CyiiecTByeT 4 OCHOBHBIX THIIA
BarmMHOIUIACTHKHU: «cut-back» paccedeHme cuHyca 1Mo CpeAWHHOW JHHUH, (HOPMH-
pOBaHME HEOBJIATAJMINA, BarMHOIUIACTHKA MPOMEKHOCTHBIM JIOCKYyTOM H «pull-
through» BarmHomnacTmka.

BBIBO/IbI: Bce coBpeMeHHBIE METOMUKN KIUTOPOIUIACTHKH 1 BATHHOTUIACTHKH
CBOZATCS K BO3MOKHOCTH COXPAHEHHS TICHXOCEKCYaJIbHOTO Onaromomy4ns. J{o cux
TIOp HET JOCTOBEPHBIX MCCIIEJOBAHNI O MPEHMYIIECTBAX BBITOIHEHNS (DEMUHU3H-
pyIoIIei TNIaCTUKH B OJIMH WJIH IBa 9Talla, a TAKKe CPOKAX €€ TMPOBEICHHUS, UTO Tpe-
OyeT MalpHEHIIero N3ydeHUs] U ONTHMU3AINN TAKTUKH XUPYPTHUECKOTO JICUCHHUS
JTAaHHBIX MAIUCHTOB.

KOHUEHTPALUUA YPOBHA NENTUHA, PESUCTUHA U UPU3UHA
NPU OXKUPEHUN Y NOOPOCTKOB

Onennuxk O.A., Camoinosa IO.I., Cazan E.B., /lenucos H.C., bacapesa H.H.,
Iloouunenosa /I.B.

@I'EOY BO Cubupckuii 2ocyoapcmeenHblil MeOUyuHCKUU yHugepcumen,

Tomck, Poccus

Leab: ycTaHOBUTH B3aMMOCBSI3b YPOBHEHl JIENTHHA, PE3NCTHHA W HMPU3MHA B
3apucumMocti 0T SDS U'TM y oapOCTKOB ¢ pa3IMIHON CTENCHBIO OKUPEHUS

Marepuaasl u Meroabl: O6cmenoBanbl 40 MOAPOCTKOB (CpemHUI BO3pacT
12,141,2) (19 mansankoB u 21 neBoYKa) ¢ M30BITOYHON Maccoi Tena U OXKUPCHUEM
pa3IMYHON CTemneHu, ompeaeneHHoW B 3aBucuMoctH oT SDS UTM cormacHo
neiictByromeit knaccupukanmm BO3. KonTpomeHyto Tpymmy coctaBmwim 26
OAPOCTKOB (cpemumii BozpacT 12,4+1,1) ¢ paBHBIM KOJNMYECTBOM MAJTBUHUKOB U
JIEBOYEK C HOpMalbHOM Maccoil Tena. [lokazarenn ropMoHaIbHOW aKTHBHOCTH
KHUPOBOW TKaHM (YpPOBEHb JIETITHHA, PE3UCTMHA WM WPHU3HMHA) OMPENEIsuIiCS B
CBIBOPOTKE KpoBH MeTomoM MDA ¢ ucmomp3oBaHWEeM J1TabOpaTOPHBIX HAOOPOB
¢upmer «Claud clone corporationy» (CIIA) Ha anamm3atope IMMYHO(PEPMEHTHBIX
peakmmii  «Yammias»  (Poccust). Cratmetmdeckas o0paOoTKa — IMONYyYSHHBIX
PE3YIBTaTOB OCYIIECTBIUIACH ¢ ToMoIIbio mporpaMmel IBM SPSS Statistics 17.0.
IIpoBepka Ha HOPMaIBLHOCTH MPOBOAMIIACKH € TOMOIIbIO KpuTepus Lllanupo-Bunka.
CrarucTHUeCcKie pa3auyusi BIOOPOK, HE MOAUMHSAIOMINXCS HOPMAIBHOMY 3aKOHY,
YCTaHaBIMBAIN C IIOMOIIBIO HEMAPAMETPHUECKUX KPUTECPHUEB ISl HE3aBUCHMBIX
— Kpackena-Yommmca, Manna-Yutan (U-tect). Ilapamerpsl pacmpeneneHuit
MIPEACTaBIsUIN B BUae Meauanbl (Me) m MexkBapTmisHOTO mHTepBaia (Q1:Q3).
Br1OpannsIif cTatncTrHdeckuil ypoBeHb 3HaguMocTH p<0,05.

Pesyabrarbl: YunThIBas, YTO CTaTHCTUYECKHX OTIMYUA B 3aBUCUMOCTH OT
mojla HH MO0 OJHOMY W3 TOKa3aTeliel BBISBICHO HE OBLIO, AANbHEHUINIA aHaN3
MOTyYEHHBIX JaHHBIX MPOBOMMICS 03 ydyeTa TeHAEPHOW IPUHAICKHOCTH.
YpoBeHb JEeNTHHA CTATUCTHYECKH JTOCTOBEPHO IO CPaBHEHUIO C KOHTposeM (13,62
(8,51;26,0) Hr/mMiT) TIOBBIMIANICS B 3aBHCHMOCTH OT CTCTICHH OKUPEHUS U COCTABHII
y TIAIIMEHTOB C TIEPBOM, BTOPOH M TpEThel cTerneHsaMu oxxupenus 7,99 (6,15;8,23),
8,76 (7,68;19,37) m 25,08 (19,21;23,52) ur/mi cooTBeTcTBeHHO. OTMEUaIOCh
TaK K€ yBEIIMYEHHE TIOKa3aTelied KOHIIEHTPAIlNN PE3UCTHHA B CHIBOPOTKE KPOBH
M0 Mepe HapacTaHWs CTEIEHH OXHUpPEHHUs, KoTopele coctaBmwmm 1,06 (0,51;1,94),
2,15 (1,48;4,21), 2,80 (1,683;7,05) u 5,43(1,56;27,99) Hr/™mMn B moarpymmax
MTOJIPOCTKOB ¢ M30BITOYHOM Maccoii Tena U ¢ MEPBOI MO TPETHIO CTETIEHb OKUPECHHUS




COOTBETCTBEHHO, HO TIPH 9TOM ITOKA3aTeNIN KOHTPOIBbHOM rpymms - 4,87 (0,71;6,54)
HT/MJT HE MMEJIH CTaTHCTHYECKH AOCTOBEPHBIX OTIMYHMNA. YpoBeHb upmiuHa 7,30
(7,04;7,64) Hr/MI He MMeN IOCTOBEPHBIX OTIWYHNA B TOATPYIIAX C PAa3IAIHOMN
CTETICHBIO OXKUPEHUS B CpaBHEHHUHU ¢ KoHTponeM 7,17 (7,0;7,45) ur/mi.

BriBoabl: Ha ocHOBaHNY IIPOBEAEHHOTO MCCIIEIOBAHNS BBISIBICHA 3aBUCHMOCTh
MoKa3aresneil TOpPMOHAIBHON aKTHBHOCTH JKUPOBOW TKAaHM (JICTITUH W PE3UCTHH) OT
CTETICHN O’KHPEHNUS y TIOAPOCTKOB, IIPU 3TOM YPOBEHb HPH3HHA TAKOH 3aBUCUMOCTH
HE TMOKa3al.

