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HAMPABJIEHUE «QETCKASl OHKOJIOINA U TEMATOJIOIUSA».
HAYYHO-UCC/IEAOBATEJ/IbCKUE PABOThDI

KoHoBaneHKo A.A.

KJIMHUKO-3NMUAEMUOJTIOTMHECKUE OCOBEHHOCTU OCTPbIX
JIMM®OBJIACTHbIX JIENKO30B Y IETEN CTABPOMOJIbCKOIO KPAS
B 3ABUCUMOCTU OT UMMYHO®DEHOTHUINA BJIACTHbIX KJIETOK

HayuHbi pykoBoguTenb: CTpemeHKoBa MHHa AneKkceeBHa, K.M.H., AOLIEHT Kadeapbl pakynsTETCKON NeanaTpum
Coros ®rb0Y BO CtaBpononbCKUM rocyaapCTBEHHbIM MEAULIMHCKUI YyHMBepcHuTeT MuH3sapasa Poccuu,

neauaTpos
Poccun

CraBpononb, Poccus

BBepgeHue. OcTtpble nenkosbl (OJ1) — reteporeHHas
rpynna onyxonesBbix 3ab0neBaHWM KPOBETBOPHOMW TKaHM,
XapaKTepuayiollaaca NepBUYHbIM KAOHaNIbHbIM MopaMe-
HMEM KOCTHOroO Mo3ra 61acTHbIMW KeTKamMu, KOoTopble
3aMeLaloT, NoAaBNsT POCT U CO3peBaHUe HOPMasbHbIX
3/IEMEHTOB reMornoa3a, a TaKXKe BClieCTBUE CNOCOOGHOCTH
K MUTpauum MHOUNBTPUPYIOT OPraHbl U TKaHMU.

B pgeTckon nonynsiunMn B CTPYKTYPE OHKOMOTrMYEeCKOWm
naTonornun oCcTpble IENKO3bl UMEIOT HAaUBONbLLWI yaebHbIN
BEC — OHMW COOTBETCTBYIOT NpubnnanTtenbHo 1/3 Bcex 3M10-
Ka4yecTBEeHHbIX onyxosiew. Npu 3TOM B AETCKOM BO3pacTe
npeobnagaet numbobnacTHbi BapuaHT OJ1 (OJ1J1), KoTopbin
BcTpevaeTca B 80-90% cnyyaeB, y B3POC/bIX OOJbHbIX,
HanpoTUB, COOTHOLIEHNE HENMMOBIACTHBLIX (MUENOUAHDBIX)
n numdo6nacTHbIx GOpM B cpejHeM paBHO 6:1.

B HacTosillee BpemMsi K OCHOBHbIM MeTofaMm, pacKpbiBato-
UMM HOBbIE MEepCrneKTUBbl B MOHUMaHUKU NPUPOAbLI OMYX0an, ee
BO3HWKHOBEHUS, Pa3BUTUA WU MNPOrpeccMpoBaHns, OTHOCATCA
nMMyHobeHoTunupoBaHue (MPT) 6nacTHbIX KNETOK, LUToreHe-
TUYECKOE Y MONEKYNAPHO-TeHETUYECKOE UCCNeJOBaHNE KOCTHO-
ro moara. UPT 6nacTHbIX KNETOK NO3BONSET YTOYHUTb NMPOrHO3
1 BblGPaTh NPaBUbHbIN NOAXOA K NeYeHnto 60/bHbIX ¢ OJ1J1.

Llenb. N3y4yeHne U BbiIBieHUE OCOGEHHOCTEN Tede-
HuA OJ11 y neten CTaBpOMnoNbCKOro Kpas B 3aBUCUMMOCTH
OT UMMYHOdEHOTHNa 61acTHbIX K/IETOK.

3agaum pa6oTbl. MI3y4nTb UMMYyHODEHOTUMN GNACTHBIX Ke-
Tok npu OJ1]1y geten CTaBpONOIbCKOro Kpast; OLEHUTb AaHHbIE
LMTOreHETUYECKOrO0 U MONEKYNSPHO-TEHETUHECKOIO UCCneao-
BaHWS KocTHoro moara y geten ¢ OJ1J1; uccneposatb YacTo-
TY U OCOGEHHOCTU TEYEHWUS OCNIOXKHEHWUI NOAUXMMUOTEPANUK
(MXT) B 3aBUCUMMOCTU OT UMMYHODEHOTUNA 6NacTHbLIX KIETOK
M aTana neyeHus; NPOBECTU aHanu3d MPUYUH U CTPYKTYpPbI
cmepTHOCTU geTen CTaBpOMno/ibCKOro Kpas ¢ guarHosom OJ1/1.

MaTepuanbl u meToabl. B peTpocneKTMBHOM nopsaKke
npoaHanu3npoBaHbl UcTopun 6onednn 207 geten B BO3-
pacTte oT O go 18 neT, HaxOAMBLUMXCHA Ha JIEYEHUU B OTaEe-
NIEHUU remaTtonorun u aeTckon oHkonorun FBY3 KAKB T
CtaBponons B nepuog ¢ 2008 no 2019 r. ¢ OJ1/1, y KoTopbIx
6b1710 NpoBeaeHo NPT 6nacTHbIX KNETOK.

[Mpn cTtatucTnyeckon o6paboTKe maTepmana Ucnonb30-
BaH Kputepun MNMupcoHa (;(2). Paznunuunsa cumtanu goctosep-
HbiMK Npu p < 0,05.

PesynbtaTtbl. [lpoBegeHHoe WPT KOCTHOrO MO3-
ra no3BOMMIO BbISIBUTb [ABa WUMMYHOJIOTMYECKUX BapuaH-
Ta: B-knetouHbi nenkos (B-OJ1J1) y 183 (87,2%) yenosek,
a T-knetouHbint (T-ONJ1) — y 24 (12,8%) 60nbHbIX. [pyn aHanu-
3€ 4acTOTbl BapuaHTOB JIEMKO3a y AeTeW pa3HblX BO3PACTHbIX
rpynn o6HapyXeHo, 4To B-nenKkosbl npeBanvpyloT B rpynne
neten ot 1 roga 4o 4 net, a T-nenko3bl — B Bo3pacTte 5-9 ner.

N3 207 peTen ¢ AMArHO30M «OCTPbI NMMGOGNACTHbIN
NIENKO3» Y 4 6bln 06HapYXeH peLunans 3abonesaHus. KOCTHO-
MO3roBou peuuans Habnoganca y 3 geten, y 1 pebeHka —
pPaHHW N30NMPOBAaHHbIV BHEKOCTHbIM peuunans (LLHC).

10 OTHOLLEHUIO K OKOHYaHWIO MOAAEPKMUBAIOLLEN TEpANUK
BeAyLMM SBNASICA MO3AHUN N30AMPOBAHHbIN KOCTHO-MO3r0-
BOoW peumnams (o1 1 roga) — Habnwoganca y 50% 60nbHbIX.
Mo 25% npuwnock Ha 04eHb paHHUK (MeHee 6 MecC) 1 paHHKUK
(o1 6 mec o 1 roga). 3 pebeHKa, UMetoLMX KOCTHO-MO3ro-
Byl0 dopMy peumanBa, OTHOCUAUCHL K B-2 MMmMyHOdEHOTH-
nuyeckomy BapuaHty OJ1J1, T-3 UMMYHODEHOTUNUYECKUI
BapuaHT Habnoaancsa y 1 60/bHOro ¢ BHEKOCTHOM GOPMOMN.

B nepvopn penHayKLMK Ha 3Tane noaaeprKuBatoLLemn Tepanum
faoctoBepHo Yaule (p < 0,05) npu T-KNETOYHOM NIEMKO3€e BbisIB-
NINNCb MUENOoCYyNpPeccuBHbIn cuHapom — Yy 10 (27,6%) 60bHbIX
W NOpaKeHWe HEepBHOW CUCTEMbI (BUHKPUCTUHOBAS MOSIMHEN-
ponatug) — y 9 (42,9%) neten. O6Wan netanbHOCTb CocTaBuNa
20,3% (42 yenoseka), B rpynne 60nbHbiXx T-OJI/T — 11 (50%)
yenoseK, B-OJ1/T — 31 (16,9%) pebeHoK. B 3aBucumocTu
OT 3Tana Tepanuu, 3aKOHYUBLLErocs fleTalbHO: UHAYKUMA —y 8
(19,1%) 60nbHbIX, KOHCONMAaLMK — Yy 20 (47,6%), PEUHAYKLMS —
y 5 (11,9%), npotuBopeunansHasg Tepanus — y 9 (21,4%).

Beaywune npuymHbl cmepty npu B-OJ11: y 11 (35,5%)
[JeTen BO3HUKIIN MHPEKLIMOHHbBIE OC/TOXKHEHUSA C pa3BUTUEM
nosIMopraHHoOn HegocTaTtovyHocTH, B 6 (19,3%) cnyyasx —
remMopparmyeckme OC/IOKHEHMS C Pa3BUTUEM MONMOPraH-
HOM HepocTtaToyHoCTW. [Mpu T-ONUJT: y 3 (27,2%) 60nbHbIX
pa3Buiiacb MNonMOpraHHaa HegocTaTo4yHoOCTb, No 18,2%
(2 peten) NpUXoaAMNOCH Ha remMopparnyeckne u UHbEeKUu-
OHHbI€ OC/IOXHEHUS, a TaKKe UHOEKLMOHHbIE OCNTOXKHEHNS
C pa3BUTMEM MOJIMOPraHHOM HEeAOCTaTOYHOCTH.

BbiBoAbl. [0 pe3ynstatam NPT KNEeTOK KOCTHOro Mo3ra
oTMevaeTcs npeBanupoBarune B-OJ1/1 Hag T-OJ1JT — B cooT-
HoweHun 6,8:1. T-OJ1/1 npeobnagaeT B CTPYKType OCTPOM
NeKeMUn y aeTen ctaplen BO3pacTHOM rpynnbl.

Cpean ocnoxxHeHun MNXT AOMUHUPYIOT MHOEKLMOHHbIE,
TOKCUYECKME U remopparuyeckune, Ha GoHe annasum Kpo-
BETBOPEHMS, 4TO JOCTOBEPHO Yalle BcTpeyaeTcs npu T-OJ1J1.

Hanbonee yrpoxatoLmmu No passBmUTUIO OCOXKHEHWUI ABNS-
0TCA KypCbl KOHCOMMAaLMK U NPOTUBOPELMANBHON Tepanuu.
Mpu T-OJ1J1 cMepTHOCTb AOCTOBEPHO Bbiwe, Yem npu B-OJ1J1
(p < 0,01). Cpeau Bcex ymeplunx aetew ¢ OJ171, BHe 3aBUCUMO-
cTh oT DT 6nacTHbIX KNETOK, MpeBanMpoBany ManbYyuKu.

B nepvoa WMHAYKUMM OCHOBHBIMW MPUYUHAMKU CMeEPTU
OblIM  reMopparMyeckne OCNIOXHEHNUS (KPOBOU3NUAHUS
B XM3HEHHO Ba)XHble opraxbl). B ganbHenwem B CTPYKTY-
pe CMepTHOCTU MpeBanupytoT MHOEKLMOHHO-TOKCHUYECKME
OCJIOXXHEHMS, NPUBOAALLME K Pa3BUTUIO MHOEKLMOHHO-TOK-
CMYECKOro LIOKa U CepAeYHO-N1ero4HON HeJOCTAaTOYHOCTMH.

i YBaxaemble Konneru, 3Haykom «Coto3 neanatpos Poccumn» OTMEYeHbl TE3UChI, KOTOPbIE, C TOYKW 3PEHUst NPaBUIbHOCTU NaHMPOBaHNUS

nccnefoBaHUs U ONUCaHUS NOJSTYYEHHbIX PE3YNbTAaTOB, 3aCYXXUBAOT BHUMaHUS Kaxkaoro negunarpal
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K/IMHUYECKOE HABJIIOAEHUE U CPABHUTE/IbHbIA AHAJIU3 3O OEKTUBHOCTU
NMPUMEHEHUA NPEAHU30JIOHA, AEKCAMETA3OHA U TUAPOKOPTU3OHA

B TEMEHUU TEMAHITMOM

Kana6kuna M.O., Kana6kuH H.A.

Hayu4Hbi pykoBoguTenb: OkyHeBa AnekcaHapa MBaHOBHa, K.M.H., IOLUEHT
®re0Y BO HaumoHanbHbIM MccneaoBaTenbckmu Mopaosckuin flocynapCTBeHHbIV YHUBEPCUTET
uMm. H.I. OrapeBa, MeamMunHcKuim MHCTUTYT, CapaHck, Poccus

BBepeHue. lfemaHrmoma — J0OpPOKayecTBEHHas COCy-
auctas onyxonb. Hepegko ABnsercs NpUYMHON KOCMETU-
yeckoro gedekTa, a MHoOrga HapylwaeT PyHKLUMIO opraHa.
[ns packpbiTUS MexaHM3Mma AeWCTBMSA npenapaToB npes-
HW30/10H, JEKCaMETa30H 1 TMAPOKOPTUIOH NPU MECTHOM MX
BBEJEHUMU B reMaHrmomy npoBefeH 3KCNEPUMEHT Ha Moae-
N COCYAMCTOM ONyXonu — rpebHe XMBbIX Kyp. CXoAcTBO
FMCTOSIONMYECKOrO CTPOEHUSA KYPUHOIO rPeBHS U reMaHrmo-
Mbl YeIOBEKA MOCNYKMI0 OCHOBAHWEM ANS UX UCNONb30Ba-
HWS B Ka4YeCcTBE MOAENMN.

Lenb. M3yuntb natomopdonormyeckme MecTHble M3me-
HEeHWs NpPU BHYTPUTKaAHEBOM BBEeAEHMU npenapatosB npeg-
HW30M0H, AeKCamMeTa30H, MTMAPOKOPTU30H Ha IKCNEPUMEH-
TanbHOM MOAENN COCYAUCTON OMyXONu.

MaTtepuanbl M meToabl. Mcnonb3oBanuCcb rpedHH
25 xuBbix Kyp B Bo3dpacTe 150-200 cyT. MNTu1ubl 661K pas-
aeneHbl Ha 5 rpynn no 5 ocob6en. YCnoBuUsA coaepraHus
6blM 0ANHaKOBbIE.

[pe6HM Kyp nepBou rpynnbl (KOHTPOJSIbHOW) HE NOABEpPTa-
JINCb HUKAKOMY BO3AeNCTBMI0. Bo BTOpOWM (TOXKE KOHTPOJIb-
HOM) Ucnonb3oBasncs GU3M0I0rMYeCcKnin pacTeop. B TpeTben
BBOAMAM Mo 1 mAa (25 Mr aKTMBHOrO B-Ba) NpeaHWU30JI0Ha.
B yeTBepTon ucnonb3oBanu no 1 mn (4 Mr akTMBHOIO B-Ba)
[eKcameTasoHa. B naton rpynne seoanaun no 1 mn (25 mr
aKTMBHOrO B-Ba) rMApPOKOpTM30Ha. [poBoannach exegHes-
Has BU3yanbHas OLEeHKa rpebHen u coMaTU4yecKoro cocTo-
AHUS 340POBbSA Kyp. BbiNoaHANach OLEHKa MakpoCcKonuye-
CKMX W TUCTONIONMYECKUX UBMEHEHUI B FPeBHAX Kyp nocne
BBeeHUs npenapaTtoB Ha 1, 7, 14, 21, 28-e cyT.

Pe3ynbrartbl. B pesynbrate aKcnepuMMeHTa ycTaHoBMe-
HO, 4TO NPY BO3AENCTBUMN Ha TKaHb GM3MONOrMYECKOro pac-
TBOPa U3BMEHEHMS OTMEYaNUCh B MECTE MHBbEKL MU, KOTopble
K 28-M CyT NONHOCTbIO HMBEeNnpoBanuck. MNpun ucnonb3osa-
HWW NPEeAHM30N0Ha HanboblINE MBMEHEHUS MpeTepneBau
BOJIOKHWUCTbIE CTPYKTYpPbI, YTO MPUBOAMIO K 06pa30BaHuUIo
rpyéoro pybua n gepopmauunm TkaHen. Ha 1-e cyT BbISBNS-
NICb YaCTMYHOE TPOMBUPOBAHNE KPYMHbIX COCYA0B U HE3HA-
yuTenbHaa MHGUNbTPaLMS KneTkamu Bocnanexus. K 7-m cyT
oTMeYanocb HapacTaHue cTeneHu TPOMOMPOBAHMSA COCY-
noB. Ha 14-e cyT Habntoganoch ynjoTHEHUE PbIX/ION BONTOK-
HUCTOM COEAMHUTENIbHON TKaHW, TPOMOGUPOBaHWE COCYAO0B

B OAHOM U3 PETMOHOB IO®O0
NUweHko E.M., FapaHuH P.B.

COXPaHAI0Cb, HO UMENO MeHbLLUM 06beM. K 21-m cyT ynnoT-
HEeHWe PbIXT0M BONOKHUCTON COEAUMHUTENLHOW TKaHW CMe-
HUIOCb ee pa3pbIX/IEHUEM U UCTOHYEHUEM €€ BOJIOKOH,
COXPaHATCA KNEeTKM BOCNaseHus B TKaHW U HaCTUYHbIN
Tpom603 cocygoB. Ha 28-e cyT chopmupoBasncsa rpybbin
py6eL ¢ aedopMaumen TKaHew.

Mpu BBEAEHUM AeKcaMeTa30Ha NPOoM30LWLI0 3HaYUTENb-
HOe yMeHblleHne rpebHa B ob6beme. Ha 1-e cyT nocne
MHBEKLWUWU COCYAbl COXPAHWMU CBOIO MPOXOAUMOCTb, TKaHb
UHOUNBTPUPOBAHA HEOONLLIMM KOIMYECTBOM KJIETOK BOC-
nanenus. NosgHee Habnoganock pa3pbixieHUe BCeX CNoeB
rpe6Hda. K 14-m cyT pa3BuIoOCb YacTUYHOE TPOMOGUpOBa-
HWe COCyAOB, B BOJIOKHUCTOM TKaHW NosiBUNachb TeHAEHLMS
K YNNOTHEHWI0. Yepe3 7 AHen cTano 3aMeTHO UCTOHYEHUe
BOJIOKOH, MEPUBACKYNAPHbIA OTEK, YBENWYEHWE IMNUTENU-
anbHOro cnosi B o6beme 3a CYeT oTeKa 3MUTESIMOLUTOB.
K 28-m cyT BoccTaHOBMNACh MPOXOAMMOCTb COCYAOB, OTMe-
YyaeTcsa YMNJOTHEHWE COCYAMCTOW 30Hbl. Py6uoBbIX M3Me-
HEHWW TKaHW HeT, He npousowno aedbopmauun rpebHs,
KaK nocne BBeAeHUs NPeAHN30/0Ha.

Mpu BBEAEHUU TMLPOKOPTU3OHA HAGNOLANOCh UCTOH-
YeHWe BCEX CMI0EB rpebHs, 4TO CTano NPUYNHON 3HaAYUTENb-
HOrO yMEHbLUEeHWUs ero nornepevyHoro pasmepa. B 1l-e cyt
pa3BuACA MNEPUBACKYNAPHbIN OTEK KPYMHbIX COCYAOB,
3aTeM — YaCTUYHbIM TPOMOO3 COCYA0B, UCTOHYEHHUE U pas-
pbixfieHne rpyeov BOSIOKHUCTON COEAMHWUTENIbHOM TKaHMW.
McToHYyeHne rpebHsa npouncxoauno 6e3 ob6pa3oBaHus pyo6-
LoB u fedopmaLmm.

BbiBogbl. 1. [pn BO3aeNCTBMM Ha rpebeHb npeaHM3o0-
/IoHa npoucxofuno obpaszoBaHue pybuoBon fedopmauuu
TKaHen ¢ TpombupoBaHueM cocynoB. 2. llocne BBege-
HUS [JeKcameTa30oHa nepBoe BPeMs COCyAbl COXPaHAIM
CBOO MPOXOAMMOCTb. 3aTeM Habnanocb pa3pbixneHue
BCEX CNOEB rpebHs U YacTUyHoe TPOMOUPOBAHUE COCYLOB.
B BOMIOKHUCTOM TKaHW nosBAsSnacb TEHAEHUMUS K YIOTHe-
HWIO, ICTOHYEHUIO BOJIOKOH C pa3BuTHeM oTeKa. 3. [pu BBe-
LEHUN TMAPOKOPTU30HA BblI0 UCTOHYEHUE BCEX CNIOEB rpeb-
HS, YTO CTaNio NPUYUHON 3HAYMTENBHOTO YMEHbLUEHUS ero
nornepeyHoro pasmepa. PazBuBancsd 4acTU4HbIM TPOMOO3
M NepuBacKyNApHbIK OTEK KPYMHbIX COCYAOB, UCTOHYEHUE
1 paspbixeHne BONOKHUCTON COEAUHUTENBHON TKaHM.

OCOBEHHOCTb ®EHOTUNA Y ETEX C IMM®OBJIACTHbIM JIENKO30M

HayuHbiii pykoBoguTtenb: [TonyHMHa EkaTtepuHa AHApeeBHa A.M.H., OLEHT Kadeapbl BHYTPEHHNUX

6onesHen negmatpmyeckoro dakrynbreTa

Coros ®IrB0Y BO AcTpaxaHCKMM rocyaapCTBEHHbIM MeAULMHCKUIM yHUBEepcuTeT MuHsapasa Poccun,

neguaTpoB
Poccun

AcTpaxaHb, Poccus

BBepeHue. Cpeaun oCcTpbiX IEMKO30B B AETCKOM BO3-
pacTe Haubosiee 4acTo BCTpevyaeTcss OCTpblM IUMPO-
61acCTHbIM NEeNKO3 U3 npealecTBeHHMKoB B-nnmdoumtos.
B amMarHocTuKe gaHHoro 3aboneBaHus y AeTeN «30/10TbIM

cTaHAapToM» 9BNseTcs UMMyHodpeHoTunuposanue (MPT)
cybcTpata onyxonu KocTHoro mo3sra. UPT nossonger
onpefennte niumobonaHyto (T unu B) nuHuio anddepeHum-
POBKM.



Lenb. N3y4nTb pervoHalbHble 0CO6EHHOCTU MMMYHO-
JNIOTMYECKUX BApPMaHTOB OCTPbIX TMMPO6NACTHbIX NENKO30B
y aeten AcTpaxaHCKon 061acTu 1 CpaBHUTL C pedynbTaTtaMu
nccnefoBaHuin, NPoBeAEHHbIX B APYrux pernoHax (Poctos-
Ha-JoHy, 2008; KazsaxctaH, 2007-2011; PecnybnuKa
Benapycb, 2012).

Martepuanbl U meTogbl. Victopun 6onesHen 53 nauu-
eHToB (0-17 neT) ¢ ocTpbiM NMMPOBAACTHBIM IEMKO30M,
rocnuTann3npoBaHHbIX B oTaeneHue rematonorun NrbY3 AO
«OQKB mm. H.H. Cununweson» 3a nepunog 2017-2019 rr.

Pesynbtatbl. 3a nepuog 2017-2019 rr. B oTtaene-
HMW remaTtosiorMu npoxoaunu obcnegoBaHne 74 pebeHKa
C OCTPbIM NIerMKo30M. Y 59 geTen gnarHo3 «0CTpbii NTMMPO-
61acTHbIN nenko3» (OJ1J1),y 15 — «oCcTpbi MMeNno6nacTHbIN
nenkos» (OMJ1). B ActpaxaHckon o6nactu npeobnagaer
O — 79,7% (KazaxctaH — 70,5%), nona OMJ1 coctaBuna
20,3%. UmmyHonornyeckoe mccnegosaHune Oblo NpoBe-
neHo 53 getam ¢ OJ1/1. Y 35 naumneHToB (66%) BbisBNEH B2
(common) BapuaHT OJ1JT (KasaxctaH — 48,9%), KoTopbii
C OAMHaKOBOWM 4acTOTOM BCTPeEYaeTCs KaK Yy MajlbiMKOB,
TaK ¥ y geBoyeKk (1:1) u HayMHaeT perucrpupoBaTbCs
¢ 5-netHero Bo3pacTa, NojoBMHa AEeTEeN B 3TOW rpynne —
noapocTtku 12-17 net (31,4%). Ha BTopom mecte B2/B3
BapuaHT — 10 naumeHTOB (18,9%), 3TMM BapmnaHTOM Nen-
Ko3a 6onetoT AeTu B Bo3pacTe oT 2 10 6 neT, U3 HUx 60% —
netn B Bo3pacte 4—6 neT, NPENMYLLECTBEHHO MallbYnKM
(70%). Ha TpeTbem MecTe T-KNeTo4Hble NenKo3bl — 5 naum-
eHToB (9,4%), Yallie BCTpeyvaloTcs Yy NOAPOCTKOB B BO3-
pacte 12-17 neT, COOTHOWEHWE MaslbiMKOB U [AEBOYEK
4:1. Jona ppyrux BapuaHtoB OJ1/1 (npo-B BapwuaHT (B1);
npe-B BapuaHT (B3); B1/B2) coctaBuna 5,7% (KasaxctaH,

npo-B BapuaHT (B1) — 4,1%, npe-B BapuaHT (B3) — 9,2%).
3penoro BapuaHta OJ1/1 (B4) He 6bI10 HM OAHOrO cny4vas
(KazaxctaH — 1 cnyvan).

Y tpetu aeten ¢ OJ11(32,1%) Ha numdobnacTax BbiiBieHa
KO3Kcnpeccus muenonaHbix mapkepos (benapycb — 42,6%).
Hanbonee vacto BcTpedyaetcs aHTureH CD33+ — 41,2%
(benapycb — 17,2%, PoctoB-Ha-JoHy — 32,8%); Ha BTOPOM
mecte CD13+ — 35,3% (benapycb — 28%, PocToB-Ha-
[oHy — 20,6%); nanee no parHry CD117+ n CD2+ — no 17,6%
n CD3+, CD15+ — no 5,9% (benapycb: CD15+ — 8,2%;
CD117+ — 1,1%). 9kcnpeccuss MWENOWAHbIX MapKepoB
B 45,7% cny4aeB co4yeTaetca ¢ B2 (common) Bap1aHTOM
(KasaxctaH — 77,2%). B rpynne nauneHToB ¢ KO3KCNpeccus-
MM He 3aperMcTpmMpoBaHO HKX OLHOTMO ClyYas peuunavBa.

BbiBoAbl. Y geTent AcTpaxaHckon obnactu ¢ OJ1J1 npewu-
MYLLECTBEHHO perucTpupyetcs B-knetovHas nuuusa andode-
peHunpoBKHK (t=5,4; p <0,01) 1 B2 (common) BapunaHT (66%).
T-knetoyHble BapuaHTbl OJ1J1 cocTaBnsoT 9,4%, B 4 pasa
Yalle BCTpevaloTes y ManbYnKOB My MOAPOCTKOB 12—-17 neT.
Hawnb6onee yacto Ha IMMdOBNACTHLIX KJIETKaX KO3KCNpPeccH-
poBanucb mmenomapkepbl CD33+ (41,2%), CD13+ (35,3%),
peako — CD3+, CD15+ (no 5,9%). PervoHanbHOM 0CO-
OEHHOCTbIO ABNSETCH KOIKCMPECCUSA MUENOUAHOro aHTU-
reHa CD33+. Y naumeHToB ¢ B2 (common) BapvaHTOM
Koakcnpeccuss CD33+, CD13+, CD117+, CD15+ BCcTpeyaeT-
cs B 45,7% n He accouuupyeTcs ¢ He6naronpuATHbIM MPo-
rHO30M. BbIIBNE€HHbIE TEHAEHLMN COOTBETCTBYIOT AAHHbLIM
APYrux pernoHoB. PervoHanbHOM OCOGEHHOCTbIO TaKKe
ABNAETCH Hannyne y aetelm MMMYHOI0MMYECKOro Bap1aHTa
B2/B3 (18,5%), KOTOPbIN MNPy CPaBHEHUWU B APYTMX PErMOHax
He BbISIB/EH.

HAMPABJIEHUE «QETCKASl OHKOJIOINA U TEMATOJ10OI USA».
KJIMHWYECKHUE CTYHAHU

UJINn ®AIbCUOUKALIUA?

«HOBbIE CUMIMTOMbI» FTEMOPPAITM4YECKOIO 3ABOJIEBAHUA

FapsuuH P.B., UiwpeHko E.M., AnumaromegoBa .M.

Hay4Hbi pykoBoauTenb: [onyHMHa EkaTepnHa AHApeeBHa 4.M.H., JOLEHT Kadenpbl BHYTPEHHMX

6o51ie3Hen neguaTpuyeckoro Gakynsreta

Coxos ®rb0Y BO AcTpaxaHCKUIM rocyaapCcTBEHHbIM MeAMLMHCKUI YHMBepceuTeT MuH3apaBa Poccun,

TeAnaTpos

Pocein AcTpaxaHb, Poccus

BBepgeHue. B XXI B. 32 MHOrMMU coumanbHbIMU AOCTU-
EHUAMWU 4enoBeYyecTBa KpotoTcsa 60Mblive Mncuxonoruvye-
CKME «TPYAHOCTW» y AeTewn, NpUYeM ec/iv paHee OHU BCTpe-
Yanucb 60sblie y NOJPOCTKOB, TO CeMYac BCe valle y AeTen
Mnajwero Bo3dpacTa. [leTckas NCUXMKa KpawHe 4yBCTBU-
TenbHa K Nt060My TpaBmupylolemy daktopy n naobperta-
TeNbHa Ha NOCTYMKW, NPpUBAEKatoline BHUMaHWe B3POC/bIX.
OAHWM M3 NPOSIBNEHWUI CBOET0 PojJa «<KPUKa AyLin» ABNSETCS
cendxapm. CendxapM — 3T0 YMblLINEHHOE PaHEHWE CBOEr0
Tena no BHYTPEHHUM ([lyXOBHbIM) MOTMBaM 6€3 cyuLnaab-
HbIX HAMEPEHUN.

Llenb geMoHcTpauuMu KAUHUYEcKoro ciay4as. [lpea-
CTaBUTb KJIMHWYECKWUI cnydYaln cendxapma, CKPbITOro
noj «MacKoW» remopparmieckoro guartesa.

Martepuanbl U MeToabl. PoauTtenn 1eBo4Kn 6 et obpa-
TUAKCH C Xanobamu Ha peunaMBupyoume B TeyeHne 1 mec
MENIKOTOYEYHbIE KDOBOU3NSAHMSA Ha KOXE LEK U Wen pebeH-
Ka. KpoBoTeYyeHnn M3 can3ncTbix 060/04EK Nocae TpaBm,

WHBEKLMI, Npn cMmeHe 3y60B He 6blno. CeMeNHbIN aHamMHe3
«60NEe3HAMU KPOBOTOYMBOCTM» He oOTsarolleH. lNpenapatsl,
B/MSIOWME Ha arperauuoHHble CBOMCTBa TPOMOOLMTOB,
AeBOYKa He NpuHumana.

Pesynbtatbl. [Ipy OCMOTPE Ha KOXe Wen U WweK obHa-
py}eHa netexnanbHO-3KXMMO3Has remopparmyeckas Cbifb.
MHTOKCMKALMOHHOIO, aHeMuyecKoro, numdonponudepa-
TUBHOIO, TMNEPNIACTUYECKOr0 CUHAPOMOB HE BbISIBIEHO.

B o6uieM aHanM3e KpOBM BCE OCHOBHbIE HanpaBJ/ieHUs
KpoBeTBOpeHUs coxpaHeHbl (HGB — 132 r/n, RBC —
4,75x10%2/n, WBC — 7,31x10°%/n, PLT — 261,0x10%/n,
dopmyna B HopMe). Hnucno v cpeaHu 06beM TPOMOOLIMTOB
(MPV — 6,2 fl), tpom6okput (PCT — 0,24%), anutenb-
HOCTb KPOBOTEYEHMUSA (2 MUH) B HOPME, MO3TOMY NaTonorus
TpomMbGoUMTapHOro 3BEHa remocTa3da Oblla MCK/4YeHa.
McecnepoBaHa cBepTbiBatowWwas cucteMa KpoBM A9 UCKAIO-
YyeHuss Koarynonatuu. Mo pesynbTaTtaM Koarynorpammbl
naTtofiorMn cBepTbiBaHUS He BbiBAeHo (AYTB — 32,2 c,
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MM —91,5%,NB — 14,2¢c, MHO — 1,1, TB — 11,6 c, AT —
122%, dnbpuHoreH — 2,36 r/n). HecmoTps Ha cobntoae-
HWMEe aTpaBMaTU4YHOro pexuma, CbilNb peuunavBupoBana.
N3-3a ee CMMMETPUYHOIO PaCMONOKEHUSA MCKKOYancs
reMopparMyecknuin BacKynuT. laHHOMY AMarHo3dy nNpoTMBO-
pe4vnno OTCYyTCTBME CIMBHOM Nanyne3Ho-reMmopparmieckon
CbIMK Y BbICbIN@HWUN Ha HUXHWUX KOHEYHOCTSAX, OTCYTCTBUE
CyCcTaBHOIMO M abjOMMWHaNbHOro CUHAPOMOB. B Kposu
He BbISIBJIEHbI XapaKTepHbIe 419 reMOpparM4ecKoro BacKy-
nuTa yBenuyerus yposHs IgA (100,45 mr/an), dubpuHore-
Ha (2,36 r/n) n UMK (38,4 En), Tpomb6oLMTO3a M TERKOLMTO-
3a, YKOpoyeHus BpemeHn cBepTbiBaHuna (2,58-3,18 mMuH).
HopManbHbI pedynbTaT KoarynorpaMmbl UCKOYaET ana-
FHO3 «reMopparn4yecKkuit BacKynuT», AN KOTOPOro xapak-
TepHa runepkoarynaums, u 6onesHb BunnebpaHpa, npo-
TeKalowylo ¢ rmnoKoarynsumnen.

3KCTPAPEHAJIbHAAl HE®POBJIACTOMA:

CrtenaHoBa B.O.

HeogHoOKpaTHO MpU pebeHKe MaTb BbiCKasbiBaia MbIC/b
0 Heo6X0AMMOCTH OCTaBMUTL PaboTy ANif ob6ecnedeHus yxoma
3a «Hen31e4nMo 60J1bHOM» AOHEPHIO. BbiChbiNaHWs BO3HWUKaM
B T€ [HW, KOrAa poauTesen He 6b110 foma. TOUKY B remaTosio-
TMYECKOM «pacciefoBaHnm» NocTaBua MAaaLlKuin 6paT, KoTo-
pbiit Mo npocb6e Bpaya noHaboAas 3a NOBEAEHUEM CECTPbI
1 0GHaPYMWJ, YTO B OTCYTCTBME B3POC/bIX OHa HAHOCUT cebe
NMO60M C MOMOLLIO KYNaKOB M YCUIEHHOMO PacTUpaHm1s LEK.

BbiBOA. 3TOT Cayyal CBUAETENLCTBYET O BCTpeye
c 3abofeBaHMEM HOBOIO ThicAYesneTus, Korga 6eccunve
B BblpaXEHWW CBOMUX YYBCTB M NEepeXnBaHmnin Moo caenartb
pe6eHKa HOCUTEeIeM remMaToIorM4ecKoro AnarHo3a Ha 4on-
rue rofbl. ICKycCTBO Bpava M KOMMIAaeHC CO CTOPOHbI CEMbM
MO3BOJIM/IM CBOEBPEMEHHO MOCTaBUTb MPaBW/IbHbIA guar-
HO3, N36EeXKaTb HEHY)KHOro JIeYeHUs U HanpaBUTb pebeHKa
K MCUXO0sOry.