HOBAAA KOPOHOBUPYCHASA UH®EKUUA Y OETEA. CAXAPHbIN
AWABET. MEXOUCLMUNNUHAPHBIA Noaxon

Hempsiikuna E.E."?, Pmuwes A.FO. *, Iazvipuna A.A. ', Poiokuna H.T. .
I'BY3 «Mopososckas Oemckas 20poockas Kiunudeckas bonvhuya Jenapmamenma
30pasooxparnenus 2opoda Mockewi», Mockea, Poccus

2OIAOY BO «Poccutickuil HayuoHATbHbII UCCIe08AMENbCKUL MEOUYUHCKULL
yuugepcumem umenu H.U. Ilupoeosa», Mockea, Poccus

«Caxapuplii 1rabeT ¥ HOBas KOPOHOBHpYycHas wHpekums y aereil. [pymma
pucka?» Hoserit koporasupyc 2019 . (SARS-CoV-2) BeI3Bas HaHASMHIO HHPEKITIH,
mazBanHOH COVID-19. K xonmy 2020 r. ofmee 4YHCIO 3aperHCTPUPOBAHHBIX
ciy4aeB 3a00JI€BaHUS BO BCEM MHpPE TPEBBICIIIO 79 MITH. 4enoBek, 6oree 1,7 MirH.
4yenmoBek ymepnu. BecemupHas oprarmsanus 3apaBooxpaHenus (BO3) mpucBomna
oduIanbHOEe Ha3BaHWE WH(EKINH, BBI3BAHHON HOBBIM KOPOHABUPYCOM, —
COVID-19 («Coronavirus disease 2019»). C Tex mop B TeUeHHE HECKOIEKUX MECATICB
HOBasi KOPOHABHPYCHAsI HH(EKIUS ITMPOKO PAcIpOCTPaHMWIIACh BO MHOTHX CTpaHax
mupa, a 11 mapra 2020 1. cutyarus Oputa oxapakrepr3oBana BO3 kak maHmeMus.
Wudexmus Hanbdornee TSHKENO MPOTEKaeT Y JIUI CTapIield BO3paCTHOW TPYIIIBI U IPH
HaJIMYUN KOMOPOWIHBIX COCTOSIHMH, TAKUX KaK XPOHHUYECKHE OOJE3HM cepaua u
OpoHXO0NIeTOYHOI cucTeMsl, caxapHblii muabdet (C/I) m HexkoTopsie apyrue. OqHAKO
3 odaroB HawmBeIcmiero pacmpoctpaneans COVID-19 moctymaror cBemeHHs o
ClTydastX TSDKEJIOW NHEBMOHHHM M OCTPOTO PECTIHMPATOPHOIO ANCTPECC-CHHAPOMA
(OPIC) y mum Monomoro Bo3pacTa, BKIIOYas METel. DTO SBISETCS OCHOBAHUEM
Juts GoJiee IPUCTATLHOTO UCCIIEIO0BAHMUS CUTYallud B Pa3HBIX BO3PACTHBIX TPyIIax
U (U3NONOTHUECKUX COCTOSIHMAX, a Takke MPU HAJIUYUHM  COITyTCTBYIOIINX
KOMOPOHTHBIX 3200I€BaHUIA.

«BakmmHOTpodumakTHKa nerelt ¢ caxapHbM nuadetom B mepuox COVID-19,
OCHOBHBIE TIO/IXO/IBI M PEKOMEHTAIIAID)

Crermudrueckass ~ UMMyHOTpoHIakTHKa  (BaKIHMHAIMS) —  Maccomasd,
s eKxTrBHAsA, peHTabenbHas W JOCTYIHAs  MEOUIIMHCKAs  TEXHOJOTHS,
TTO3BOJISTIONIAST MIPEAYNPEXKIaTh BOZHUKHOBEHNE MH(EKIMOHHBIX 3a0oneBannii. B
COOTBETCTBHH C MEKAYHAPOJHOM M HAIMOHAIBPHON KOHIEMIMAMH PACIIUPCHUS
MMMYHH3AIMM B 33/1a4¥ BAKIWHOMPOMIIAKTHKA BMEHEHBI HE TOJIBKO CHMKEHHE/
JTUKBHIANNS 320071€Ba€MOCTH, HO U 00€CIedeHNE aKTUBHOTO AoroneTus. Kaknmmu
PEKOMEHIAIMSAMHI CIIETyeT PyKOBOJICTBOBATHCS, IUTAHUPYSI MMMYHHU3AIMIO ICTEH U
TTOJIPOCTKOB € CaXapHBIM JHAa0ETOM B TIEPHOJ TAHICMHN?

BO3 pexomeHIyeT MPOBOIUTH BCE MIAHOBBIC TPO(PHUIAKTHYCCKUE TPUBUBKH B
COOTBETCTBHH € TpauKoM — Jake Bo BpeMs mangemun COVID-19.

B HacTosee BpeMsi HET TaHHBIX, CBUACTENBCTBYIOMNX O TOM, YTO MaHIEMUS
COVID-19 mpuBena K TOSBICHHIO KaKUX-THOO OCOOBIX PHCKOB, CBS3aHHBIX C
BaKI[MHAILAEH.

[Ipu sTOoM HEOOXOAMMO COOMIONATH CTAHAAPTHHIC TIpaBHIa TPOPHUIAKTHKH
WHEKINH, 9To0bI cBecTH K MUHUMYMY puck nepenadn COVID-19 nepconany u
MTOCETHUTEIISIM MEINIIMHCKUX YIPEKICHNH.

«OcnoxHEeHUsT HOBOH KOPOHOBHPYCHOW WH(EKmHH y jgereil. Biammia
pEeBMaToIIOTa)

C mapra 2020 1. TOSBWINCH JaHHBIC O HOBOM 3a00JIeBaHUM y JeTei Ha (oHe
COVID-19, mony4wBIIUM B OTCYCCTBCHHOW JHTEpaType Ha3BaHUE «IETCKUI
MYJIBTUCHCTEMHBIN BOCTIANUTENbHBIN cuHApoM» (JIMBC), xapaxrepu3yommMmcs
BBIPAKCHHBIM ~ T'HIIEPBOCIIAIIMTEIBHBIM OTBETOM U SBJISIOIIMMCST  QHAJIOTOM
«IUATOKWHOBOTO IMTOpMa» y B3pocibix manueHToB. IMBC 00brdHO pa3BHBaeTCs
gepez 1-6 mHemens mocie mepeHecenHo COVID-19 u, commacHO KpuTepusm
CDC (CIIA), xapakrepmsyercss HamuuneM (eOpHIbHON JHXOpaiku Oornee
24 4gacoB, pe3KWM HapacCTaHWEM MapKepOB BOCIHAICHHUS (TIOBBIIICHHE YPOBHS
meitpopunoB, COD, C-peaktuBHoro Oemka, CPB, mpokanbIUTOHHMHA,
KT, d¢epputnna, naxratamerugporeHassl, JIAI, wHTepnelikuna-6, WII-6),
HapyIIEHHEM KOaryisiliuy C TIOBBINICHWEM YypoBHS ¢ubOpuHOreHa m D-anmepa,
MYJIBTHOPTAaHHON HEI0CTAaTOYHOCTHIO, MOJIOKUTENFHEIMI Mapkepamu COVID-19
WIN BBICOKOW BEPOSITHOCTHIO KOHTAKTAa C WH(HUIMPOBAHHBIMU IAIMEHTAMH.
IMBC, accoumupoBanseiii ¢ COVID-19, mpuBoAWT K OMACHBIM i JKHA3HU
KapJMOBACKYJISIPHBIM ~ OCJIOKHEHHUSIM, TpeOyIOIMM WHTCHCHUBHOW Tepamnu, a
BEPOATHBIMH TIPEPACTIONArafonMU (pakTopaMu K JaHHOMY CHHIPOMY SIBIISTIOTCS
Takne KOMOpOWaHBIE 3a00NeBaHMS Kak HM30BITOUHAS Macca Tela W OXHPEHHE,
OpoHXHMalbHAs acTMa, HEBPOJOTHYECKHE 3a00NICBaHUs, CHCTEMHas KpacHas
BOJTYaHKA, CaXxapHBIH 1rnadeT.