PEAKUNA KIMHUYECKUM CITYYAHN

HayuHble pyKoBoguTenu: Xv<HWKOB AneKkcaHap BnaauMmnpoBuy, K.M.H. AETCKWUIA OHKOJIOT;
Ky6upoB Makcum CepreeBuy, K.M.H., JETCKWUI OHKONOT, 3aBE/YIOLMI OHKONOMMYECKUM OTAENEHWUEM

Y3 MoposoBckaa ArKb 13M, MockBa, Poccus

AKTyanbHocTb. Hedpobnactoma, WM  ONyXxosb
Bunbmca — Haubonee 4acTo BCTpeyatowancs B negnarpu-
4YECKOM NpaKTMKe OMnyxofb MOYKK, cocTaBasowas 6Gonee
85% Bcex cnyyvaeB onyxonen noyek y aeten. O6bIYHO BO3-
HWKaeT B paHHEM fAeTckoM Bo3pacTe (1-11 neTt) ¢ NUKoMm
BbiiBNeMocTn oT 3 Ao 4 net. MNpubnusutensHo 80% ony-
X0nen BbIABASETCA A0 AOCTUXEHWS pebeHKoM 5-neTHe-
ro Bo3pacta. B nogasnsiowemM 60MbLNHCTBE MOparKeHue
OAHOCTOPOHHEee, MeHee 4eM B 5% cny4yaeB — [ABYCTOPOH-
Hee. JQKcTpapeHanbHas Hedpobnactoma (IPHB) BCcTpeya-
eTCcs KasyncTnyecku pefko. Kypc nedyennsa SPHB BKaovaet
XUPYPru4yecKoe feyeHne U, C y4eTOM TMCTONIOrMYECKOro
3aK/I0YeHUs, NOINXMMUOTEPANUIO U NYYEBYIO Tepanuio.

Llenb peMOHCTpauuMu KJAMHUYECKOro chny4as.
MpoaemMoHcTpUpoBaTh PEAKUI KIMHUYECKUI ciyYar Habnto-
fAeHuns pebeHKa ¢ AnarHo30M «3KcTpapeHanbHasa Hedpobna-
cToMar.

OnucaHue KJMHUYEecKoro ciay4vas. [lesoyka, 8 net.
KAnHWYecKMn meToa: aHanu3 AaHHbIX MEAULMHCKON LOKY-
MeHTauuu, pes3ynbTatoB 1abopaTopHbIX W MUHCTPYMEH-
TanbHbIX METOAOB MCCNefoBaHUA NauWeHTKW, Habnoaa-
lowenca B OHKonorndyeckom otaeneHmn MATKB. B mae
2019 r. B oHKonorunyeckoe otaenedne MANKB noctynun

pebeHOK ¢ o6pa3oBaHMEM 3a6PIOLMHHOIO NMPOCTPAHCTBA.
MauneHTKe 6bI10 BbINOJHEHO KOMIMJIEKCHOE 06cneaoBa-
HWe, B pe3ynbTaTte KOTOporo 6bln YyCTaHOBJSIEH AMArHO3 —
onyxofb 3abpIOWMHHOIO NpocTpaHcTBa. Ha nepBom 3Ta-
ne 6b1J1I0 NMPOBEAEHO XMPYpPruyeckoe fevyeHne B obbeMme:
cpefnHHas nanapoToMus, yaasieHMe HOBOO6Gpa30oBaHWS
3ab6pOLWNHHOrO npocTpaHcTBa. Mpu UIMX: conuaHble nong
aKkcnpeccupytor WT1, CD56; ctpoma ¢ audpdepeHumpoB-
Kon B pabmomuobnactel — Desmin; nponudepatuBHas
aKTMBHOCTb Mo Ki67 — 80%. YcTaHOBNEH KJIMHUYECKUM
OMArHo3: aKcTpapeHanbHaa HedbpobnacTtoma. JlokanbHas
ctagnsa 3. TSMONO. C 26.04.2019 no 07.11.2019 npoBse-
[IEHO KOMMJIEKCHOE creuunasnbHoe fieyeHre, BKaYvalollee
XUMMUOTEPANUIO U Jly4eBYIO Tepanuio COrlacHO NMPOTOKONY
SIOP RTGS Umbrella. o OKOH4YaHMUK crieymManbHOr0 KOM-
NJEKCHOro nevYyeHns pebeHoK 6bi BbIMUCAH Ha AMHaMuUye-
CKUW KOHTPO/b. B HacToAWMM MOMEHT NauMeHTKa XUBa,
6e3 NpM3HaKOB peuuanBa M nNporpeccupoBaHns 3abone-
BaHUS.

BbiBoabl: COBpeMEHHble MEeTOAbl AMArHOCTUKM BKY-
ne ¢ MynbTMMOAaNbHbIM MOAXOAOM B Tepanuu onyxone-
BbIX 3a60neBaHWUM y AeTer No3BONSAIT JOOUTbLCS BbICOKUX
pe3ynbTaTtoB nevyeHns 60bHbIX ¢ IPHB.

HAMPABJIEHUE «QETCKASl CTOMATOJ10OI US».
HAYYHO-UCCJIEAOBATEJIbCKUE PABOTbI

AHAJ/IU3 OCOBEHHOCTEN BKOJIOYEHHbIX BbIBUXOB BPEMEHHbIX

M NOCTOAHHbIX 3YBOB Y AETEX
Wynpowes A.A.

HayuHbi pykoBoguTenb: TynaHos [Aunwop LLlommup3aeBuny, K.M.H., JOLUEHT
AHamKaHcKumn focynapcTBeHHbIN MeanumHCKMn MHCTUTYT, AHAMKaH, Y36eKucTaH

BBepgeHue. BKONOYEHHbIV BbIBUX (MHTPY3Ks 3yb6a) — 3TO
4aCTUYHOE WMAU MOMHOE MOrpy}KEHWEe KOPOHKM 3yba B aib-
BEOJly, @ KOPHS — B KOCTb YENIOCTU B peayfibTate TpaBMbl.

Mo nuTepaTypHbIM [AaHHbLIM, BKOJNOYEHHbIW BbIBUX
BcTpeyaeTcs B 21,9% cnyvyaeB TpaBMbl BPEMEHHbIX 3y60B
1 B 3,5% cny4yaeB TpaBMbl MOCTOSAHHbLIX 3Y60B Y AeTEN.



[Mpn BKONOYEHHOM BbiBMXE BPEMEHHOIO 3y6a BO3MOXKHA
TpaBMa 3a4aTKa COOTBETCTBYIOLLErO MOCTOSHHOIO 3y6a,
KOTOpasi MOXET MNpPUBECTU K ero rnéenu, HekapmosHbIM
nopaKeHUsM NoCTOSHHOro 3y6a (3kentble NATHA, 60PO34KK
Ha aManu, 3y6 TypHepa, MMKPOAEHTUS), HAapPYLLUEHWUIO CPOKOB
npopesabiBaHns, MU3SMEHEHUIO MONOXKEHUSA Npope3aBLLerocs
NOCTOSIHHOrO 3y6a B 3y6GHOM pPsgy v Ap.

Llenb. N3yynTb BCTpEeYaeMOCTb BKOIOYEHHOMO BbiBMXa
BPEMEHHbIX M NMOCTOSIHHbIX 3y60B y AeTel B 3aBUCMMOCTH
OT nona, Bo3pacTta, rpynnoBON NpUHaANEXHOCTU 3y6OB,
a TaKXe npoaHanuM3upoBaTb OTAANEHHble pe3ynbTaTbl WX
neyeHwus.

MaTtepuanbl M metoabl. Hamu npoaHanu3upoBaH
apxMBHbIM MaTepuan 37 geten ¢ BKONOYEHHbIM BbIBUXOM
3y60B B Bo3pacTe oT 1 roga Ao 11 net, o6paTuUBLUMXCA
3a CTOMaTo/I0rMYEeCKOM MOMOLLBIO B MPUEMHOE OTAEeNEeHME
AHamKaHcKoro ¢unuana Pecnyb6iMKaHCKOro Hay4Horo
LleHTpa 9KCTPEHHOM MEANLMHCKOM NOMOLLM . AHAMKaHa3a
B nepuoa ¢ 2011 no 2016 r. BKAoYMTENBHO. U3 HUX 25 neTen
MMENN BKOMOYEHHbIN BbIBUX 33 BpeEMEHHbIX 3y60B,
12 nNauMeHTOB — BKOJIOYEHHbIN BbiBMX 14 MOCTOSHHbIX
3y60B.

Bcem nauumeHTam ¢ MHTPY3uen NOCTOSHHbLIX 3y60B Npo-
BOAMIM PEHTIEHONOMMYECKOE UccnefoBaHne BKOMOYEHHbIX
3y60B C Lenblo onpegenexHusa cteneHn cdopmMmMpoBaHHOCTH
KOpHS 3y6a, Hanu4ins BoCnaauTebHbIX UBMEHEHWUI B Nepu-
anuKanbHoMn obnacTu.

Pe3ynbTtatbl U 06cyxaeHue. Cpean Bcex NauueHToB
[ETU C BKONOYEHHBLIM BbIBUXOM BPEMEHHBIX U MOCTOSIHHbIX
3y60B cocTaBunn B cpegHem 3,65 + 0,54. BbiaBneHo,
YTO BKOMOYEHHbIN BbIBUX BPEMEHHbLIX 3yO0B BCTpevaeTcs
B 2,3 pasa yalle, YeM MOCTOsHHbIX (74,6 + 7,25 1 26,4,0
7,25% COOTBETCTBEHHO).

CnepyeTt OTMETUTb, H4TO U3 BKONOYEHHbIX 33 BPEMEHHbIX
3y60B 25 (75,7 + 5,95%) 6binv yaaneHsol.

YCTaHOBMEHO, 4TO Yy MaflbYMKOB BKOJIOYEHHbIE BbIBU-
X1 3y60B BCcTpeyatoTca B 1,5 pasa valle, 4eM y AeBOYEK

OETEW C CUHOPOMOM [JAYHA

HuKoneHnko B.M.

(60,67 £ 9,83 1 40,33 + 9,83% COOTBETCTBEHHO). Mpnyem
B Bo3pacTe oT 1 roga Ao 5 neT Takas TpaBMa MpPoOMCXo-
OWT B 2 pas valle, Yyem y aeten 6-11 net (66,33 + 10,28
n 33,67 = 10,28% COOTBETCTBEHHO).

[aHHble, NoNy4YeHHble HAMKW B pe3dynbTate aHanusa rpyn-
NOBOM NPUHAANEXHOCTN 3Y6OB C BKONOYEHHBLIM BbIBUXOM,
CBMAETENbCTBYIOT O TOM, 4TO B 6O/bLUMHCTBE Clly4aeB TpaBs-
Me nogsepratoTcs 3y6bl BEPXHEN YENIOCTH (KaK BPEMEHHbIE,
TaK 1 NOCTOSIHHbIE). BO BpEMEHHOM NPUKYCE MHTPY3US LiEH-
TpanbHbIX Pe3LoB cocTaBnsaeT 71,57 + 9,6% no cpaBHEHUIO
C MHTPY3MEN APYrUX BPEMEHHbIX 3y60B (GOKOBble pe3upbl,
KNblKK 1 nepBble Monsapbl — 29,43 + 9,6%). B nocTositHHOM
npuKyce HabnogaeTcs TpaBMa TONbKO BEPXHUX Pe3LOB,
npuyYeM LeHTpanbHble pe3ubl TPaBMUPYOTCA B 2 pa3a value,
yem nartepasnbHble (66,67 + 14,21 n 33,33 + 14,21% cooT-
BETCTBEHHO).

BbiBoAbl. [JeT C BKO/JOYEHHbIM BbIBUXOM BPEMEH-
HbIX M MOCTOSHHbIX 3y60B COCTaBAAOT B cpeaHem 3,65%
OT YMCNa BCEX AeTeNn ¢ TpaBMaTUYEeCKUMU MOBPEXAEHUAMU
YeNCTHO-NNLEBOM 06nacTn, 06paTUBLUMXCA 3a CTOMATOJ0-
rMYECKOM NOMOLLbIO B NPUEMHOe oTaeneHne AHAWKaHCKOro
dunmana Pecnyb6/MKaHCKOro Hay4HoOro LleHTpa 3KCTPEHHOM
MeMLMHCKOM nomolun . AHAWKaHa 3a nepuop ¢ 2011
no 2016 I. BKAOYUTENBHO.

BKONOYEHHbIN BbIBUX BPEMEHHbLIX 3y60B BCTpedvaeTcs
B 2,3 pasa yale, Y4em MOCTOSAHHbIX; BKONOYEHHbIN BbIBUX
BO BPEMEHHOM W TMOCTOSIHHOM MPWKYCe BCTpeyaeTcs
B 1,5 pasa yalle y ManbyiMKOB, 4eM Yy 1EeBOYEK M B 2 pa3a Yalle
B BO3pacTe oT 1 roaa 40 5 neT, Npy 3T0M B 60/IbWMHCTBE CAY-
YaeB NOBPEXAAIOTCS LieHTPabHble pe3Libl BEPXHEW YENOCTH.

Han6onee 4yacton MNPUYUHON BKOJNIOYEHHOIO BbIBMXA
BPEMEHHbIX U MOCTOSAHHbIX 3y60B ABASETCH ObiTOBasA TpaBs-
Ma B pe3ynbraTte nagexus (51% cnyyaes).

BblABMKEHME NOCTOSIHHbIX 3y60B Moc/ie BKONOYEHHOIo
BbIBMXa WM HOpManu3auus NONMOXKEHUs Mx B 3yOGHOM psgy
oTMeYeHbl B 72% cny4aeB, B 28% cnyvyaeB Habnwogaetcs
BocnanutenbHas pe3opbLns KopHeN.

OUEHKA TMTMEHUYECKOI'O CTATYCA U OBYYEHUE T'MITMEHE NOJIOCTU PTA

HayuHbli pyKoBoauTensb: JlanteBa Jliogmuna MBaHOBHA, K.M.H., aCCUCTEHT
Coros drb0Y BO MocKOBCKMIM rocyaapCTBEHHbIN MEANKO-CTOMATO/I0rM4eCKnit yHuBepcuteT M. A.W. EBAOKMMOBa

negnaTpoB

Poccunt MwuH3gpaBa Poccun, MockBa, Poccus

BBepeHue. HaMBUAYyanbHas rurmeHa nonocT1 pTa 3aHu-
MaeT BarKHOe MeCTO B NPOdUNIaKTUKE OCHOBHbIX CTOMATONO-
rmyeckux 3abonesaHnin. Heo6xoagMmo NPOBOAUTL C AETbMMU
MeponpuaTUsa No GoOpPMUPOBaHUIO MPUBBLIYKK 9ODEKTUBHOIO
yxoAa 3a MonoCTblo pTa, T.K. OT 3TOr0 3aBWUCUT UX CTOMa-
Tonornyeckoe 3gopoBbe B 6yayuiem. Ocoboe BHUMaHWe
cnepyeT yaensaTb yxoay 3a MosocTblo pTa AeTen-uHBanMaos,
YUYUTbIBAS, 4YTO IeYEHME ITUX NALMEHTOB 3aTpyaAHEHO. OfHUM
M3 caMblX PacrnpoCTPaHEHHbIX BPOXAEHHbIX FeHETUYECKUX
3aboneBaHui ABngetca cuHapom [dayHa. Mo ctatuctuye-
CKMM AaHHbIM, NpPeAcTaBNeHHbIM Ha oduLMaNbLHOM canTe
MuHucTepcTBa 3paBooxpaHeHus PD, yucno 3apeructpu-
poBaHHbIX Ntogen ¢ cuHapomom JayHa B Poccum 3a nepuopg,
2013-2017 rr. yBennynnocb Ha 34%. Ha cerogHsaWHWM AeHb
CTOMaTONOrMYyecKoe 340P0OBbe AeTen ¢ cMHApoMoM [ayHa
M3Y4YeHO HeJoCTaTOYHO M TPpebyeT OTAENbHOrO BHUMaHUS.

Lenb. OueHUTb TUFMEHWYECKMM cTaTyc MONOCTM pTa
y Aeten ¢ cuHapomom [ayHa.

Martepuanbl U meToabl. B nccnegoBaHuu MpuUHSIU
yyactue 40 geten ¢ cuHgpomom [layHa oT 6 mec go 17 net
n ux poautenun. [poBepeHo 120 cTOMATONOMMYECKMUX
OCMOTPOB. [N onpeaeneHuss ypoBHSA TUIMEHbl MOAOCTH
pTa AeTen MCNoNb30BanM MHAEKC A8 OUEHKM 3y6HOro
HaneTa y AeTen paHHero Bo3pacTa, MHAeKkc PegopoBa—
BonogkuHon (1971) n uHgekc J.C. Green, J.R. Vermillion
(1964). CTomatonorMyecKknin ocMoTp AeTen NPOBOANIN Kax-
able 3 Mec B TedyeHue nonyropa. [leten u ux poautenew
obyyYanu MeToaaM YUCTKM 3y60B COOTBETCTBEHHO BO3PacCTy
pebeHka (Metoa Fones, cTaHAapTHbIM METOA YMCTKU 3y60B
IH. MaxomoBa).

Pe3ynbtatbl. [IpM NepBMYHOM CTOMATOSIOTMYECKOM
ocMoTpe aeTten B Bo3pacte oT 6 mec ao 2 net (n = 5)
cpefHee 3HavyeHWe WMHAEKCca ANs OLEHKWM 3y6HOro Haneta
y AeTen paHHero Bo3pacTa (KysbMuHa 3.M., 2000) onpepe-
nuam Kak nnoxow (0,8). B rpynne geten B Bo3pacTe oT 2,5
[0 6 net (n = 12) cpeaHee 3HavyeHne nHaekca degopoBa—

PEDIATRIC PHARMACOLOGY. 2020; 17 (4)

7

NEAUATPUYECKAA ®APMAKOJIOIUSA /2020/ TOM 17/ N° 4



SHORT REPORT

KPATKUE COOBLUEHUSA

BonogkuHom (1971) onpeaenvnum Kak nnoxon (3,3) n o4eHb
nnoxon (4,5). B rpynne pgeten ot 7 go 17 net (n = 23)
npv onpegeneHun cpegHero 3HavyeHuns nugekca J.C. Green,
J.R. Vermillion (1964) nonyununu 3HayeHne, KOTOpoe COOT-
BETCTBYET MN/IOXOMY YPOBHIO rMrneHsbl (2,4).

Mocne NpoBeAeHNs 3aHATUI C 4ETbMU U UX POAUTENAMMU
NO FUrMeHUYecKoMy OBYYEeHMI0 NnoKaslaTenu YPOBHSA TUMM-
€Hbl YNyYWWAMCb BO BCEX BO3pacTHbIX rpynnax. B rpynne
OoT 6 Mec 0 2 neT Yeped 3 Mec pe3ynbraTbl JOCTUIIU XOPO-
lwmnx 3HaveHun (0). B rpynne ot 2,5 10 6 neT 3Ha4YeHUsa cTanm
yaoBneTBopuTenbHbiMK (1,6). B Bo3pacTte oTr 7 go 17 net
3HAYeHUs TaKXKe LOCTUIW YAOBNETBOPUTENbHbBIX Pe3ynb-
TatoB (1,4). Yepes nonroga Bo BCEX rpynnax cpeaHue 3Ha-

YEeHUS MHAEKCOB MMIMeHbl JOCTUIIN XOPOLINX PEe3YNbTaToB:
B rpynne ot 6 mec go 2 net — O, oT 2,5 no 6 ner — 1,3,
ot 7 po 17 net — 0,9.

BbiBOAbI. 3aHATUSA NO CTOMATONOMMYECKOMY NpocBeLle-
HMIO U TUTUEHNYECKOMY OBYYEHUIO CPEAMN YHACTHUKOB UCCe-
[OBaHWS NO3BOAUAW YNYYWWTb YPOBEHb MMIMEHbl MONOCTH
pTa BO BCeX BO3pacCTHbIX rpynnax AeTern C CUHAPOMOM
[ayHa. letn ¢ cuHapomom [layHa TpebyloT 0COO60ro BHMU-
MaHUS M HyXAalTcs B NPOOUNAKTUHECKMX MEPOMPUATUSX,
No3BOASAOWMX NPeaoTBPaTUTb BO3HWKHOBEHWS CTOMAaTO-
NOrMYecKnUx 3aboneBaHUM, YMeHbluas MCUXONOrMYECKYI0
HarpysKky Ha JeTter v uX poauTenev npu HeobXoLMMOM
nevyeHuu.

HANPABJIEHUE «AETCKA{l CTOMATOJ10I USi».
KTUHUYHECKUE CJTYHAU

OCOBEHHOCTU K/IMHUKU, AUATHOCTUKU U NIEYEHUS OETEU
C CUHAPOMOM BAH AEP BYAA (KJIMHUYECKOE HABJIIOAEHMUE)

BonkoBa [1.A.

Hay4Hble pykoBogutenu: Mamenos Aanib ACKEpPOBWMY, 4.M.H., Tpodeccop; CKkakoayb Anna AHaToNbeBHa,
K.M.H., goueHT ®IrAQY BO lNepBblt MOCKOBCKUI rOCYAapPCTBEHHbIA MEAULMHCKUIA YHUBEPCUTET
uMm. N.M. CeveHoBa MuH3gpaBa Poccun (CeyeHoBCKMIM YHMBepcuUTeT), MocKBa, Poccus

BeepeHnue. CuHgpom Ban gep Byna (CBB) — peakun
CUHAPOM BPOXAEHHOro reHEeTUYecKoro aucmopdoreHe-
3a, XapaKTepusylwuinca napamenuanbHoiMu dUCTynamu
HWXXHEN Ty6bl U pacLLeIMHOM BepPXHEN rybbl ¢ unn 6e3 pac-
WeSIMHbI Heba WM U30IMPOBaHHOM pacluennHon Heba.

[aHHoe HapyleHue aBnsetcs Haubonee pacnpocTtpa-
HEHHOM MOHOFEHHOM MPUYUHON pacCLLENINHbI BEPXHEWN Ty6bl
n Heba 1 BCTpeyaeTcs y 2% naLUUeHTOB € JaHHbIM NOPOKOM.
PacyeTHaa 3a6oneBaeMoOCTb MPWU POXKAEHWUU COCTaBASET
oT 1/350 000 po 1/100 000 y eBpONENCKUX U a3MaTCKUX
HapoAHOCTeW. [lopaxaeT MYXUYMH W MKEHWMWH B paBHOW
cTenexu.

Llenb. [OBbICUTb YPOBEHb JMArHOCTUKK U NEeYEHUS feTeN
¢ cuHapomMoM BaH gep Bypa.

MaTtepuanbl M meToabl. O6bLeKT o06cnefoBaHuUA
W uccnefoBaHUd — ceMbs C Makpo- U MUKPOMNpU3HaKamu
cuHapoma BaH pep Byaa. Bbino nposefeHo KOMMAEKCHOE
MHOroaTtanHoe oécnefoBaHue, cocTosilee U3: NpeHaTab-
HOMO — reHeTUYeCKOEe KOHCY/NbTUPOBaAHUE (MONEKYNAPHO-
reHeTM4ecKoro TectupoBaHus Ha IRF6), ynbTpa3ByKoBOro
obcnefoBaHug nfioja, HeoHaTanbHOro — o6cfiejoBaHue
YeIOCTHO-MTULEBBLIM XUPYPrOM, HEOHATONOroM, LETCKUM
CTOMaTo/10roM, OpTOoAOHTOM. PadpaboTaH anroputm nof-
HOM peabunuTaunu YenlCTHO-INLEeBON o6nacTu y Habno-
faemoro pebeHka.

Pe3synbraTthbl. [1pn poxaeHun y pebeHka ¢ CBB BbisBKUIM
HECKO/bKO NPU3HaKOB ancMopduu: napamegnasnbHas gsMKa

HUXHEN rybbl ¢ HE60NbWKWM BGYyrpoM CO CBULLEBbLIM XOA0M
M3 Kenes CAU3UCTON rybbl U OQHOCTOPOHHIOK pacLennHy
BEPXHEN rybbl, albBEONIIPHOrO OTPOCTKa M Heba. Takxke
NEPBMYHYIO aAEHTHIO U TMNONIasnto amanun. PocT, pasButue
U MHTENNEKTyaNbHble CNOCOBHOCTM HE HapyLleHbl. ANrOpUTMm
MHOronpodunbHON peabunutaummn BKAKOYan: 1) XMpypru-
yecknn atan (14 gHeN) — paHHAS XeWoypaHonnacTuKa;
2) TepaneBTMYeCKU (1-6 neT) — neyeHne runonnasuu
M Kapueca BPeMEHHbIX 3y60B; 3) xupyprudeckum (5 net) —
KOppeKLUMs HOCOBOW neperopoakun; 4) opTOAOHTUYECKHUHI
(6-12) — 3amewaowmm annapaT NpyM NEPBUYHON aEHTHUN,
C LIeN1to BOCCTaHOBNEHUS QYHKLMK 3yOHbIX psaoB; ) norone-
ON4YecKas KoppeKums; 6) xupypruieckun (16-18) — nnactu-
Ka rybbl M Kpblaa Hoca.

BbiBoAbl. HakonneHve 1 cuctematnadaumsa aaHHbIX pac-
NMPOCTPAHEHHOCTM Hac/eACTBEHHbIX 60n1e3Hen npuobpe-
TaloT Bce 6ofbllee 3HayeHWe B CBSA3KM C YBEMYEHUEM
BKNaja HacneAaCTBEHHOW naTtofiorMm B 3aboneBaemMocTb
M CMEpPTHOCTb HaceneHus. MauueHTbl C paclenieHnem
ryébl MU Heba AO/IKHbI HabnwaaTbCd MHOronpoduIbHOM
rpynmnow 1 nosayyatb, NPU HEOGXOAMMOCTHU, XMPYypPruyeckoe
M OPTOAOHTMYECKOE fleveHne. TaKKe MOXeT noTpeboBaTbCs
noroneanyeckas KOppPeKUMs WM ayanonornyeckas oleHKa.
[eHEeTMKy-CTOMATONOry O4YeHb Ba)XHO 3HaTb CTOMAaToOJIOMM-
YyecKue NMposiBIEHUS HACNEeACTBEHHbIX 601€3HEN U CUHAPO-
MOB. PaHee WX BbIIB€HWE HEO6X0AMMO As OnpeaesneHms
NporHo3a 1 Bbi6opa NpaBUIbLHOrO METOAa IeYeHHS.



HAIMPABJIEHUE JETCKASAA XUPYPT UA».
HAYYHO-UCCNEAOBATEJIbCKUE PABOTbDI.
®YHAAMEHTAJIbHbIE UCCNIEAOBAHUA © UHHOBALIMOHHbBIE
TEXHOJIOMMU B AETCKOW XUPYPIUU

MCNO/Ib30BAHUE AAAUTUBHOU LUOPOBOM MOAEJIN ANA AHAJIU3A
9CTETUHHOCTU NOC/IEONEPALMOHHBLIX PYBLIOB

Kawwuruna 0.10., Yuxos I.B.

Hay4Hbi pykoBoauTenb: flopoakoB Cepren FOpbeBUY, K.M.H., OLIEHT
®Ire0Y BO CapatoBCKMii rocyaapCTBEHHbIM MEAULIMHCKUIM YHUBEPCUTET UM. B.M. PadymMoBCKOro

MwuH3apaBa Poccuun, CapartoB, Poccus

Lenb. OLeHUTb 3CTETUYHOCTb NOC/eoNepaLMOHHbIX py6-
uos (NMOP) npy NnOMOLM aHKETUPOBAHUSA U adAUTUBHOMN LUD-
pOBOM MOAENN.

MauyueHtbl U meToabl. [lpoBeaeH aHanM3 aHKeT
70 4venoseK (48 manbymkoB), nmetowmnx MOP. MeauaHa
Bo3pacta — 12 net [min 6 mec; max 28 net]. MeanaHa
cpoka nocne onepaumn — 3,5 roga [min 6 mec; max
18 net]. Anga cpaBHeHus ueTa MOP 1 OKpyKalolen KoK
MCMNOSIb30BasIN pacyeT paccTosHMA EBKIMAA B TPEXMEPHOM
npocTpaHcTBe. Mcrnonb3oBaan KOPPEnsauUMOHHbIM aHanu3
no metoay CnupmeHa.

Pesynbratbl. [10/10BUHa poauTenen obpallanv BHUMa-
HWe Ha Hanuuyme MOP y pebeHKa, 3TO He 3aBWUCENO OT JIOKa-
nunsaunu NMOP. Camn geTn HeraTMBHO OTHOCUIIMCh K HaNMYUIO
MNMOP B 30% (21 13 70). dons aeBoyek — 47,6% (10 n3 21).
53% poauTenen oTHocunMcb K Hanuyuio NOP HeraTuMBHee,
yem getn (37 us 70). Y 15,6% (10 u3 65) Hannyme [1OP
HeraTMBHO OTpaXasoCb Ha couMaibHON KOMMYHWKaLUK.
Xotenun 6bl n3basutbes ot MOP 51,4% (36 na 70). MNbiTanucb
CKpbITb IOP — 14% (9 13 65), U3 HUX 66% — AEeBOYKM.

KoHcepBaTMBHOE nedyeHue npumeHsanun 21,8%, U3 HUX —
78% (11 n3 14) manbyunkun. 57,1% (40 n3 70) HeyLOBNETBO-
peHbl pa3mepom n dopmoin MNMOP, 65% 13 HUX — Manb4yuKK
(26 13 40). BbigeneHbl rpynnbl NALUEHTOB: | — KOTOpbIE XoTe-
nn 6bl n36aButcs ot MOP 13-3a HeyaOBNETBOPEHHOCTU €ro
dopmoint n paamepom (40% — 28 n3 70); Il — xotenu 66l n3ba-
Butcsa ot MNOP npu yooBneTBOPEHHOCTU ero Gopmon un pas-
mepom (12,8% — 9 u3 70); lll — He xoTenun 6bl 36aBNATLCH
ot MOP npu HeyLoBNETBOPEHHOCTM ero GopMon U pa3mepom
(25,8% — 18 13 70); IV — ocTanucb yaoBNETBOPEHbI PE3Y/b-
TaToOM U He xenanu nzbasnsatbcs ot MNOP (21,4% — 15 u3 70).
[lo onepauun He BOMHOBaAN 3CTETUYECKMIN pedynbraT 67,14%
(47 n3 70). OueHka NOP xupyprom y 32,86% (23 n3 70) geten
Oblfa Bbllle, YEM OLIEHKa POAUTENAMM NaLMeHTa.

BoiBoabl. 1. na poautenen nobasa nokanusauyusa MNOP
3CTeTUYECKM 3Ha4Ynma. 2. OueHka actetTnyHocTm MNOP poaun-
TenaMuM u aetbMu pasnuyHa. 3. OueHka [OP xupyprom
W nauMeHToM pasnuyHa. 4. OTMevaeTcs npsMas Koppens-
LMA MeXAay HeyaoBNEeTBOPEHHOCTbIO Py6oLIOM W pasHuLen
B uBeTe OP 1 oKpy)Katowen KOXMU.

MOP®OJ10rMa " MOP®OMETPUA 30HbI KOHCOJIUAALIUN
OTKPbITOrO NMEPEJIOMA TPYBYATOM KOCTU NPU PA3JTUYHbIX AJITOPUTMAX

O AHTUBUOTUKOIMNMPODU/IAKTUKU B SKCNMEPUMEHTE

BopucoB C.A., lopaueHko U.U.

HayuHbi pyKoBoaUuTeNb: Llan Hatanba AnekcaHapoBHa, 4.M.H., npodeccop
Coros ®IrB0Y BO YpanbCKui rocyaapcTBEHHbIM MeEANLMHCKUI YHUBepcuTeT MuHaapasa Poccuu,

negnaTpon
Poccun

ExkaTtepuHbypr, Poccus

BBepgeHue. Ha cerogHsWHUMN geHb XOPOLIO WM3BECTHO,
4YTO Nto6Gble OTKPbITbIE TPaBMbl COMPOBOXAAKTCHA KOHTa-
MWHaUMen paHbl PasnnyHbIMU MUKPOOPraHM3MamMu BHeELL-
HeW cpefbl U YC/IOBHO-NATOreHHON MUKPOPIOPOA KOMKHbIX
NOKPOBOB, 4TO 3HA4YMUTE/IbHO YBENW4YMBAET PUCK pa3BU-
TUS HarHOEHWUS MATKUMX TKaHe’W W MOoCTTPaBMaTUYECKOro
oCcTeoMMennTa M 3aKOHOMEPHO 3ameansieT KOCTHYIO KOH-
conuaaumio. Mpodunaktnka MHOEKLMOHHbIX OCIOXHEHWUN
B XMPYPruu MNOBPEXAEHUN Yy AeTen BK4YaeT LWMPOKUM
Kpyr npeaynpeauTeNnbHbiX MEPONpPUATUI (PaHHAS XUPYPTu-
yecKass 06paboTKa OTKPbITbIX paH, COBM0AEHNE aCcENTUKM
W aHTUCENTUKK U AP.), CPeAM KOTOPbIX BaKHeNlliee 3Have-
HME MMeeT aHTMbuoTMKonpodunakTuka. CornacHo coBpe-
MEHHbIM MPeACTaBNeHMAM O MPUHUMNAX nepuonepaLuoH-
HOM @aHTUOUOTUKONPOPUNAKTUKM NPU OTKPLITLIX Nepenomax
TpybyaTbiXx KOCTEN Yy AeTen, HeuenecoobpasHo Ha3HayaTb

anutenbHble (6onee 24 4) Kypcbl aHTMGaKTepuanbHOro npe-
napata. OgHaKo [aHHbIM NpuHUKMn TpebyeT mopdonoruye-
CKOro # MOpPGdOMETPUYECKOrO MOATBEPKAEHUA B 3KCMe-
pUMeHTe.

Uenb. N3y4uTb natomopdonornyeckne WU3MeHeHus
B 30He KOoHco/lunAauuu OTKPbLITOrO nepenoma TpybyaTon
KOCTU 3KCMNEPUMEHTASIbHbIX YWBOTHbLIX MPU Ha3Ha4YeHUu
ABYX METOAMK nepuonepaLmnoHHON aHTMOUOTUKoNpodUnaKx-
TUKK WU NPU OTCYTCTBUU TaKOBOMW.

MaTepuanbl U MeToAbl. SKCNEepUMeHTalbHOEe Uccneao-
BaHWe NpoBefeHOo Ha 6a3e BMBapusa yHUBepcuTeTa B COOT-
BETCTBMM C MEXAYHapoAHbIMW HOPMamMu MCMNOJib30BaHUA
3KCNEepPUMEHTANbHbIX XMBOTHbIX U C OA0OOGPEHWS JIOKalb-
HOro 3TMYECKOro KomMuTeTa. B 3KCMepUMEHT BKOYEHbI
60 MOPCKMX CBMHOK MyMCKoro nona secom 800-1050 r.
BceM MBOTHbIM co34aBanun onepaTMBHbIM NyTEM OTKPbI-
Tbln nepenom 6eApeHHON KOCTU WU BbINOMHANM OCTEOCUH-
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KPATKUE COOBLUEHUSA

Te3. CBMHKK 6binn pasaeneHbl Ha 3 rpynnbl no 20 oco-
6en. MuBoTHbIM | rpynnbl «AB-1» aHTMOWOTUK BBOAMCSH
3a 30 MWH JO onepauuu n ganee 4yepes 8 4 B Te4eHne 1 cyT.
HunBoTHbIM Il rpynnbl «<AB-3» aHTMGaKTepUanbHbIM NpenapaT
BBOAMNCA TaKkKe 3a 30 MUH A0 onepaunu 1 ganee 4epe3 8 4
B TedeHue 3 cyT nocneonepaLmoHHoro nepmuoga. Mopckum
cBuHKam B Il rpynne «KoHTpob» aHTMOUOTUK HE BBOAWSICS.
HUMBOTHbIX BbIBOAWAW M3 onbiTa Ha 30-e cyT. 1na mopdono-
rMYECKOro nccnefoBaHus NPoBOAMAN OTEOP NPO6 popmupy-
loLWencs KOCTHOM MO30/IM B 30HE KOHCONNAALIMM OTKPbITOrO
nepenoMa v noABepranu CTaHAAPTHOW TMCTONOIMMYECKOM
o6paboTKke. B pereHepaTe Tpy64yaToM KOCTM OLEHWMBaIU
COOTHOLWEHWE pPa3MepoB KOPTUKaNbHOM MAACTUHKK, coe-
OWHUTENIbHOM TKaHM, HOBOOGPa30BaHHOM ry64yaTton KOCTH
N XPSLLEBOM TKAHMU.

Pesynbratbl. [lpn cpaBHeHun B rpynnax Ab-1 n Ab-3
MOPGDONOTrMYECKUX U MOPDOMETPUYECKUX UBMEHEHUI OTME-
YyeHbl CX04HblE NPOLECChl pereHepalmm B 061acT OTKPbITO-
ro nepenoma Tpy64aToOM KOCTW, cOnpoBOXaalowmeca dop-
MUPOBaHWEM 3HAOCTaNbHOW W MEepMoCcTanbHOW KOCTHOM
M030/M Ha GoHe 06MNbHO BaCKyISpM3MPOBaAHHOW coe-
AVWHUTENbHON TKaHu. dopmMupoBaHMe HOBOOOGPa30BaHHbIX
KOCTHbIX TPabeKy/l OTMEYEHO B 3HAYMTENbHOM KOIMYECTBE,
B TO XK€ BPeEMS NMPUCYTCTBUE NIENKOLMTOB B NPOCBETE KOCT-

HOMO3roBOro KaHana He3HayuTeNbHOe, YTO CBA3aHO C 0CO-
6EHHOCTAMM MOcCneonepaLmnoHHOro BeaeHus nadopaTop-
HbIX ¥XMBOTHbIX. [0 NaoWagM HOBOOGPA30BaAHHbIX KOCTHbIX
6anoK B rpynne «<KoHTposb» 0OTMeYaeTcst 3Ha4YUTENbHOE CHHU-
¥eHune nokasartens (Ha 16,3%) B cpaBHeHUK ¢ rpynnov Ab-1,
a TaKXXe yMeHblUeHWe NAowWaanm KOPTUKaNbHOW NAACTUHKK
(Ha 6,48%) 1 yBENNYEHHbIN 06bEM COEANHUTENbHOM TKAHW,
a TaKXXe aKTMBHO Nponndepupyrolmnx y4acTKOB XpsiLLeBom
TKaHu. O6HapyKeHbl 3Ha4YUTENbHbIE CKOMNEHUS NENKOLUTOB
B KOCTHOMO3rOBOM KaHasne, a Takxe anddysHo pacnono-
YKEHHble o4arv 1eMKoLMTOB.

BbiBogbl. [pun cpaBHeHun rpynn Ab-1 n AB-3 ¢ rpynnow
«KOHTpONb» YCTAHOBMEHO, YTO YPOBEHb BOCNANMUTENbHbIX
OC/IOXKHEHWM B rpynnax ¢ aHTUGUOTUKONPODUNAKTUKOM 3Ha-
4ynuTeNbHO HMKe. B rpynne 6e3 aHTMGaKTepuasbHOW MNoj-
LEPKKM OTMedaeTcs 3ameaneHHoe GopMUpoBaHWE HOBO-
06pa30BaHHbIX KOCTHbIX TpabeKyn U yBEUYEHHbIK 06BbEM
rpy6b0BONIOKHUCTON COeAUHUTENIbHOW TKaHW. [loka3aHa
3 PEKTUBHOCTb KPaTKOCPOYHOI0 24-4acoBOro Kypca nepu-
onepaLnoHHON aHTMOBMOTUKONPODUIAKTUKKM ANA NpeaoT-
BpalleHns THOMHO-BOCMANUTENbHbBIX OCMOXKHEHUH B 30HEe
KOHCONMAaUMM OTKPLITOrO Nepesioma noclie 0CTEOCHUHTESA.
MpumeHeHne 6onee AANTENbHOIO Kypca aHTMBMOTUKOoTEpPa-
MUKW HE UMEET CTaTUCTUYECKN 3HAYUMbBIX MPEUMYLLECTB.

HANMPABJIEHUE AETCKASAA XUPYPI US>,
HAYHYHO-UCCJIEAOBATEJIbCKUE PABOTbI

CPABHUTEJIbHASl OLLEHKA 3®®EKTUBHOCTU 3HAOCKOMNUYECKOM
TPAHCYPETPAJIbHOW KOPPEKLIUU NY3bIPHO-MOYETOYHUKOBOIO PEDJ/TIOKCA
Y AETEXA BUONOJIMMEPAMU DAM+ U URODEX

PopauoHoB H.B., LUokoB U.E.

HayuHbi pykoBoaguTenb: bensesa Hagexxaa AHaTONIbeBHA, K.M.H., IOLEHT Kypca AETCKOW XMpyprum
®Irb0Y BO HaumoHanbHbIM uccneaoBaTenbCcKkuii MOpAOBCKUIM rOCYAapCTBEHHbIN YHUBEPCUTET
um. H.M. OrapeBa, MeanLUMHCKUI MHCTUTYT, CapaHcK, Poccus

BBepeHue. lpob6riema MNy3blpHO-MO4YETOYHUKOBOIO
pedniokca (MMP), HeCcMOTpPA Ha AOBONbHO AJIUTESNbHYIO
MCTOPUIO U3YYEHUS U GONbLIOE YUCIO OMNYGIMKOBAHHbIX
paboT, NPOAO/IKaeT OoCcTaBaTbCs aKTya/lbHOM B AETCKOM
yponorun. MHTepec K Hel cBA3aH C pacnpoCTPaHEeHHO-
CTbto 3abofneBaHUa y AeTen, a Takxe C BO3MOXHOCTbIO
BO3HWKHOBEHUS OCNOMHEHUI B pea3ynbTaTe pasBUTUS
py6LIOBO-CKIEPOTUHECKOTO MpoLecca B NapeHxnme noy-
Ku npu MMP.

Uenb. OueHka 9ODEKTUBHOCTM 3IHAOCKOMUYECKOM
TpaHcypeTpanbHon KoppeKunn NMMP 6uononmmepamn DAM+
n Urodex.

Martepuanbl U metoabl. Habnioganuce 159 nauueH-
ToB ¢ [IMP B Bo3pacTe oT 4 mec A0 16 neT, HaxoamBluMecs
Ha CTaUMOHaPHOM fle4yeHun B oTaeneHun yponoruu FBY3
PM «JPKBE». Bo BCeX KIMHUYECKMX Clydasix IHAOCKOMUYe-
CKMX TpaHcypeTpasibHbIX KoppeKumi Koppekuma NMMP npo-
BoAMnacb He 6onee 3 pas3. KoHTponbHOe o6cnegoBaHue
npoBOAMNOCHL Yepe3d 6 mec 1 1 rog nocne 3HA0CKOMUYECKOMN
KoppeKuun MMP: MUKUMOHHaA uuctoypeTporpadpus, aKc-
KpeTopHaa yporpadus, Y3N noyek v Mo4yeBOro nysbips,

OLleHKa pUTMa CMOHTaHHbIX MoYyeucnyckaHuw, ypodnoyme-
TPUS, LUCTOMETPUSA NO NOKa3aAHUAM.

PesynbTatbl. JHAOCKOMMYECKas TpaHcypeTpanbHas
Koppekuusa NMMP 6uononumepom DAM+ nposegeHa 115 na-
uMeHTaM Ha 139 moyeTouYHUKax. Mo pesynstataM KOHTPOSIb-
Horo o6cnenoBaHung npu | cteneHn NMMP adpdeKTUBHOCTb
coctaBuna 100%, Il — 82,5%,lll — 75,6%, IV — 65,6%.
Mpu oueHke abGEKTUBHOCTU MOBTOPHbLIX IHAOCKOMUYECKNX
KoppeKuunn 6uononumepom DAM + nosiHoe BbI3AOPOB-
NneHne oTMevanocb y 89% nauueHToB. JHAOCKONM4YecKas
TpaHcypeTpanbHasa Koppekuus NP 6uononnmepom Urodex
nposeaeHa 44 (27,6%) nauweHTam. BbizgopoBneHune
npu Il ctenenn MMP otmedvanock y 93,3%,npu |l cTtenexun
MMP — y 83%, npu IV ctenenun NMMP — y 72%. OcnoxHeHuw
B BWAE HarHoeHwus, OTTOPXKEHWs GuononMmepa, a TakxKe
06CTPYKLMN MOYETOYHMKA He Habn4anoch.

BbiBoabl. Takum 06pa3om, nocne 3HAOCKOMUYECKOM
Koppekuun 6uononumepom DAM+ nonHoe BbI3AOpPOBIE-
HWMe oTMevanocb y 89% nauuneHToB, cpeaHas 3dbeKTUB-
HOCTb B KoppeKuuu NMP ¢ ncnonb3oBaHnem 6uononnmepa
Urodex B 3aBUCMMOCTM OT CTENEHN cocTaBmIa 10 86%.



KyTtnylonosa J1.K., byi B.A.

AHAJIU3 CTYYAEB OCJIOXXHEHHbIX ®OPM OCTPOI0 ANMEHAWULIUTA Y AETEU

Hayu4Hbi pyKoBoaUuTeNb: AdsAcoB PuHaT ABBETOBUY, K.M.H., 3aB. XMPYPrMY4ECKUM OTAENEHNEM

Ne1 FAY3 JPKB M3 PT

Coto3 drb0Y BO KasaHCKUIM rocyaapCTBEHHbIM MeAULIMHCKNI yHBepcuTeT MuH3apasa Poccun,

negnaTpos
Poccun

KaszaHb, Poccud

BeepeHnue. Octpbin anneHamumt (OA) aBnsetcs Hau-
6o/lee 4acTOM HEOT/IOKHOM XMPYpPrvyeckow natonoruen
M NPUYMHON OOpaLLEHUS B XMPYPru4yecKue cTaluoHapbl.
ExxerogHas o6pallaemMocTb Mo noBoay abaoMWHasbHbIX
6onen B TAY3 PKB M3 PT — cBbiwe 11 000 getewn (AaHHble
3a 2018-2019 rr). 3 Hux cBbiwe 1500 geten rocnutanu-
3UpYIOT B XMpypruyeckoe otaeneHue. B nocnegHue roppl
oTMeYyaeTcs TeHAEHUMS K yBENIMYEHWIO YAEeNbHOro Beca
ocnoxHeHHbIx dopm OA. OcnoxkHeHHble dopmbl OA TpebytoT
6onee ANUTENbHOrO CTALMOHAPHOrO fieYeHus, NoBbIWaT
PUCK OCNOXHEHUM (cnaeyHas 60ne3Hb, 6ecnnoave y aeBo-
4yeK), NT03TOMY CBOEBPEMEHHAs NOCTaHOBKa AMarHo3a urpa-
€T BaXHENLLYIO POsb.

Llenb. MNpoaHanManpoBaTb OCHOBHbIE MPUYUHbI BO3HUK-
HOBEHMA OCNOXHEHHbIX dpopm OA 'y aeTen.

Martepuanbl U meTopbl. [lpoBeaeH aHanM3 WUCToOpui
6o0ne3Hu naumeHToB B FAY3 IPKb M3 PT 32 2013-2019 rr.
C OCNOXHeHHbIMM dopmamn OA. YyuTbiBanucCb cnepyto-
LMe nokasatenu: 1) KoamyectBo 60/bHbIX, ONEPUPOBAHHbIX
no nosoay OA; 2) pacnpeaeneHve 60/bHbIX Mo dopMam
nepuTtoHuTa; 3) pacnpegeneHne no sospactam; 4) Bpems
OT Ha4vana 3aboneBaHUs A0 rocnutanu3dauuu; 5) Bpems
OT MOMEHTa rocnuTanusauunu 4o onepawmu.

Pesynbratbl. C 2013 no 2019 r. nponeyeHo 3310 aeten
¢ OA. OcnoxHeHHble dopMbl OA 6binn y 382 60/bHBIX

(11,3%) (Hanbonbluee KonmyectBo B 2018 r. — 13,6%).
M3 HUX Hanbonee YacTble: MECTHbIN NEPUTOHUT — 76%, pac-
npocTpaHeHHbin — 21,3%, abcueanpyolmnin anneHanKy-

NApPHbIN MHOUNBLTPAT — 2,7%. PacnpenenexHve no Bo3pacTy:
no 1 roga — 0,1-2 ropa — 8% 60nbHbIX, 3—6 net — 21%,
6-9 net — 16%, 10-15 net — 55%. NuK 3a6oneBaemocTm
OA — 9-10 ner. No BpeMeHU Ao rocnutanmaaumu: o 6 4

— 0,016 00124 —9,2%, 12-24 4 — 25,2%, 6onee 24 4 —
65,6%. OWNBKKM Ha aTanax AMarHOCTUKKM 6binn y 129 aeten
(33,2%), U3 HUX Ha gorocnuTanbHOM 3aTane — y 78 (21,2%),
Ha rocnuTanbHoM atane — y 51 (12%). OCHOBHble NPUYUHBbI
Ha gorocnutanbHOM 3Tane: 1) HecBoeBpeMeHHoe obpalle-
HUe poauTenen (okono 54%) npu cpoke 3aboneBaHuns 6onee
1 cyT; 2) OWMOKM OMarHOCTUKKM Bpayen u denbalepos
CMI1, negnaTtpoB (HM3Kasg HAaCTOPOXKEHHOCTb B OTHOLIEHWMU
XUpYypruyeckonm natonorun) — B 27% cnyyaes; 3) OTKas
poauTenen Npu pekomeHaauuMm Bpaden K rocnutanndauum
B XMpyprudyeckun crtaumoHap — 18%. Ha rocnutanbHoMm
aTane: 1) ownbo4YHOE UCKOYEHUE OCTPON XMPYPrU4yecKom
naTofiorMu B MPUEMHOM oTaeneHun — B 54% cnyvaes;
2) HenpodunbHas rocnutanMsauma B comaTM4ecKoe oTtae-
NleHne noa Mackon comaTudecKkow natonorun — B 33,2%;
3) aamnTenbHoe HabntaeHUe B XMPYPruiyecKoM OTAeNEHUN —
B 12,8% cny4yaes.

BbiBogbl. TakMM 06pa3om, NpUYMHaAMKU 3a4EPKKU Ana-
rHOCTUKM OA cTanu: HU3Kas caHWTapHas rpaMOTHOCTb Hace-
NIeHUs, Korga poauTenn He obpalanncb 3a MeauLMHCKON
NOMOLLLbIO MPW CpoKe 3aboneBaHus 6osiee 1 CyT; BbICOKMM
NPOLEHT MarHOCTUHECKUX OLLUMBOK Ha BCEX 3Tanax OKasaHus
HEOT/IOXHOM NMOMOLLM, YTO CBUAETENLCTBYET O HU3KOM HACTO-
POXKEHHOCTU MEAMULIMHCKUX PABOTHUKOB B OTHOLLEHWUW OCTPOM
XMpPYpruyeckon natonoruun. Tpebyetcs NpoOBOAUTb CaHUTapPHO-
NPOCBETUTENbHYIO pPaboTy, B T4. C UCMONb30BAHUEM MHTEP-
HET-TEXHONOMMN, MHCTPYKTUPOBAHWE MEPBUYHOIO 3BEHA —
Bpayen MoNMKANHKK, Bpaden u denbawepos CMII, getckux
60NbHUL, O HEOOXOAMMOCTU KOHCYNbTaLMKU XMPYProm AeTen
C OCTPbIMU GOJIAMU B XKMBOTE ANIUTENIBHOCTLIO 60Mee 6 4, YeT-
Koe cobnofeHne KIMHUYECKMX PEKOMEeHAaLMM Mo anroputmy
[AVWArHOCTUKM M NNEYEHUIO OCTPOro anneHanunTa y AeTen.

CPABHEHUE METOAO0B XUPYPI'M4ECKOIO JIEHEHUA

BPOXXJEHHOW rMMOMNJIA3UU | NAJIbLIA

Uppuc N1.4.

Hay4Hble pyKoBoguTtenu: Pbi64yeHOK BceBonoa ButanbeBuy, 4.M.H., npodeccop; AneKkcaHapoB AneKkcaHap

Bnagumuposuy

OIrAQY BO PoccuicKkuin HaumMoHanbHbIM UccneaoBaTenbCKUM MeanUMHCKKUI yHuBepcuTeT M. H.M. Tnporosa

MwuH3gpaBa Poccuu, MockBa, Poccus

BBepeHue. B coBpemMeHHOM Mupe OQYHKUMSA KUCTH
He 3aMblKaeTcs Ha BbINOJIHEHMM GU3NYECKOro Tpyaa, a pac-
NPOCTPaHseTCs Ha caMble pa3Hoo6pa3Hble chepbl HU3HU
yenoBeKa.

K coxaneHuio, B Halle BpeMs BCe 4alle y AeTen BO3-
HMKaIOT MOPOKK Pa3BUTUS KMCTU, KOTOPbIE PE3KO CHUXKAtOT
ee PpyHKuMio. OgHUM N3 Hambonee cepbe3HblX BPOXKAEHHbIX
NOPOKOB Pa3BUTUSA KUCTU y AeTer ABASEeTCS rmnonnasus
| nanbua. MNonaMumsdauuns ocTaetcss ONTUMaNbHbIM XUPYpP-
rmyeckum metogom npu ctenenu lll v IV no Blauth. OgHako
He TaK peAKo [NaBHbIM enaHueM poauTenen pebeHKa
ABNAETCH coxpaHeHwe 5-manon Kuctu. B Takux cnydasx
onpaBAaHHbl anbTepPHATUBHbIE CMNOCOObLI XMPYPrMYECKOM
PEKOHCTPYKLUMKM | nanbLa.

Lenb. CpaBHUTb OTAaseHHble pe3ynbTaTbl U OLEHUTb
OYHKLUMIO KUCTM NpU NONAMLUM3auuMM U PEKOHCTPYKLMK

| nanbua KUCTU y geTen ¢ runonnasunen | nanbuya kmuctu
n IV cteneHu.

Martepuanbl u metoabl. C 2014 no 2019 r. B AIKE nm.
H.®. dunaTtoBa B OTAENEHUU MUKPOXUPYPIrUKM HabNoAaNNCh
205 nayMeHToB C BPOXKAEHHBIMW MOPOKamMu KUCTU. BospacTt
nauneHToB coctaBun oT 4 o 36 mec. M3 HUX 48 nauuen-
TOB — C nopoKamu pa3sutua | nanbua. 20 getam 6bina
BbIMOJIHEHA NonnnumM3aumns, 18 — peKoHCTpyKuua | nanbua
KUCTH.

[N OUEHKKN 3CTETUYECKUX M DYHKLIMOHANbHbIX Pe3ysb-
TaToB Mcnonb3oBanacb WkKana VAS ot 1 go 10 6annos.
MaumMeHTbl U UX POAUTENU AOMKHbI OblIM OTBETUTb Ha che-
aytoumne Bonpochkl: «[TOXOX M BOCCTAHOBMEHHbIM | nanew,
Ha 60/1bLION Nanewu?»; «PyHKLUMOHMpPYET N | nanew, Kak 60/b-
wown naney?». TakKe Ans oLueHKU GYHKLMOHaNbHOIo pe3yib-
TaTa 6bl1 UCNONb30BaH OMNPOCHMK UCXOA0B U HECMOCOBHO-
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CTW KUCTU M pyKM DASH (O — xopowwas GpyHKLMOHANbHOCTb,
100 — ype3mepHas HecnocoBGHOCTb).

[aHHble, Nony4yeHHble B pesynbrate PEeTPOCNEKTUBHOIO
uccnegoBaHus, OblIM CUCTEMATU3UPOBaHbI B MNporpamMmme
06paboTkn aaHHbIx Microsoft Excel 2010. CtaTuCTUYECKYLO
06paboTKy BbIMNOAHAAM C MCMNONb30BaHWEM MPOrpaMmbl
STATISTICA 10.0. lMpu XxapaKTepucTuKe rpynn npumeHsnacb
onucatenbHas CTaTUCTUKA. Pe3ynbTaTtbl UCCNefoBaHUs NPUHK-
Masi 3a CTaTUCTUYECKM JOCTOBEPHbIE NPW 3Ha4YeHnn p < 0,05.

Pe3ynbratbl. CpegHun BO3pacT NauMeHToB, KOTOPbIM
6blnla npoBeAeHa onepauus nNoaauMuu3auuu, cocTaBui
26 + 3,5 mec. Bo3pacTt geten ¢ pekoHCTpyKumen | nanbua
coctaBun 25 + 3,6 mec. MpoaomKMTENbHOCTL onepaLmu
npu PeKoHCTPYKUMK | nanbua coctaBuna 115 + 40,5 mMuH,
Toraa Koraa y aetew ¢ nonnnumsaumven — 120 £ 30 MUH.
OueHKa GYHKLMKM KUCTU NPOBOAMAAch NO onpocHUMKY DASH.
CpegHui 6ann B rpynne nauueHToB, KOTOPbIM Oblia npo-
BefeHa nonnavumusaums, coctaBun 18,7 + 3,5 6anna, TOr-
Ja KaK B rpynne ¢ PEeKOHCTpyKuuew | nanbua KUCTU —
64 *+ 4,5 6anna, 4To 9BASETCA MIOXMM GYHKLMOHANbHbIM

pesynbtatoM. CTaTtucTnyeckas ob6paboTKa pe3ynbratos
onpocoB DASH BbiiBUAa CTaTUCTUYECKM 3HAYUMYIO Pa3HULLY
(b < 0,05). OueHka no wkKane VAS BbicTaBnsnocb ot O
fo 10 6annos, pes3ynbrat NevyeHus oLeHMBanNcs Kak acrte-
TUYECKHU, TaK M QYHKUMOHaNbHO. COrnacHo MOAyYeHHbIM
[LaHHbIM, 3CTETUYECKM OonepaLns No PEKOHCTPYKLUMK | nanb-
ua umena nydywwue pesynbtaTbl (1 + 2 6anna), 4em non-
nmumsaunsa (4 £ 1 6ann). Bo3MOXKHO, TakKue pesynbTathl
CBfi3aHbl C TEM, YTO MPU PEKOHCTPYKLMM KUCTb C NATbIO
nanbuamMu B rnasax poavTtenen v agetew BbIMAAWUT MNOMHO-
LEeHHOW. DYHKLMA KUCTU n3Mepsanach Takxe no wkane VAS
o1 O go 10 6annoB.. lNpKn OLEHKE NONYYEHHbIX AAHHbIX GbIIO
BbISIBMIEHO, YTO Ny4lle pe3ynbTaTthl y AeTEN, KOTOPbIM BbINOS-
Hanacb nonnnumsauma (O + 2), N0 cCpaBHEHWUIO C TPynnown
C PEKOHCTPYKUMeN | nanbua KMUCTH (6 + 2).

BbiBogbl. Onepauua nonavuusauumn asnsetca apodek-
TMBHbIM METOAOM Yy MauMeHToB C runonnasven | nanbua
KUCTU NO CPaBHEHWIO C onepauusMu Mo PEKOHCTPYKLMK
| nanbua KUCTK, T.K. obecrnevymBaeT Heob6xoanuMble GYHKLMO-
HaNlbHble 1 KOCMETUYECKHNE pe3ybTaThbl.

NMPUMEHEHME MNMAPALIETAMOJIA BHYTPUBEHHO AETAM, MEPEHECLUUM OMNEPALIUA

HA OPFAHAX BPIOLLHOW NOJIOCTU
BakTtbirynos 3.3K.

Hay4Hbi pyKoBoguTtenb: TypaybaeBa dneoHopa KypcaH6eKoBHa, acCUCTEHT Kadeapbl AETCKON XMPYpPruu

C KYpCOM peaHnMaLMn 1 aHecTe3MONOrunm

Kblprbi3cKas rocygapcTBeHHas MeanumMHcKas akagemus um. UK. AxyH6aeBa, buwkek, KblprolactaH

BBepgeHue. [pUOPUTETHLIMU 3aayaMu WUHTEHCWUBHOM
Tepanuu SBASIETCH YCTPaHeHWe nocaeonepaLmoHHoOn 60nu
M MOAAEPKaHUE MU3HEHHO BaXKHblX QYHKLMM OpraHus-
Ma. MIHTEHCMBHOCTb 60K ABNSETCS BaXHbIM NOKa3aTenem
COCTOSIHMA MauMeHTa nocne onepauuu M crnoco6eTByeT
pas3BuUTUIO HeGnaronpuaTHbIX nocneacteuit. OTMevaeTcs,
4yto B 80% cny4yaeB MauueHTbl nocne onepauum MCnbl-
TbiBalOT 60/ib, KOTOpas MNOXO KOHTponupyetcsd, a B 34%
cNyyaeB nocneonepauunoHHas 601b coxpaHaeTcs Ao 3 Mec.
AdPeKkTMBHOE 06€360/MBaHNE B COBPEMEHHON MeauLnHe
[IO/I}KHO paccmaTpMBaTbCS M CO CTOPOHbI ee 6e30MacHOCTH.
Mo cpaBHEHMWIO ¢ NapaueTaMosoM ONMONUIHbIE aHaNbreTUKM
UMEIOT pPAa Ccepbe3HbiX MOBGOYHbIX 3GPEKTOB: yrHeTeHue
CO3HaHUS, YrHETEHUE AblXaHWUS, AIMTENbHOE HaXxOoXAeHWe
Ha MBI/, TowHoTa, pBOTA, MPUBbIKAHWE U Ap.

Uenb. AHanu3 3ddEeKTMBHOCTM napaueTamona ang
nocseonepaLmoHHON aHanbre3mn nNpu NPoBEAEHHbIX one-
paumax Ha opraHax GptoLLHON NOMOCTU y AeTEN.

Martepuanbl U MeTOAbl UCcciegoBaHUA. PaboTta ocHo-
BaHa Ha KOMMIIEKCHOM KJIMHWMKO-Na6opaTOPHOM M MHCTPY-
MEHTaJIbHOM WccneaoBaHUaXx. IPPEKTUBHOCTL M 6e30-
nacHoCTb MocfieonepaunmoHHOro 06e3601MBaHUs napate-
TaMoJIOM paccmaTpuBanucb y 32 [geTeln, KOTopble Haxo-
amnuck Ha nedenmn FAKB CMIM N23 r. buuikeka B nepuon
¢ mapTa 2019 no oKTa6pb 2019 I.

Bce xupypruyeckve maHunynauuMM no noBoAy MHBa-
3MKW  MeyvyeHu, BbI3BaHHOW Echinococcus granulosus
(B67.0 no MKB-10), npoBoAWIMCL B MNNIAHOBOM MOpPSAKE.
06e3601MBatoLIME MEPONPUATUSA OKa3biBalMCb NPWU NMOCTY-

nNeHun pebeHKa U3 XMPYPruyeckoro oTaeneHus B otgene-
HWe peaHumaLmu.

Pesynbratbl. [paduK cpaBHeHUa ob6esbonuBato-
WMX cpeacTsB: B/B Mapauetamona, B/B TpumenepuauHa
n B/B KeToposiaka no wkrane FLACC (face, legs, activity,
cry, consolability) n oueHka no VAS B pa3Hble BpeEMEHHbIE
WHTEepBabl.

B nepBowv rpynne nayMeHToB B KadecTBe 06e360/u-
Batowero 6bl1 BBeAEH B/B TPUMENEPUANH, CPpefHee 4uc-
/10 o6e36onuBatowero adpdeKtTa No AJIUTENBHOCTM COCTa-
Buno 21-48 4, cytoyHas posa — 2,4 mr/Kr. OueHnBas
6071€eBOe NoBeAeHWe AaHHOM rpynnbl, rAe MCcrnonb3oBanu
wKanbl FLACC n VAS, oTMETUIM COOTBETCTBUE OCHOBHOMY
KpUTEPUIO aeKBaATHOCTU aHanbreauun. Ho y geten B AaH-
HOW rpynne Habnwjanncb MNoBbiWEHHas YacToTa U 6onee
AnuTenbHoe HaxoxaeHnuve Ha WMBJl-annapaTe, 4To SBASET-
csl HenocpeacTBEHHbIM MO604YHLIM 3bGEKTOM OMUOAHBIX
aHaNbreTMKOB — YrHETEHWE LeHTPanbHOro AbixaHus, Tpeby-
owee peaHMMaLMOHHbIX MEPONPUATUN.

Bo BTOpOW rpynne nauuMeHToB B KayecTBe 06e360/u-
BalOLLEro MCMNoNb30BaNiv KETOpOaaK, CpefHas ANuTeNb-
HOCTb aHanbreaupyouero apdpeKkta coctasmna 12-20 u.
B aTton rpynne 6onesBoe noBegeHue, UCXo4d W3 LWKan,
XxapaKTepuayeTcs 60/iee KOPOTKOW ANMTENBbHOCTbIO aHasb-
resvpytouero apdeKTa Ketoponaka, No 3TOM MNPUYUHE
TpebytoLwero 4acToro NPUMEHEHKs, KOTOpoe, B CBOIO OYe-
peab, HexxenaTenbHO ANS pacTywWwero opraHusma.

B TpeTe# rpynne naunMeHToB BBOAWAM B/B NapaueTamon
(B/B NapaLieTamon) B 3aBMCMMOCTHM OT Macchl Tena: ao 10 kr —

06w as xapaKkTepucTUKa rpynmn nayueHToB

F'pynna Bup aHecTe3umn CpepaHumii Bo3pacTt Yucno nayumeHToB, abc.
| rpynna TpumenepuauH (onuons) 124+21 10
Il rpynna KeTtoponak 10,2+ 3 8
Il rpynna MNapavuetamonom B/B 11+2 14
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0,75 mn/kr, ceBblwe — 1,0 MA/Kr, cyToyHas go3a — 2T,
ONMTeNbHOCTbL o06e36onmBatoulero apdeKra coctaBuia
21-48 4. OTMeyaeTcss COOTBETCTBME OCHOBHbBIM KPUTEPUAM
aleKBaTHOCTU aHanbre3auu. Mcxoaa ns rpaduka, B/B napa-
LLleTaMon nokasasn ce6s No CPpaBHEHWIO C APYrMMHK rpynnamMum
He Xy»Ke, B psifie clyqaeB Jaxke ayudlue.

BbiBogbl. 10 uTOram NpPOBEAEHHOr0 WCCeA0OBaHUS
6bI/I0 BbISIBIEHO, YTO NMPUMEHEHWE NapaleTamona B Kaye-
CTBE aHanbresuu aBngeTcad aPPEeKTUBHbIM METOAOM 06€3-
60NMBaHUA y [OeTen, NnepeHeclwmx OoOWUpHble XUpyp-

rMYecKMe MaHWNynsauMmM Ha opraHax OpOWHOM MOMOCTH.
B KayecTBe MOHMTOPMHIra COOTBETCTBUS OCHOBHbIX KpUTe-
pueB afeKBaTHOCTM aHalbresnn WMCMnosb30BaUCh LWKasbl
FLACC n VAS, a Take BuTalbHble dyHKumm (44, HCC, AL).
Mcnonb3oBaHMe B KayecTBe MocneornepaunoHHoro o6es-
60nMBaHMA NapaueTamMona MnoKasano 3QPEeKT B LEOM
He XyXe, 4eM TpuMenepuauHa, B psae NepuoaoB jydlue
(0,5; 1,5; 6 n 12 4 nocne npumeHeHus). OTmeyaeTcs xopo-
lasi NePEHOCHMMOCTb, a TaK¥Xe, YTO HEMaNOBaXHO, YMEHb-
LaeTca Nnepuoa rocnuTanmsaunm aetTen.

ONbIT 3KCTPABE3UKAJIbHOW PEMMIMIAHTALIMU MOYETOYHUKA Y AETEX

C OBCTPYKTUBHbIM METAYPETEPOM

Knumkosa .M.

HayuHbI pyKoBoaUTENb: AlpsaH Sayapa KapeHoBMY, K.M.H., aCCUCTEHT Kadeapbl AETCKON XMPYpPrum
W yponoruu-aHgponoruu um. npodeccopa J1.M. AnekcaHgpoBa

®rAQY BO MNepBbit MOCKOBCKMI rocyaapcTBEHHbIM MeANLMHCKKUIA yHuBepcuTeTa nm. .M. CeyeHoBa
MuHsapaBa Poccumn (CeyeHoBCKUM YHUBEpPCUTET), MocKBa, Poccus

BBegeHue. [1ns dopmupoBaHns ypeTepoLncTtoaHacTo-
MO3a MNPUMEHSAIOT Pa3IMYHblE XMPYPruyeckne BapuaHThI
peMMniaHTaunun MOYeTOYHMKa, CPedn KOTOPbIX BblAensoT
3KCTpaBe3uKalibHble U WHTpaBe3uKanbHble. Ho eauHoro
MHEHWS O TOM, KaKOM MeToA fiedeHunss Hanbonee apdeKTn-
BEH, He CyllecTBYeT.

Lenb. OueHUTb pe3ynbTaTbl 3KCTPaBE3NKAbHON pPeENM-
niaaHTauuMM MOYETOYHMKA y AeTen ¢ O6CTPYKTUBHbLIM Mera-
ypeTepom.

Martepuanbl U meToabl. [1poBefeH KIMHUYECKUIM aHa-
M3 daHHbix 31 mauueHTa ¢ AMarHO30M «0O6CTPYKTUBHbIN
mMeraypetep» (OMY), HaxOAUBLLMXCS B YPOJIOrMYECKOM OTaEe-
nevnn FbY3 AIKB N9 um. H. CnepaHcKoro B nepuop
¢ 2012 no 2019 r. Bo3pacTt nauneHToB — oT 4 mec go 12 net
(34 moyeToYHMKA). AnarHo3 «06CTPYKTUBHbBIM Meraypetep»

y 17 60nbHbIX 6bl YCTAaHOBNAEH NnpeHaTtanbHo, y 10 60nb-
HbIX — MpW NpoBeAeHnn nnaHosoro Y3M B Bo3dpacte 1,2—
6 net U y 4 nauMeHToB — BC/AEACTBME MPUCOEAUHEHUS
MHOEKLMM MOYEBBIX NyTEen, NnoTpeboBaBLleN rocnuTannia-
LMK 1 NPOBEAEHNS KOMMNEKCHOro 06¢/ieoBaHus.

B KayecTBe nokasaHun ansg GopMMPOBaAHUSA IKCTPaBe-
3MKanbHOro ypetepouumctoaHactomo3da (3BYLA) 6binim npum-
HATbI cnegytowme: 3—4 cteneHb OMY ¢ coxpaHHOM QYHKLUM-
el NoYyeK, 06CTPYKTUBHbIA BapuaHT ypoaAUHAMUKKN BEPXHUX
MOYEBbIX MyTEM Ha MOPa)EHHOM CTOPOHE (Ha OCHOBa-
HUW [aHHbIX AWYPETUHECKOM nuenoypeTepoaxorpaduu).
28 naumeHtam 3BYLA BbinonHANCA B ciyvyae HeahheKTnB-
HOCTM CTEHTMpPOBaHMA. B cnyyae manoro o6bema Moye-
BOr0O MNy3bIpA BbINOJHANNCE 3TanHble 3HAOCKOMUYECKue
BMelWaTenbCTBa, KOTOpPble MO3BONSAAMN COXPaHWUTb OYHK-
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LMI0O MOYEYHOW NapeHXmUMbl U YBEINYUTb 06BEM MOYEBOIO
ny3blps. JaHHOE neYeHne ConpoBOXKAanocb NPUMEHEHNEM
KypCoB AeTpy3opcTabunuaupytouen tepanuun (y 24 nauu-
€HTOB) M 3HAoayrMeHTauuMum OGOTYIMHUYECKUM TOKCUHOM
TMna A (y 4 nauueHToB). B Ka4yecTBe nepBUYHOro MeToda
nevyeHns IBYLA npumeHann y 3 60/bHbIX C 3KTOMUEN YCTbS
W napaypeTpanbHbiM AMBEPTUMKYNOM. Bo3pacT nauvMeHToB
oT 4 no 8 mec (3 MOYETOYHMKA).