«[Ipnmenenne ananoroB 0a3aJbHOTO WHCYJIMHA B JAETCKOW TPAaKTHKE: OT




HCCIICIOBAaHUN K COOCTBEHHOMY OITBITY»

Ha ceropssmmnii neHP W3MEpPEHHE YPOBHS TIIMKHPOBAHHOTO T€MOTIIOOMHA
OCTaeTcs BaXHBIM TIIOKa3aTeleM IS OICHKH TIIHKEMHYECKOTO KOHTPOIS |
TIPOTHO3UPOBAHUS PUCKA OTHAJICHHBIX OCJIOKHEHWH, OH MMEET W HEKOTOpHIe
OTPaHMWYCHUS: JAeT TPEICTABICHUE TOIBKO O CPeOHEH KOHIIEHTPAIMH TIIFOKO3BI
3a mociegHrne 2-3 Mec.; He BBIABISICT AMHU30ABI THUIO- WM THIIEPIIUKSMUAN
Ha ©XKEJIHEBHOW OCHOBE; SBISICTCS HEHANE)KHBIM IIOKa3aTeleM y TAlHueHTOB C
aHeMuel, reMorIIoOnHOIaTHeH U Te(DUITNTOM KeJe3a U He OTPaKaeT eKeITHEBHON
TITMKEMHUYIECKOW BapHaOebHOCTH, aCCOIMUPOBAHHON KaK ¢ MHKpO-, TaK U C
MaKpOCOCYIUCTBIMH OCTIOKHEHUAMH. TakuM 00pa3oM, XOTs TaKue TPaJAuIIMOHHBIC
METO/IBI KOHTPOJISI YIIIEBOTHOTO 0OMeHa, Kak m3mMeperne HbA 1¢c u nmeprommaeckuit
CaMOKOHTPOJIb TIIMKEMHUH C TIOMOIIBIO TIIFOKOMETpa IMOATBEPIKIAI0T CBOIO IIEHHOCTh
B BEICHUM TMAIMEHTOB M OIEHKE J>(PQPEKTHBHOCTH WX JEUYCHHUS, HO JaHHBIC
mapaMeTphl B HACTOSIIECE BPEMS TEPSIOT CBOIO aKTyalIbHOCTB, T. K. HE 00 CIIEUNBAIOT
WHAWBHUIYATBHBIA TMOAX0A B coBpeMmeHHOM ympasineHnn CI. B cBs3m ¢ 3tum B
COBPEMEHHOH MpakTHKe Bce OoJiee MUPOKOe MPUMEHEHNE HAXOAUT HEMPEPHIBHBIN
MOHHUTOPHHT TIIMKEMHH W BO3MOKHOCTBIO OMpPEHCICHHUS BPEMCHH HAXOKIACHUS
MalyeHTa B 1[eJICBOM JIHaIa30He.

UccrnenoBarne OneCare — HaOmOmaTedbHOE, PETPOCIIEKTUBHOE KOTOPTHOE,
MEPEKPECTHOE, MHOTOIIEHTPOBOE WCCIICIOBAHWE C WCIONB30BaHUEM JTaHHBIX
HENPEPHIBHOTO MOHHTOPHPOBAHUS TIIOKO3BI Yy 199 B3pOCHBIX MAalHEHTOB C
caxapHpM nuabetom | tuma B Mcmanwmwm. Llenmpio JaHHOTO WCCIIEIOBaHUSA OBLIO
cpaBHeHHE H(PPEKTHBHOCTH M Oe3omacHOCTH uWHCynamHa Tnapruaa 300 EJI/
M1 u mHCynmnHA aerienyk 100 EJl/Mi mocne mepexoma ¢ aHAIOroB 0a3albHOTO
nHCynuHa 1-To mokomeHus. 1o pe3yapraTraM TaHHOTO MCCIIENOBAaHUS HAOIIONATO0CH
COTIOCTaBMMOE BpeMs B IienieBoM auarna3one (3.9-10.0 MMomb/iT) B Te4eHHE BCETO
nHS, a A nacynrHa mapruH 300 EJI/mm qoctoBepHO OOMBIIIE BpEMEHH B IEIICBOM
nuarna3oHe B HouHoe Bpems (+ 13.4 % otHOocuTensHas pazauna, p=0,018)

1 — OcoOeHHOCTH KIMHWYECKUX TIPOSBICHWH W IIeU4eHHUs 3a00JeBaHus,
BBI3BAHHOTO HOBOW KopoHaBupycHOW wmHOpekuuedr (COVID-19) y nereit.
Metomnueckne pekomernarm M3 PO. Bepcus 2 ot 03.07.2020.

2 — KocturoB MLIL. u mp. PexomeHmanmmm mo BakIMHALIMK JIETEH C caXapHBIM
nuabetom. Drmaemuornorus u Bakmuaonpodunaktuka. 2015;14(1):88 89. https://
doi.org/10.31631/2073 3046 2015 14 1 88 89.

3 — Effects of the COVID-19 Pandemic on Routine Pediatric Vaccine Ordering
and Administration United States, 2020. MMWR / May 15, 2020 / Vol. 69 / No. 19.

4—Emma Barron, et al. Associations of type 1 and type 2 diabetes with COVID-19

related mortality in England: a whole population st udy. Lancet Diabetes Endocrinol.
2020 Oct; 8(10): 813 822.doi: 10.1016/S2213 8587(20)30272 2.

5—0zen S., Ruperto N., Dillon M.J., Bagga A., Barron K., Davin J.C., Kawasaki
T., Lindsley C., Petty R.E., Prieur A.M., Ravelli A., Woo P. EULAR/PReS endorsed
consensus criteria for the classification of childhood vasculitides // Ann Rheum Dis.
—2006. — Vol. 65 Ne7. — P. 936-941.

6 — https://www.who.int/news-room/commentaries/detail/multisystem-
inflammatory-syndrome-in-children-and-adolescents-with-covid-19.

OQHOOKPUHHbIE 3ABOJIEBAHUA U HOBAA KOPOHOBWUPYCHAA
MHOEKUUA Y NALUMEHTOB A0 18 NET. MEPBbIE PE3YJIbTATbI

Hempsiikuna E.E."3, Pmuwes A.10. %, Nasvipuna A.A. ', lymununa E.A. 3,
Poiokuna H.I. ', Bopouyoea H.I'. %, Tuxonosuu FO.B. '?, Ilapghenosa E.A. 3,
Iymununa E.A. 3, IIpomemnoii /I.B. 3, Kyrauuenrxo T.B. 3

I'BY3 «Mopososckas Oemckas 20poockast Kaunudeckas 6onsHuya JJenapmamenma
30pasooxparnenus 2opoda Mockewi», Mockea, Poccus

2@IAOY BO «Ilepsuiii Mockogckuil 20¢ydapemeentibiil MeOUuyuHcKutl
yrusepcumem um. U.M. Ceuenosa (Ceuenosckutl ynusepcumen)y,

Mockea, Poccus

SDIAOY BO «Poccutickuil HayuoHATbHbII UCCTEO08AMENbCKUL MEOUYUHCKULL
yuugepcumem umenu H.U. Ilupoeosa», Mockea, Poccus

BBenenne. Horwiii  xopomaBupyc 2019 1. (SARS-CoV-2) BEI3Ban
nmaggeMuto nHpeknnu, HazBanHOM COVID-19. K xonmy 2020 1. obmiee wmcio
3apEernCTPUPOBAHHBIX CIy4aeB 3a00IEBaHMS BO BCEM MHpPE MPEBBICHIO 79 MITH.
genoBek, oomee 1,7 miH. yenoBek ymepin. C mapra 2020 T. MOSBHUIINCH JaHHBIE O
HOBOM 3aboneBanmn y nerei Ha ore COVID-19, momyuuBmmM B 0T€4eCTBEHHON
JUTEpaType Ha3BAHUE «JIETCKUH MYJIBTHCHCTEMHBIH BOCHAIUTENBHBIN CHHIPOM)
(AMBC), xapakTepu3yIOIUMCS BRIPaXCHHBIM THIIEPBOCIAIATEIEHBIM OTBETOM U
SIBIISTFOIIIMCST @HAJIOTOM IIUTOKIMHOBOTO IITOPMay Y B3pOCIbIX manueHToB. JJMBC
00BbI9HO pa3BuBaeTcs yepes 1-6 Hemens mocine nepenecennot COVID-19 u, cormacuo
kputepusim CDC (CIHA), xapakrepusyercss HammaneM (HeOpHIIbHONW JTMXOPaIKd
Oomee 24 dbacoB, pE3KMM HapacTaHHEM MapKEpPOB BOCIMAICHHUS (ITOBBIIICHUE
ypoBHs HelTpodmmoB, COD, C-peaktmBHoro Oemka, CPB, mpokagpuuTOHWHA,
KT, d¢epputnna, naxrarmerugporeHassr, JIAI, wHTepnelikuna-6, WII-6),
HapyIIEHHEM KOaryisiliuy C TOBBINICHWEM YypoBHS ¢uOpuHOreHa M D-ammepa,
MYJIBTHOPTAaHHON HEI0CTAaTOYHOCTHIO, MOJIOKUTENFHBIMI Mapkepamu COVID-19