C uenbto paccnabneHus geTpysopa Bcem AeTam Ao one-
pauun NpoBOAMAM KaydasbHylo aHecTe3uto. Kpome TOro,
4TO6bI COKPaTUTL BPEMS IKCTPaBE3UKabHON MOBMAN3aLIMK
MOYETOYHMKA, NoAnexalero penmnaaHTauum, NpoBoaANIM
€ro TpaHcypeTpanbHylo KateTepusauuio. B ganbHenwem
BbINOMHANOCH MOAENMPOBaAHUE PEUMMINAHTUPYEMOrO MOYe-
TOYHMKa NO A/IMHE, a B cly4ae Heo6X04MMOCTH U NO WKUPUHE
Ha apeHaxe 8-10 Ch.

B 3 cnyyaax BbinonHeHve IBYLIA conpoBoXaanochb
OAHOBPEMEHHbBIM 3aKpblITUEM paHee BbiBEAEHHOW ypeTe-
POKyTaHeoCTOMbl U GOPMUPOBAHMEM aHaACTOMO3a «KOHeL,

B KOHelp. [laHHas MaHunynsuus BNOCNEACTBUU COMPO-
BOXJanacb AJIMTENbHOW WHTy6auMen Mo4vyeTovyHMKa (Ao
15 cyT). HecmoTps Ha daKT nepecevyeHUss MOYETOYHWMKa
Ha ABYX YPOBHSIX, BO BCEX CAy4yasax OTMeYanu nonoKuTesb-
HbIM GYHKLMOHANbHbIN pe3ynbrar.

Pe3ynbratbl. OueHKka 3PpdEKTUBHOCTM OMepaTUBHOIO
NlevyeHunst NpoBOAMIach Yepes rog nocnie BbiMNONHEHMS one-
pauun. B 85% cnydaeB 6bl10 NOATBEPKAEHO OTCYTCTBUE
peTporpagHoro 3abpoca MO4YM 1 HapylweHns ee OTTOKa.

Y aByx nauneHToB Yepe3 12-18 mec BbIBUIN MOCNEOD-
nepaumoHHbIN pedsitoKe, YTO B AasibHenweM notpeboBano
BbIMO/IHEHWNS 3HAOCKOMUYECKOM KOPPEeKUMM nonuakpuna-
MUAHbIM renem JAM+. Y 0A4HOro n3 nauMeHToB oTMevanach
nukeuaaums NMMVIP, a abbeKTUBHOCTbL MaHUNYASLUK Y APYro-
ro nauuneHTa He ycTaHoB/EHa.

BbiBoA. JKCTpaBe3unKanbHas penmnaaHTauns Mo4YeTou-
HWKa ABNSeTCs anbTepHaATUBON MHTPaBE3NKanbHbIM onepa-
LMAM Nnocne 3HAOCKOMUYECKMX BMeLWaTeNnbCTB NpU meray-
petepe. AGDEKTUBHOCTb MeToa cocTaBuna 85%.

NPEAXWUPYPIrMYECKOE OPTOJOHTUYECKOE JIEYEHUE JETEN
C ABYCTOPOHHEM PACLUE/IUHOU I'YBbl U HEBA
C UCNOJIb30OBAHUEM AKTUBHbIX 3JIEMEHTOB U MUHU-UMIJIAHTATOB

AyaHukK O0.B., YeptuxunHa A.C., bunne [1.C.

Hay4Hbi pyKoBoguTtenb: Mamenos Aanib ACKEPOBMY, A.M.H., Nnpodeccop, 3acnyeHHbin Bpay PO,
3aB. Kadelpon cToMaToNnormm 4ETCKOro Bo3pacrta U OPTOAOHTUM

®rAQY BO MepBbit MOCKOBCKMI rocyaapcTBEHHbIM MeaAULMHCKUIA yHBepcuTeT um. M.M. CeveHoBa
MuHsgpaBa Poccum (CeveHoBcKuin YHUBepcuTeT), MockBa, Poccus

BBepeHue. PacuiennHa rybol M He6a — 3T0 0fjHa U3 CaMblX
pacnpocTpaHeHHbIX aHOMasui Pa3BUTUS YENIOCTHO-NLIEBOW
obnacTtu. JaHHaa natonorua 3aHMmaeT 3—4-e MecTo cpeau
BPOXAEHHbIX aHOManuin. B cOOTBETCTBMM C NMTEPATYPHbIMU
JlaHHbIMW MOCNeAHUX NeT, oTMeyaeTcs TeHJeHUWs pocTa,
4YTO rOoBOPUT O HEGNArONPUATHOM COCTOSIHUKU 3J0POBbS Hace-
nexus. Ana ycTpaHeHUs 3TUX aHOManuin Heo6X0AUMO NeYnTb
NauMeHTOB C MOMOLLbI0 MEPBUYHBIX XMPYPrMYECKMX onepa-
LMK C paHHUM OPTOAOHTUYECKUM JIEYEHMEM.

Uenb. loBbllieHMe 3ODEKTUBHOCTU NEeYEHUS AeTewn
C ABYCTOPOHHEN pacleNnMHon rybbl n HebGa ¢ npeaxmpypru-
YeCKOW OPTOAOHTUYECKOW MOArOTOBKOW.

MaTtepuanbl U meToabl. B npoBeaeHHOM wuccneno-
BaHMK 6bI10 ob6cnenoBaHo 80 geTen C pacllennMHOon rybbl
n Heba. bbino ycTaHOBNEHO, YTO 56 aeTen nmenun ABYCTO-
POHHIOK pacllennHy ryébl 1 He6a B BO3PACTHOM KaTeropuu
OT HOBOPOXAeHHOCTH A0 3 neT. Bee nauueHTbl 6bin1 pasae-
NeHbl Ha ABE rPynnbl: NepBas rpynna coctosna U3 28 aeten,
KOTOpble Mony4anu fiedyeHne no cTaHAapTHOMY MPOTOKONY
C npeaBapuTenbHOW OPTOAOHTMYECKOW MOArOTOBKOM, BTO-
pasi rpynna cocTtosina u3 28 aeteun, KoTopble 6blM NoAro-
TOBJNIEHbI K onepauun no paspaboTaHHOW HamMK MEeToauKe.
PaspaboTaHHble HECbEMHbIE MHAMBUAYAbHbIE OPTOOHTH-
yeckue annapaTtbl COCTOSNM M3 6a3nca, GUKCUPOBAHHOIO
Ha aNbBEONSPHOM OTPOCTKE BEPXHEW YENIOCTU NPU MOMOLLM
aKTUBHbIX 3/1€MEHTOB, U MWHWU-UMMNNAHTATOB, ABE 4acTu
annaparta COeAUHSINCL MeXy COB0M MpU NOMOLLM 31aCTU-
YECKMUX TAM UM HUKENb-TUTAHOBbIX MPYKUH.

PesynbtaTtbl. [peaxupypruyeckass opToAOHTMYECKas
noAroToBKa 28 getew C ABYCTOPOHHEW pacCLLeNMHON Ty6bl
M Heba B MepBOMW rpynne nokasana, 4to 22 nauueHTam
(78,6%) He yganocb MOSIHOCTbIO AOCTUYb KOHTaKTa Mexay
MEXYENtOCTHOM KOCTbIO U dparmMeHTamu anbBeosIIPHOro

OTPOCTKa BepxHen YyentocTn. Kpome Toro, B npouecce neve-
HUS AaHHbIX NauuMeHToB O6bl10 HEOBXOAMMO M3rOTOBUTb
HECKONbKO CMEHHbIX YCTPOWCTB, U CPEeAHWUI CPOK leYeHums
TaKux NauueHToB coctaBun 7 mMec. Bo BTopon rpynne yaa-
NI0Cb HOPMAaNM30BaTb COOTHOLLEHUE MEXKAY MEKYENOCTHON
KOCTbtO M 6OKOBbIMK dparmeHTaMmn anbBEONSIPHOIro OTPOCT-
Kay 27 nauneHToB (96,4%). Y 1 nauumeHTa (3,6%) He yaanocb
[LOCTUYb Kenaemoro pesynbrata u3-3a WHAMBUAYANbHOIO
HEMPUKMUBAEHUS MUHU-UMMNAHTATOB.

CnegyeT OTMETWUTb, YTO MCMOMb30BaHWe pa3paboTaH-
HbIX HECbEMHbIX WHAMBMAYaANbHbLIX annapaTtoB MO3BOAWIO
YCTPaHUTb CyxeHWne BGOKOBbIX dparMeHTOB anbBEOIAPHOMO
OTPOCTKa BEepXHen 4yenoctu 6Gnarojaps pacwupstollemy
BUHTY, BCTPOEHHOMY B KOHCTPYKLMIO. ITO, B CBOIO O4epeab,
cTano 6naronpuUaTHbIM GaKToOpoM Ans AanbHenwero Gopmu-
pOBaHMs YentocTen.

BbiBoabl. Vicnonb3oBaHne pa3paboTaHHbIX MHAWBUAY-
anbHbIX OPTOAOHTMYECKMX annapatoB C aKTUBHbIMW 3ne-
MEHTaMW (BMHTaMW) U MUHU-UMMNaHTaTamu B 96,4% cny-
YaeB NO3BOMWIO COKPaTUTb Bpems npegonepalyMoHHOM
OPTOAOHTMYECKOM MOArOTOBKM, HOpMann3oBaTb MNO3WLIMIO
MEXYENtoCTHOM KOCTU U GOPMY BEPXHEN YEeNtoCTU € nocre-
aylouen nepBuYHOM XENIOPUHOMNNACTUKON M ypaHoNaacTu-
KOM, a TaK)Ke COKpaTUTb BpeMs peabuantalmu naumeHToB
C ABYCTOPOHHEW pacLlenMHON BepxHen rybbl n Heba, 6naro-
napsi YyeMy AOCTUraeTcs CTabuibHbIN 3CTETUYECKUIA U DYHK-
LMOHaNbHbIN peaynbTar.

Mocne Nnpeaxvpypruyeckom opToa4OHTUYECKMUIA MOATOTOB-
KM C MCMOMb30BaHWEM HECHEMHbIX anmnapatoB C NpUMeHe-
HMEM MUHW-UMNNAHTATOB AOCTUraETCs MOJHbIA MeXTopLe-
BOWM KOHTaKT MEXAY MEXYENIOCTHON KOCTbIO U dparMeHTamm
anbBEONSPHOr0 OTPOCTKA BEPXHEN YENOCTH, 3TO NOATBEPHK-
JaeTcs cTaTUCTUYecKom 06paboTKoM AaHHbIX (p < 0,05).



Y/IbTPA3SBYKOBAAA AUATHOCTUKA U TAKTUKA XUPYPIMYECKOI'O JIEYEHUA

YXETMHOKAMEHHOW BONE3HU Y AETEU

Eropckasa A.T.

HayuHbi pykoBoauTenb: Kapnosa MpuHa tOpbeBHa, A.M.H., npodeccop
®rb0Y BO MprBOMKCKUI MCCeaoBaTENbCKU MEANLMHCKUI YHUBEpPCHUTET MrH3apaBa Poccuu,

HwxHWM Hosropoga, Pocecus

BBepeHue. *enyHokameHHasa 6one3Hb ((KKB) B EBpone
pernctpupyetcs ¢ 4Yactoton 10-20%, B Adppuke n Asuu
nokazartenb coctaBnsetr 3,5-5%. PacnpocTpaHeHHOCTb
KB cpean peten — 1-10%. 3a nocnegHue rogbl 3a6o-
nesaemocTb Bbipocna ot 0,1 go 1,0%. lMpwu ynbTpasByKo-
BOM MCCneaoBaHMM opraHoB GptolwHoi nonoctu (Y3U OBIN)
MHOOPMATUBHOCTb AMarHOCTUKK XKKB 95-99%. Mpu Head-
GEKTMBHOM KOHCEpBATUBHOW Tepanuun TpebyeTcs XUpypru-
YecKoe NieyeHue.

Lenb. [lpeactaButb 4acTtoTy BcTpedaemocTn KB
y AeTer, U3y4YnTb METOAbl AMArHOCTUKM U TaKTUKY XMPYPru-
YEeCKOro fieyeHuns.

MaTtepuanbl U metoabl. B nepuoag 2015-2019 rr.
Ha 6a3e [JeTCKoM TrOpOACKOM KIMHUYECKOM 60MbHULbI
N°1 r. HuxkHero HoBropoga 6bi10 ornepaTUBHO MposieYeHo
23 pebeHKa ¢ Kb: 13 manb4mkoB (56,5%) n 10 geBoyek
(43,5%) B BOo3pacTe oT 2 fo 17 net (cpeaHui Bo3pacT —
11,8 + 4,3). OcMOTPp, KIMHUKO-UHCTPYMEHTanbHoe o6¢neao-
BaHWE W NevyeHne pernameHTUpoBaHbl KIMHUYECKUMU PEKO-
MeHaauuamu. MNMauuneHtam BbinosHeHo Y3W OBl go u nocne
onepaTtuMBHOroO fleyeHus. MNonyyeHHble AaHHble MOABEpPrnv
BapuaLMOHHO-CTaTUCTUYECKOM 06paboTKe.

Pesynbtatbl. [pn Y3U OBl y Bcex BbisBunn KB,
B 22 cnyyasx (95,7%) ¢ xoneuuctonutnasom, B 1 cnydvae
(4,3%) — c xonepoxonutruasom. Y 18 yenoek (78,3%) KOHCTa-
TUpPOBaHa HeocnoxHeHHas dopma KB, XpOHUYECKUI Kanb-
KynesHbin xoneumctut (XKX), y 4 (17,4%) — ob6ocTpeHne KB,
y 1 pebeHKa Habnwgann «OTKIOYEHHbIW» XeNYHbIK My3bipb
(XKI). Bcem naumeHTam BbINOAHSANN XMPYPruyecKkne BmMella-
TenbcTBa. 22 60/bHbIM C XONELMCTONUTMA30M MpoBedeHa
nanapockonuyeckasn xoneuuctaktomus (J1X3); B 80% cnyya-

€B BbISIB/IEHbI CNaWKK, KpoBoTeYeHne n3 noxa Il otmevanu
ABaxAbl;y 15 60/bHbIX Ny3blpHas apTepus runoniasmposaHa.
Cpennwuii pasmep XKl coctaBnn 61,4 £ 15,8 x 24,1+ 5,1 mm.
Y 6 naumeHToB (26,1%) pa3mepbl COOTBETCTBOBAIN HOPME,
y 16 (69,6%) — 6bln yBenu4eHsbl, B 1 HabM04EHUN — YMEHb-
WweHbl. Pasamep KamHen coctaBun 1-20 MM, LBET: XeNTbIK
B 87% cnyyaes, 4yepHbln — B 13%. Xonepoxonutuas aua-
FHOCTUPOBAH Y OAHOr0 Masib4ynKa C MEXaHUYECKOW XENTYXON,
CUHAPOMOM LMTONN3a, xonecTasa. [pu nposeaerHnn Y3U OBI
BbISIB/IEHbl XONEeCTaTUYECKUIM renaTtut, NaHKpeaTuT, OCTpbIv
XONELUCTHUT, XONELOX0NUTUAS C XONELOX03KTa3unen. NauneHty
npoBefeHa 3HAOCKOMUYEeCKas peTporpagHas XonaHruonax-
KpeaTorpadusa (IPXII), aHZOCKoNMYecKas nanunnocduH-
Kktepotomua (AMNCT) ¢ NUTOIKCTPaKLMEN XONELOXOUTOB.
MauneHTbl nonyyanu aHTubaKTepuasnbHylo, WHOY3UOH-
HYl0, CUMNTOMaTUYECKYIO Tepanuio, 3HTepasibHbl MOKOW.
Bce petu BbinucaHbl B Y4OBJETBOPUTE/IbHOM COCTOSHUM
(8,6 £ 6,2 KowKo-gHewn). [locneonepauloHHbIM Nepuosa
y 22 geten 6bin rnagkuin. Y 1 neBoyku BbisiBneH Ha Y3U OBl
nepuToHnT nocne J1X3, 4to notpeboBano penanapoToMuu
C ywuBaHuem nepdopaumn xofeaoxa U ApeHUpoBaHueM
Ha poHe aHTMbaKTepuanbHOW, MHOY3UOHHOM Tepanuu; nepu-
TOHUT KynnpoBaH 3a 29 KOMKO-AHEN.

BoiBoabl. [Tpn Hannuun KB ¢ xonegoxonMtamun Heob-
xoaumbl IPXTI, 3MCT ¢ NMTOIKCTpaKuUMeEn; Npu xoneumc-
TonuTax Tpebyetca JIXJ; npu pucKe remopparmyeckux
1 nepdopaTUBHbLIX OCNOXHEHUM NOKa3aHa JIX3 nocne npo-
TUBOBOCMaNUTENbHON Tepanuu. Y3U no3BonseT CBOEBpe-
MEHHO JMarHoCcTMpoBaTh NaTONOMMIO, CNOCOOCTBYET BbIGOPY
neyebHom TakTuKKM Npu KB 1 paHHeMy BbIBIEHUIO NOCNe-
onepaunoHHbLIX OCIIOXKHEHWUH.

HAIMPABJIEHUE JETCKASAA XUPYPT UA».
KJIMHWYECKHUE CNTYHAU

OCTPOE HAPYWWEHUE ME3EHTEPUAJIbHOIO KPOBOOBPALLEHUA Y PEBEHKA

KoHoBanoBa A.A.

HayuHbi pyKoBoauTenb: [arimoneHko Cepren MpUropbeBMY, K.M.H.
®Ire0Y BO YMTHHCKas rocygapcTBeHHaAn MeaMUmMHCKan akagemmns MuHaapasa Poccuu, Yuta, Poccus

AKTyanbHocTb. OCTpO€e HapyleHue me3eHTepuanbHo-
ro Kposoo6paueHus (OHMK) oTHoCUTCH K 4MUCNy pPeaKkux,
Hanbonee TAKEeNbIX U HEAOCTATOYHO U3YYEHHbIX 3aboneBa-
HUIM B XMPYPrMM COMPOBOXKAAETCS BbICOKMMM MOKalaTens-
MUK nocfneonepauMoHHOn NeTanbHOCTHU, YTO OBYCNOBMIEHO
O6LMPHON UWIEMUEN U HEKPO3OM KULLEYHMKA.

Llenb aeMoHcTpauuu KaMHUYEcKoro cay4as. [lpeg-
CTaBWTb OMbIT YCMELWHOro ONepaTMBHONo Ie4eHNa U paHHeNn
peabunuTtaumm aeBodKkn-nogpocTtka ¢ OHMK Ha dpoHe Tpom-
60dUNUN.

OnucaHue KJAMHUYecKoro cny4yas. [lesoyka L., 12 ner,
60nbHa ¢ 23.10.19, Koraa nosBMAUCL 60K B anuracTpaib-
HOWM obnacTu, TOWHOTa, MHOrOKpaTHas pBoOTa XenyLo4HbIM
coaep¥unmbiM. O6patunucb B MpuMemMHbIM nokon LUPB —

OCMOTpEeHa xupyprom, neguatpom. OcTpas xupypruyeckas
naTosiorns UcktoyeHa. MposeaeHa MHPY3NOHHaAsA Tepanus,
C yny4yweHunsMu 6bina oTnyweHa JOMON.

YXyoweHune cocToiHMA Houbto 24.10.19 — 6onu
BO BCEX OTAenax XMWBOTa, MHOrokpaTHaa psoTa. O6pa-
TUAKUCb MOBTOPHO K XMPYPry YTPOM, rocnuTann3vpoBaHa
B peaHuMMauuMoHHoe oTtaeneHue LIPB B cOCTOSSHUM MHDEK-
LUIMOHHO-TOKCMYECKOr0 LWOKa C MNPOSIBAEHUAMU MNEPUTOHU-
Ta. [Mocne npeponepauMoOHHOW MOArOTOBKM OMepupoBaHa.
O6Hapy)XeHa Mwemusa Cene3eHOYHOro yrna, HUCXOASALWeEro
oTAena ToNCTOM KULKK, YTO pacLleHEHO KaK 3aBOPOT C HEKPO-
30M CTEHKW. N3meHeHns MoAB3AO0WHOW KWMIKKW (TEMHOrO
CHHe-bMOoNeToBOrO LiBETa, OTCYTCTBME NEPUCTANLTUKK) pac-
LleHEHbl KaK HapylleHus MUKpouupKynaumu. lNpoBeaeHa
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pe3eKumns TONCTOM KULWIKM C HaloXeHWeM ABOMHOWM KONo-
cToMbl. [locne HOBOKaMHOBOM 6G/10Kafbl KOPHSA GpPbIXKENKH
W corpeBaHus ropsaynumm candeTkamm NeTam TOHKOM KULWKK
NPW3HaHbl }KU3HECMOCOBHLIMU U MOrpPy>KEHbl B GPIOLIHYIO
nonoctb. HanoxkeHa nanapocTtoma.

Ha 2-e cyT nocne crabunnsaumm o6LIEr0 COCTOAHUA —
nporpamMmupoBaHHas penanapoTomus. O6HapyxeH ToTab-
HbI HEKPO3 NOAB3A0WHON KULWKK, TEPMUHANBHOIO oTAEeNa
NPUBOASALLEN KONOCTOMbI M 04aroBbl HEKPO3 BOCXOASLLEN
06004HON KULWKKW. MarucTtpanbHble cocyabl GpPbIXKENKH
6e3 npu3HakoB Tpomb6O3a, KOHUEBble BETBUM TPOMOMW-
poBaHbl. BbinonHeHa pe3eKuus MNOAB3AO0WHON KMULIKK
¢ dopMHpOBaHMEM [BOMHOM 3JHTEPOCTOMbI, PE3EKLMUS,
PEKOHCTPYKLMA NPUBOLSLLEA KONOCTOMbI. B cBA3K C yXxya-
lWEHUEM COCTOSAHUA OONbHOWM OT pe3eKuuMn 060404YHOM
KUWKKN pelleHo BO3aepxaTtbcs. BHOBb cdopmupoBaHa
nanapoctoma. Ha 4-e cyT nocne penanapoToMuWu rocnu-
TannanpoBaHa B Y3 KAKB r. Yutel, U1 Ha cneayouwmm
AeHb 6blna BbINOMHEHA MporpamMMuMpoBaHHasa penanapo-
ToMKUs. B BocxoasiLlem OTAeNe COXPaHSATCS o4varoBble
HEeKpo3bl 6e3 nporpeccun u nepdopaumn. BbinonHeHa
pes3eKLuuns Bocxoaallero otaena o60404HOM KMLLKKM C Hano-
EHWEeM aHacToMO3a «KOHel, B KOHely, anneH4aKTOMMUS.
JlnkBnanpoBaHa nanapocToma.

MocneonepaLnOHHbIV NepUOA NpoTeKan Ha GoHe TaKe-
NOM MNONIMOPraHHOM HeJOoCTaTOYHOCTM C BbIPaXEHHbIMU

CyeHkoBa [.[.

HapylweHnsaMn metabonuama, remMocTtasa, raCTPOMHTECTH-
HaNbHbIM AedbuumMTOoM. Peb6EeHOK ANWUTENbHOE BPEMS Haxo-
auncs B ycnosusix OPUT. MNpu nabopaTopHOM UcciefoBaHnm
BbliBleHa TPOMOODUINSA C HAKJIOHHOCTbIO K TpoM60o0o6pa-
30BaHWaM no reHy FGB annento G/A.

Mocne crtabunmMsaunmn CoCTOAHMA AeBo4vKa Oblna nepe-
BelleHa B XMpypruyeckoe otgeneHve ¢ 6eNKOBO-3HEPreTH-
yecKon HepocTtaToyHocTbio (B3AH) Il cteneHun. AnutensHoe
BpeEMS He ygaBanocb BOCCTAaHOBUTb 3HTepasbHOE nNuTa-
HWMe — noTepu No cTome MnpeBblWann 06bem MNOAy4EeHHOro
nuTaHus. ToNbKO NpK coYeTaHUn MHANBKUAYaNbHO NoAo6paH-
HOW AneTbl co cMecblo KnnHyTpeH FOHMOop yaanocb 4OCTUYb
NO3UTUBHOIO 3HEPreTM4yecKoro 6anaHca u NONOXKMTENbHON
AWHaMUKKM Macchl Tena.

30.01.2020 BbINONHEHA PEKOHCTPYKTUBHAsA pe3eKuus
dparMeHTa TOHKON KWULWIKKW, HECYLLErO CBULLM, OAHOPSAHbIV
aHacToOMO3 «KOHeLl, B KOoHeL. Bo Bpems onepaumm BbisiBe-
Hbl Bblpa)XeHHble BOCNaNuUTeNbHble M3MEHEHUS CO CTOPO-
Hbl KMLIEYHMKa, KOTopble NOATBEPXKAEHbLI MMCTONOMMYECKM.
Ha momeHT npeactaBneHus pebeHoK BbiMMcaH M3 CTaumo-
Hapa, ABASEeTCA HOCUTENEM KOTOCTOMBI.

BbiBoabl. [laHHaa natonorns KpavHe peako BCTpeva-
eTCcs B AeTCKOM Bo3pacTe. [peacTaBNeHHbIV KIMHUYECKNUI
cllyyav LeMOHCTPUPYET BOSMOXHOCTb YCNELWHOro aTanHoro
onepaTMBHOrO fleyeHuss nNpu MynbTUdOKaNbHOM HEKpo3e
KULWeYHMKa y pebeHKa.

MEMBPAHO3HASI HENPOXOAUMOCTb ABEHAILATUNEPCTHOM KULLKHU

Hay4Hbi pyKoBoguTtenb: Llan Hatanbs AnekcaHapoBHa, A4.M.H., npodeccop
Coroa ®re0Y BO YpanbCKkui rocygapcTBEHHbIM MEAULIMHCKUI YHUBepcUTeT MuH3apaBa Poccuu,

neanaTpos
Poccun

ExkaTtepuHbypr, Poccus

AKTyaNbHOCTb. BpoXaeHHasa HeNpoxoAnMOCTb ABEHaAA-
uatunepctHon kuwkun (AMNK) y geten, Bbi3BaHHaa aHOMa-
IMAMK/NOPOKaMK Pa3BUTUS MEPBUYHOW KULLEYHON TPYOKHM
Ha 8-10-oM Hep rectauuu, TpebyeT IKCTPEHHOW AuarHo-
CTMKM M XMPYPrMYeCcKon KoppeKLnn. HactoTa gyoaeHanbHoOM
06¢TpyKumnmn coctasnset 1:5000-10 000 HOBOPOXKAEHHbIX.
Hanbonee yacton npuynHon Henpoxoammoctu AMNK asns-
eTca ee aTpe3us, KOTOpoW B HacTosliee Bpems Mocss-
WeH uenbi paa pyHaameHTanbHbix paboT. MembpaHo3Has
HenpoxoaumocTb ANNK BcTpeyaeTcs ropa3ao pexe, no aaH-
HbIM NPOBeAEHHbIX uccnegosaHun, nad 100% nccnegyembix
BPOXAeHHbIX nopokoB AMNK npubnusutensHo 12% oTBO-
anTca membpaHam. [marHocTuka nonHon atpe3un ANK,
KaK npaBwufio, He cocTaBaseT 3aTpyaHeHns. OgHaKko B chny-
Yyae AyodeHanbHOro CTeHo3a MM MembpaHbl CMMNTOMBI
NPoSIBASIOTCS HAMHOIO NO3Xe M PacTSHYTbl BO BDEMEHMW.

Llenb. [lemoHCTpauus peaKkoro cnyvyas HacTMYHOM BPOXK-
[EHHOW KULIEYHON HEenpoxoAuMMOCTHU C pacTsHYTOW BO Bpe-
MEHW CUMMTOMaTUKON, NO34HEN AMArHOCTUKOW U NUKBUAA-
uMen B 8-neTHem Bo3pacTe.

OnucaHue KJAMHUYeCKoro cny4aa. [lauymeHtTka N.
poaunacbk B 2010 r. ¢ oTcTaBaHWEM B Macce Tena, oTMeva-
JIMCb 06UNbHbIE CPbIFTMBAHMS, OKpaLlEHHbIE Xenyblo. B Teve-
HWE YW3HW BO3HWMKANU PBOTbl 3aCTOMHLIM COAEPHUMbIM
Ha ¢GOHe MNOMHOro 340POBbS, HEOAHOKPATHO Mpoxoauna
neyeHne B MHPEKLUMOHHOM OTAENEHUN, B raCTPOIHTEPOO-
rMK C TAKUMK AMarHo3amu, Kak gucbakTepmos, OTpaBieHus,

ractput. [locTosiHHas TOWHOTa M pBOTa Npu O06paLLEeHUAX
K Bpayy ocTaBanuncb 6e3 BHMMaHus. B audpdepeHumanbHon
[OMarHoCTMKE Ha NPOTSXKEHWM 8 neT NOAO3PEHNS Ha BPOXK-
OEHHbIN NOPOK KuweyHuKa (BIMK) HM pa3dy He BO3HKUKIO.

Mpn oyepegHoOM NpucTyne pBoTbl 6110 NPOBEAEHO NoJ-
Hoe o6cnegoBaHue, BbiNosHEHa 0630pHas peHTreHorpadus
M MaccaX KOHTPaCTHOro BellecTBa.

MpW pPEeHTreHOKOHTPACTHOM WCCNeAoBaHWM BbisiB/iEHA
3ameasieHHas 3BaKyalus 3 3Ha4YMTEbHO AMNaTMPOBaHHOM
AlK, a B npocBeTe — MHOPOAHOE METa/INYECKOoe TENO.

MauneHTKe 6blna BbiNONHEHA GMbpo3a3odaroracTpoay-
O[IEHOCKONMUS, yaaleHo MHOPOAHOE Teno (MOHeTa), BU3yau-
3MpoBaHa MeMbpaHa C LLleHTPUYHbIM oTBepcTueM Ao 2,0 mm.
OnepaTnBHOE BMeLIATENbCTBO MNpPOBEAEHO B 06beme
nanapoTomMuu, AyoAeHoTOMWW. TepefHsin CTEHKAa KULLKK
BCKpbITa MPOAO/bHLIM pa3pe3om, MembpaHa UMPKynsap-
HO MCCeYeHa, NMPOCBET KULIKKU YIUMT HEMPEPbLIBHbIM LUBOM.
lMocneonepaunoHHbIV Nepuoa npoTeKan 6e3 OCNOXKHEHUN.
BoccTtaHoBnEH BO3PACTHOM MULLEBON PEKMUM.

BbiBoAbl. [TpeacTaBfeHHbIN KIMHUYECKWUIA CllyYan UHTe-
pPeceH KakK C TOYKM 3PEHUS AMAarHOCTUKM PEAKOro BPOXKAEH-
HOrO MOPOKa PasBMUTUSA, TaK M CO CTOPOHbI MEAMLIMHCKON
[LEOHTO/OM UM,

CTovKas 6ecnpuynHHan pBoTa, oTcTaBaHue B pu3unye-
CKOM Pa3BWUTUM SABASIOTCH BaXHbIMW AMArHOCTUHECKUMU
npM3HakaMmun B MOUCKEe BPOXAEHHON KMULWEYHOW HENPOXOAM-
MOCTH, O KOTOPbIX JO/I}KEH MOMHUTL Bpay-neanarp.



KJIMHUYECKUU CJTYYAN BbIABJIEHUS HEUPO3HAOKPUHHOMN ONYX0NU

NPU ANMNEHA3KTOMUU Y PEBEHKA

Eropckasa A.T.

HayuHbi pyKoBoauTenb: Kapnosa MpuHa tOpbeBHa, A.M.H., Nnpodeccop Kapeapbl AETCKON XMPYpPrum
®rb0Y BO MprBOMKCKUI MCCeaoBaTENbCKU MEANLMHCKUI YHUBEpPCHUTET MrH3apaBa Poccuu,

HwxHWM Hosropoga, Pocecus

BBepeHue. HelpoaHaoKpuHHble onyxonun (H30) yepBe-
o6pasHoro otpocTka (HO) onpeaenstotes B 0,3-0,9% cnyya-
eB anneHA3KToOMUIN 1 coctaBnsitoT 4,7% ot Bcex HIO0 xeny-
[OYHO-KULWEYHOro TpaKTa. [JoonepaunoHHaa AuMarHocTuKa
H30 YO 3aTtpyaHeHa, T.K. 3a6ofieBaHne He UMEET NaTorHo-
MOHMWYHbIX CUMNTOMOB MpPW ManblX pa3Mepax 1 BbiaBASETCS
CNy4YarHO NpU MMCTONOrMYECKOM UCCIeA0BaHNW yaaNeHHOro
YO npu OKa3aHWW HEOT/IOKHOW XUPYPTrMHECKOW MOMOLLM
no noBsoAdy OCTporo anneHauvuuTa. EAMHCTBEHHBbIM 3addeK-
TUBHbIM MeToaoM fiedeHnsa HI0 YO asnseTcsa ee xupypruye-
CKOe yaaneHue.

Llenb uccnegoBaHus. [peactaBuUTb KIMHUYECKUI CAy-
Yyan paHHero BbISIBIEHUS M ycnewHoro nedyeHus H30 4O
y pebeHKa.

Martepuanbl U metoabl. Ha 6ase N'bY3 HO «[eTckas
ropoacKkaa KiauHu4yeckas 6onbHuua N°1» . HuKHero
Hosropoga npoonepupoBaHa gesodvka K., 13 neT, 49 Kr.
Mo cTaHAapTHbIM MeToAMKam MpoBejeHa OLEeHKa coma-
TUYECKOro cTaTyca, pes3ynbraToB KAMHWKO-nabopaTopHO-
ro, rMCTONOMMYECKOr0 U UMMYHOITMCTOXMMUYECKOIO Mccne-
[NOBaHUMN.

Pesynbtatbl. [leBo4Ka OT 2-1 6epeMEHHOCTH, 2-X CPOY-
HbIX POAOB. [ocTynuna B XMpypruyeckoe oTaeNeHume ¢ Kano-
6aMu Ha 6011 B XXMBOTE, CYXOCTb BO PTY, KaxAay AN UCKIIO-
YeHus ocTporo anneHauuuTa. Mpu OCMOTpe COoCTosiHUE
Taxenoe. Koxa, cnnuanctole 060M104KN cyxue, 6negHo-po30-

Bble, A3blK 00M10XeH 61efHblM HanetoM. YacTtota pAbixa-
HUS — 18/MuH, nynsc — 100/MuH. UBOT pe3ko 6ones-
HEHHbIX B NpaBoM NoAB3A0WHON 061acTh C HanpsxXeHuem
MblLLIL, NepeaHen GPIOLLIHOM CTEHKM, CUMMTOMbI pa3aparke-
HUS| GPIOLLIMHBI MONOXKUTENbHBIE. JlelKoLMTo3 — 20x109/n,
CABUI NeMKoUMTapHON GopMynbl BIeBO, CKOPOCTb OCeflaHnsd
aputpountoB — 5 MM/4. Mocne npegonepauLnoHHON Noa-
rOTOBKM MpoBejeHa nanapocKonuyecKkas anneH4aKToOMuUA
C caHauuMen 6plolWHOM NonocTu. MHTpaonepauMoHHO oTMe-
YeH MYTHbIN BbIMOT B 60/1bLLIOM KOIMYECTBE, NET/IU KULLEYHU-
Ka c Hanetom dunbpuHa, rMNEPEMUPOBAHDI, C BblpaXKeHHbIM
COCyancTbiM pucyHkoM, YO 8,0x1,5X1cM, 3aHMMan Ta3o-
BOE MOJIOXEeHKWe, Obl1 cnasH ¢ npaBbiMK MpuaatkaMmu mat-
KW. ANMNeHAWKC raHrpeHo3HO M3MeHeH, ¢ nepdopaTUBHLIM
oTBepcTMeM. BbinonHeHo yaaneHune nocnefHero. B nocne-
ornepaunoHHOM nepuofe nauueHTKa nonyyana MHOY3u-
OHHOE, aHTUMGaKTepuanbHoe, CUMNTOMaTUYECKOEe fleYeHne
(9 KoMKo-aHen). llpu TUCTONONMYECKOM WCCNefOBaHUK,
NOMWMO MOATBEPHKAEHNUS raHTPEeHO3HOW GOopPMbl anneHanLm-
Ta, 6bla BbiBNieHa BbicoKoandbdepeHumposaHHaa H30 HO.
BbiBOAbl. HEMPO3HAOKPUHHASA ONYyX0/b YepBeobpasHo-
ro OTPOCTKa y AeTeN He NPOABNAETCH KIIMHUYECKH, a ABNFET-
C4l C/ly4anHOM Haxo4KoM nNpu anneHaskToMun. Bepudukaumsa
H30 Bo3MOXKHa Npu rMCTONOrMYECKOM U UMMYHOTMCTOXUMMU-
YeCKOM wuccnefoBaHusx. Mpu Manbix pasmepax H30 HO
anneHA3KTOMUA MPUBOAUT K MOJTHOMY U3NEYEHHUIO.

HAMPABJIEHUE «<HEOHATOJ1OI US1».
HAYYHO-UCCNIEAOBATEJ/IbCKUE PABOThDI

K/IMHUYECKAA XAPAKTEPUCTUKA HOBOPOXAEHHbIX AETEN

C CUHAPOMOM AYHA

Umamosa A.O.

Hay4Hbi# pykoBoauTenb: l'yngsmoBa Mysiccap A6aycaTtTapoBHa, K.M.H.
TallKEeHTCKMIN NegmuaTpUHecKUin MeAULMHCKUIA MHCTUTYT, TallKeHT, Y36eKncTaH

BBeaeHue. 1o gaHHbIM NOCNEAHUX WCCNefOoBaHWM,
BPOXJEHHbIE MOPOKKU pa3BuTUA BcTpevatotcd y 4,0-6,0%
HOBOPOXAEHHbIX, @ UX YAE/bHbIA BEC B CTPYKTYpe MNajeH4ye-
CKOWM cMepTHOCTU cocTaBnseT 6onee 20,0%. CuHapom [ayHa
(CA) — coumanbHO 3Ha4MMoe 3aboneBaHune, He nogaatolee-
CSl IEYEHUIO UM NOCTHaTaNlbHOW KOPPEeKLUUK, NpeactaBnset
6onblyo Npobaemy Ans CeEMbM M 06LECTBA B LIENIOM.

Llenb. poBecT# KIMHUKO-aHAMHECTUYECKOE UCCIedO-
BaHMe Y HOBOPOXAEHHbIX IeTen ¢ cMHApoMoM [layHa.

Matepuanbl 1 meToAbl UccaegoBaHua. [log Hawnm
HabngeHMemM Haxoannncb 12 HOBOPOXAEHHbIX AeTen
C AnarHo3om «cuHapom [dayHa». Bbln npoBeaeH petpocnek-
TMBHbIM aHann3 no AaHHbiM 5-n KB r. TawkeHTa. Hamu
N3yYeHbl KNIMHUKO-aHaMHeCTUYEeCKME AaHHble U MPOBEAEHO
KNMHUYeCcKoe o6cneoBaHne HOBOPOXKAEHHbIX.

Pe3ynbTtaTtbl uccnepoBaHuA. [narHos cuHapoma
[JayHa ycTaHaB/AMBanNCA Ha OCHOBAHWM aHaMHe3a, Kiu-

HWYECKMX JaHHbIX U FTEHETUYECKOro uccnegoBaHus. Hamu
BbiiBNEeH y 5 peten (41,6%) HacneACTBEHHbIM BapuaHT,
ay 7 (58,4%) — HeHacneacTBeHHbIW. M3 aHaMHe3a maTe-
pen 6blM BbIABNEHbI GaKTOPbl PUCKA, KOTOPble MOr-
¥ NpMBOAMUTbL K 3a60neBaHWIo: BO3pacT MaTepu Bbllle
35 net otmevanca y 5 (41,6%) neten, Hanvyue Bpen-
HbIX MpuBbIYEK 6blN0 Yy MaTepen 3 (25%) peten, Hanu-
Yyne XpPOHMYECKUX 3aboneBaHun — y oaHoun (8,3%) mate-
pY, HanMyine HacNefCTBEHHbIX 3abofeBaHWI BbIIBAEHO
y matepen 3 (25%) pgeten. Onpenensny BHELWHWE MpU-
3HaKM 1 BPOXXAEHHble MOPOKK pa3BuTUs. U3 Huxy 6 (50%)
[eTen BCTpeyanncb BPOXK/AEHHbIE NMOPOKK cepaua, cpeau
KoTopbiX y 4 (33,3%) neten gedeKT MexKenygo4yKoBOn
neperopogku (AMXIM), y 2 (16,6%) neten — gedbeKT Mex-
npeacepagHon neperopoaku (AMMOM). Y 2 (16,6%) neten
OTMeYanncb CTEHO3 W aTpe3nss ABeHaaLaTUNepCcTHOM
KUWKKN, y 3 (25%) pgeten BbigBasnacb 6Gpaxuuedanus.

w
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KPATKUE COOBLUEHUSA

Cpeaun BHELWHUX MPM3HAKOB BCTpPeYanncb 3NUKaHTyC —
y 10 (83,3%) neten, runepnoaBUKHOCTb CycTaBoB — y 8
(66,6%) peten, MmbllleyHas runoToHMa — y 8 (66,6%) netewn,
NIOCKUIN 3aTblIOK — y 9 (75%) aeTen, KOPOTKME KOHeu-
HocTM — y 11 (91,6%) neten, 6Gpaxmme3odanaHrng —
y 11 (91,6%) neten. JaHHble poabl OblaM NepBbiMK y 3
(25%) maTepen, BTopbiMKM — Yy 4 (33,3%), TpETbUMU — ¥ 3
(25%), yeTBEpPTBIMM — ¥ 2 (16,6%), naTbimn — y 1 (8,3%),
wecTtbiMn — y 1 (8,3%). Cpean o6¢cnenoBaHHbIX HOBOPOXK-

IEeHHbIX B 22-28 Hep poaunuck 7 (58,3%), B 35—-36 Heg —
5 (41,6%). AcduKkcuio B poaax cpeaHen CcTeneHwu
TaxkectunepeHecnn5(41,6%)aeten, Taxenyto achuKCcUo —
2 (16,6%).

BbiBoAbl. Takum 06pas3oMm, NOMyYeHHble pe3ynbTaTbl
nokasanu, 41o C/l Yyalle BCero accoummpyeTtcs C BPOXAEH-
HbIMWM MOpPOKamMK cepaua, cpean KoTopbix Hanbonee 4acto
BcTpeyvaetca MMM u MM, a Takxe ¢ BPOXAEHHbIMU
aHOMaNUAMM KeNyao4HO-KMLLEYHOr O TpaKTa.

OCOBEHHOCTU KJIMHUYECKOIO TEYHEHUA Y HOBOPOXAEHHbIX,
POAMBLLUXCSA OT MATEPEW C TMNEPTEH3UBHbLIMU PACCTPOUCTBAMU

NytdynnaeBa C.A., UmamoBa A.O.

HayuHbii pykoBoguTenb: ['ynasmoBa Mysiccap A6aycaTTapoBHa, K.M.H.
TalKEeHTCKMIN NeauaTpU4ecKui MeANLMHCKUIA MHCTUTYT, TallKeHT, Y36eKUcTaH

BBepaeHue. [MnepTeH3MBHbIE pacCcTponcTBa npu 6epe-
MEHHOCTMU [0 HACTOSALEro BPEMEHU OCTaAlOTCS Ype3BblHal-
HO Ba*XHOM NPO6GIEMOW, NOCKOJIbKY CYLLECTBEHHO BAUSAIOT
Ha nokaszaTenn KaK MaTepUHCKOW, TaK W nepuHaTalbHOM
3a601eBaeMoCTM W CMepTHOCTU. Kaxablh 4YeTBepTbit
pebGeHOK Mpu 3TOM NaToNOrMM UMEET MOCNeacTBUS nepe-
HEeCeHHOW runoKkcuu. lepuHaTanbHas 3aboneBaemMoCTb
TaKXe He MMeeT YCTOMYMBOM TEeHAEHLMM K CHUKEHWUIO
n coctaBnsetr 463,0-780,0 Ha 1000. XpoHnyeckasa apTe-
puanbHas runepTteH3ns 6epeMeHHON KeHLWWHbI UK NOBbI-
lleHMe apTepuanbHOro AaBfieHns Npu NPesKknaMncum oKa-
3blBalOT BJ/IMSAHWE Ha COCTOSIHWE BHYTPUYTPOOGHOro nnaoga
M Ha nocnepylolllee Te4eHne neprMoaa paHHeW HeoHaTanb-
HOM aganTauuu. YuuTbiBas BO3pacTalollylo 4YacToTy 3TOwn
naTonornn, B COBPEMEHHON MEAULIMHCKOW NuTepaType BHU-
MaHWe uccriegoBaTtenen npuBaEKaloT He TOMbKO OCO6eH-
HOCTM Te4yeHnss 6epPeMEHHOCTU U POAOB Y XKEHLIMH C runep-
TEH3UBHbIMW PACCTPOMNCTBAMM, HO U KOMMJIEKCHAs OLEHKa
COCTOSIHWS 3[0POBbSi MX HOBOPOXAEHHbIX AeTer. Kpome
TOro, OHW ABNSIOTCA MPUYMHOM TAXKENown 3aboneBaeMoCTy,
WHBaNMAM3auMnM MaTepen n ux aeTen.

Llenb. N3y4yeHUe KIMHUMYECKOrO TEYEeHUS Y HOBOPOXK-
[IEHHbIX, POAMBLLMXCS OT MaTepen ¢ rmnepTeH3MBHbIMK pac-
CTpPOMCTBaMMU.

MaTtepuanbl U MeTOAbI UccnegoBaHus. [og Habnoae-
HMeM Haxoaunucb 42 pebeHKa OT maTepen C XPOHMYECKOM
aptepuanbHon runepteHsunen (Al). Y XeHWUH C XpOoHUYe-
cKow Al 60NbLUMHCTBO [eTen poaunocb B Cpok (73,8%),
CpeaHUN recTaLMoHHbIM BO3pacT HOBOPOXAEHHbIX COCTaBMI
37 + 3 Hea. HelOHOWeEHHbIMY poannuch Tonbko 11 (26,2%)
[IeTeN, U3 HUX Ha cpoke rectaumm 34-36 Hen — 7 OeTen,
meHee 34 Hep — 4 pebeHKa, B T4Y. MmeHee 28 Heg — 1.

CUHAPOM 3afepXKu BHyTpuyTpobHOoro passutus (C3BYP)
anarHoctupoBaH y 9 (21,4%). CocTosiHMe 60MblWKWHCTBA
[leTel Npu POXAEHWMU pacLEeHUBaANOCh KaK yAOBNETBOPU-
TenbHoe, acPUKCUS MNpPU POXK/AEHUM 3aperncTtpupoBaHa
y 23% nauneHToB (MPeMMYLLECTBEHHO 3TO Oblin rNy6GOKO-
HefoHoOLWeHHble geTH). OueHKa no wkane APGAR Ha nepBow
MUHYTe cocTaBuna 3 6anna u meHee y 3 ageten, 4—6 6an-
noB — y 7 peten (3 HEAOHOWEHHbIX U 4 AOHOLWEHHbIX).
PecnupaTtopHble HapylieHWs 6blnn XapaKTePHbl TONbKO
ana 6 nauMeHToB OT MaTepen ¢ xpoHuyeckon Al (14,3%),
B T.4. pecnupaTopHbIi AUCTPECC-CUHAPOM HOBOPOXKAEHHbIX
(POACH) + Bpo)aeHHasti MHEBMOHUA — Yy 4 aeTen, BPOX-
[leHHass MHeBMOHUS — Yy 2. VCKyCCTBEHHAsi BEHTUAALMSA
nerkmx (MBJ1) notpe6oBanacb 4 AeTsaMm, CpeaHss ee npo-
NOJMKUTENBHOCTb cocTaBuna 76,5 = 32 4. ocne poxae-
HUSA 8 HOBOPOXAEHHbIX (19,0%) 6binK rocnuTann3npoBaHbl
B OTAeNleHWe peaHMMal 1 U UHTEHCUBHOM Tepanuu, ocTalb-
Hble — B OT[€eNleHNe HOBOPOXKAEHHbIX aKyLIEPCKOW KIUHM-
Ku. B nocnegytowem 15 aeten 6binn nepeBefeHbl B otaene-
HWEe NaToNOrM1 HOBOPOX/IEHHbLIX U HEAOHOLIEHHbIX JeTeMn.
He notpe6oBanu nocneayowero HabnoaeHUs B YCI0BUAX
cTauuoHapa 1 6biv BbiNUCaHbl U3 POAWUILHOIO OMa AOMOM
ToNbKo 27 (64,3%) neten.

BbiBogbl. Hanb6onee yacto U3 naTonornMi nepuHartalsib-
HOro nepuoda y [AeTer OT MaTeper C TMNepTEH3UBHbLIMU
paccTpoOMCTBaMM PErnCTPUPYOTCAS acPUKCUSA, CUHIPOM
3a[EPKKM BHYTPUYTPOBHOrO pa3BWTUS, NMepuHaTalbHble
NnopaKeHus LeHTpaslbHOW HEPBHOW cUCTEMbI. Takum obpa-
30M, TMMEPTEeH3WBHbLIE PacCTPoWCcTBa MaTepu npu bepe-
MEHHOCTU — XPOHUYecKas apTepuanbHasa runepTeH3us —
He6naronpuUATHO BAMAIOT Ha COCTOSAHME 3[0POBbA WX
HOBOPOX/AEHHbIX AETEN.

OBECMNEYEHHOCTb AETEW FPYAHOIr0 BO3PACTA BUTAMMHOM C

ApoHoBa [1.A., NanyctaH B.T.

Hay4Hbi pyKoBoguTtenb: MayHeBa MpuHa BukTopoBHa, cTaplumni npenogaBartesib
®Ire0Y BO OpeHbyprckui rocyaapcTBEHHbIM MEAULMHCKKI YHMBepcuTeT MuH3apaBa Poccuu,

OpeHo6ypr, Poccus

BBepaeHue. [pygHOe MOJSIOKO ABNSETCH 0COOLIM OObEK-
TOM MCCNefoBaHus, T.K. MO3BONASET U3YYUTb INTIEMEHTHYIO
M BUTAaMUHHYIO 06ecrneyeHHOCTb pebeHKa Mpu ecTecTBEH-
HOM BCKapMJ/IMBaHWW.

AKTyanbHOCTb pPa6oTbl. HeoCnopuMMbIM ¥ CaMbIM
OCHOBHbIM GaKTOpoOM B GOPMUPOBAHUM 300POBbSA peOEH-
Ka ABNSeTCHa rpyaHoe MoJjoKo. K HacTosemy BpemMeHM

[OKa3aHo, YTO MNONOXKMUTENBHOE BAUSHUE FPYAHOIO MOJIOKa
He OorpaHuM4YMBaETCs /NUlb KPaATKOCPO4YHbIMKM 3ddeKTa-
MU, HanpuMmep, B YaCTh CHUKEHUSA PUCKa MHODEKLMOHHbIX
3aboneBaHun. lpygHoe BCKapmanBaHue obecneyumBaeTt
pe6eHKY M AOITOCPOYHYI0 3aWunTy, OpMUPYS TaKnUM obpa-
30M OCHOBY 6yaywero 340poBbs. BaXHbiM dakTopom
agngeTcad ¢popMuMpoBaHne UMMYHHOW CUCTEMbI HOBOPOXK-



OEHHOro. YHUKanbHOCTb FPygHOro mosioka obycrnosieHa
€ro XMMMUYeCKMM COCTaBOM M ONpeaensieTcs onTuManbHbiM
COOTHOLWEHNEM B HEM GENKOB, NTMNUAO0B, YINEBOAOB, a Tak-
K€ MUHEepanbHbIX conen. pyaHoe BCKapMaMBaHue — 3To
BaXHbl daKTop B NpodunakTUKe MHPEKLUMOHHbBIX nopa-
eHun pebeHKa. HYeped MaTepPUHCKOE MOSIOKO HOBOPOXK-
[eHHOMY pebeHKy nepeaaeTcs He06Xxo4MMoe KONM4ecTBOo
MaTEePUHCKOM MUKPOPIOPbl, UMMYHOINOBYNHbI, @ TaKXe
MaKpO- U MUKPOHYTPUEHTLI. TakuM 06pa3om, dopmMupyeT-
csl ageKkBaTHas MMKpob6uoTa pebeHKa U UMMYHHasa 3aliu-
Ta. Tak)Xe pebeHOoK nosly4aeT He06X0ANUMbIM BUTAMUHHbIN
KomniaekKc, B T.4. U BuTamuH C. ButamunH C He cuHTe3npy-
eTca B OpraHM3Me 4yefiloBeKa, HO OH HEOBXO0AMM ANs HOp-
MafibHO GU3UYECKOr0 Pa3BUTUSA, CTAHOBJIEHNS UMMYHHOM
CUCTEMbI, @ TaK)Ke ABASeTCS OAHUM M3 OCHOBHbIX aHTH-
OKCUAaHTOB.

Llenb. OueHka o6ecneyeHHOCTM BUTaMMHOM C MnajeH-
LieB, Haxo4sLWmMXCa Ha rPyAHOM BCKapMIMBaHWMN.

MaTtepuanbl U metoabl. [pynny o6cnefoBaHus cocTa-
Buan 30 eHuWwuH B Bo3pacTe oT 21 go 32 net. B xope
aHKeTUpPoBaHMs 6bI10 YCTAHOBAEHO, YTO 60% MKEHLWMH Npu-

HUManM KOMM/EKCHblE BWTaMWHHbIE MpenapaTbl pasHblX
dapmaLeBTUHECKMX MapoK. [ns onpeaenexHuns obecne-
YEHHOCTW OpraHu3Ma pebeHKa acKOPOWMHOBOW KWCIOTOM
NPOBEAEHO MCCNefoBaHUEe TFPYAHOro MOJIOKa KOPMSALMX
eHWMH. OnpegeneHne npoBoOAWAU TUTPUMETPUYECKUM
MeTo4oM No TuabMaHcy.

Pe3ynbtaTthl. [1py UCCNefoBaHWM COLEPKAHNA BUTAMU-
Ha C B rpyaHOM MOJIOKe 6bIN0 BbIABAEHO, 4TO Y 72% KOpMS-
LWMX KEHWMH JaHHbIA NMoKa3aTeNnb HaxoAuTCa B npeaenax
HOpPMbl U cocTaBnsieT B cpegHem 4,2 mr/100 mn (Hopma
3-6 Mr/100 mn), B 20% cny4yaeB KOHUEHTpaLmMa ackopbu-
HOBOW KMCNOTbl HUXe HOopMbl (B cpeaHeM 1,8 mr/100 mn)
ny 8% — Bbllle HOPMblI.

BbiBogbl. [ofyyYeHHble AaHHble MOTyT CBUMAETENbCTBO-
BaTb O TOM, YTO FPyAHOE MOSOKO GOJbLIMHCTBA KOPMSALLMX
KEHLMH COAEPXMT AOoCTaTO4YHOE KOMYECTBO BWUTaMMHa
C 1 nonHocTbo o6ecneymBaeT NOTPeOHOCTM pebeHKa B HEM.
MOHO NPeanonoKUTb, YTO CHUKEHUE aCKOPOUHOBOMN KHUC-
N0Tbl CBSA3aHO ¢ Hec6anaHCMPOBAHHLIM MUTAHUEM U OTCYT-
CTBMEM BUTAMMWHHbIX MpenapatoB B pPauLMOHEe KopMsLewn
KEHLWMHbI.

OCOBEHHOCTU HAPYLLEHUSA! PEYEBOIO NOBEAEHUS Y JETEMN,

POAUBLLUXCA B YC/1IOBUAX TMIMTOKCUU

Keuuna A.M., MycaeBa P.3.

HayuHbi pyKoBoaguTenb: boromasoBa NUpnHa MunxannoBHa, K.M.H., OLEHT
®rAQY BO MepBbit MOCKOBCKUI rocyaapcTBEHHbIA MeAULMHCKUIA YHUBepcuTeT um. U.M. CeveHoBa
MuHsapaBa Poccumn (CeyeHoBCKMM YHUBepcUTET), MocKBa, Poccus

BBeaeHue. Ha ceroHsWHWM eHb CYLLECTBYET HEYKJ/IO0H-
Has TEHAEHUMS K POCTY AETCKOM MHBanuausauuun ¢ npeob-
nagaHvem 3ab6oneBaHUM LEHTPanbHOW HEPBHOW CUCTEMBbI.
[JaHHOoe HabnogeHwe Hanpsamylo KoppenupyeTr ¢ GaKToM
HaNM4Yns BHYTPUYTPOBHOW MMMOKCHUW B @aHTE- U MHTPaHaTalb-
HOM nepuoaax, 4To cOo34aeT NPEeANnOChUIKU AN U3YHEeHMs
B/IUSTHUS OC/TIOKHEHU 6GEPEMEHHOCTU M POAOB Ha 3aKOHO-
MEPHOCTK NOCTHATaNbHOIro Pa3BUTUSA AeTel B PaMKax CHU-
YEHUS 0eTCKON 3a60/1EBAEMOCTU U CMEPTHOCTH.

Llenb. M3y4nTb OCOBGEHHOCTU Pa3BUTUSA peyn y LeTen,
POAMUBLUMXCSH B COCTOSIHWUU TUMOKCUWM Pa3/IMYHOM CTENeHu
TAXECTH, B 3aBUCMMOCTU OT CPOKOB po/iopa3peLleHuns.

Martepuanbl Uy MeToabl. Ha OCHOBaHWM aHKETUPOBaHMS
poauTenen NpoBeAeHa OLeHKa YPOBHS 3[0pPOBbS M OCO-
6eHHOCTEN pa3BuTUSA 64 aeTen, HaxoaMBLUMXCA B oTaene-
HWUU peaHMMaLMn U UHTEHCUBHOW Tepanun HOBOPOXK/AEHHbIX
poaunbHoro goma NBY3 «'KB um. C.C. 0amnHa A3M» ¢ nioHs
no asryct 2016 .

Pe3ynbtarthl. [py aHann3e NofyyYeHHbIX JaHHbIX OTMe-
YeHo, 4TO 76,69% feTen, POAUBLLUXCS B YCIOBUSX TUMOKCHH,
COCTOSIT Ha yyeTe y HeBpoJora, B T4. 68,13% — no noso-

OLIEHKA COCTOSIHUA 340POBbS AETEM,

4y 3ajeprKKW peyeBoro passuTus. Npu 3TOM BbISBASETCH
onpeaeneHHas 3aBUCMMOCTb 4aCTOThbl HAPYLWEHUS Pe4eBoro
noBefeHUs B 3aBUCUMMOCTM OT CPOKOB pPOAOpPa3peLLeHUs.
B nopgasnsiouwem 60bWMHCTBE HabGNOAEHUN 3afeprKKa
peyvyeBoro pas3BUTUSA AMarHoCTMpOBaHa y AeTen, POAUBLUNXCA
B cpokax 31-34 Hep (85,71%); Ha BTOpOM MecTe Nno pas-
BUTWUIO [JAHHOMO OC/IOKHEHWUS HaxoAsTCcs AeTW, POAMBLUM-
ecsl B cpokax 34-37 Hep (77,78%); Ha TpeTbeM — A€TH,
poaunBliMecs B cpoKax 28-31 Hep (75%). Hanbonee HKU3-
KWW NoKasaTtesb HapyleHus pevyeBoro noseaeHus (47,06%)
3aperncTpupoBaH y CBOEBPEMEHHO POAMBLUMXCH AeTen
(37-41 Hep).

BbiBoAbl. TaknMM 06pas3om, BUAHO, YTO HanboJsiee 4acTo
pa3BUTUE HEBPONOrMYECKMX OCNOXMKHEHWW, B T.4. Hapy-
LWeHne peyeBOro NOBeAEeHUs, AMarHoCTUpyeTcsa Yy AeTew,
NOSIBUBLUMXCA Ha CBET B pe3ynbrate NpexAeBpeMeHHbIX
poaoB (31-34 Hep), 4YTO co3jaeT He0b6XoAMMOCTb CBoOe-
BPEMEHHOW AWarHOCTUKM M NPOBEAEHUS KOMMIEKCHOM
KOPPEKLHUN OCNIOXKHEHUN OGepeMeHHOCTU, MNPUBOAALLMUX
K pasBUTUIO TMNOKCWMWM noja, Tpebylouen AOCPOYHOrO
poaopaspeLleHns.

POXAEHHbIX OT MHOronn104HOW EEPEMEHHOCTH

KoBaneHkKo H.C.

Hay4Hbi pykoBoauTenb: bypnyukas Anna BnagumupoBHa, 4.M.H., JOLEHT
®Ire0Y BO KybaHCKMi rocyaapCTBEHHbIN MeAMLIMHCKUI yHUBEepcuTeT MuH3apaBa Poccun,

KpacHogap, Poccusa

BBepeHue. 3a nocnegHue rofbl MOBCEMECTHO OTMe-
YyaeTcqa BO3pacTaHuWe 4acToTbl MHOrOMJOLHOW 6epeMeH-
HOCTH, 4YTO CBA3aHO C BHeApPEeHNEM COBPEMEHHbIX METOA0B
fieyeHnsa 6ecnnogms, B 4acTHOCTU CTUMYNSLMK OBYNSLMK
W 3KCTpaKoprnopasbHOro oniogoTeopeHusa. MHoronsnogHas

6epemMeHHOCTb U poAbl NMPEeACTaBAAIOT MOBbIWEHHbIA PUCK
KaK ans maTepw, Tak 1 Ans nnoaa.

Llenb. M3yinTb 0COGEHHOCTU TEYEHUSA PAHHEro HeoHa-
TaNlbHOrO nepuoaa v 3a60/1eBaeMOCTH y AETEN, POXKAEHHbIX
OT MHOronnogHon 6epemMeHHOCTH.
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KPATKUE COOBLUEHUSA

MaTtepuanbl M mMeToabl. [lpoBegeH peTpocnek-
TUBHbIN aHanuM3 MeauUMHCKOM [OoKymeHTauun 40 petew
Ha 6a3e [lepuHaTanbHOro LeHTpa . KpacHogapa, poxaeH-
HbIX OT MHOIOM/I0HON GEPEMEHHOCTH.

Pe3synbtatbl. 13 20 XeHWWH nepBopoaswmMe cocTa-
Buan 11 (55%), noBTtopHopoaswme — 9 (45%). B aHam-
He3e umenn 6ecnnoane 7 (35%) KeHwwuH, abopTbl —
4 (20%), camonpou3BOfibHble BbiKMAbIWKM — 2 (10%)
XeHWwMuH. [NokasaTtenem HebnaronpuaTHOroO Te4eHusa bepe-
MEHHOCTM CTana yrposa npepbiBaHUS GEpPEMEHHOCTH,
KoTopas Habnwoganacb y 17 (85%) 6epeMeHHbIX, U3 HUX
B nepsoun nonosuHe y 4 (20%), BoO BTOPOW MNoNoOBUHE —
y 6 (30%), B TeyeHne Bcen 6epeMeHHOCTM — ¥y 7 (35%).
OKCcTpareHuTanbHas nartonorus BbisisneHa y 11 6epemMen-
HbIX (55%). Halle Bcero BCTpeyatoTcd aHeMuUs 6epeMeHHbIX
(65%), Beretococyauctasg auMcToHusa (15%), 3abonesaHus
noyek (12%), Bapnko3Has 60ne3Hb (8%). Poabl npoBeaeHbl
yepes3 ecTecTBeHHble pogoBble NyTn y 6 (30%) MEeHLHH.
OnepatuBHOMY pogopaspelueHnio noaseprnncb 14 (70%)
XeHWwmH. M3 40 peten 21 (52,5%) ABNSAUCh NMLAMU MYXK-
cKoro nona m 19 (47,5%) — »eHcKoro, BO3pacT COCTaBNsAn
oT 6 Mec oo 3 net, macca Tena npu poxaeHnn — 800—
2820 1, cpoK rectaumm — 26-36 Hepn. CpegHsis mac-
ca Tena geten npu poxaeHwmun coctaeuna 805,5 r; annHa
Tena — 42,5 cM; OKPYXXHOCTb rpyan — 26,7 CM; OKPYX-
HOCTb rosioBbl — 28,9 cM. MOHOXOpHWasbHbIW TUMN NNaLEH-
TauuMm MMen MecTo npu 6 6epemeHHocTax (15%), anxopu-
anbHbin — B 34 (85%) cnyyasx. OueHKa coCcToHMA aeten
no wkane APGAR cocTtaBuna 6-7 6annoB (cpegHee 3Haye-
Hue). PecnupaTopHasa noaaepyka NnpoBoauaach ¢ UCMOJib-
30BaHMEM COBPEMEHHbIX METO0B, NMPUMEHSEMbIX B HEO-
HaTonormn. U3 40 HOBOPOXAEHHbIX Ha WMCKYCCTBEHHOW
BEHTUNALNMKN NEerKnx Haxoaunocb 15 (37,5%), Ha Ha3anbHOM
CPAP — 7 (17,5%). Ha BTOpo# aTan BbixaXMBaHUs nepese-

neHo 27 (67,5%) HoBOpOXAeHHbIX. Ha ocHoBaHun o6cne-
[OBaHUS BCeM JeTsM Oblin BbICTaBAEHbl KAUHUYECKME
avarHosbl. Hanbonee 4acto BCTpevaloTcs: BPOXKAEHHasd
nHeBmoHns — 40 (100%), dyHKUMOHMPYIOLLEe OBafbHOE
OKHO — 37 (92,5%), uepebpanbHasa nwemus — 36 (90%),
HeoHaTanbHas xentyxa — 23 (57,5%), aHemua — 22 (55%).
Y 611M3HELLOB PaHHWI HeOHaTabHbIK NEPUOL UMeeT OCNOXK-
HEHHOE TeyeHue: 3aJeprKKa BHYTPUYTPOGHOro pasBuUTMA
nnoga — B 18 (45%) cnyyasx, pecnupaTopHbIi AMcTpecc-
cuHapom — B 13 (32,5%). Mpun BbINUCKE M3 cTalMOHapa
BCE AeTUM umenun 3abosneBaHus, Tpebylowmne LAUTENbHON
peabunutauuun: GyHKUMOHUpPYOLWEe OBalbHOE OKHO —
36 (90%), uepebpanbHyto nwemnto — 30 (75%), aHemuo —
20 (50%), Tumomeranuio — 20 geten (50%).

BbiBoabl. Hanbonee 6naronpusatHO OGepPEMEHHOCTb
M poAbl NPOTEKAIOT Y XEHLWMH C CaMOMNPOU3BOSIbHO HacTy-
nuBwen 6epeMeHHOCTbIO C AMXOPUanbHbIM TUNOM MAaueH-
Taumn. bepemeHHOCTb e nocne 3KCTpaKopnopanbHOro
On040TBOPEHUS, MHAYKLUMM OBYASLMKM U C MOHOXOPMWasb-
HbIM TUMOM MAaLeHTaunn uMetoT 6osee BbICOKMIM YPOBEHb
aKyllepcKow natofiornn. XapakTtep pas3BuTUs naoga 3aBu-
CWUT OT TOrO, CaMOCTOSTENBHO /I HacTynuna 6epeMeHHOCTb
Unu B pesynbrate BCnoMoratefibHblX PenpoayKTUBHbIX TEX-
HOMOrMM, M OT TMNa NnaueHTauuun. Y XKeHLWMH ¢ cCaMoCTos-
TEeNbHO HacTynuBLlen 6epeMEHHOCTbIO U C ANXOPUANbHbIM
TUNOM MNaLeHTauUnn 3aepiKKa BHYTPUYTPOBHOIO pas3BuTms
W pecnupaTopHbIN JUCTPECC-CUHAPOM NI0A0B BCTpeYatoTes
pexxe. TakMM 06pPa30M, KEHWMHbl C MHOFOMIOANEM HYXK-
JaloTcsd B MPUMEHEHUU NPEBEHTUBHbLIX MEP MO CHUMKEHMIO
OC/IOKHEHUIN recTauuu € rocnutanu3aunen B yypexje-
HWS POAOBCMOMOXEHMUS TpeTbero ypoBHa (MepuHaTanbHbIN
LEHTp), rae UM ByaeT OKa3aHa BbICOKOKBaNMdUUMpoBaHHas
aKyllepcKas noMoLb ¢ MPUMEHEHUEM COBPEMEHHbIX NEPU-
HaTalbHbIX TEXHONOTMUM.

COCTOSIHUE 3[10POBbA AETEX, PO AEHHbIX }XEHLUHAMMU

C OHKOJIOTMYECKMUMMU 3ABOJIEBAHUAMMU

Nucapesa E.B.

Hay4Hble pykoBogutenu: MakveBa Mans UnbuHKYHa; 3y6KkoB BukTop BacuabeBud 4.M.H. npodeccop
dIrbY HaumoHanbHbIM MEANLIMHCKUI UCCNefoBaTe/IbCKMI LIEHTP aKyLllepcTBa, TMHEKONOrMn
W nepuHaTonorun um. akad. B.1. Kynakosa MuH3gpaBa Poccuu, MockBa, Poccus

BBepeHue. 10 AaHHbIM OT4YeTa O COCTOSIHWMM OHKO-
IOrM4yecKkom nomouwu HaceneHutio 3a 2018 ., y MKEeHLMH
B Poccuickon ®enepalmm Bnepsblie BbiSBAeHO 338,7 Thicay
c/y4yaeB 3/10Ka4yecTBEeHHbIX HOBOOGpa3oBaHUM, 4To Ha 1,7%
6onblie, 4eM 3a 2017 r. Cpeamn HUX KeHLWMHbl GepTUIbHOIo
BO3pacTa cocTaBunn 27,1%. BmecTe ¢ TeM B Hallewn cTpaHe
B HacTosllee BpeMs HET 0ObEKTUBHbLIX AAHHbIX O pacnpo-
CTPAHEHHOCTU OHKONIOrMYEeCKUX 3aboneBaHuin y 6epeMeH-
HbIX *XeHUWWH. CornacHo 3apy6exHon nuTepaTtype, YactoTa
BCTpeyaemocTn coctaBnsieT 1 Ha 1000 cnyyaeB 6epemeH-
HocTu. MNpeanonaraeTcs, YTO AaHHbIV YPOBEHb ByAeT pacTu
NPonopLMOHaNbHO yBENMYEHUIO BO3pacTa NepBOpPOASLLINX
EHLLMH.

Lenb. OUueHUTb COCTOSIHME 3[10POBbS HOBOPOXAEHHbIX
[eTeN, POXKAEHHbIX Y MaTepen, cTpajalolmMx OHKOMOornye-
CKMMM 3a6oneBaHUsAMM, B 3aBUCMMOCTU OT BMAa 3aboneBa-
HUS M CXeMbl Tepannun BOo BpeMs 6epeMeHHOCTH.

MaTtepuanbl U meToabl. B nNpocnekTMBHOE KOropt-
Hoe uccnegoBaHne 6binn BKIOYEHbI 161 HOBOPOXKAEHHbIM
pebGeHOK Yy MaTepen ¢ OHKONOrMYeCKNMMU 3ab60eBaHNIMM.
Bce netn poxaeHbl B ®IrbY «HMWUL, Alull nm. akageMuka
B.N. KynakoBa» B nepuoa ¢ 2010 no 2019 .