WIN BBICOKOW BEPOSITHOCTHIO KOHTAKTAa C WH(HUIMPOBAHHBIMU MAIMEHTAMH.
JIMBC, accommupoBansasii ¢ COVID-19, mpuBoAWT K OMAaCHBIM IS JKA3HU
KapJMOBACKYJISIPHBIM ~ OCJIOKHEHHUSIM, TpeOYyIOIINM WMHTCHCHUBHOW Tepamnuu, a
BEPOATHBIMH TIPEPACTIONArafonuMu (pakTopamMu K JaHHOMY CHHIPOMY SIBIISIOTCS
Takue KOMOpOWIHBIC 3a00J7eBaHMS Kak HM30BITOYHAS Macca Tella U OKUpPEHHE,
OpoHXHMalbHAs acTMa, HEBPOJOTHYECKHE 3a00NICBAHUs, CHCTEMHas KpacHas
BONTYaHKA, CaXxapHbI nuabetr. B 3apyOexHON nmuTEparype ommcaH eIWHCTBEHHBIN
ciaydait JIMBC y manueHTKH 8 JIeT ¢ BIEpBbIC BRISABICHHBIM CaXapHBIM AHAa0ETOM
1 tuma (BBCJ/1). B oTedecTBeHHOH nuTEpaType BIIEPBBIC OMHCAH KIMHUYECKUAN
ciayqair IMBC y mamuenTku ¢ TSHKENBIM JIEKOMIICHCHPOBAHHBIM THAOETHYECKUM
keroaruo3oM ([JKA) va ¢one manmdecramumn C/[1 (FO.B. TuxoHOBHY C COaBT.,
Hemmarpus nm. I'H. Cnepanckoro, 2021; 100 (2): 295-300).

Marepuanasl u MeToabl. [IpoanammsnpoBans ganHbe 1o Mockse: Ha 1.01.2021
I. KOJIWYECTBO NIeTeH W TONPOCTKOB C caxapHbM muabetom (CJ]) Bcex THTIOB,
C OKHPEHHEM, HAXOAAIIMXCS Ha UCIAHCEPHOM ydeTe B MONMKIMHUKAX J3M.
Bcero 4351 mamment ¢ C/I; Bcero 12626 mammentoB ¢ oxupenueM. [lepenecnn
MTOATBEPKICHHYIO HOBYIO KOpoHaBHpYCHYIO mH(peknnio B 2020 r. marmenTs! ¢ C/]
— 248 (5,6%); ¢ oxuperneM — 845 (7%) ot obmiel YUCICHHOCTH MPO(UIBHBIX
nmanueHToB. M3 umcna 3a00NEBIINX, TSHKECTh TEUCHHUST 3a00JIEBaHUS KOTOPBIX
motpebosana rocrmranmzamun: CI — 18 (7,2 % 3aboneBmmnx); oxxupenne — 11
(1,3% 3aboneBmux). JleTalbHBIX MCXOAOB He OBLIO. BmecTte mamueHToB a0 18
net ¢ oxkupenreM u CJ] B Mockse 3a 2020 T. B CBSI3U € TSKECTHIO TEUCHUS HOBOH
KOpPOHABHPYCHON MH(pEKINHU rocutanu3nposano u3 1093 — 29 genosex (2,7%).

Pesyabrarsl U ux odcyxaenne. [To myomukammsam [I3M mo TsOKeCTH NETH H
MOAPOCTKH 10 18 5meT B CBA3M C BEpUPHUINPOBAHHON HOBOH KOPOHABHPYCHOM
MH(EKINeH TOCIUTAIN3UPOBAINCh B 7,6% cilydasix OT Bcex 3a0ONeBIINX B
MOCKOBCKOH momyrsiiiuil 10 18 met. Takum o6pa3oM, MPOLEHT TSHKETOTO TEUCHHUS
HOBOH KOPOHABHPYCHOHM MH(eEKH y manueHToB 10 18 ner ¢ CJI, He3aBUCHMO OT
THIIA, COOTBETCTBYET OOIIEMHPOBBIM JAHHBIM, IIPH TOM, YTO B OOIIEMOCKOBCKOM
CTaTUCTHUKE MPO(MIFHON rOCTINTAIN3aINHU OBUTH 1 TTAIMEHTHI C OHKOJIOTHIECKUMH,
HEBPOJIOTUYECKUMH U JPYTHMHU HapyIICHUSIMU.

C mapra 2020 . B Poccniickoit nmerckoii knmmuHmueckor OompHuIe PIAOY
BO PHUMY um. H.M. [uporosa mo mpukasy MunzapaBa PO maganm pabory mo
3asiBKaM pernoHoB denepanbHblil TETCKUHA peaHUMAllMOHHBIM KOHCYJIBTaTUBHBIN
mentp (®APKL) mns manmentoB ¢ COVID-19 u maeBmonumsmu. [lo maHHBIM
@OJIPKI] ma 1.04.2021 1. (MPOKOHCYIFTHPOBAHHBIC IO POCCHHCKIUM pPETHOHAM
TIAIMEHTBI) JIeTambHOCTH U TTpedbBanmio B OPUT, morn6no 52 pedenka (9,2%), u3
xoTopsix 90,4% (48 m3 52) cocTaBmsIm OeTH ¢ KOMOPOHUIHOW MATOJOTHEH, Cpenn

KOTOPBIX Ha 4 MecCTe IOCJe OPraHHYECKOTO MOPAXKEHUs IIEHTPAIbHOM HEPBHOU
CHCTEMBI, BPOXK/ICHHBIX MOPOKOB CEpAla, OHKomaronoruu, — 7,7% (4/52), nmenn
CH1. Moxno mpearnonoxuts, ¢ yaetoM maHHbX OJIPKL], uto y pebenka ¢ CJI
PHCK Pa3BUTHA THKECTH HOBOW KOPOHABHPYCHOM MH(MEKIMH 10 HEOOXOANMOCTH
rocruranu3ami B OPUT HeOombIIoi, COOTBETCTBYET MOIYIISIIIMOHHOMY, HO TIPH
Pa3BUTHH TSDKEJIOTO TEUCHHUS 10 TPEOYIOMIEro OKa3aHMUsI METUIIMHCKONW TIOMOIIH B
OPUT, puck ieTarpHOTO MCX0/a MoBbImaercs 10 15%.

3akJIl0ueHHe: TIPEACTAaBICHHBIC JaHHBIE JEMOHCTPHUPYIOT HEOOXOAMMOCThH
00CYX/IEHUSI TIPOTpaMM BaKIIMHOMPOMWIAKTAKA C HMHUIUANNEH TPO(UIBHBIX
KIIMHUYECKUX NCCIIEIOBAaHNH, BOSMOXKHO, C BKIIFOUCHUEM BBIICJICHHBIX TPYIIIT PHUCKa
IO TSDKEIIOMY TEUSHHIO HOBOI KOPOHOBHPYCHON HH(MEKIIMHU CPEIH MAIMEeHTOB 110 18
JIET, CTPa/IAIOIINX XPOHUIECKUMH 3a00I€BaHUAMH, C YIETOM MEXIYHApOAHOTO H
OTEYECTBEHHOTO OIIBITA.