Pe3ynbraTthbl. [1py aHanuse gaHHbIX 6610 YCTAHOB/EHO,
YTO TOKCMKO3 Yallle BCTPeYancs y KEeHWMUH ¢ PaKOM MOSI0Y-
HOWM enesbl, He nofy4YaBluMx nonuxmmuoTtepanuio (MXT),
aHeMUsl e KaK OCNOXHeHWe TeyeHus 6epeMeHHOCTU —
HanpoTtu., y nony4asLumx MXT. HacToTa ocTanbHbIX OCNOXHE-
HWW B rpynnax 6bina conoctaBuma. PogopaspelleHme nytem
onepauun KecapeBa CeyvyeHus Yale oTMevanocb B rpynne
MaTepen ¢ pakoM MOJIOYHOWM Kenesbl, He nony4vaslumx MNXT
BO BpeMsi 6epeMeHHOCTH. [pu poxkaeHUN He Oblo BbiSBe-
HO AOCTOBEPHbIX Pa3iM4yMin MO aHTPONOMETPUYECKUM MOKa-
3aTensiM M oueHke no wkane APGAR y HOBOPOXAEHHbIX
geten. OgHako obpallaloT Ha cebs BHUMaHWE HECKOSbKO
60nee BbICOKME MacCO-pOCTOBblE MOKa3aTenu B rpynnax
neten y Mmatepen ¢ remobnactosdamu, He nonyyaswux [MXT,
a TaKXe HabnogatoTcs 6onee BbicokMe 6annbl no APGAR.
Mpu 3ToM Yalle AeTv 6bin JOHOWEHHbIMU. TAKECTb COCTO-
AHUA pebeHKa B 60MbLUMHCTBE CyYaeB 3aBucena OT CPoKa
6epeMEeHHOCTH, Ha KOTOPOM NPOU3OLLM POAbI, B CBA3U C 4EM
YyactoTa y4OBNETBOPUTENBHOIO COCTOSHUA pebeHKa nocne
POXKAEHUS JOCTOBEPHO BbIWE B Tex rpynnax, rae 66nbwas
YyacTb [eTen poaunacb LOHOWEHHbIMU. B rpynne eHwwuH
C paKOM MOJIOYHOWM Xenesbl, KoTopbiM npoBoaunack [XT,



YyacTtoTa POXAEHUS MaNOBECHbIX K CPOKY rectauuun aetemn
Oblla AOCTOBEPHO Bblwe. [JOCTOBEPHO 3HAYUMbIX pPas3nu-
Y MO YacToTe BPOXAEHHOW aHeMUW Mexay rpynnamu
He oTMe4yeHo. HeWTponeHus n TpoMOOLMTONEHUS BCTpeYya-
JINCb TONBbKO Y AETEW OT MaTeEPEN C pakoM MOJIOYHOW XKenesbl,
nonyyaswwux MNMXT Bo BpemMs 6epeMeHHOCTU. B nynoBUHHOM
KPOBM HOBOPOXAEHHbIX BO BPEMS 6E€PEMEHHOCTU BbiiBNE-
HO CHW)KEHWE OTHOCUTENBHOrO codepKaHua B-numdountos
NPW OTCYTCTBUMU 3HAYUMbIX PA3/IM4MUI C KOHTPONLHOMN rpynnom
no cyénonynsyMoHHOMYy coctaBy T-TMMOUMTOB. N3 BPOXK-
[E€HHble MOPOKOB CepAaLa y AeTen oTMeYancs ToNbKo aedeKT
MEXKEeNya04KOBOM MEPEropoaKkun, U3 APYrux BPOXKAEHHbIX
NMOPOKOB Pa3BUTUA — rMNOCNaus.

BbiBoAbl. [leT y EHUMH C OHKONOrMYecKnmu 3abo-
NleBaHUSMMU M NPOBEAEHHOM Tepanunen Bo BpeMsa 6epeMeH-
HOCTM OTIMYaNUCh 601e€ HU3KMMMU MacCOo-POCTOBbLIMU NOKa-

3aTeNAMM 1 NOBbILLEHHOM YaCTOTOM OCIOKHEHWH B PaHHEM
HeoHaTasbHOM Mepuoje, KoTopble, 04eBUAHO, Gbln CBA3a-
Hbl C HE[JOHOLLIEHHOCTbLIO 1 HE3PENIOCThI0 OPTraHOB U CUCTEM,
a He ABNANUCbL CNEACTBMEM MPOBOAMMON Tepanuu mate-
pu. MoKasaHueM K npexaeBpeMeHHOMY poopaspelleHmio
B GO/bLIMHCTBE CNy4YaeB ABASfacb HEOGXOAMMOCTb MPO-
BefleHns 60/1ee arpeccruBHOM Tepanuu y matepu, a He noka-
3aHMs CO CTOPOHbI nioga. B rpynne aeten, POMAEHHbIX
y MaTtepei, MnofyyaBlUMX XMMMUOTEpanuio, He OTMEevasnochb
[OCTOBEPHOro yBENMYEHUA YacCTOTbl BPOM/AEHHbLIX MOPO-
KOB pPasBWUTMA. MeXAUCUMNIMHAPHbIA MOAXOA K JIeYeHMUIo,
a TaKe TuaTebHbIM NoA60p NpenapaTos U Ux JO3UPOBOK
MMeloT pellalollee 3HaYeHWe ANS YCrnewHoro nposioHrMpo-
BaHWsA 6€pPEeMEHHOCTH [10 AOHOLLIEHHbIX CPOKOB U TEM CaMbIM
YAyYLIEHUSA NepPUHATabHbIX UCXOA0B Y MEHLLUMH C OHKOMOMM-
YECKMMM 3a60/1eBaAHNAMMU.

STREPTOCOCCUS AGALACTIAE Y HOBOPOXAEHHbIX:

HOCUTEJIbCTBO U AKTUBHAA UHDEKLIUA

OembaHoBa A.A.

HayuHbI# pyKoBoaUTENb: X0N04HOBa HaTtanba ButanbeBHa, Bpay-HeoOHaTo0r
®rAQY BO MNepBbit MOCKOBCKKIM rocyaapcTBEHHbIM MeAUUMHCKKI yHuBepcuTeT um. U.M. CeveHoBa
MwuH3apaBa Poccun (CeveHoBCKMIM YHnBepcuTeT), MockBa, Poccusa

BBepaeHue. Streptococcus agalactiae (S. agalactiae) —
€AMHCTBEHHbIV MpeacTaBuTENb CTPENTOKOKKOB rpynnbl B,
ABNSETCA YacTOM MPUYMHON 3ab0oNeBaeMoCTU U CMepT-
HOCTM HOBOPOXAEHHbIX AeTelt OT MEHWHIUTa U cencuca.
OCHOBHbIM UCTOYHUKOM MHOEKLMUKN SBNSETCA MaTb, @ MHPU-
LMpOBaHWE MOXKET NPOU3ONTU U BHYTPUYTPOGHO, 1 B pofax.
S. agalactiae BbiaBnsetcsa y 15-45% »eHLWWH B cocTaBe
MUKpOOopbl Bnaranvwa, Yyaule npotekaetr B ¢opme 6ec-
CMMMNTOMHOIO HOocUTeNbCTBa. PasBnTME aKTUBHOIO MHOEK-
LLMOHHOrO MpoLiecca y HOBOPOXKAEHHbIX 06YCNOBAEHO MHO-
ecTtBoM daKTopoB. [0 AaHHbIM AMTepaTypbl M3BECTHO,
4yTo 60MblUe MONOBMHbI BCEX HEOHATaNbHbIX MEHWHIUTOB
Bbi3BaHbl S. agalactiae. pn 3TOM KIMHMYECKOe MposiBe-
HUE aKTUBHOM HEMPOMHODEKLMN Y HOBOPOXKAEHHOMO B psaje
CNy4yaeB cHavana npoTeKkaeT ¢ npeobnajaHUeM Hecneuu-
dUYECKMX CUMNTOMOB Haf cneumdUYecKUMU, 4To 3aTpyaHs-
€T ANarHOCTUKY U MPUBOAMUT K OTCPOYEHHOMY SIEHEHMIO.

Llenb. M3y4ynTb KNMHUKO-nabopaTopHble OCOBEHHOCTHU
TeyeHus MHbEKUMU, Bbl3BaHHOM S. agalactiae, oueHUTb
daKTopbl pUCKa ee pa3BUTUSA M COMNOCTaBUTb C AaHHbIMMU
nuTepaTypbl.

Matepuanbl M meTtoabl. bbinnM npoaHanuMsnpoBa-
Hbl 47 wcTopui 60NEe3HM NaLUMEeHTOB, HaxoAMBLUUXCS
B OTAENEHUSX naTtonornm HoBopoxaeHHbIXx 1 OPUTH AMKE N29
um. ILH. CnepaHckoro 3a 2017-2019 rr., y KOTOpbIX 6bl1 BbISB-
neH S. agalactiae meTopamu GaKTEPUONOrM4ECKOro nocesa
n MUP m“3 pas3nnyHbIX NIOKYCOB (KPOBb, JIMKBOP, CIAU3UCTbIE
HOoca M 3eBa, NynoK, Mmoya, Kan). N3 47 yenosek (27 manb-
4ynkoB, 20 peBoyeK) 39 (83%) — HocuTenu un 8 (17%) aeten
C aKTUMBHOM WHeKuuen (MeHUHrut, cencuc). JebioT 3abo-
NeBaHMs B OCHOBHOM npuxogunnaca Ha BospacT 20 * 4 aHA
(5 (62,5%) neten), octanbHble AeTh 6binK B Bo3pacTe 2—3 AHeN
(2 (25%) peten) n 1,5 mec xn3Huu (1 (12,5%) pebeHoK).

Pe3ynbtaTbl. B HaweMm nccnefoBaHUK BbIIBNEHbI Cle-
ayouwmne dakTopbl peannsaunn aKkTMBHOW MHbEKUMU: Bec-
CUMNTOMHasa GaKTepuypua y mMatepu BO Bpems 6epemeH-
HocTM — B 17% cny4aeB, Npu 3TOM TecT Ha S. agalactiae
6bl/1 caenaH ToNbKo Y 4% XeHWMWH; AUTEeNbHbIN 6€3BOAHbIN
NPOMEXYTOK (> 12 4) — y 21% KEHWMWH, a HeJOHOLIEH-
HOCTb (< 37 Hep) — 23%, 4TO COOTBETCTBYET NTEPATYPHbLIM
AaHHbIM. PaKTopbl pUCKa, KOTOpble He MOoATBEPAWMIUCH:
Bo3pacT Matepu Mnagawe 20 neT, MHOronnoaHas 6epemeH-
HOCTb, Iuxopaaka B poaax (> 37,5 °C), 3aaepKKa BHYTpU-
YyTPOGHOro pa3BuTud. Jetu ¢ AMarHo30M «MEHUHIUT» B 75%
clly4aeB poAnIUCh ECTECTBEHHBIM NYTEM, KIMHUYECKM Gbl10
BbIIBEHO npeobnagaHve Hecrneunduyeckux npu3HaKos,
a NabopaTopHO Y HUX perucTpupoBanacb aHemus — y 50%,
Tpomb6ouuToneHna — y 37% n 'y 50% otmedanacb cHavana
NenKoneHus, KotTopas B AMHAMUKE CMEHWNACh Ha runepnem-
KoLMTO3, a TakKe CO3 noBbiwanack ¢ 4—6-ro AHA 60/1€3HU.
Mbl, KpOMe TOro, OUEHWIN aHTUOUOTUKOPE3UCTEHTHOCTb
S. agalactiae: OH yCTOMYUB K 3pUTPOMULMHY — B 19%, KNIUH-
naMmuumHy — B 9%, xnopamdeHnkony — B 6%, npu aTom
o6nagaeT YyBCTBWUTENIbHOCTbIO K aHTUOMOTUKAM «NepBow
NUHUW» (@MOULWANKH, NeHuuunnnH — B 100%), a Takxe
K uedoTtakecnumy B 100% cnyyaes.

BbiBoabl. TakuM 06pas3oMm, Beaywmmu daktopamu
peannsaumu akKTUBHOM WMHPEKUUU (MEHWUHTUT, CEncuc),
Bbl3BaHHOW S. agalactiae, aABnsTCHd G6eccuMnTOMHas
6aKTepuypua B nepuoa 6GepeMeHHOCTU, ANUTENbHbIV
6€e3BOAHbIN MPOMEXKYTOK, HEAOHOWEHHOCTb. AN Kau-
HWKO-N1abopPaTOPHON KapTUHbI XapaKTepPHO OTCyTCTBUE
MEHWHreanbHOM CUMNTOMaTUKK B HaYyane pasBuTus 3a6o-
fNleBaHuUs, a TaKXKe Hanuyme aHeMun, TPOMBOLMTONEHUH,
NIEMKOMNEHUN CO CMEHOM Ha rMNepnenKkouTos, ANnTenbHoe
nosbiweHne COJ.
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KPATKUE COOBLUEHUSA

HAIMPABJIEHUE <HEOHATOJIOT US».
K/IMHUYECKUE CJZTYHAU

OCOBEHHOCTU TEYEHUSA <HOBOW» ®OPMbl EPOHXOJIEFOYHOU AUCTNIASUU
Y F’MYBOKOHEAOHOLWEHHOIO PEBEHKA C NOJINOPFAHHOU MNMATOJIOTMEN

benosa E.!.

HayuHbii pykoBoguTenb: AMWMHOBa Anbdus MplagoBHa, 4.M.H., npodeccop
®rAQY BO MepBbit MOCKOBCKUI rocyaapcTBEHHbIM MeaAULMHCKUIA yHBepcuTeT um. M.M. CeveHoBa
MwuHsgpaBa Poccum (CeyeHoBCKMM YHUBepcHTET), MockBa, Poccus

AKTyanbHocTb. bpoHxoneroyHas pgucnnasua (BJ14)
ABNAETCH TAXEeNbIM 3a60/1eBaHUEM JIETKUX, KOTOPOe Anar-
HocTupyeTcay 10 000-15 000 HefoHowWweHHbIX aeTen B CLUA
exerogHo. Mo ctatucTuke B Poccuu, y feTen ¢ rectalmoH-
HbIM BO3pacToM MeHee 29 Hel M Maccow Tena Mpu pPoXxK-
neHmn meHee 750 r vactota dopmupoBaHusa BJ1[ moxeT
focTuratb 65-67%, B TO BpeMs KaK y AeTel ¢ rectalnoH-
HbIM BO3pacToM 6onee 32 Hea M MacCoOMW Tena Npu PoXK-
neHun 6onee 1250 r — Bcero nuwb 1-3,6%. B/ moxeT
COMPOBOXAATbCH PA3BUTUEM CEPLESHbIX OCTIOXHEHWM, B TY.
B 33% cny4yaeB dopMMpOBaHUEM NEro4YHOM FUNepPTEH3UU
CPEeLHEN U TAXKENOM CTENEHU TAXKECTH.

Lenb. [leMOHCTPaLUUS KIMHUYECKOrO Cay4yas THXeNoro
TeveHus BJ1[] y HeJoHOWEHHOro peGeHKa ¢ NoAMopraHHoOM
natonornem.

OnucaHue KAUHUYeCcKOro cayvyas. Mbl nposenu
PEeTPOCNEKTUBHbLIN aHanuM3 MUCTOpUKM 6one3HU pebeHKa
¢ BJ1J »n nonvopraHHoM naToNoOrMen, KOTopbIM Haxoaun-
Cq Ha CTauMOHapHOM Jle4eHUU C POXKAEHWUS B TevyeHue
286 fHen.

[My6oKoHeOHOWeHHas JeBOYKa OT MaTepwm C OTArOLWEeH-
HbIM aKyLEePCKUM aHaMHe30M: anuTensHoe 6ecnnoaune, IKO.
Poabl npexxaeBpemMeHHble ornepaTuBHble Ha 23-1 Hef recTa-
umnn. Bec npu poxaeHun — 700 r, pocT — 34 cMm., APGAR —
2/3 6anna. Pe6eHoK ¢ poxaeHusa nepeseneH Ha UBJ1 (paHHas
KucnopofoTepanua npogonxanaco 114 aHen, janee — Haas.
CPAP, KOTOpbIV NO3)Ke 3aMEHWIU KUCIOPOAHOW NanaTkown),
cypdaKTaHT BBeAEH Ha 7-i MUH XM3HU. [Monyyana Kap-
anotoHudeckyto Tepanuio (KTT). Ha 10-e c.x. 6bina nepe-
BefieHa B OPUT MHOronpoduibHOM AETCKOW KJIMHUYECKON
60nbHULbI. C 11-X C.)K. OTMeYanucb NPOSBAEHUSA KIUHUYe-
CKOM KapTWUHbl HEKpoTU3upylolwero aHTepokonuta (HIK).
Ha 12-e c.K. 6bln KAMNUPOBAH reMOAMHAMUYECKU 3HaYU-
MbIV OTKPbITbIV apTepuanbHbiv NpoToK (OAM). Ha 132-e c.k.
(42-9 NOCTKOHLENTyaNbHaa Heaens) onpeaeneHbl PeHTreHo-
rpaduyeckune npusHaku bJ1, a Takxe ¢ nomoubto Ixo-KI

Oblna BbiiBNEHa NerovyHas runepTeH3uns, Kotopas npueena
K pekaHanmnsauum OAIl (Ha 255-e c.)K. MOBTOPHO KAMMMUPO-
BaH). 119 CHUXEHUs reMoAnHaMMyYeCcKoN HarpysKku Ha npa-
BbIl XeNyao4yek npoBoaufiacb Tepanua cuageHadpuiom,
[NA NeYeHUs NeroYHom runepTeH3nn UCMnosib30Banin UHMU-
OGUTOP aHrMOTEH3MHNpPEBpaLlatoWero pepMeHTa — KanTto-
npun. Mcnonb3oBanncb CTaHAAPTHble GPOHXOUTUYECKUE
cpeactBa AN KynupoBaHWs GPOHXOOGCTPYKTUBHOIO CUH-
apoma. KucnoponosaBuMCMMOCTb YMEHbLUMACH Noce Kyp-
ca geKcameTtasoHa N3, a TakKe nocne NpMMEHEHUS CTU-
MynsiTopa AblxaTeflbHOro ueHtpa — KodpeunHa 20%. Beuay
OTArOLWEHHOr0 MHDEKLIMOHHOIO cTaTyca pebeHOoK noay4yan
LNUTENbHYIO aHTUGaKTepUanbHy0, MPOTUBOMUKOTUYECKYIO
M UMMYHOCTUMY/IMPYIOLLYIO TEepanuu. s CHUMKEHMS OTEYHO-
ro CMHAPOMa UCMNONb30BaAN ANYPETUKN.

Ta)KecTb COCTOAHMUS AEBOYKM Oblsia 06yCcnoBAeHa MasiblM
recTauMoHHbIM BO3PacTOM, O4EeHb HW3KOW Maccowm Tena,
[OblXaTe/lbHON M cepAeyvyHO-CoCYyANCTON HeaoCTaTOYHOCThIO,
ANWUTeNbHOW fecaTypaumen 1 annu3ohamu LimaHo3a ¢ 6poHXo-
06CTPYKUMEN, ANUTENbHOW KUCIOpodoTepanuen, CUCTEMHOM
JIErOYHOW TUNepTeH3MeNn, Tpaxeomansumen, ABYCTOPOHHEN
NMHEBMOHWEN C TUMNOBEHTUNALUMEN NErkux U UHTEPCTULM-
anbHbIM OTEKOM, ABYCTOPOHHUM XMIOTOPAKCOM, PELIMANBU-
pyloLWMM TPOMOO30OM BEPXHEN U HUMKHEN MOoNbix BeH, HIK,
OCTeOoneHnen, OCTPbIM MOYEYHbIM MOBPEXAEHUEM, PEeTU-
HOoMaTMen HeAOHOLWEHHbIX U HEBPOSIOTMYECKUMU Hapylle-
HUAMKU (TMNOKCUYECKU-TeMopparmyeckoe nopaxkevune LIHC,
NepuBEHTPUKYNSPHAsA NeMKOMansauus, HeoHaTasbHble CyAo-
poru). Ha 274-e c.)K. KUCIOpooTepanus 3aBeplueHa Ha GoHe
NONOXUTENbHOM AWHAMWKK, Ha 286-e C.)K. — BbINMCaHa
Ha ambynaTopHbIM aTan peabunutauum.

BbiBoA. HecMoTpsi Ha TAXeCTb COMaTUYECKOro crtatyca
M HEeGNaronpuATHbBIM NPOrHO3, 61arogaps NpaBUbHOM TaK-
TUKe nevyeHns pebeHKa ¢ BJ11 n nonMopraHHoOM NaToNornen
yAaanocb NepeBecT Ha CaMOoCTOATEbHOE AblXaHWe U BbiMu-
caTb Ha ambynaTopHbIM aTan peabunutaumu.

KTMHUYECKUMU CNTYHAW PAHHEIO BbIAABJIEHUS1 AUACTEMATOMMUEJIUU

Y HOBOPOXAEHHOIO PEBEHKA

Eropckas A.T., Kpusauna H.B., Eropckas J1.E., LibiraHoBa 10.A.
HayuHbi pykoBoguTenb: LLlyTkoBa Anna lOpbeBHa, K.M.H., aCCUCTEHT Kadeapbl rocnutTanbHON neanaTpun
dIrb0Y BO MNpUBOMKCKUI MccneaoBaTeNbCKUIA MeAULMHCKUIA yHUBepcuTeT MuHsapasa Poccun, HUKHUIA

Hosropoga, Poccus

'BY3 HO «[eTckas ropoacKas KnuHmnyeckasa 6onbHmua N21», HuxHuin HoBropog, Poccus

BBepeHue. [unactematomuenua (OM) — Taxenoin
BPOXAEHHbIM Nopok passutus (BMNP) cnuHHoro mosra (CM),
XapaKTeEPU3YIOLMICA ero yaBOEHUEM U MO3anyHbIMKU ABUra-
TeNbHbIMK, YYBCTBUTE/IbHbIMU, TPODUHECKUMU U Ta30BbIMU
HapyWeHUsIMU B CO4ETaHUM C aHOMaIMIMK U NOPOKaMK pas-

BUTUSI MO3BOHOYHWMKA, HUMKHMX KOHEYHOCTEW, KOXM W BHY-
TPEHHUX OPraHoOB; CBOEBPEMEHHO HE ANArHOCTUPYETCS M3-3a
¢nabom KNMHUYECKOWM BblpaXEHHOCTM Ha MEPBOM rofy *U3HW.

Lenb. lNpeactaButb KNMHUYeCKu cnydan M B coyeTa-
HWUW C MHOXECTBEHHbIMKU BIP y HOBOPOXAEHHOrO.



Martepuanbl U metogbl. B gHBape 2020 r. B bY3
HO «[leTckass ropoacKass KaMHuM4Yeckasa 6onbHuua N°1»
r. HmkHero HoBropoga o6cnegoBaHa HOBOPOXAEHHas
nesoyka C. (4 gHq). NpoBeaeHa oUeHKa COMAaTUMYECKOro,
HEBPOJIOrMYECKOro CTaTyCOB MO CTaHAAPTHLIM METOAMKAaM,
pes3ynbTaTtoB KJAWHWKO-NabopaToOpHbIX M MHCTPYMEHTab-
HbIX 06CneoBaHUI: yNbTpa3BYKOBOro nccnegosanus (Y3M),
MarHUMTHO-pe30HaHCHoM Tomorpadun (MPT) 1 KomnbloTEp-
Hov Tomorpadum (KT) NO3BOHOYHKKA.

Pe3ynbratbl. Pe6eHOK 0T 3-1 6epemMeHHOCTU Ha dOHe
peunaMBupytowen repneTMieckon MHGEKLMU, NOBTOPHbIX
BMPYCHbIX UHDEKLMIM B 1, 2, 3-M TpUMecTpax, reCTallMoOHHOro
caxapHoro avabeTta, aHemMuW, OTEKOB, MHOroBoaus. Pofbl
B CPOK NyTEM 3KCTPEHHOIr0 KecapeBa ceyeHust (Kocoe nono-
*eHue nnoga). Bec npu poxaeHnn — 3280 r, poct — 52 cm,
oueHKa no wkane APGAR — 6/8 6annoB. CnoHTaHHOE Ablxa-
HWe C 4- MUHYTbI }XM3HM NOC/E CaHaLMW BEPXHUX AblXaTeNb-
HbIX MyTeW, TaKTUIbHOW CTUMYNALMK, Aa4n O, yepes3 Macky,
€O 2-x cyT xentyxa. [py ocMoTpe: COCTOAHUE CpeaHen cTene-
HU TAKECTU, UKTEPUYHOCTb KOXHbIX MOKPOBOB, HA KOXE CMu-
Hbl B 0671aCTW IPYAHOro OTAeNa CoCyancToe MATHO, HAaKJIOH
rofioBbl BAEBO, YNIOLWEHNE NnLa B 061aCTU HUKHEN Yento-
CTU crneBa, YKOPOYEHWe NeBOM HOrM Ha 5 MM, runotpodums
NleBOVi roneHun, 6egpa, BapycHas gedopmalnma n yKopoyeHue
neBon ctonbl Ha 1 cM, orpaHu4yeHue pasBeaeHus bGedep
0o 80 rpagycoB. MbileYHbI TOHYC NepeMeHHbIn. PedneKchl
HOBOPOXAEHHbIX CHMXKeHbI. Y — 40/MuH, HCC — 110/MuH.
HenpocoHorpadusa: rMNnOKCUMYECKU-ULIEMUYECKNE M3MEHE-
HUS rofIoBHOrO Mo3ra. Y3 BbiiBUIIO Sspina bifida B rpyaHOM

otaene, NoAKoBoo6pasHyto novyky. MPT NnO3BOHOYHMKA: aHO-
Mannu pas3BUTUSA HOTOXOPLbl U MPU3HAKK CMMHHOMO AM3pa-
duama — AM Il Tuna, dukcmnpoBaHHbin CM, cybaypanbHas
NIMKBOPHas NoayLwkKa B rpyaHOM OTAesne NO3BOHOYHUKA, aHO-
MasjiuM pasBUTUS Tesl NO3BOHKOB U Spina bifida HUXHerpya-
HOro oTaena No3BOHOYHMKA. KT NO3BOHOYHMKA: HapyweHue
cermeHTtaumm Th7-Thl2, yacTuyHasa cakpanu3sauua L5 cne-
Ba M €ro YacTMyHas KoHKpecLeHuus ¢ S1 cneBa, spina bifida
posterior Th7-Th12, L5-S4. Takum o06pa3oM, BbiCTaB/EH
3aK/0YMTENbHbIN AMarHo3: HeoHaTaNbHas KenTyxa; MHOXe-
cTBeHHble BIMP CM, KOCTHO-MbILWEYHON CUCTEMbI U BHYTPEH-
HuX opraHos: AM Il Tuna, ¢mnKcmnpoBaHHbin CM, aHOManuu
KonunyecTtBa v guddepeHUMpPOBKU NMO3BOHKOB, YKOPOYEHHE
IEBOM HUXHEN KOHEYHOCTH, BapycHas aedopmMauums neBoun
CTOMbl; MOAKOBOOGpPa3Has noyka. KoHcepBaTuBHOE feve-
HWE HeoHaTalbHOM ENTYXW C MNOMOKUTENbHOW AWHaAMMU-
KON. Pe6eHOK B yA0BNETBOPUTENBHOM COCTOSIHUM BbIMMUCaH
aomon (11 KonKo-gHen) nog HabnwaeHWe neagumartpa, HeBpo-
nora, opTtoneaa, Hempoxupypra, Hedbponora; NokasaHa KoH-
cynbTauns reHeTukKa.

BbiBoabl. [lpy HannMyum guspadPpuyeckux npU3HaKoB
Yy HOBOPOXAEHHOro MOKa3aHa OLeHKa HEeBPOSIOrMYecKoro
ctatyca, npoegeHve Y3W, KT, MPT ansa BbisBnexnus OM
W COYETaHHbIX C HEW CKPbITbIX TP NO3BOHOYHMKA U BHYTPEH-
HUX opraHoB. PaHHAA gnarHocTuKa M no3sonser Bpadyam
pasHbIX cneLuanbHocTen (HEMPOXMPYPT, HEBPOJIOT, opTones,
Hedponor) BbIGpaTb TaKTUKY U CPOKM NeveHus ANna npeaot-
BpalLEeHNs pas3BMUTUS HEBPONOTMYECKOro geduumTa u nHBa-
NMAN3ALNH, YXYALLAIOLMX Ka4ECTBO KU3HMU.

HANPABJIEHUE «NEAUATPUS».
HAYYHO-UCC/IEAOBATEJ/IbCKUE PABOThDI

OCOBEHHOCTU KJIMHUYECKOW, IABOPATOPHOM
U YPOAUHAMUWYECKOU KAPTUHbBI Y JETEN,
CTPAAAIOLLHNX TMNTOAKTUBHBbIM MOYEBbLIM MY3bIPEM

Kopo6kuHa O.T., NypuHa E.C.

HayuHbi# pyKoBoauTtenb: bypnyukas Anna BnagummpoBHa, 4.M.H., LOLEHT
®Ire0Y BO KybaHCKni rocyaapCTBEHHbIN MEAMLIMHCKUI yHUBEepcUTeT MuH3apaBa Poccun,

KpacHogap, Poccusa

BBepeHue. [MNOaKTUBHbLIM MO4YEBOM MNy3blpb — 3TO
COCTOSIHWE, MPU KOTOPOM CHUXKAETCH COKPaTUMOCTb AETPY-
30pa W, KaK cneacTBue, yBENMYMBAETCS BPEMS MOYeucny-
CKaHus, nosiBNsieTca octaTtoyHas modva. [laHHoe cocTosiHMe
B nocnegyouwem npegpacnonaraeT K pasBuTnio MHOEKLUI
MOYEBbIX MyTEN, @ TaKXe MNPUHOCUT NalMeHTam 3Hauu-
Te/bHble couManbHble Heyao6cTBa. B KAMHUYECKOW npakK-
TUKe npobsiema HEeWporeHHOro MO4YeBOro ny3bips Tpe-
6yeT [OeTasbHOro M3y4yeHUs M MOMCKa HOBbIX MOAXO0A0B
K nevyeHuto.

Llenb nccnegoBanua. OLEHUTb 0COOGEHHOCTU KJIMHMYEe-
CKOWM, NabopaTopHOM U YPOAUHAMMUYECKON KapTUHbI Y AeTen
C T'MNOaKTUBHbLIM MOYEBLIM My3bIPEM.

Martepuanbl u meToabl. MiccnegoBaHne npoBeaeHo
Ha 6a3e Hedponornyeckoro otaeneHunsa FbY3 «eTcKkas
KpaeBas KauMHuyeckasa 6onbHuua» M3 KK r. KpacHogapa.
B nccneagyemyto rpynny Bownu 14 comatnuyecku 340p0OBbIX
[eTel C TMNOaKTMBHbLIM MOY€EBbLIM Ny3blpeM. OueHMBannCh
pe3ynbTaTbl 1a6opaTOPHbIX U UHCTPYMEHTasIbHbIX METO-
0OB uccnegoBaHus (BMOXMMUMYECKMM aHalIM3 KPOBM
C onpeaeneHWemM roMouucTenHa, ypohaoyMeTpus, yib-

Tpa3BykoBoe uccnegoBaHune (Y3W) mo4vyeBOro nysbips
c onpegeneHvem obbema OCTATOYHOM MOYM, 3INEKTPO-
aHuedanorpadus), a TakKe 0COBEHHOCTU KJIMHUYECKOM
KapTuHbl. MpoBoannca aHanuMa AHEBHWKA perucrpauumn
pUTMa MOYeuUCnyCcKaHus.

Pesynbrartbl. O6cnenoBaHbl 14 geten, cpean KOTOpPbIX
6b110 9 neBoyek (64,3%) M 5 Manb4ymMkoB (35,7%). OCHOBHbIMM
*ano6amu 6blIv YyBCTBO HEMOSIHOIMO OMOPOXKHEHUS MoYe-
BOroO Ny3blps, cnabas cTpys MOYM, 3aTpyaAHEHME B MOYENCNY-
CKaHWK, NpenMyLLEeCTBEHHO B Hayane aKkta. TakKe nauueH-
Tbl OTMEeYanu pefKkoe Moyeucnyckanve (1-3 pasa B feHb).
Bbl1f10 BbISIBNEHO MOBbIWEHWE TOMOLIMCTEMHA B KPOBK, KOTO-
pbl OKa3blBaeT LMTOTOKCUYECKUN 3PPEKT Ha IHAOTENUN
COCYyA0B, 4TO OTpaxaeTcs Ha MeTab0/IM3Me HEPBHbIX KINETOK
W UX pereHepaTtopHom noteHumnane. MNpu npoBeaeHnn ypoob-
NIOYMETPUMN OTMEYEH PYHKLMOHANbHO-06CTPYKTUBHbBIA TUN
MOYENCNYCKaHMUs, CONPOBOXAAOWMNACA HU3KOM CKOPOCTbLIO
NOTOKa MOYU, YANIUHEHNEM BPEMEHM aKTa U YMEHbLUEHNEM
BblAeNieHHoro o6bema mouu. lMpu Y3U moyeBoro nysbi-
ps onpegensanocb NoBblleHWe ob6bema OCTaTOYHOW MO4M
(30-80%). Ha aneKkTpoaHuedanorpadun (33 obHapyxe-
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KPATKUE COOBLUEHUSA

Ha genpeccus anbda-putMa ¢ TEHAEHUMEN K YBENUYEHUIO
6eTa-put™ma.

BbiBoabl. B xofe uccnegoBaHusa 6biiM BbIiBAEHbI Cie-
aylolwme ocob6eHHOCTU: peaKoe, 3aTpygHEeHHOe mo4yeuncny-
CKaHue, NpeuvMylecTBEHHO B Hayane akTa, MNOBblleHWe

roMoLMUCTEUHA B KPOBW, PYHKLIMOHANBHO-OGCTPYKTUBHbIN
TUM MOYEUCMYCKaHWUSA, YMEHbLIEHWE BbIIENEHHON MOYM
C NoBbllieHWeM 06bemMa 0CTaTOYHOM MOYM, a TaKKe Aenpec-
cus anboda-puTMa ¢ TeHAEHLUMEeN K yBenMyeHuio 6eta-putma
Ha 93l

ONPEAENEHUE NCUXOCOLIUAJIbHbIX ACINEKTOB
Y AETEX C FTMMEPAKTUBHbIM MOYEBbIM NY3bIPEM

F'ypuHa E.C., Kopo6kuna O.I".

HayuHbi pyKkoBoguTenb: bypnyukas Anna BnagumupoBHa, 4.M.H., LJOLEHT
dIrb0Y BO Kyb6aHCKuI rocyaapCTBEHHbIM MEAULIMHCKMI YHUBepcUTeT MuH3apaBa Poccuu,

KpacHogaap, Poccus.

BBepaeHue. V3yyeHne n NoHMMaHMUe NMCUxocoLnanbHbIX
acrneKToB Mpu runepakTMBHoM MoyeBoMm nyabipe (FAMIT)
y OeTen ABNAETCS BaXHbIM KOMMNOHEHTOM B CTPYKType Auna-
FHOCTWUKM W JIEYEHUS 3TON NaTONOrUK, T.K. OKa3biBaeT cylle-
CTBEHHOE BIMSIHWE Ha KAa4eCTBO KM3HU MNaLMEHTOB U ycneL-
HOCTb MPOBOAUMOW TEepanuu.

Llenb. N3y4ntb 0COBGEHHOCTU MCUXOCOLMANbHbBIX acnek-
TOB y AeTen, cTpagatoumx FAMI.

MaTtepuanbl U meToabl. B nccnegoBaHmmM npuMHMMano
ydyactne 20 comaTMyeckun 340poBbIX Aeten ot 7 go 10 net
C HaM4YMeM OHOr0 UM HECKONbKMUX CUMMTOMOB PacCTPOM-
CTBa MoYeucnycKaHus, xapaktepHbix ang FTAMI: BHe3anHble
HenpeooNuMble MO3bIBbl HA MOYeucnycKaHue, KoTopble
TPYAHO cAepaTb, C UMMNEPATUBHLIM HEAEPXKaHMEM MOYM
nnu 6e3 Hero; y4allleHHOe MOYEeUCNyCKaHue ManbiMu NOpLLK-
AMW AHEM; YacTble HOYHble MPOBYXKAEHUSA NO NPUYMHE BO3-
HUKaIOLWMX MO3bIBOB K MOYEUCMYCKAHUIO U HEMNPOW3BOSb-
Hble MOYencnycKaHusa Ho4bto. MpoBOAMAM OMNPOC, U3yveHue
TPEBOXHbIX PACCTPOMCTB U B LLEIOM MCUXONOMMYECKOrO
cTaTyca fjetel ¢ NpUMEHEeHUEM METOAMK, afanTUpPOBaHHbIX
L4NS JaHHOW BO3PaCTHOM rpynnbl.