KNUHUYECKUA CNYYAA NOCTTPAHCIMNIAHTALMOHHOIO
CAXAPHOI'O OUABETA

Copoxun /I.1O., Céemnosa I'H., Emensanos A.0., Jlanmes /[.H., Kypaesa T.JI.
@I'BY “HayuonanbHulii MEOUYUHCKUL UCCTE008AMENbCKULL YeHMP
anookpunonoeuu” Munzopasa Poccuu, Mocksa, Poccus

BBenenne: IloctTpancruraHTanmoHHbI —caxapHbeiit  amader (IITCH) —
9TO OCJIOXHEHHE TMOCIe TPAHCIUIAHTAMM COJHIHBIX OPraHOB C YacTOTOH
BcTpeyaeMocTH y yun crapiie 18 net 1o 40%. CXeMbl IedeHNs] CXOKH € CaXapHBIM
I1abeToM 2-0ro THIA, OHAKO MMMYHOCYIIPECCHBHAS TEparusi yCKOPsSeT Pa3BUTHE
WHCYTUHOMOTPEOHOCTH (32 CYET BBIPAKCHHOW WHCYNHHOPE3UCTEHTHOCTH W/
WA JecTpykKmun Oera-kietok). CyIecTBYIOT OrpaHHYEHHBIC MyOJIMKAalud B
mupoBoit yureparype o IITCI B Bo3pactHO# rpymme g0 18 ner. M3 nmerommxcs
CKyZIHBIX MaHHBIX dactoTa Berpedaemoctu IITCI 3-20%, n3 xotopeix y 64% on
pa3BHBaeTCA B TEUEHHE 6 MECSIIEB MOCIE ONEPAIMU U ITpU IpHEMe 00JIee BBICOKHX
7103 IMMYHOCYTIPECCHUBHBIX IpernaparoB. [IpuBoauM nmpuMep Hamrero HaOJMIOICHNS.

Marepuaasl U Mmeroabl: [lammment Y., 16 mer. B ¢espane 2008 roma
MUAarHOCTUPOBAHA y37IOoBas TpaHCOpMAIMs TMedeHH (KupoBas IUCTpodus
C MEJKOY3JIOBEIM IIPPO30M), depe3 3 Mecsla IMPOBEICHA TeMaT3KTOMHS C
COXpaHEHHEM HWKHEH NOJOW BEHbBI, OPTOTONMYECKAs TpaHCILIAaHTALUs IpaBoOd
JIOJIN TIGYEHH OT )KMBOTO POACTBEHHOTO JIoHOpa. Ha3HaueHa MMMyHOCyTIpecCHBHAS
Tepanust Takponaumyc. HacnencTBeHHBIM aHaMHE3 N0 HHAOKPUHOINATHSM HE
OTSTOIIEH.




B mocnencTBHM  BBISIBJICHO TIOBBIIICHUE TiuKeMun 10 20 MMOIB/II,
MarHOCTHpOBaH: TakpoinmMyc accormUpoBaHHEIN caxapHbli nuader. C 2008 mo
2014 rompl TPOW3BOMWIICA TOXOOP MEPOPATHHON CaXapOCHIKAIOMICH Teparnun
(HoBoHopwm, [maGeron, Amapmm) 0e3 sddexra (IMHAMHKA TIHKUPOBAHHOTO
remornoouna (HbAlc) 9,9-11,7%) u pazsutne xonecrasa.

Bmeperie obcnenoBan B ®I'BY «HMMUL] sumokpuHOMorHm» MuH3zmpasa
Poccun B okts6pe 2014 roma — mHMIMHpOBaHA WHCynmHHOTepamus HosoPammn
u Jlesemup, HbAlc cummncs ¢ 11,2% mo 10,3%. Ilpn obcnenoBaHuM OT WO
2015 roma: poct 185,6 cm, Bec 85 kr, SDS UMT +1,7, Tarnep 5. HbAlc 10,4%.
[lepeBenéH Ha MOMITOBYIO MHCYJIMHOTEPAIHIO, CyTOUHAs TOTPEOHOCTH B MHCYIMHE
HosoPamun 35-45 EJl (0,4-0,5 E/xr/cyt), Takpomumyc 4 mr/cyt (0,05 wmr/xr/
cyT). [lo marEBIM poOHI ¢ 3aBTpakoM (50T yrieBomoB, koHTponb 0-30-60-90-120
MHH) OTMeUaeTcs AUa0eTHIEeCKUN THI caxapHOW KPHUBOW C COXpaHHOH ceKpermeit
C-nentuga: mukemus 7,5-9,5-12,5-15,2-16,8 mmons/a, C-nentug 1,0-1,1-1,7-1,9-
2,1 vr/Mi. JlnarHOCTHPOBAaHBI HAYaJIbHBIC IPOSIBIICHHUS AUCTAIBHON THA0ETHIeCKON
MOJMHEWPOTIATHHN, YBEIUUCHHE MHUKPOAIBOYMHUHYPHH B Pa30BOM MOPIHH MOYH
10 31-40-500 mr/m (HEMB3s MCKITIOUYUTH OPTOCTATHIECKYI0 MHKPOAIEOYMHUHYPHIO
MIOAPOCTKOBOTO BO3pacTa). BEIABIEHBI ABa MpeapacroyiaraloliiX K pPa3BUTHIO
caxaproro auabera 1 Tnma HLA-ramioTuma, oTpumaTensHble HMMYHOJIOTHYECKIEC
MapképsI caxapHoro auabera 1 Tuma (anturena k ICA, IAA, GAD, [A2).

Bonpoc o wmexanmsme pasButus [ITCI y gmereit octaéres OTKPBITHIM.
OCOOCHHOCTBIO TAHHOTO CITydasi SBISIETCS OTCYTCTBHE 3(pdekra OT CeKpeTororon
WHCYIMHOBOW CEKpEIWH, JUINTEIbHAsl COXpaHHas cekpenust C-memnrtuaa, KoTtopas
MOXeT OBITh OOYCIIOBIEHA COITyTCTBYIOIIEH HWMMYHOCYIPECCHBHON Tepammen,
3aMeJUISAIONIEH ayTONMMYHHBIE MIPOLIECCHI B OPTaHU3ME.

BeiBonbl: yunThiBasg penkyio BcrpedaeMoctb [ITCJ] B meTckoit momymsmunwy,
HeoOxomuMo manbHelniee HakoruieHue ciydaeB [ITCI ¢ mpoBeneHneM IMOIHOTO
CHEKTPa ANArHOCTHYECKHUX NCCIIEJOBAaHNH.

KiroueBsle cioBa: caxapHBId Jua0eT, METH, MOCTTPAHCIUIAHTAIIMOHHBINA
caxapHBbIif raber.

MYTALWUU FEEHA LMNA KAK NPUYUHA CUHOAPOMANBLHON
HU3KOPOCIIOCTU Y MALMEHTOB C NPOrEPUEN
XATYUHCOHA-TUN®OPOA U ATUNUYHbIM NPOFEPOUOHLIM
cnHOoPOMOM

Tuxonosuu FO.B.., llempsaixuna E.E.*?, Puiokuna H.I'?, IlIpéoep E.B.%,
3onomapesa P.A.', Pumckaa A.M.', Tronvnaxoe A.H.*

IDIA0Y BO «Ilepewiii Mockosckuil 20Cy0apcmeeniblil MeOuyUHCKUlL
yrusepcumem um. .M. Ceuenosa (Ceueno8ckutl ynusepcumen)y,

Mockea, Poccus

’I'BY3 «Mopososckas demckas 20poockas Kaunuyeckas bonvnuya J[3My,
Mockea, Poccus

SDIAOY BO «Poccutickuil HayuoHATbHbII UCCTE08AMENbCKUL MEOUYUHCKULL
yuugepcumem um. H.U. Ilupozosa», Mockea, Poccus

‘OI'BHY «MI'HI] um. akademuxa H.I1. Bouxkosay, Mocksa, Poccus

Myrtammmn rera LMNA (LaminA/C)  SBISIOTCS TPUYMHOW TETEPOTCHHOU
rpynmel  3a00NieBaHMN, BKITIOYAIOMIMX, TIPOTepuio  XarymHcoHa-I mndopaa,
MaHIUOYI0aKPAIBHYIO IHUCIUIA3UI0, aTHIMYHbBIN MTPOTEPONAHBIN CHHIPOM, OTHUM
13 KITIOYEBBIX MPOSIBICHUH KOTOPBIX SIBISIETCSl MPOTPECCHPYIOIAs 3a/epiKKa
(bU3NIECKOTO Pa3BUTHS.

Hean. IlpencraBuTh KIMHWYECKHE CIy4ad MPOTEPHUM W ATUIHIHOTO
MIPOTEPONIHOTO CHH/IPOMA Y MAIIMEHTOB ¢ MyTanusaMu rena LMNA.