Pe3ynbTatbl. B x04€e onpoca geTn npeabsaBisnu »ano-
Obl Ha CTpax HeNpPoOU3BOSIbHOrO MOYEUCTYCKaHUSA B LUKONe,
ObITb OCMEAHHBIMU APY3bSMU U OLHOKIACCHUKaMU, MHOTUE
poauTeNn OTMeYasnu CBA3b YCUIEHWS CMMNTOMOB C MOBbI-
WEHHbIMKU MCUXONOTMYECKUMK Harpy3kamu (Ha4ano noce-
WEHUS LWKONbI, Nepeesj B APYron ropof, pasBof poau-
Tenen). Ha OCHOBaHWW MCUXONOrMYECKOrO TECTUPOBAHUSA
no H.K0. Makcumosorn u E.J1. MuntoTMHOM ObINO yCTaHOB-
NeHo, 4To y 55% aetel Mencs NoBbIWEHHbIM YPOBEHbL Tpe-
BOXXHOCTMU. [0 pe3ynbraTaM OLEHKN «<KMHETUYECKOTO PUCYH-
Ka ceMbu» y 25% BbiiBeHa HebnaronpuatHaa cemenHas
cuTyalms, a Npu aHanu3e pucyHKa «[lom, YenoBeK, AepeBo»
oTMeYancs O4eHb BbICOKUM YpOBEHb TpeBOXHOCTH Yy 30%,
3TW [AEeTU UCMbITbIBAIOT TPYAHOCTU B OOLWEHUM U YYyBCTBYIOT
cebs He3alUMLLEHHbIMM.

BbiBoAbl. B pe3ynstate uccnefoBaHus BbiB/ieHa 3Ha4u-
MOCTb NCMXOCOLMaNbHbIX aCMNEKTOB, CNOCOBCTBYIOLLMX Pa3BU-
TUIO NMCUXOCOMATUYECKON MOAeNn 3abosieBaHUs C NOPOYHbIM
Kpyrom. MNpwu aToM Hann4ne FAMIT BeeT K UISBMEHEHMIO MCUXO-
JIOrM4eCcKoro crartyca pebeHKa, 4To, B CBOIO o4epelib, Cnocob-
CTBYET NOAAEPIKAHUIO U JaXKe YCYryBEeHNIO COCTOSHUS.

COYETAHHbIE HAPYLLEHUS1 ®YHKLUM MOYEBOIO Ny3bIPA

U NPAMOM KULLUKU Y AETEN
FNyouHa [.A., YepHbiwes .3.

HayuHbiii pykoBoaguTenb: EpemeeBa AnnHa BrnaguMUpoBHa, K.M.H., IOUEHT
®rAQY BO MepBbit MOCKOBCKMI rocyaapCTBEHHbIM MeANLMHCKUIA yHnBepcuTeT um. M.M. CeveHoBa
MwuH3gpaBa Poccumn (CeveHoBcKuM YHnBepcuteT), MockBa, Poccus

BBepaeHue. ®PyHKUMOHaANbHbIE HapyweHus paboTbl
MOYEBOro My3blpsa y AeTern — 3TO aKTyanbHas npob6iema
Ha CEeroAHsWHWN AeHb, HO Hay4YHbIX JaHHbIX MO 3TOM Teme
B MEeAMLUMHCKOM coobliecTBe, Ha Hal B3rna4, HegocTa-
TOYHO. MexaHu3Mbl Ae30opraHuMsaun HopmasbHOM paboThbl
MOYEBOro My3bips U B3aUMOOTHOLUEHUSA 3TUX MEXaHWU3MOB
C HOpMasbHbIM UM NATONOrMYECKUM GYHKLUMOHUPOBaHMEM
NPSIMOM KWUWKKW Ha CErogHAWHUM AeHb HESACHbl WU BXOAAT
B 30HY HalUMX Hay4HbIX MHTepecoB. Llenb aaHHoOM paboThl
3aK/o4yanacb B onpeieneHn Koppensumm mexay naTtono-
rM4eCKUM GYHKLMOHUPOBAHUEM MOYEBOIO My3bIps (HEMPO-
reHHas AUMCOYHKLMSA MOYEBOro My3bips) U MPAMON KULLIKK
(3anopbl U aHKONPE3) y AeTeN.

Llenb. BbiaBUTb B3aMMOCBSA3b GYHKLMOHASBHbLIX Hapy-
LWEeHWW MOYEBOro ny3blps (HEMPOreHHbI MOYEeBOK NMy3bIPb)
N GYHKLMOHANbHbIX HApyLIEHW paboTbl NPAMON KULLKH.

MaTtepuansbl u metoabl. [lpoBeseH aHanna 1135 ucto-
pui 6onesHen AeTen, rocnuTaan3MpoBaHHbIX B 3 neaua-
Tpuyeckoe oTaeneHue (otaeneHve Hedpponorum) 3a 2008—
2019 rr. bbinn oTo6paHbl 177 uctopuit 601€3HU NaLMeHToB

B Bo3pacTte oT 1 roga 1 mec ao 17 net 9 mec ¢ nocraB-
JIEHHbIM AMArHO30M «HenporeHHasa AMCPYHKLMA MOYEBOrO
ny3bips», U3 HUX 55 (31,9%) — wncTopun 6onesHen aeten,
UMeloLMX GYHKLIMOHAbHbIE HApYyLEHUS MOYEBOro Ny3bips
(HEMpOreHHbIM MOYEBOW NY3blpb) U GYHKLMOHASbHbIE HapPY-
LIEeHNA paboThbl NPAMOM KUMKW, CpeaHun Bo3pact — 8 neT
9 mec. [leBoyek 46 (83,6%) n manbunkoB 9 (16,4%).
Pe3ynbTatbl. bnarogaps aHanuay BbllleNepeYnCcneHHbIX
[laHHbIX HAM yan0Cb BbISCHWUTb, YTO C/ieaytolMe co4eTaHus
naTosiorni BCTpeYalTCcs B TAKOM MPOLEHTHOM COOTHOLIE-
HUKU: rTuneppedIeKTOPHbIN MOYEBOW NMy3blpb + AHKONPE3 —
20,0% (11 4enoBek); runeppedSEeKTOPHbIN MOYEBOW
ny3sbipb + 3anop — 18,2% (10 4yenoBek); runopednexkTop-
HbI MOYEBOW My3blpb + 3HKoNpe3 — 18,2% (10 4yenosek);
runopedneKTopHbIM MOYeBOM Ny3blpb + 3anop — 43,6%
(24 4yenoBeKa). YacToTa BbISIBIEHUS COYETaAHUA [aHHbIX
naTonornn B Bo3pacTHou rpynne ot 1 go 5 net — 20%
(11 4yenoseK); oT 6 go 11 netr — 58% (32 yenoBeka)
n ctapwe — 22% (12 yenosek). Yauie 60nel0T AEBOYKM.
CoyeTaHne U3y4yaeMblix NaTonornm ¢ MHGeKLUMen MoyYeBbIBO-



aswmx nyten — y 56,4% (31 4enoBekK); coyeTaHne ¢ NMeno-
HedpuTom — y 67,3% (37 4enosek).

BbiBOAbl. B3aMMOCBA3b MeXAy NaTtoiormyecknm yHK-
LLMOHMPOBAHUEM MOYEBOI0 Ny3bIps (HEMPOTreHHbIN MOYEBOK
ny3blpb) U MPSIMOM KULLIKMK (3aMopbl U IHKOMNPES) BbiBASETCS
y 31,9% petei. Yalle Bcero coyeTaloTcs Takue naTtonoruu,
KaKk runeppedneKTopHbIM MOYEBOM MNy3bipb M 3HKOMpPE3
(20,0%) n rMnopedneKTOPHbIK MOYEBOW My3bipb U 3anop
(43,6%). B nopgaBnsiolwem 60NbLKNHCTBE ClyYyaeB TaKoMn
[OMarHo3, Kak «HeMporeHHbl MOYEeBOW My3blpb», CTaBMICA
[eBOYKaM, 3TOM NaToNornm Yale BCEro conyTcTeoBan ava-
rHO3 «nuenoHedpuT (67,3%), KOTOPbIN U ABASNCA NMPUUNHON
rocnuTanuMsauuu.

[JocTaToO4HO BbICOKMM MNPOLEHT cOoYeTaHus naTosno-
TMKU MOYEBOTO Ny3bIps U NPAMON KULWKK y aeTen (31,9%)
No3BONSAET HAM NPEANONOKUTb BOZMOXKHOE BAUSHUE ITUX

HO30/0rUi APYr Ha Apyra W Hanuyuve o6LMX natoreHe-
TUYECKUX 3BeHbeB. [pW MPOBEAEeHWU [aHHOW Hay4yHOW
pa6oTbl Mbl HE MO/ HEe 06PaTUTb BHUMAHMA Ha Heno-
CTATOYHOCTb [J@aHHbIX O XapaKTepe cTyna AeTel B UCTOo-
puax 6onesHen u BoinucKkax. OnucbiBaeTcd dopma cTyna
W Hanuume 6O OTCYTCTBME MATONOrMYECKUX NpUMecen,
a 0 caMoOM aKTe JaedeKauun W ero HapyleHUsX 3anucu
yacTo oTcyTcTByloT. Onupasch Ha JaHHoe HabnioaeHue,
Mbl MOXEM MPEeAnoNioKUTb, YTO COYeTaHUe 3TUX NaTosno-
rMi Ha NPaKTUMKe BCTpedaeTca yalle. PesynbraThl AaHHOM
pa6oTbl CBUAETENLCTBYET O TOM, YTO HEO6X0AMMO Aanblie
NPOBOAUTb UCCNEN0BaAHUSA 9TON MPOGAEMbl 415 YCTaHOB-
NeHWs BCex MNaToNorMyecKUx B3auMMOCBA3ern AN Aaib-
HeWlwen ycnewHon AnarHoCTUKM 1 Tepanuu AaHHbIX HO30-
NOTUi, YTO B UTOre NO3BOJIUT MNOBLICUTb KAYECTBO MU3HM
naumMeHToB.

CBf13b BO3PACTA AEBIOTA JIABOPATOPHbIX
U KIMHUHECKUX CUMNTOMOB C NPOrPECCUPOBAHUEM
XPOHUYECKOMU BOJIE3HU NOYEK Y AETEN C CUHAPOMOM AJIbIMOPTA

Ky3HeuoBa A.B.

Hay4Hbi pyKoBoauTenb: LibirmH Anekcen Hukonaesuy, a.M.H., npodpeccop
®rAQY BO MNepBbit MOCKOBCKMI rocyaapcTBEHHbIM MeAULMHCKKI YHuBepcuTeT um. U.M. CeveHoBa
MwuH3sgpaBa Poccun (CeveHoBCKMIM YHnBepcuTeT), MocKkBa, Poccusa

BeepgeHune. CuHapoM Anbnopta — 3TO reHEeTUYeCKM
LeTepMUHUPOBaHHag rnoMepynonatus, MPUYUHON KOTOPOK
apnaeTca MyTaumsa B reHax COL4A3, COL4A4, COL4A5,
KOOMPYIOWMNX pasiiMyHble Lenu KonnareHa IV Tuna.
Pe3ynbtathl 3TO0M MyTauuM — nopaKeHue MoYeK ¢ pas-
BUTMEM remMaTtypuuv W MNPOTEUHYPUU, a BMOCNELCTBUN —
N XpoHWYecKomn 6onesHu noyvek (XBI). Takxe npu gaHHOM
3a60/51eBaHUKN NopaxaloTca opraH cayxa (HempoceHcopHas
TYroyXxocCTb), OpraH 3peHus (NeHTUKOHYC).

Llenb. BbiaicHUTb cpeaHui Bo3pacT AebioTa OCHOBHbIX
nabopaTopHbIX (remaTypus, NPOTEUHYPUS) U KIIMHUYECKUX
(HeMpoceHcopHas TYroyxocTb) CUMNTOMOB U UX BO3MOXHYIO
KOppensaumio ¢ NosiB/IEHUEM U NPOrPecCUpoOBaHUEM XPOHU-
YeCKOM 601e3HUN NOYeEK.

MaTtepuanbl U metoabl. bbina npoaHanuadnpoBaHa
MeAULMUHCKaa JOKyMeHTauus 29 naumeHToB C CUHAPO-
MOM AnbnopTta ¢ MyTauuewn B reHe COL4A5, Haxoaus-
wmxcsa Ha nedyenmn B HMWUL, 3popoBba aeTten B nepuoj
¢ 2006 no 2019 r. 3aTem 6bina cocTaBieHa cBOAHad
Tabnuua, Ha OCHOBEe KOTOPOW MpM NOMOULM Henapame-
TPUYECKMUX METOAO0B NPOBOAMIACh OLEHKA pe3ynbTaTtoB
B nporpamme MS Access. Bce y4acTHUKM nccnefoBaHus
npeacTaBnsanu cobon geten B Bo3pacTte A0 17 neT BKIIO-
YUTENbHO.

PesynbtaTtbl. [ona peten ¢ cuHApOMOM AnbnopTa
u ¢ CK® < 90 mMn/MuH/M2 cocTaBuna 64% OT BCEX y4acTHU-
KOB uccneposaHusa. CpefHuit Bo3pacT febloTa remMatypum

y aTux geten coctaBun 1 rog 4 mec. CpeaHuin Bo3pacT gebto-
Ta NpoTenHypun — 4 roga 6 mec.

HenpoceHcopHas TyroyxocTb pa3sunacb y 28,6% aeten
¢ CK® < 90 mn/MuH/M2. CpeaHuit Bo3pacT gebioTa cocTa-
BMn 12 net.

Hons peten ¢ cuHapomom Anbnopta ¢ CK® He MeHblle
90 mN/MUH/M2 cocTasuna 36%. CpefHuit BO3pacT pa3BuTUs
rematypuun coctasun 3 roga 11 mec, npotenHypum — 6 net
7 mec. Pa3zBUTHUS TYroyxoCTH B YCTAHOBJIEHHbIX BPEMEHHbIX
pamKax y 3TUX AeTei He oTMevanocs.

Ha ocHOBaHMM MONy4YEHHbIX Pe3ynbTaToB Oblla BbIsIB-
fleHa cneayolas 3aKkOHOMEPHOCTb: YEM MeHblle BO3pacT
nebioTa nabopaTopHbIX CUMNTOMOB (@ MMEHHO MNPOTEUHY-
pun), TEM paHblue HabnwgaeTcs cHukeHne CKP y aTux
neten (p < 0,05). U Hao6opoT, 4Hem 6Gonblie BO3pacT AebioTa,
TEM paHHee CHUXeHWe MmeHee BeposTHO (p < 0,05).

BbiBoabl. Taknm 06pa3om, Ans npeaynpexxaeHns paHHe-
ro cHuxeHust CK® y aeter ¢ cuHapoMom AnbnopTa Heo6Xoau-
MO Y4MTblBaTb BPEMS MOSIBJEHUS OCHOBHbIX 1abopaTopHbIX
N KIMHUYECKUX CUMMTOMOB /151 NPOBEAEHMWS CBOEBPEMEHHOM
[MarHOCTUKK U Havyana COOTBETCTBYIOLLEN Tepanun. Y aeTen,
pa3suBLWKX XBI1, nepBble NposiBNeHUs 3aboneBaHns oTMeye-
Hbl JOCTOBEPHO paHblue (Hanbonee paHHWUI Bo3pacT AebloTa
coctaBun 1 rog 4 mec). Onupasicb Ha 3TW AaHHble, MOXHO
nPeanonoXunTb, YTO Ha4YMHaTb nevyeHne UHrunbutopamu AMd
HYXHO KaK MOXHO 6o0Jiee paHo. 3To B JajibHENILEM MOXET
3amMeannTb TeMMbl NporpeccupoBaHmsa XbI1.
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KPATKUE COOBLUEHUSA

3®DEKTUBHOCTb MPOrPAMM PEABU/IUTALLUM MOOOAEDULIUTHBIX
COCTOSAAHUM Y OETEMH, }XUBYLUUX B YCJIOBUAX MPOMBbILLJIEHHOIO FOPOJA,
NOCPEACTBOM UCMNOJIb30BAHUSI OPFAHUYECKUX COEAUHEHUMA UOOA U CEJIEHA

OdemuHa A.C.
HayuHbi pykoBoauTenb: ABepbsiHOBa HaTanbs MIBaHOBHa, A4.M.H., npodeccop
dreQy BO MNMepmcKui rocyaapCTBEHHbIM MEAULIMHCKUI YHUBEPCUTET UM. aKaj. E.A. BarHepa MuH3paBa

Poccuu, Mepmb, Poccusa

BBepeHue. MoponeduunTHblE COCTOSIHUS SBASIOTCH
pernoHanbHOM nartonorner BO MHOrMX obnactax Poccuw.
Mon — KM3HEHHO HEOOBXOAWMbIM 3NEMEHT, y4acTByOWMI
B NPOAYKLUMXM FOPMOHOB LWWTOBUAHON »Kenedbl TUPOKCH-
Ha M TPUMOATUPOHMHA. ITU FTOPMOHbI MPUHMMALOT ydacTue
BO BCeX 0OMEHHbIX NMpoLeccax, BAUSIOT Ha SHEPTETUYECKUNA,
YyrNeBOAHbIA, YXWUPOBOM OOMEH, MMMYHHblE MEXaHW3Mbl,
duM3MUecKoe, NCMXNYECKOE 1 NMosioBoe pa3Butune. Hanbonee
yA3BMMbIMK AN GOPMUPOBAHUS HEraTUBHbIX NOCNEACTBUM
nebunumta Moga aABAAOTCA AeTU. B WwKonbHOM BoO3pacTe
He[oCTaTOK Moja BeAeT K CHUMEHMUIO namMaTh, BHUMaHUS
W OPYyrux no3HaBaTesfibHbIX CMOCOBGHOCTEN, TPYAHOCTAM
WKONbHOro 06yyeHuns, npobneMHoMy noBeAeHuto. Hauw
PEermoH OTHOCUTCH K AedUUMTHbIM MO COAEpPXKaHMK moda
B NMo4yse 1 Boje.

Llenb. N3y4nTb cpaBHUTENBbHYIO 3GPEKTUBHOCTb NPOPHU-
NTAKTUKM Mog04ePULIMTHBIX COCTOSTHUM MOCPEeACTBOM UCMOJIb-
30BaHKs KOMMEKca npenapaTtos Moa-akTve u CeneH-akT1B
1 MoHOTepanuu npenapaTtom MogomapwuH 100.

Martepuanbl U metoabl. Ha 6aze MY3 «[AI'T N°2» o6cne-
noBaHo 25 geten B Bo3pacTte 13-14 neT ¢ AMarHocTupo-
BaHHOM JIErKOM CTEeneHbk MoaHoro aedbuumta (MeguvaHa
noaypuun y Hux coctaBuna 53 MKr/n). etv 6binun pasgeneHnbl
Ha 2 rpynnbl: nepBas rpynna — 15 yenosek, BTopas rpyn-
na — 10 yenosekK. [leTaM nepBon rpynnbl 6bi1 Ha3HayeH
npenapat Moa-akTuB no 2 TabneTku B AeHb, Y4TO o6ecneyu-
Bano exxegHeBHo 100 MKr noaa, n CeneH-aktm no 1 tabnet-
Ke B [€eHb, 4YTo obecneymBano 50 MKr ceneHa exegHeBHO.

MapbuHa O.U.

[eTn BTOpPOM rpynnbl NonyyYany TOAbKO Npenapart HeopraHu-
4ecKoro noaa l7|0,£l,0MapMH 100 oauH pa3 B AeHb, 4YTO o6e-
cneynBano 100 MKr nopa. O6e rpynnbl Noflyyann HasHa-
YyeHHble npenapatbl B TeyeHne 5 mec. Bcem Haxogsawmmes
noa HabniogeHWeM ABa)kAbl NPOBEAEHO YNbTpa3BYyKOBOE
o6cnegoBaHue WUTOBUAHOM XKenesdbl, UccnejoBaHue TMpeo-
TponHoro ropmoHa runodmsa (TTl), cBOGOAHOITO TUPOKCHHA
(cT4) n onpegeneHne KOHUEHTpaUMM noaa B pa3oBbiX Mop-
LMSAX YTPEHHEN MOYM A0 Ha3Ha4YeHWs npenapaToB v nocne
OKOHYaHUS NPObUNAKTUKN.

Pesynbtatbl. B nepsBon rpynne 4yepes 5 mec npwu-
emMa npenapaTtoB ypoBeHb TT[ B CbIBOPOTKE KpOBM
ob6cnenyemblx geten cHuaumnca ¢ 1,93 + 0,14 mEg/mn
no 1,23+ 0,07 mEa/mn (p < 0,05), 1OCTOBEPHbIX U3Me-
HeHun cT4 nocne Ha3HavyeHUs npenapaToB He MNPOU30-
Wno: B Hayale wccneaoBaHua ypoBeHb CT4 cocTaBun
17,28 + 0,25 HMonb/MA, nocne — 17,07 = 0,35 HMONb/MAN
(p > 0,05), meanaHa woaypun Bbipocna Ao 103 MKr/n.
Mo paHHbIM Y3WU, y 68% 06cnenoBaHHbIX BbiIBNEHO YMEHb-
WeHne pa3MepoB LWMTOBUAHOM Xenesbl U ynydlleHue ee
CTPYKTYypbl. Bo BTOpou rpynne nokazatenu TTI n cT4 gocTo-
BEPHO HE M3MEHUUCb, HO BbipoC/aa MejuaHa Moaypuu
n coctasuna 104 MKr/n, NONOXMUTENbHAs AMHAMUKa CO CTO-
POHbI WNTOBUAHOW ene3bl BbiiBNeHa ToNbKo y 22,5%.

BbiBoabl. [IpoBeaeHHOE nccnefoBaHe CBUAETENLCTBY-
€T 0 TOM, 4TO Npu nogoaedunLnTe y feten Hanobosnee adpdek-
TUBHO Ha3HayeHWe KoMmmnneKkca npenapaToB Moa-aKTuB
u CeneH-aKTuB, YeM MoHoTepanus MogomapuHom 100.

AYTOUMMYHHbIA TUPEOUAUT Y AETEX U NOAPOCTKOB

Coros
neguaTpoB
Poccun

HayuHbit pykoBoaguTenb: MakmnHa Onbra BUKTOPOBHA, K.M.H., AOLEHT
dre0y BO ApocnaBcKuii rocyqapcTBEHHbIM MeAULMHCKUIA YHMBepcuTeT MuHaapasa Poccun,
fApocnaenb, Poccus

BBeaeHue. B HacTosiulee BpeMs coxpaHaeTcs TeHAeH-
LUMSa K pOCTY ayTOMMMYHHbIX TMpeonaTuin B AETCKOM W Moj-
pocTKOBOM Bo3pacTe. 0CO6EHHOCTH KIMHUYECKOM KapTUHbI,
06ycnoB/iEeHHbIE HECNEUMPUYHOCTbIO NPOSBNEHUN 3abone-
BaHMWS, a B HEKOTOPbIX cly4yasax 6€CCUMNTOMHbIM ANUTENb-
HbIM Te4YEeHUEeM NPUBOAAT K 3an03/asion AMarHoCTUKe.

Llenb. M3y4ynTb pacnpoCTpaHEHHOCTb U Te4YeHue ayTo-
UMMYHHOro Tupeounauta (AUT) cpeam aeten 1 NOAPOCTKOB.

MaTtepuanbl M metoabl. O6cnegoBaHo 55 pgeten
(10 Manb4nKoB 1 45 feBOoYEK) Ha ambynaTopHOM 3Tane B BO3-
pacTe oT 6 go 17 nert. [poBefeHa oLeHKa reHeanormyeckoro
aHaMHe3a, GU3NYEeCKOro pa3BUTUS AeTen, pa3mepoB U QyHK-
UMn WwutoBMaHOM enesbl (LK), TpeomagHoro npoowuns.
CTatUcTUYEeCKyto 06pabOoTKY AaHHbIX MPOBOAWUIIM C NMOMOLLbIO
cTatucTMyeckoro naketa Statistica 8,0 (StatSoft, Inc.).

Pe3ynbratbl. PacnpoctpaHeHHocTb AUT y geten B fApo-
cnaBCcKow obnactn — 6,6%. MNpu aHanuse aaHHbIX AUT gocTo-
BEPHO 4alle BblABMEH y AeBoyeK (82%). CpelHwun BO3-
pacTt geten coctaBun 13,4 roga. HacneacTBeHHbIM GakTop

no 3aboneBaHuam LM n caxapHomy anabety (C[) o6Hapy-
WeHy 25,5% yenoBek, y 3,6% — pak L. JocTtoBepHO Yauie
OTCNIEeXXMBAETCH OTAroUEHHas HacneACTBEHHOCTb MO maTe-
puUHCKON nnHunKn (85,2%). B 12,7% cny4yaeB AUT coyeTancs
¢ C[l 1-ro TMna, 4To CcBMAETENbCTBYET O POPMUPOBAHUM ayTo-
MMMYHHOIO nofaurnaHaynspHoro cuHapoma (AMrcC) 3A tuna.
B 1,8% Habntoganock covetaHue ¢ sutunuro (AMrC 3C tuna).
bonbwnHcTBO aeten ¢ AUT umenn HopmanbHoe GpU3nyeckoe
pa3BuTHe (69%), oedpuumnt maccbl (16,5%) U U36bLITOYHbIN
Bec (14,5%). Mpu oueHke pasmepa WK (BO3, 2001) y 65%
neten 306a He o6Hapy»KeHo, B 33% — 306 1 cT., B 2% — 306
2 c71. Mo aHannady TupeounagHoro npodunsg 6onee NoaoBUHbI
neten ¢ AUT umenun Hapywenne dyHkuun WK (51%), n3 Hux
16% — CYOKNMHUYECKUIM TMnoTMpeos, 31% — runoTupeos,
4% — runepTtupeold. Bce et ¢ rMnoTMpeo3omM nosy4vatT
3aMeCcTUTENbHYIO Tepanuio TEBOTUPOKCUHOM, C TMNepTUpeo-
30M — TWamason. HabnwogeHune geter ¢ AUT npoBoanTcs
Ha ambynatopHoOM aTane ¢ BbinonHeHnem Y3WU LK 1 oueH-
Kon noKkasaTtenewn kposwu (TTI, cT4, AT-TMO) 1 pa3 B 6 mec.



BbiBoabl. BbiiBneHa BbiCOKasi pacnpoCTPaHEHHOCTb
AUT cpeam geten, NnpenmyLLECTBEHHO Yy AeBOYEK nybepTaT-
HOro nepuoaa, KIMHUYECKU NpoTeKatwWwmx ¢ npeobnagaHu-

eM CYOKNMHUYECKOro runoTupeonsa, Tpebylolero 3amecTu-
TenbHOW Tepanuu neBoTMpoKcuHoMm. [letn ¢ AMNIC TpebytoT
pacliMpeHHOM AMarHOCTUKM NopaxeHnsa 4pyrux opraHos.

W3MEHEHMUE }EJYAOYHOU CEKPELIUU Y KPbIC MPU BHYTPUMNOPTA/IbHOM
BBEAEHUU KOPOTKOLENMOYHOIro h AJINHHOLLENMO4YHOIO FrACTPUHOB
HasapoBa I, YcmaHoB C., Huwan6aeB P., Awwypanuesa M.A., AwypanueBa H.[.

HayuHbli pyKoBoauTtenb: ypaeBa Moxuryns A3MM»KOHOBHa, AoLeHT Kabeapsl BOM 1
AHAMMKAHCKMM roCcyAapCTBEHHbIV MEAULMHCKUIN MHCTUTYT, Y36EKMUCTaH

BeepeHue. Pn3nonornyeckoe yvactme nevyeHun B yTunn-
3auuu NenTuaoB, YCNOBHO pa3fe/ieHHbIX Ha KOPOTKOLEenoy-
Hble, cogepralime 4o 10 aMUHOKMCNOT, U AIMHHOLLENOYHbIE,
coaepraumne 6onee 10 aMMHOKUCNOT, OKa3blBaeT BUSHUE
Ha perynaumio CEKPETOPHON, MOTOPHOM U HEMPOMOZYINPYIO-
wen GyHKLMM NULLEeBaPUTENbHbIX Kenes.

Llenb. M3y4nTb CEKPETOPHYIO U GepMEHTOBLILENNTESb-
HYIO LEeATENbHOCTHU MeNyKa y KpbiC Npu BBEAEHWMU KOPOT-
Koueno4yHoro nentuja neHtaractpuHa (I-5), cogepxallero
5 aMWHOKMUCNOT, U ANIMHHOLENOYHOro nentuga ractpuHa
(r-17), copepxawero 17 aMUHOKMUCIIOT, B MOPTalbHYIO
N nepudepuyecKyo BeHbl.

MaTtepuanbl U meToabl. MccnefoBaHua npoBefeHbl
Ha 42 Kpbicax B 6 cepusix, N0 7 OCTPbIX 3IKCNEPUMEHTOB
B KaXJoW. M3y4yanu M3MeHeHWe XenyLoYHOW CeKpeLuu
B KaXKJOM cepun No oTAeNbHOCTU NPU BBELEHUN B NopTaib-
Hyto BeHy 0,3 M/ PU3MONOrMHECKOro pacTBopa, B noptanb-
HYIO BEHy — KOPOTKOLLEMOYHOro nentuaa neHtaractpuHa
(-5), B nopTanbHyl0 BEHY — AJIMHHOLLENOYHOro nentuga
ractpuHa (-17), B nepudepuyeckyto seHy — 0,3 ma pusuno-
JIOFMYECKOro pacTeopa, B nepndepmnyeckyto BeHy — KOpoT-

KOLLENOYHOro nentuaa nentaractpuHa (I-5), B nepudepunye-
CKYI0 BEHY — AJIMHHOLIENOYHOro nentuaa ractpuna (I-17).

Pe3ynbTatbl U UX 06GcyXpaeHue. Pe3ynbtatbl JKcne-
PUMEHTOB Ha Kpblcax MoKasanu, 4To 06bEM BblAENSAEMOrO
eNyao4yHOro coka nog BAusiHMeM -5, BBEAEHHOI0O B Nepu-
depuryecKyio BeHy (B/B), Obli1 LOCTOBEPHO BbilE, YEM NoOcCe
BBeAeHMs GM3M0I0rnyecKkoro pactaopa. [pu atom nog BAu-
aHWeM [-17, BBeAEeHHOro B nepudepuyeckylo BeHy (B/B),
06bEM BbIAENIAEMOTO XKeNYA04YHOr0 COKa TaKKe 6bl1 4OCTO-
BEPHO BbIlLE, YeM Mocse BBeAeHUS GU3NOIOrMYECKOr0 pac-
TBOpa, U HE3HAYUTENIbHO BhIlIE, YEM Nocne BBeaeHus I-5.

BbiBoabl. Y KpbiC Npu BBeaeHun Kak [-5, Tak mn [-17
B NepudepmnyecKyto BeHy oTMeyanacb 3Ha4yuTeslbHas CTUMY-
NAUMS KeNyaoyHOM ceKpeLumnn n GepMeHTOBbIAENEHNS, Tora
KaK npu BBeAeHWM -5 B NopTasbHYyto BEHY BCE YYUTbIBAEMbIE
nokasaTesin JOCTOBEPHO CHUXKAJUCh, B TO XXe BPEMS MPpU BBE-
AeHun [-17 B nopTanbHylO BEHy y4uUTbiIBaeMble nokasatenu
CYLLECTBEHHO HE M3MEHSINCL. ITO MOKa3bIBAET, YTO MEYEHb
YTUIIM3MPYET KOPOTKOLIEMOYHbIE NENTUABI racTpuHa, a AMH-
HOLIEMOYHbIE — HET W, TEM CaMbIM, y4acTBYET B NeNTUAEPTU-
YECKMX MexaHM3MaXx PErynsaumnm XenyaouHblx Kenes.

OUEHKA AJIMTE/IBHOCTU NOCTAHOBKU ANATHO3A BOCMNAJIUTE/IbHbIX
3ABOJIEBAHUN KULWLEYHUKA Y AETEU: UCCJZIEAOBAHUE OAAHOIO LLEHTPA

NMpoxopeHKkoBa M.O., ExxoBa A.A., KoBbirnia K.A.

Hay4Hbi pyKoBoauTtenb: MNotanos AnekcaHnap Cepreesuy, 4.M.H., npodeccop
®rAQY BO MNepBbit MOCKOBCKUI rocyaapcTBEHHbIM MeAULMHCKKMI YHMBepcuTeT um. U.M. CeveHoBa
MwuH3gpaBa Poccun (CeveHoBCKUIM YHnBepcuTeT), MockBa, Poccusa

BBegeHue. [locTaHOBKa AuarHo3a BOCNaJUTENbHOIO
3aboneBaHusa KuweyHuKa (B3K) npeacrtaBnser 3Hauutenb-
Hble TPYAHOCTHU U3-3a HecneundUYecKnx CUMNTOMOB, KOTOPbIE
TaKXe MoryT 6biTb CBA3aHbl C APYTMMU FracTPOIHTEPONIOTMYe-
CKMMU 3a60neBaHMsAMHK. B TO e BpeMS U3BECTHO, YTO paHHSAS
[MarHoCTUKa No3BOASET Bpayam HayaTb JieYeHWe O OCNOXK-
HEHWIN 1 NPUBECTU K Bonee Nerkomy Te4eHuto 3aboneBaHus.

Lenb. Llenbto uccnegoBaHms 661710 OLEHUTb MPOAOIIKU-
TenbHOCTb 60ne3Hn KpoHa (BK) n a3BeHHoro konuta (AK)
OT MepBbIX NPOSIBAEHUN 3abofneBaHUs 4O YCTAHOBMEHMUS
AMarHo3a v Hadana Tepanuu.

MaTtepuanbl U MeToabl. Mbl PETPOCNEKTUBHO M3Y4nau
320 uctopun 6onesHn naumeHToB ¢ B3K, koTopblie Habnoaa-
nncb B HayuyHom LleHTpe 3a0poBbst geten ¢ 1 aHBaps 2011
no 30 anpens 2019 r. MNauneHTbl ¢ B3K 6b11M 06HapyeHbl
C WCMOMb30BaHWEM YCTAHOBIEHHON KOMMbIOTEPU3MPOBAH-
HOW NOKaNbHOW 6a3bl AaHHbIX. B aTO nccnegoBaHve BOLAM
netn ot O go 18 net ¢ 9K n BK B aHamHese. NcTtopun 6ones-
HW C HeonpeaeneHHbIM aHaMHe30M (OTCYTCTBME AaT, Mioxo
OMnMcaHHble CMMMTOMbI) B Halle WCCNeAoBaHWE BK/OYEHbI
He 6binKn. CTaTUCTUYECKYIO 3HAYMMOCTb ONPeaensiv ¢ UCnosb-
30BaHneM Kputepus CTbloaeHTa U Kputepus x2 MupcoHa.

Pe3synbtatbl. bbi1o 0T06paHO 268 COOTBETCTBYIO-
WKNX McTopun 6one3Hu. lonyyeHHble AaHHble OblnM pas-

feneHbl Ha aBe rpynnbl: getn ¢ bK (n = 132) n getn ¢ 9K
(n = 136). CpeaHss NpoAOIKUTENBHOCTL MOCTAHOBKKU Ana-
rHo3a Bo Bcen rpynne B3K coctaBuna 11,7 mec: AK —
16 mec, BK — 7,4 mec (p > 0,05) (rpaduk 1).

[na cpaBHUTENBHOMN OLEEHKW BPEMEHW MEXK Y NOSIBJEHUEM
nepBbIX CUMNTOMOB 601€3HK, NOCTAHOBKOM AMAarHo3a 1 Hava-
JIOM Nle4YeHnst NaLmneHToB GbIIN paccynTaHbl 40K (CM. Tabnu-
uy). Tonbko 56,7% petew ¢ B3K 6bin nocTaBneH AMarHos B nep-
Bble 6 Mec, Toraa Kak 13,8% Bcex nauuneHToB ¢ B3K nonyynnu
nleyeHune yepes 2 roga noce nposBneHns 3a6oneBaHus.