Marepuansl 1 Metoabl. KinHHKO-maboparopHOoe 00CiienoBaHHE MAlMEHTOB
MIPOBOIIIOCH B OTHeneHus X sHnokpuHonorun GIAOY BO «Ilepsriit MockoBckuit
rocynapcTBeHHBIN MenunuHckni yanBepcuteT M. .M. CeuenoBa (CeueHOBCKHI
yYHHUBEpCHUTET)», T. MockBa u ' BY3 «Mopo3oBckas neTckasi TOpoAcKast KIIMHUYECKas
oompHaMIA I3M», T. MockBa.

MonexynsipHo-reHeTHueckuii aHanu3 nposoauics B GI'BHY «MI'HII um.
akagemuka H.I1. BoukoBa» T. MoCKBa M 9aCTHBIX MEIUIIMHCKUX JIAO0PATOPUIX TIO
MECTY KHUTEIbCTBA MAIINEHTOB.

Pe3yabTarsl.

Marmment 1. 5,5 net. [pu poxxaernn poct 52 cm, Bec 3130 rpamMm, TBYCTOPOHHSS
TUCTIIAa3Us Ta300€ApEHHBIX CYCTaBOB, Aedopmaris rpyaHoi kieTkn. C mepBhIX
MECSIEB XU3HM — HHU3KHE TEMITbl POCTa, NE(PHIUT Beca, 3a/JepXKKa MOTOPHOTO
pa3BUTH, 0COOEHHOCTH (heHOTHIIA (KITFOBOBHIHBIN HOC, HU3KOIIOCAKEHHBIC YIITHBIC
pakoBWHBI, OONBIINE IIAPOBUAHBIC Ta3za, MUKporHatws). uddepeHrmansHbiii
UarHo3 MpoBoawics ¢ cuaapomMamu Cekkens, Jnepca-llamno tam 6. B 3,5 roma




poct 86 cm (SDS -2,99), Bec 9 kr (SDS UMT -4,34). [opmonansHEIH npoduis 6e3
ocobennocreii. B 4 roga poct 86 cm (SDS -3,7); Bec 9 kT (SDS Beca -6,3, SDS
UMT -4,3). Comaromenun-C 115 Hr/Mi. YUuTBIBask MpOrpeCcCHpYIONIYIO 3aACPKKY
pocTa, ObUTa MHUIHKPOBaHA MMPOOHAS TEpamisi TOPMOHOM pocTa (6 Mecsies) — 6e3
a¢dexTa.

B 5 ner nmpoBeneHoO MONHOE CEKBEHUPOBAHME dK30Ma: BO 2 3k30HE TeHa LMNA
BEISBIICHA TIATOTCHHAs  rereposurotHas Mmyrtamust c.412G>A  (p.Glul38Lys),
OTIMCaHHasl TP ATHITMYHOM MPOTEPOUTHOM CHHIPOME.

[MammenTka 2. 2 rona 10 mecsmes. [Tpu poxxaennn Bec 3200 1, mmrHA Tena 49 cm.
C nepBoro MecAIa )KU3HN - N3MEHEHHE KOKHBIX TOKPOBOB, TUIOTHBIE OTEKN HIDKHEH
MTOJIOBHUHBI TYIIOBHIA, HAIJTOOKOBOH 00TACTH M HIKHUX KOHEYHOCTEH. 3amono3peH
nmuarao3 Cxiepema HOBOpoxaeHHBIX. C | 10 6 MecsIeB KU3HH MoTydaia Teparuio
JIEKCAMETa30HOM, B JaJbHEHIIIEM ANarHO3 ObUT HCKITIOYEH.

C 3-4 mecsrmeB - MpOTrpeccHpyIOiee CHIMKCHHE TEMIIOB POCTa, OTCYTCTBHE
ajekBaTHOTO Habopa Beca. Ilocie roma ToTanpHOE BBINAACHHUE BOJIOC HA TOJIOBE
n Oposel, (hopMHpOBaHNE KOHTPAKTYP KOJECHHBIX M TOJICHOCTOITHBIX CYCTaBOB.
®deHoTHTIHYECKH 3armono3peH auarHo3 [Iporepus Xamunucona-Imndopmaa. B 2,5
MIPOBE/ICHO TIOJTHOE CEKBEHMPOBAHME YK30Ma, B 11 sx30oHe reHa LMNA BrisBieHa
TeTepO3UTOTHAS CIuTaiicHr-MyTanus c.1824C>T, moaTBepkaaromas Auarso3. B
2 roma 10 mec., y9uTHIBasi BRICOKHH PHUCK PAHHETO Pa3BUTHS JKUIHEYTPOIKAFOIITIX
OCIIO)KHEHHH € BBICOKHM PHCKOM Pa3BHTHS MH(APKTAa WIM WHCYIbTa B JETCKOM
BO3pacTe, MO JKM3HEHHBIM ITOKa3aHWSAM HMHUIMMPOBAHA TEparust WHTHOUTOPOM
(dapresmnTpancdepassr Jlonadhapand (30KUHBH).

Mamment 3. 5 net. Ipu poxaernn macca 2800 rpamm, poct 50 cm. C mepBbIxX
JTHEW )KU3HH - TUCTIIA3Ks Ta300€IpEHHBIX CyCTaBOB, C IEPBOTO MOIYTONS - HU3KHE
TEMIIBI POCTa, Iporpeccupyromuii neunut Beca. C 3-4 1et — nepuognIecKd PBOTA.
Habnronancs ractposaTeponoroM ¢ quarso3om Llemmaxus. B 5 met - poct 100 cm
(SDS -2,35), Bec 11 xr (SDS MMT-5,94). YunrteiBass 0cOOCHHOCTH (CHOTHIIA,
3arono3pena [Iporepust Xarumacona-I mngpopaa. Jlnarao3 moaTBepKIeH JTaHHBIMA
TEHETUYECKOTO HCCIIEIOBAaHNS, YTO SBHJIOCH OCHOBAaHMEM ISl Ha3HAUCHUS
npemnapara JlonagapHuO.

3akil0ueHHe: HECMOTPS HA  XapakTepHBIC (EHOTHITNYECKHE OCOOCHHOCTH
1 KJIACCHYECKOE TEeYCHHE 3a00JIeBaHMs, BO BCEX CIydasx oOpailaeT BHUMaHHE
OTHOCHTEIBHO TO3HAA BepH(UKAIINSA NHArHO3a, YTO MOXKET OBITH OOYCIOBICHO
KpaifHell penKocThio JaHHOW maroiormd. CrermuduyecKue METOHBl  Teparuu
MIPOTEPUH W AaTUIMHWYHOTO IPOTEPOMTHOTO CHHAPOMAa B HACTOAIIEE BpeMs HE
pa3paboTaHbl, OAHAKO COIVIACHO OIyOJMKOBAHHBIM KIMHHUYECKUM JaHHBIM
Ha3HaueHWe WHTHOHMTOpa (apHesmnTpanchepassl (JlonapapHu®) cCHIKaeT pHCK

CepAEYHO-COCYUCTHIX OCIOKHEHUH M yBEIWIMBACT MPOAOIDKUTEIBHOCTD JKU3HN
MAIMEeHTOB. TakuM 00pa3oM, paHHSS TeHeTHYeCcKas BepHUpHUKanus HeoOXoanMma
IUIA  TIpoBeNeHUs Tu(QepeHInaIbHOH IHATHOCTHKA C JAPYTHMH  (OopMaMu
CHHJPOMAJIHOM HH3KOPOCIOCTH M BBIOOpA ONTUMAIBHOW TAaKTHKM BEICHUS
TIAIMCHTOB.

KiroueBple  cioBa:  mporepusi, aTUNHMYHBIA  IPOTEPOMIHBIA  CHHAPOM,
CHUHJpOMaJIbHas 3aJiepkka pocta, LMNA

OUATHOCTUKA U NEYEHUE CKIIEPOATPO®UYECKOIO NUXEHA
BYIIbBbl Y AETEWN

Typuuney A.1U."3, Kapauenuosa H.B."3, Cubupckas E.B.*, Yxonoea H.JI. >,
Jozaueea T.M.5, Apzyn M.3.5, Typuuney A.H.", ITusazan JL.I*

'®DIAOY BO «Poccutickuil HayuoHAIbHbLI UCCTE008AMENbCKULL MEOUYUHCKULL
yuusepcumem umenu H.H. I[Tupoeosa» Munsopasa Poccuu, kageopa akywepcmaa
u eunexono2uu neouampuieckoeo gaxynomema, Mockea, Poccus

2@I'BOY BO «Mockosckuii 20Cy0apcmeenblii MeOUKo-CImoMamono2uiecKkuil
yrusepcumem umenu A. 1. Eeookumosa» Mumnsopasa Poccuu, kagedpa
penpooykmuerou meouyunsl u xupypeuu D110, Mocksa, Poccus

3 Poccutickasn 0emckas knunuveckas bonvruya PIAOY BO «Poccutickuil
HAYUOHANBHBIL UCCIE008AMeNbCKULL MeOUYUHCKUL yHusepcumem um. H.H.
Tupoeosa» Mumnsopasa Poccuu, Mocksa, Poccus

*@IAOY BO Ilepsviit MITMY umenu U.M. Ceuenosa Munsopasa Poccuu
(Ceuenosckuil Yuusepcumem), Mocksa, Poccus

PE3IOME: [IlpoBeneno obcienoBanme u Jedeane 43 MAIMEHTOK CO
CKJIEpOarpoUIeCcKUM JIMXCHOM BYJbBBI C MPUMEHEHHEM KOMIUICKCHOW Tepanuu
Y HU3KOMHTEHCHMBHOIO JIa3epHOr0 m3jyudeHus. [IpoaHann3upoBaHbl Onvkaiiiive
pe3yabTaThl IPOBEACHHOM Teparum.

KJIFOYEBBIE CJIOBA: CKIIepOaTpOpIIeCKUit TUXCH BYJBBEI,
HU3KOMHTEHCUBHOE JIa3ePHOE U3ITyUSHNE, TEHUTAIBHBIN IepMaTo3.

BBEJEHHME: Cxiepoarpodudeckuii JHXEH — 3TO OOUH W3 MEIJICHHO
Pa3BUBAIOIINXCS XPOHHYECKHX BOCHAJIHMTEIBHBIX JEPMATO30B C BBIPAKCHHOU

04aroBoil nucTpoduert u arpodreii KOKN U CIU3UCTBIX 0007I0YeK, HANOO0IIee JacTo
MOPAKAIONIMX BYJIBBY ¥ IIPHBOMAIINX K JIe(OPMAIINH BYJIEBBI U 00YCIOBICHHBIM €10
(GyHKIMOHAIBHBIM HapyIIeHneM. J{uctpoduueckue mopakeHne KOKH 1 CITM3UCTBIX
Hapy’KHBIX MIOJIOBBIX OPIaHOB HAHOO0JIEE YaCTO BCTPEYASTCs y AEBOUCK HEUTPAILHOTO




1 TIperry0epTaTHOTO IEPHO/IOB U Y )KEHIIMH B TOCTMEHOTIay3¢e. PacripocTpaHeHHOCTh
CKIIEpOaTpOPUUECKOTO JIMXEHA CPEead NeTCKOTo HacemeHus coctasisieT 1:900.
[Tpuaem B 70% ciydaeB OH AMArHOCTHPYETCS Y JEBOYEK B BO3pACTE A0 7 JIET W
TONBKO B TONBKO B 10-15% - y neBodek ot 7 go 13 mer.

HEJDb U 3AJIAYN: anamn3 COBPEeMEHHBIX METOIOB THATHOCTUKA M JICUCHHS
CKIIEpOaTpOPUUECKOro JIMXCHa BYIBBBI y JeTell W oreHka 3(dextuBHOCTH
KOMOWHHMPOBAaHHON TEpanuy C TNPUMEHEHHEM HHU3KOWHTEHCHBHOTO Ja3epHOTO
N3ITy9CHHUS.

MATEPUAJIBI WU METO/JbI: mon HaOmomeHWEM B XHPYPTUICCKOM
ruaekonorndeckoM otaeneann PIKB ¢ ¢eBpans mo centsopes 2021 rtoma
Haxoowimuch 43 TaIMeHTKH €O CKJIepOaTpOPUUSCKAM JIMXCHOM BYIBBHI B
Bo3pacte oT 3 mo 13 mer. OOGcrmemoBaHWe BKIFOYano cOOp aHaMHE3a, OICHKY
MIOJIOBOTO PA3BUTHS, TMHEKOJIOTMYECKUII OCMOTpP C IPOBEICHHEM pACIIMPEHHON
BYJIBOCKOITMH, BarMHOCKOIHMH, MUKPOCKOIIMYECKOE HCCIICIOBAaHNE BIIATaIUIIHBIX
Ma3KkoB. JleueHne BKiIIO9ano B ceOs KOMOMHHPOBAHHYIO TEPAIUIO TOITMYECKUMHU
TTIOKOKOPTUKOCTEPOUIAMU  BBICOKOM CTENEHH AKTHBHOCTH, O3MOJEHTaMH U
BUTAaMUHOTEPAIHIO B COUCTAHNH C HU3KOMHTEHCHBHBIM JIA3€PHBIM N3Ty9ICHHEM.

PE3YJIBTATbBI: Beinoposnenne ormeueHo y 24 (55,8%) neBouek ¢
JUTUTENEHOCTBIO 3a00J7eBaHUs He Ooimee 6 MecsreB. YIy4IIeHHE COCTOSHUS
Habronanock y 19 6omeHbIX (44,2%) ¢ IIUTETHHOCTHIO 3a00JI€BaHUS OT 6 MECAIICB
u Oomee, U4TO MPOSBIIIOCH MCUe3HOBEHHEM 3yaa (19), Oone3HeHHBIX ONTyIICHUI
(17), xymupoBaHHEM BOCHAIUTENBHBIX MPOSBICHHA B odarax mopaxenus (18).
Jansbnii a¢dexT Habmonancs k 5-8-oMy IHIO TIOCTIe Hadala Tepanud. 3a)KUBJICHIC
SPO3WBHBIX TIOBEPXHOCTEH W W3BA3BICHUN Npomcxommio kK 12-15-omy mHIO
nedenust. OHAKO COXPAHSIINCH YIACTKH JACHUTMEHTAIINH, HCTOHYCHHOCTH KOXKHO-
CIM3HUCTHIX TIOKPOBOB BYNIEBHI B OONACTH TiepefqHerd W 3amHei cmaek (14), Ha
BHYTpPEHHEW TOBEPXHOCTH OOBIINX MOJOBEIX TY0 (7), MepraHanbHOM obmacTh (5).
V¥ 3 manmeHTOK HabMFOMaIach YaCTHYHAS aTPOQHS MaJIBIX TOJTOBBIX T'yO.

3AKJIIOYEHHUE: Jleyenue  ckiepoarpopuyeckoro  JIMXEHa  BYIBBBI
Yy JEBOYEK JODKHO OBITh KOMIUIEKCHBIM W ONPENENAThCA KIMHUIECKUMHU
MIPOSBICHUSIMU 3a007eBaHMsA. PaHHSS OUAarHOCTMKA M CBOEBPEMEHOE JICUEHHE
CKJIEpOoaTpOHUIECKOTO JINXEHA BYJIBBBI Y JIEBOUEK CIIOCOOCTBYET BOCCTAHOBICHUIO
KOKHO-CITU3HCTBIX TOKPOBOB BYIBBBI, MPO(PHUIAKTHKE BO3MOXHBIX OCIIOKHECHUH
B BHUJE PYOLOBBIX M3MEHEHHH M KOCMETHYECKHX AE(EKTOB, MpPEmyNpexICHUIO
Pa3BUTHS HEOIUTACTHIECKUX TPOIIECCOB BYJIBBBI.

BPOXOEHHbIA TMNOTUPEO3 - OCOBEHHOCTU BU3YANTU3ALIUN
TKAHU WWMTOBUAHOW XENE3bl

Ilpeoep E.B."?, Baouna T.A.", Konroxoéa M.b.>, 3axaposa C.M.",

[ezmapés M.B. ',Ceparcenxo C.C. ', Kontoxoea M.B. %, Bazvomenos 3.0.",
Hazaeea E.B.', beznenkuna O.B."

!OI'BY “HMHI] snooxkpunonoeuu” Munzopaea Poccuu, Mockea, Poccust
’Mopo3soeckas demckas 20podckas kaunuueckas oonvruya J{3M, Mockea, Poccust

AKTyaqabHOCTh: [IpuumHbl BpoxkmeHHOTOo Tunotupeo3a (BI) — nmcrenesms
mrrroBuHON Kenessl (LK) mmm qucropmonorenes. Jlucrenesns coCTaBIseT OKOI0
75-85% n garre npecTaBiIeHa SKTONUEH B KOPEHbB A3bIKa. OTOPHHOIAPUHTOJIOTAaMA
takas [1[DK gacTo moxxHO MprHUMAETCs 3a THIEePTPOGHUIO SI3FIYHON MUHTATHHBI WA
(uOpoMy KOpHS sI3bIKa M MTOABEPracTCsl XUPyprudeckoMy JiedeHuto. B HacTosmiee
Bpems B Poccun netsim ¢ BI' pyturHO ipoBoauTes Toipko Y3U 11K, oqraxo, oHO
HE TMO3BOJISIET BBISIBUTH OOJIBIIMHCTBO BAPHAHTOB JKTOMHUH. THpeocuuHTHTpadus
MIPOBOIUTCS JIUIIb B €IMHUYHBIX CITydasx.

Lesab: OLEHUTH 3THOJOTHUYECKYIO CTPYKTYypY BpPOXICHHOTO THIIOTHPEO3a,
KITMHUYECKUE U MOJIEKYISIPHO-TEHETHIECKIE OCOOCHHOCTH.

Martepuajabl 1 MeTOAbI: 73 TanueHTa ¢ nepBUYHBIM BI' B Bo3pacTe oT 2 Henenb
mo 17,3 nmer. YV 70 mereil muarHo3 YCTaHOBIICH MO pe3yiabTaTaM HEOHATAIEHOTO
CKpUHHHTA, ¥ 3 — mocie 6 neT. Beem marentam nposeaeno Y3U mien u muraHapHas
cruHTATpadUs ¢ OXHO(OTOHHON ASMHUCCHOHHOW KOMITHIOTEPHOW TOMOTpadueit
men M BepxHero cpemocteHus ¢ 99mTe. OmpeneneHre ypoBHS THPEOTIOOyInHA
1 CUMHTHUTPadUs MPOBOIIIINCE Ha (JOHE OTMEHBI 3aMECTHTEILHON TOPMOHATBHON
Tepanuy WK A0 ee Hadaua. [[arieHTsl ¢ SKTOIMeH B KOPEHb A3bIKA OCMOTPEHBI
OTOPHHOJIAPHHTOIOTOM C TIPIMEHEHNEM BU1€0(hHOPOTIapHHTOCKOTIHH.

Pesysabrarbl: Menuana Bo3pacTa NAalMEHTOB HAa MOMEHT OOCIEIOBaHMS
cocrasuia 6,9 ner [4,8; 10,0], 48 neBodek u 25 MaTBINKOB.

IIpu nposeneann Y3U mo mecty xurenscta LK He BH3yammsnpoBaiack B
46,6% ciryaaes (34/73), 38,3% (28/73) cinydaeB pacrieHEeHBI, Kak THIIOasus, 9,6%
(7/73) — 300, 4,1% (3/73) — nopmanbHas 11K B Tummanom mecre, 1,4% (1/73) —
TeMHUArcHE3Hsl.

[pu mpoemennm Y3UW crnenuanucToM SKCHEPTHOTO YPOBHS — aIlIa3ws
noaTBepxaeHa y 47,9% (35/73) mamuentos, y 26% (19/73) BeisiBineHa SKTOMHA
pasznuaHO# nokanu3anuy, y 11% (8/73) BeisBnena runormnasus, y 9,6% (7/73) — 300,
y 4,1% (3/73)- nopmansras LK B Turmmanom mecre, 1,4% (1/73) — reMuareHes3us.

[Ipu mpoBenennn cuumHTHrpaduu armaszus oTMedanack y 23 w3 73 mereid




31%). Baxxno, uro y 12 manueHToB ¢ amuiasuei mo ganaeiM Y3, BBIIOIHEHHBIM
b bl

CHENHATNCTOM 3KCIEPTHOTO YPOBHSI MMPOBEICHNE THPEOCIMHTUTPAPHUU O3BOIHIIO
BBIABUTH dKTOnMIO [I[DK B kKOpeHs A3bIka My | manueHTa B MOABA3BIMHYIO 00/1acTh.

VYpoBens mHeonarampHoro TTI mpwm sKxTOMHMM OBLT TOCTOBEPHO HMXKE, YEM IPH
arutazun 124 ME/mi [63; 253] mpotus 219 ME/Mn [194; 343], p<0,05. Hanpotus,
ypoBeHb TupeortoOynuHa npu skronuu DK Obu1 m0CTOBEpPHO BEINIE, YeM TIPH
arurasun 37,12 mr/mn [23,18; 63,96] mpotus 0,82 ur/ma [0,04; 6,28], p<0,05.
CpennecyTouHast 71032 JICBOTHPOKCHHA HAaTpHs JOCTOBEPHO HE OTIMYANACh MU
cocTaBmia MpH amia3uu 2,9 MKr/kr/cyt [2,4; 3,4] , skromuu 2,6 MKr/kr/cyT [2,0;
3,0].

Oxrorms HXK sBnseTcst Hanboiee 9acThIM BapHaHTOM Aucrene3nn npu BILY 3
JIeTell THpEeouIHast TKaHb, SKTOIMMPOBAHHAS B KOPEHb S3bIKA ObLIA pacIeHeHa, Kak
runepTpodus A3bIYHON MUHIATUHBI WIH (UOpOMa KOPHS SI3bIKA U Y JIBOUX JIETECH
yaaneHa. DTUM JIETSAM TIPOBEIICHO MOJIEKYISIPHO-TEHETHUIECKOE HCCIECAOBAHUE, Y
omHoro pedenka B rere TPO B 12 sk30He 00Hapy)keHa 3aMEeHA OJHOTO HYKJICOTHIA
B TE€TEPO3UTOTHOM cocTostHuU ¢.2017G>A, mpuBoasmas K 3aMeHe aMUHOKHCIOTHI
p-E1673K ¢ tmybmnHo#t mokpeitus 51X (rs201193196) HescHOW KIMHUYECKON
3HaunMocTd. [lpyrue pemkne BapuaHTel B TeHe TPO He HalAeHBI, KOXUPYIOIIAs
YacTh U MPHUJICKAIINE YIACTKH HHTPOHOB MOKPBITHI TOTHOCTHIO.

3akiaiouenne: Yacto mycroe noke DK Bpasamm VY3 nmumarHocTHkm
MIPUHUMAETCS 32 TUIOIUIA3UIO, @ SKTOIHNS BOBCE OCTACTCS HE JMArHOCTUPOBAHHOM.
Takum oOpazom, cumHTHUTpadus SBISETCS BAXHBIM METOJOM AWArHOCTHKH, U
TIPEXKIe BCETO IKTOMHpoBaHHOW THpeommHor Tkauw. Y3W DK mubOpmaTHBHO
JIUIIb B TOM CIIy4ae, €CIM OHO NMPOBOAUTCS OMBITHBIM CIEHIUAIICTOM Ha amapare
9KCTIIEPTHOTO KJIacca ¢ OIICHKOW BCEX MECT BO3MOXKHOMU dkTonnu. Hanbonee meHHBIM
SIBISIETCSl COYETAaHWE JIBYX METOIOB, MOCKOJNBKY KaXBIH METON KOMIICHCHPYET
HEJIOCTaTKU Apyroro. YacTo manueHTsl ¢ 00pa30BaHUEM KOPHS A3bIKa 00paIaroTcs
K OTOPHHOJAPHWHTOJOTY WM OHKOJIOTY, YTO TIOJYEPKUBAECT HEOOXOJMMOCThH

MEXTUCIIMIUTHHAPHOTO MOAX0/1a K TTAIIMEHTaM C BPOXKICHHBIM THIIOTHPEO30M.