[ToOMMMO OLIEHKM cpeaHero BpemMeHW [AuMarHoCTUpOBa-
Hua B3K y neten, ogHon M3 Hambonee BaxHbIX 3aaay Oblno

paduk 1. CpaBHeHME CpeaHEro BpeMeHu AMarHoCcTUKu
60ne3HM KpoHa 1 93BEHHOI0 KONUTa, Mec
20

p >0,05
15 I
3
S 10 |
= 16 I
> 74
0
BK 5K
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Ta6nuuya. Jons nauMeHToB CO cpeaHeln NPOAOSIKUTENBHOCTbIO YCTAHOBNEHUS AMarHo3aa, n (%)

0-6 mec 7-12 mec 13-24 mec > 24 mec
B3K 152 (56,7%) 41 (15,3%) 38 (14,2%) 37 (13,8%)
BK 64 (48,48%) 17 (12,88%) 22 (16,67%) 29 (21,97%)
AK 88 (64,7%) 24 (17,6%) 16 (11,8%) 8 (5,9%)

paduk 2. CpeaHsas ANUTENbHOCTb 3a60eBaHUs
[10 YCTaHOBJ/IEHWS AMarHosa, Mec

5 p>0,05
16
" 7> 0,05 164
1 14
210 — 912 07— p>0,05
3 8| | B | |
=
6 L I i g
4 | | | | | | |
2 L | | | | | | |
0
B3K BK K

@ Jo2012 [ Mocne 2018

CpaBHUTbL Bpems, NoTpayeHHoe Ha MOCTaHOBKY AMarHo3a,
no 2012 r. u nocne. Ana cpaBHeHUs Bce ciydaun Obinun pas-
[leneHbl Ha ABe rpynnbl: nepBas (n = 72) BKAOYana aeTen,
KOTOPbIM AMarHo3 6bin NocTaBneH 4o AeKkabpsa 2012 r., BTO-
pas (n = 93) — nocne aHBaps 2018 . Pe3ynbTaTthl NpeacTas-
NieHbl Ha rpaduke 2. C 2012 r. HabnoaaeTca CoKpalleHue
BPEMEHM, 3aTpa4yMBaEeMOoro Ha yCcTaHoOB/IEHWE AnarHo3a.
Ba)KHOM YacTblo Halwero uccnegoBaHUsa OblI0 CpaBHe-
HWEe BpeMeHW, HeoBXO0AMMOro ANns NOCTaHOBKM AMAarHos3a,
B nocneaHue roabl: nocne 1 gsHBaps 2018 r. B3K guarHo-
cTupyeTca 6bicTpee, Yem o 31 aekabpsa 2012 r. (rpadmk 3).
970 6onee HarnagHO Bblpakanocb B rpynne nauuMeHToB
¢ BK, y KOTOpbIX Bpems mMexay NosiBNeHMEM CMMMNTOMOB
M YyCTAHOBNIEHWEM AMarHo3a YMEHbLUMIOCb NOYTW BABOE.
CKopee BCero, 370 CBf3aHO C pa3pabOTKOW PasdnuyHbIX

'paduk 3. CpaBHEHNE BPEMEHMN YCTAHOBNIEHMS AMarHo3a
B NepBble 6 Mec OT Hayana 3abosieBaHUs B pa3Hble roabl, %

p>0,05
70% 64,50%
60% p> 0,05 ) > 0,05
500 50,60% 49,40%
b 1350%
40% —1 = -~ 3550% 1 = —
30% ——— = SEE— = SEE— = —
20% ——— = SEE— = SEE— = —
10% L IE— - E— L —
0%
B3K BK AK

@ fo2012 [ Mocne 2018

MeTOA0B AMarHoCcTUKK. bonee Toro, Heo6xoanMble NpoLeay-
pbl U NabopaTopHbIe aHanu3bl, KOTOPbIE paHblUe HEe UCMONb-
30BaNnCb M3-3a BbICOKOW CTOMMOCTH, Tenepb ctanu 6onee
LOCTYMNHbIMW, M 3TO 06/eryaet ycTaHOBNEHME AMarHosa
B pa3Hblx YacTsax Poccuu.

3aknouyeHue. Npobnema anarHoctnkm B3K akTyanbHa
1 B HacToswee BpeMs. CBOeBpeMeHHas AnarHocTuKa aBs-
€TCH Ba*KHOM 4acCTbl0 paHHEeM MOCTaHOBKWM AuarHosa. ITo
pPeTpOCNeKTUBHOE UCCNeaoBaHWe MOKa3blBaeT, YTO BpeMs
MeXAy NosiBNEHMEM CUMMTOMOB W YCTAHOBNIEHUEM AMArHoO-
3a 3aMETHO YMEHbLLUWIOCh, YTO MOXHO 06BACHUTL pa3paboT-
KON pa3/inyHblX METOAOB ANArHOCTUKM, KOTOpble NoMoratoT
BpayaM NoCTaBWTb AMarHo3 BOBPEMS. XOTS CTaTUCTUYeCKas
3HAYMMOCTb BbIIBIeHa He 6blna, BO3MOXHO, C YBENUYEHU-
€M BblIOOPKM NaLMeHTOB OHa ByaeT pacTu.

NEPBbIX ONbIT MTPUMEHEHUS TEPANEBTUYECKOIO JIEKAPCTBEHHOIO
MOHUTOPUHIA BJIOKATOPOB ®AKTOPA HEKPO3A ONYXO0J11
Y AETEW C BOCMNAJIUTE/IbHbIMU 3ABO/IEBAHUAMU KULLEYHUKA

UnnapuoHos A.C.

Hay4Hble pykoBoguTtenu: [TotanoB AnekcaHap Cepreesuy, A.M.H., npodeccop
®rAQY BO MNepBbit MOCKOBCKMI rocyaapCcTBEHHbIM MeAUUMHCKKI yHuBepcuTeT uMm. U.M. CeveHoBa
MuHzapaBa Poccumn (CeyeHoBCKMM YHUBepCUTET), MocKBa, Poccus

BBepgeHue. bonesHb KpoHa (BK) v 3BEHHbIM KOAUT
(AK) — 3TO XpoHMYeckue BocnanuTenbHble 3abofnieBaHus
KuweyHnka (B3K). B 8—-25% cnyyaes B3K gnarHoctupytotcs
B AETCKOM Bo3pacTe. KoMbrHauus reHeTM4ecKon npeapac-
NOSIOXXEHHOCTU, MUKPOBHBLIX GaKTOPOB U BOCMPUUMYUBOCTH
UMMYHHOM CUCTEMbI NPUBOAUT K abeppaHTHOMY Bocnanu-
TeNbHOMY UMMYHHOMY OTBETY. YBENYEHME COAEPKaHMS Npo-
BOCMaAUTENbHbIX LUMTOKMHOB, B OCHOBHOM (aKTopa HeKpo-
3a onyxonu anbda (TNF-a, TNF), B CIM3UCTON KULLEYHUKA
y nauuneHToB ¢ B3K nocnyxuno ocHoBaHWeM Ansl BKIOYEHUS
6nokatopoB TNF-a nHdnmkeumab (MHP), agannumymatb (ALA)
B cxemy nedvenns BK n AK. [na nevyeHuns geten, 60MbHbIX
B3K, B Poccuickon ®enepaumm npumeHsaiotes: npu bK MHD
n AOA, npu 9K — UH®, a Takke B 0cobbix cnyvasnx, no pas-
pelweHuno BpavyebHon Komuccun, — ALA. TpeanKTopamu

peungnsa B3K aBnatoTCA NOBbIWEHHbIE aKTUBHOCTU MapKe-
pOB BOCMNaneHus (KONM4ecTBO NENKOUMTOB, C-peaKTUBHbIN
6enoK, GeKasbHbI KanbNPOTEKTUH) U OTCYTCTBUE 3auBIe-
HWS CIM3UCTON 060N0YKM NO AaHHBIM KONIOHOCKOMUKU. OgHaKo
NMPOrHOCTMYECKasa LIeHHOCTb TakuX GaKTOpOB Yy AeTen Heno-
CTaTO4YHO BbICOKA. Y4YuUTbiBass M3MEHYUBOCTb HapMaKOKMHe-
TMKKN 6nokaTopoB TNF-a, Heo6x0AnMM MOHWTOPWUHI Tepanes-
TUYECKOro (OCTaToO4YHOr0) YPOBHS JIEKAPCTBEHHOIO CpeacTBa
(T/IM). Ucnonb3osanune T/IM Bo Bpemsa aHTU-TNF-Tepanvu
yny4lwaeT KAWHWYeCcKue pesynbTatbl TepanuuM U no3Bosis-
€T MPONOHrMpoBaTb COCTOSHUE pemuccun. Kpome ToOro,
T/IM noneseH npu OLEeHKe HeyLOoBNEeTBOPUTENIbLHOrO OTBETA
Ha aHTU-TNF ana onpefeneHus NpuYuHbLI NOTEPU OTBETA
N pelleHns BOMpoca O KOPPEeKuMW Tepanuu Unn nepexopa
Ha apyron 6uonornyecKk1in npenapart.



Uenb. OueHnTb 3ddEKTUBHOCTb NpumeHeHus TJ/IM
y neten ¢ B3K B peanbHOM KIMHUYECKOW MPaKTUKe onuca-
TeNbHbIM METOOM.

MaTtepuanbl U meToabl. PETpOCNEKTUBHO GbiNM Mpo-
aHanu3anpoBaHbl McTopun 60ne3Hn 10 geten (cniaolwHas
Bbi6opka) ¢ B3K (7 peten ¢ 9K, 3 — ¢ BbK) Bospac-
TOM Ha MOMEHT KOHTPONbHOro 2-ro aHanmsa 4-17 net
(Me = 11 neT), HabnwaaUMXCAd B racTPO3HTEPONOIrn-
4YEeCKOM OTAeNeHun ¢ renatonornyeckon rpynnon HMUL,
340pOBbs Aeter v nonyvawowmx aHTu-TNF npenaparthbl
C MOMEHTa Havyana npumeHeHusa T/IM 3a nepunoa ¢ 2019
no 2020 r. Kputepun BKIOYEHWUSA: BCEM MNaLMEHTaM
HenocpeacTBEHHO Nocae WHAYKUMWU U/WAW B NOAAEPHKM-
Batoly dasy nevyeHus 6bi1I0 NPOBEAEHO KAaK MUHUMYM
2 aHa/lnsa ocTaTo4YHOro ypoBHsa 6nokatopa TNF B cbiBO-
pPOTKE KPOBW Nepef o4epeaHbiM MAaHOBbIM BBEAEHWUEM,
npyv 3TOM pe3ynbTaTbl NEPBOro aHanuW3a y4uTbiBanuCb
NMpu pelleHnn Bonpoca o AajbHENIIEN TaKTUKE BEAEHUS,
a pesynbTaTbl BTOPOro aHaln3a oLeHnBanu B nocneayto-
e rocnuTannsaLmm ¢ Uenbio OLEHKM Npeabliaywen Kop-
peKkuun Tepanuu. TJ/IM npoBoaunacs ¢ UCMONb30BaHUEM
akcnpecc-TectoB BUHLMANN QuantumBlue® Infliximab
n Adalimumab. PedepeHcHble 3HaYeHnsa s oCTaTOYHbIX
ypoBHeh MH® — 3-7 mkr/mn, AJA — 5-12 mKr/mn,
npu 3TOM LLeNeBON TepaneBTUYEeCKUI ypoBeHb B 060MUX
cnydasax 6bia1 > 5 MKr/mi.

Pe3ynbTatbl. Y 1-r0 pebeHKa OCTaTOYHble YPOBHU MNpe-
napata 6blIM HUXKE LIeSIEBOro TepaneBTUYECKOrO 3HAYEHUS
npy 1-mM n 2-M aHanus3ax, HECMOTPS Ha MOBbIWEHNE O03bl
W COKpallleHWe MHTepBana nocne 1-ro aHanunsa, YTo NoTpe-
60Bano Tepannn CUCTEMHbIMU cTeporaamn. Y 1-ro pebeHKa
Oblf1 aleKBaTHbIM OCTaTOYHbIKM YPOBEHb NPU 1-M U 2-M aHa-
NIM3ax, YTO NO3BOJSIU/IO OCTaBUTb NPEXKHWE UHTEPBAN U A03Y,
HO Ha MOMEHT 2-r0 aHaNM3a 6bl1a HegocTatovyHas aPdEKTUB-
HOCTb, BCIeACTBME Yero Obina noBbiweHa ao3a. Npu 1-m aHa-
nm3ey 1-ro pebeHKa ypoBeHb Obln HUMKE JOMKHOMO, NOBbILE-
HWe A03bl MPUBENO K PEMUCCUM Ha POHE aJEeKBATHOIO YPOBHS
npu 2-m aHanuse. Y 2 geten Ha GoHe ajeKBaTHOro ypOBHS
npu 1-Mm 1 2-M aHanusax 6blla HegocTaTtoyHas 3PpdEKTUB-
HOCTb, 4TO NOTPE60BAN0 MNOAK/IOHEHNS TOMUYECKUX CTEPOU-
[0B. AfeKBaTHbI OCTaTO4HbIM YPOBEHb Npu 1-M 1 2-M aHa-
nmM3ax Ha ¢oHe pemuccuu 3aboneBaHusa Obil y 2 [eTen,
4YTO MO3BOJINIO HE KOPPEKTMpOBaTb Tepanuio. Y 3 geten
Heonpeaensembl ypoBeHb NpenapaTta B KPOBU M OTCYTCTBUE
pemuccum npu 1-m aHanu3e notpeboBas MNepeKksyeHus
Ha apyron aHTU-TNF npenapart, npu 3ToM Npu 2-m aHanuse
Habn4annMcb afeKBaTHbIM OCTaTOYHbIM YPOBEHb (BTOPOro
6nokatopa TNF) n KnnHuyeckasa adOEKTUBHOCTb.

BeiBoabl. [leTn ¢ B3K TpebyloT agnHamuyeckoro T/IM
B pa3/inyHble Gasbl IeYEHUS, y4MTbIBAs YacTyro MEPBUYHYIO
HeabbeKTUBHOCTb aHTU-TNF Tepanuu, a TakKe CHUXKEHue
3G PEKTUBHOCTU UK NOTEPIO oTBETA Ha 610KaTop TNF.

PA3PABOTKA BAJI/IbHOW LUKAJIbI OUEHKU PUCKA PA3BUTUA AJITEPTUU
K BEJIKY KOPOBbLEIO MOJIOKA Y IETEM NEPBbIX MECSILIEB YXU3HU

Bbopucos P.O., MNanuyk A.E., KonecHukoBa E.A., MaHdepoBa A.A.
Hay4Hbi pykoBoaguTenb: MNpuxoadyeHko Hennu MpuropbeBHa, K.M.H., LOLLEHT
®IrE0Y BO TMXOOKeaHCKMM rocyaapCTBEHHbIM MeAULMHCKUIA yHHUBepcHTeT MuH3apasa Poccun,

BnagmeocTok, Poccus

BBepeHue. B HacToswee Bpems nuweBas anneprus (MA)
K 6enKy KopoBbero mosnoKka (bKM) 3aHMmaeT oaHo U3 Beay-
LWMX MEeCT B CTPYKType obLuien 3a6o1eBaeMoCTu AeTeN paH-
Hero Bo3pacTa U ABASETCHA aKTyalbHOM Npo6aemMoi B nean-
aTpuyecKon npakTuke. CeHcnbunmsauma K BKM 1 passutue
NMA kK BKM 3anyckaeT nporpammy «aTOMMUYECKUn MapLi»,
410 06YycnoBAMBAET HEO6XOAMMOCTb pas3paboTKku npodu-
NaKTUYECKMX Mporpamm, HanpaB/ieHHbIX Ha ee Npeaynpex-
AeHune. BaxHbIM acnekToM npu 3ToM fBASETCS NOHMMaHue
POSIK U 3HAYEHUS BAUAHUSA pa3nnyHblX GaKTOpPOB, a TaKkKe
OLleHKa WX MPOrHOCTUYECKOM 3HaYumocTu. B HacTosawmm
MOMEHT reHeTnyecKas npeapacnoNoXeHHOCTb K PasBUTHIO
NULLEBOW anfieprumn aBaseTca Heocnopmumon. BHelwHue dak-
TOPbl NPV 3TOM OKa3blBalOT JOKa3aHHOe BAWSHWE Ha pea-
NIM3auUMI0 FTEHETUYECKON NPeapacnoNOXKEHHOCTHU, HO TaKKe
CMOCOGHbI CYLIECTBEHHO W3MEHWTb 3Ty Mporpammy, 0COo-
6eHHO B paHHEM AeTcKom Bo3pacTe. Cneayer OTMETWTD,
YTO MCMNONb30BaHWeE Aaxe caMblX MHGOPMATUBHbBIX METOL0B
nabopaTopHOM AMArHOCTUKM He MpeaocTaBfseT AOCTOBEp-
HOM MHdOPMALMK O COCTOSHUM 340POBbS Ha aTane npeféo-
nesHu. 1ns coBeplleHCTBOBaHUSA NPObUIaKTUHECKMX MEPO-
NpUATUA B NeguaTpu4yeckon npakTuke Heobxoaumo 6onee
LUMPOKOE NCMOSIb30BaHWE HEUHBA3MUBHbIX AMArHOCTUYECKMX
MeTofoB. PaspaboTKa WwKanbl 6aa/1bHOM OLEHKK onpeaene-
HWS FPYNN BbICOKOIO PUCKa U CBOEBPEMEHHOIO NPOBEAEHMS
UM NPOdUNAKTUHECKUX MEPOMPUATUI UMeeT 60NblIoe Teo-
peTuyecKoe 1 NpakTUYecKoe 3HavyeHue.

Llenb. OnpeaennTb NPOrHOCTUYECKYIO LIEHHOCTb reHe-
TUYECKUX U HereHeTuyeckux cdaktopoB pucka A K BKM
y AeTen 1 pazpaboTaTtb 6afibHYIO WKany 419 OLEHKW pUcKa
ee pa3BuTus.

Martepuanbl U mMeTtopabl. bbina paspabotaHa aHKe-
Ta-ONPOCHMK, cogepxKallas OCHOBHble GaKTOpbl, OKa3bl-
BalolWue BAUSIHME Ha opraHM3am pebeHKa NepBoro roga
W3HW B aHTeHaTanbHOM W NOCTHaTaNbHOM Mepuoae.
lMpoBegeHO aHKeTMpOBaHWe poauTenen aeTen paHHero
Bo3pacTa B «LleHTpe geTcKoro 340poBbs» (M. Bpay K.M.H.
bapaHoBa 0.B.). OcHoBHyt0 rpynny coctaBunn 50 petew
C noaTBepX/AaeHHbIM auarHo3om [MA K BKM, KOHTponb-
Hylo rpynny coctaBunnm 50 340poBbIX geTten 6e3 annep-
rmyeckux 3aboneBaHMM B aHaMHe3e. CTaTUcTMyecKas
o6paboTKa maTepuana Oblna nNpoBefeHa € onpejene-
HMeM aTpubyTMBHOro pucka (AP) M OTHOWEHUNA LWaH-
coB (odds ratio, OR), npoBeaeHMeM KOpPPeNsLMOHHOro
aHanusa c onpegeneHneMm KoadpoduumeHTa Koppensauuu
CnupmeHa.

PesynbTaTbl. Hanb6onee NporHOCTUYECKM 3HAYUMbIMU
daKkTOpamn pucka npu pacyetre OR B aHTeHaTalbHOM
nepuoae 9BASAUCb HEO6X0ANMOCTb NPUMEHEHUS MejnKa-
MeHTo3HOM (2,08) n aHTMGaKTepuanbHoh (2,0) Tepanuu,
XPOHMYEeCcKasa NaToNorms »Kenyao4yHO-KULWEYHOro TpaKTa
y matepu (1,97), rectos Il nonoBuHbl 6epemeHHoCcTH (2,0),
nnaueHTapHas HegocTaTtodHoCTb (2,07). MPOrHOCTUYECKHM
3HaYMMbIMK MOCTHaTalbHbIMU GaKTOpaMu puUcKa pas3Bu-
TS anneprum K BKM aBnanuce natonormyeckoe teyeHue
poaoB, onepaTuBHOE pofopaspelleHue (myTem onepaumm
«KecapeBO ceyeHue»), BBedeHWe npukopma o 4 Mmec,
no3gHee npuKnagblBaHwe K rpyau, cMewaHHoe/UCKyc-
CTBEHHOE BCKapMm/iuBaHWe B [ONaKTaAUMOHHbIN nepuopa
B POAAOME, KPYMHbIM nNnog — Macca Tefla Npu pox-
aeHnn 6onee 4 Kr. Ansa pas3paboTKW WKanbl 6anbHOM
OLLEHKM Mbl UCNONb30BaNM METOA PaHrOBOM Koppensuuu
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CnupmeHa (S), ANS KaxAaoro npuaHaka Mbl BbIYUCAANU
3HaYeHWe C MOMOLLbID NaKeTa NPUKAAAHbIX NporpaMm
Statistica 13.3. Ecnu BenuynHa AaHHoro Koadpduum-
eHTa 6bina 6onbluen, yem 0,3, TO BAUSHME MNpPU3HAKa
Ha Hannyne 3aboneBaHWsa MNPU3HaBaANOCb 3HAYUMbIM.
bbina coctaBneHa Tabnuua, BKAwYawowasas 6anibHYO
OLUEHKY M3Yy4YeHHbIX GaKTOPOB pUCKa, KOTOpble Oblnn paH-
UPOBaHbl B COOTBETCTBUMM C WX WMHOOPMATUBHOCTbIO
M COMpPSI*KEHHOCTblD. MaKcumanbHaa cymMma 6annoB —
38. AHanu3 pesynbTatoB TECTUPOBAHUA aHaNU3UPYEMbIX

rpynn yCTaHOBMA BbICOKYID YYBCTBUTENbHOCTb (78,9%),
BbICOKYIO cneundun4HocTb (76,4%) AaHHOM WKanbl.

BbiBogbl. Taknm o6pa3om, A K BKM aBnsetcs 3a6o-
neBaHWeM, BbI3BaHHbIM C/IOXHbIM B3aUMOLEWCTBUEM
reHeTMYeCKUX M HereHeTnyeckux ¢GakToposB, BO3AeN-
CTBYIOWMX B aHTeHaTalbHbll W MOCTHaTaNbHbIN Nepwu-
o4. Ncnonb3oBaHue WKanbl 6anlbHON OLLEHKW MO3BOAUT
BblAENATb TFPYNMbl BbICOKOrO pUCKa Mo passutuio [MA
M CBOEBPEMEHHO MPOBOAWUTb NPOPUNAKTUYECKUE MEepo-
npUATUS.

3®DEKTUBHOCTb AJIIEPTEH-CNELUDUYECKON UMMYHOTEPAIMUM

NPU ANIJIEPFTMMECKOM PUHUTE Y AETEX

MananuuyeBa K.B., Hukutuna A.U.

HayuHbi pykoBoguTenb: CMnpHoBa lannHa MiBaHOBHA, A.M.H., npodeccop
®IrAQY BO MepBbit MOCKOBCKUI rocyaapcTBEHHbIM MeaAULMHCKUIA yHBepcuTeT um. M.M. CeveHoBa
MwuHsgpaBa Poccum (CeyeHoBCKMM YHUBepCHTET), MockBa, Poccus

BBepaeHue. PocT annepruyeckmnx 60ne3Hen y geten ctan
rno6anbHon Npob6remMon BO BCEM MUpPE, MOITOMY HEOO6XO-
anma abPeKTMBHAA cTpaTerus nevyeHus aniepruiecKmnx
3aboneBaHui ans NpefoTBpalLeEHMS UX MPOrPecCUpPOBaHUS.
AnnepreH-cneuunounyeckas ummyHotepanus (ACUT) — nato-
reHeTUYECKUN MeTod NeYeHUs annepruyeckux 6onesHewn
nyTem BBeAEHUS nevyebHbIX annepreHoB B BO3PacTaloLMX
[03ax 4719 YMEHbLUIEHWS YYBCTBUTENbHOCTH K MPUYUHHO-3HA-
ynumomy annepreHy. ACUT aABnsieTca eQnMHCTBEHHbIM METO-
[10M, CNOCOGCTBYIOLMM PA3BUTUIO KIMHUYECKON U UMMYH-
HOWM TonepaHTHOCTM K annepreHam. ACUT npepoTBpallaet
nporpeccupoBaHme 3abofieBaHUs, CHUXAET BEPOSTHOCTb
GOpPMUPOBAHMA HOBOM CEHCMOMUNU3ALMKM K APYrUM annep-
reHam, fJaeT AMTENbHbIA KNTMHUYECKMI 3DDEKT M ynydliaeT
KayecTBO M3HW nauueHToB. PaHHee npumeHeHue ACUT
npeaynpexaaeTr atonMyeckun mMapll U pa3BuTUE GPOHXM-
anbHOW acTMbl. AnnepruyecKkum puHUT (AP) OTHOCKTCS K Yuc-
Jly pacnpocTpaHeHHbIXx GOpM annepruiyecKom nartonoruu
y AETEWN, OH CYLLECTBEHHO BMSAET HA KA4eCTBO U3HU U KOT-
HUTUBHbIE PYHKLMMK, HapyLaeT COH U MOBCEAHEBHYO GU3K-
YECKYIO aKTUBHOCTb 60/1bHbIX. AP — 370 IgE-06yCcnoBneHHoe
BocnanuTenbHoe 3aboneBaHne CAn3ncTon 060I04KKM HOoCa,
KMHUYECKM NMPOoSBASIOWEeCcs PUHOPEEN, 3YAOM, YNXAHMEM
M 3aN0XEeHHOCTbio Hoca. YacTota cumntomoB AP B Poccum
coctaBnsieT 18-38%, Npy 3TOM HY OAWH U3 NNEKAPCTBEHHbIX
npenapaToB, NPUMEHSEMbIX A/ 06ner4eHus CMMNTOMOB
AP, He MOXeT U3MEHWUTb peaKuMIio pacTylero opraHMama
Ha annepreH.

LUenb. Onpenenntb adPEKTUBHOCTb CYyONMHIBaNbHOM
ACUT annepruyeckoro puHuTa y geTen.

Martepuanbl u metogbl. O6¢cnenosaHo 40 geten ¢ AP
B Bo3pacTe oT 3 A0 17 neT, n3 HUx 40% 60NbHbIX 6bIIN B BO3-
pacte ot 3 1o 7 net n 60% — B BO3pacTe oT 7 Ao 16 neT,
Ha 6a3e KOHCYNbTaTUBHO-AWArHOCTUYECKON MONUKINHUKK
AOFKB N29 wum. H. CnepaHcKoro. Y Bcex 060JbHbIX Obin
npoBeAeH aHanu3 JaHHbIX aHamMHe3a, aneprosornyecko-
ro o6cnefoBaHs U AUHAMMKKU KIMHUMYECKUX CUMMMTOMOB.
16 60nbHbIM AP nposoaunack cyénuHreansHag ACUT cTaH-
[apTM30BaHHbIMK NpenapaTamMu anepreHoBs Mblblibl 6epe-

3bl U AOMaLIHeN nbinn. AddeKkTnBHocTb ACUT oueHmnBanach
KaK OT/IMYHas, XxopoLlas, yaoBNeTBOpUTENbHas, HeyqoBaeT-
BopuTenbHasa 4Yepe3d 1, 2 n 3 roga NevyeHus no AMHamu-
Ke CMMNTOMOB 3ab60/ieBaHUsA U U3MEHEHUAM MOTPEOHOCTH
B @HTUIMCTaMMHHbIX NpenapaTtax, MHTpaHa3anbHbIX [HOKO-
KopTukoctepoungax (F'KC).

Pe3ynbtarthbl. Y 06cnegoBaHHbIX 60/bHbIX AP 6bl1a BbISIB-
NeHa HacneAcTBEHHAs OTATOLWEHHOCTb MO annepruyeckum
6onesHam 80%, npunyem y 25% naumeHToB y 060MX poauTe-
nen,y 25% peten — TONbKO NO NMHUKU oTUa Uy 50% — TONbKO
no NMHMKM MaTepu. N3 HUX Ha MCKYCCTBEHHOM BCKapMmanBa-
HWUKU Haxoaunmncb 32%, a Ha cMmewaHHoM 20% geten. Y Bcex
60/1bHbIX YCTAHOB/IEHbI cnegytoline GopMbl CONYTCTBYIOLLEN
natonoruu: 4yactole OPU (48%) — 6e3 o6CTpyKumn (16%)
M € 06CTpyKUMEN (32%); HApYLIEHUS MUKPOBUOTbI KULLIEYHH-
Ka (38%); aTonnMyecKknin gepmaTtuT Ha 1-M rogy *XunsHu (52%),
6poHxnanbHasa actMma (8%). Npu annepronornyeckom obene-
[0BaHWKN BONbHbIX BbiiBieHa anfneprus K nuuesbim (80%),
NblbLEBbLIM (68%), 6bITOBLIM (45%), annaepmasbHbiM (28%)
n rpnbkoBbiM (20%) annepreHam. Ona nposeneHuns ACUT
6bl1 onpeaeneH Hanbosee 3HaAYMMbIN annepreH Ans Kax-
poro 6onbHoro AP W Ha3HayeHa Tepanusi CyGJIMHTBallb-
HO: C annepreHamu nbliblbl 6epe3bl — 12 geten (75%),
C annepreHamu gomMallHen nbiin — 2 pebeHKa (12,5%),
C annepreHamu nblbLbl 6epesbl + annepreHamu JoMallHemn
nbiin — 2 pebeHka (12,5%). B 1-v roa nevyenusa AP y geten
adpdekTuBHocTb ACUT coctaBuna: otaMyHo — 25%, xopo-
wo — 50%, yanonetBopuTeNbHO — 25%; Ha 2-M rogy: OT/ny-
HO — 40%, xopowo — 48%, ynoBnersoputesnbHoO — 12%;
Ha 3-M rogy: oTM4YHO — 75%, xopowo — 25%, KaK Ha Mbib-
Ly 6epe3sbl, Ha AOMALLHIOH Mbljlb, TAK U HA COBMECTHbIN NpuU-
em (6epesa + goMalLlHSS Mbib).

BbiBoabl. Cy6nuHreanoHas ACUT npu AP y peten —
cambli 3ddEeKTUBHbIM MeToa, obecrnevynBaloWmMn ANu-
TENbHYIO K/IMHWYECKYIO pemMuccuio, npegoTspaliaer npo-
rpeccupoBaHue 3ab0sieBaHUs, yMeHbllaeT NOoTPebHOCTb
B NeKapcTBax (Kak 6a3WcHOM Tepanuu, Tak M CPeacTB
CKOPOW MOMOLLM) M 3HAYUTENBbHO yyYllaeT Ka4eCTBO XU3HU
nauMeHToB.



MyxameTtwuHa I U.

OCOBEHHOCTU BPOHXWAJIbHOU ACTMbI Y AETEX C OXKMPEHUEM

HayuHbi pyKoBoaUTENDb: JleBYYK Jlapuca BacunbeBHa, [.M.H., AOLEHT
Coros ®IrB0Y BO YpanbCcKuii rocyaapcTBEHHbIM MEANLMHCKUI YHUBepcuTeT MunHaapasa Poccuu,

negnaTpos

Poccin ExkatepuHo6ypr, Poccus

BeBepeHue. bpoHxmansHasa actMma (BA) aBnaetca Mysb-
TUdaKTOpHbIM 3aboneBaHUEM, B OCHOBE KOTOPOrO JIEXMT
XPOHUYECKOE annepruyeckoe BocnaleHne OGpPOHXO0B
C TMNeppeaKTUBHOCTLIO AbiXaTefbHbIX NyTen. BbiaeneHue
oTAeNbHbIX deHoTMnoB BA Ha ocHoBe y4eTa naTo6uonoru-
YECKUX XapaKTeEPUCTUK U BbiFBNEHUS BUOMapPKeEPOB Heo6-
XOAUMO ANs pa3paboTKM MHAMBUAYaNbLHOrO NoAxo4a K TaK-
TUKe nedvyeHus. AcTMa, acCoLMMPOBaHHasa C OXMPEHUEM,
xapaKktepuayetcs 60see TAKeNblM TeYEHUEM, CHUKEHUEM
KOHTpOAA Haj 3ab6oneBaHneM. BolpabaTbiBaemble agnnoum-
TaMu NpoBOCMNanUTENbHbIE LLUTOKUHBI U MeamaTopsbl (TNF-a,
IL-6, nenTuH, paKTop XemoTakcmMca MOHOLUTOB) YyCUIMBAIOT
BOCManuTeNbHble U3MEHEHNS B CTEHKE BGPOHXOB, yCyryonas
MeXaHW3M 06CTPYKLMK. C pOCTOM B NONYAALMKU YUCna AeTen
M NOAPOCTKOB C M36LITOYHOM Maccon Tena U OXUpPEHUEM
HabnojaeTcs yBenum4yeHme Konmyectsa 60/bHbIX BA ¢ faH-
HbIM GEeHOTUMNOM.

Llenb uccnepoBaHusa. BoigBUTbL 0COOEHHOCTU TEYEHUSA
OpPOHXMaNbHON aCTMbl y IETEN C OXUPEHUEM.

MaTtepuanbl U meToabl. [lpoBeaeHo ob6cnegoBaHue
89 neten ¢ BA B Bo3pacte 10,7 = 4,8 net (0T 4 no 17 ner).

OCHOBHYIO rpynny cocTtaBu/in 60JibHble C aTONMUYECKOM
BA n oxupenuem (SDS MMT/Bo3pacT > +2) B KONnyecTBe
41 yenoseKa. [pynny cpaBHeHUs coctaBunn 48 aetewn ¢ bA
6e30xunpennsa (—2<SDSUMT/BospacT <+2).ccnefoBaHue
npoBoAMNOCL Ha 6a3e MNy1bMOHONOMMYECKOrO OTAENEHUS
MAY ArKB N29 r. EkaTepuH6ypra. CpeaHui Bo3pacT 60sb-
HbIX OCHOBHOW rpynnbl coctaBun 10,0 £ 3,9 neTt, rpynnol
cpaBHeHuss — 11,4 + 4,1 neT, B 06enx rpynnax npeoo-
nafanv mManbuunkm (73,2 n 64,6% COOTBETCTBEHHO). Y BCEX
[eTer npoaHanuM3upoBaHbl AaHHble aHamHe3a, peaynbra-
Tbl OOBLEKTUBHOIO WCCNeLOBaHUdA, MoKasaTenu cnvpome-
TpuK, Npobbl ¢ canbbyTamonom U GU3UHECKON Harpy3KOW.
OueHKa dU3MYecKoro pas3BUTUSA MPOBOAMNIACH MO MeXay-
HapoaHbIM cTaHpgaptam BO3 (nporpamma ANTHROPLUS
1.0.4). Ang cTaTuCTU4EeCKOM 06paboTKM NCNONb30BaH NakeT
npuknagHbix nporpamm Statistica 10.0.

Pe3ynbtaTtbl. AHaNU3 KJIMHUYECKMX AaHHbIX U PE3YSib-
TaTOB MHCTPYMEHTalIbHbIX WCCeJOBaHWUM BbISBUI OCO-
OEHHOCTU TeYyeHUs GPOHXMaNbHOM acTMbl y AETEN C OXM-
peHvemM. OTATOWEHHbIN aKyLepCKO-TMHEKONOrn4YeCcKumn
aHaMHe3 JOCTOBEPHO Yallle BCTpeYyasica y maTepen nauu-
€HTOB OCHOBHOM rpynnbl (44 n 23%, p = 0,035); onepaTus-
Hoe poaopaspelleHne — B 47,5 n 16,6% COOTBETCTBEHHO
(p=0,010). PaHHKI NnepeBOA Ha UCKYCCTBEHHOE BCKapM/In-
BaHWe oTMeyeH y 75% petew ¢ oxxunpeHmem un 43,3% naym-
€HTOB rpynnbl cpaBHeHus (p = 0,020). Y naunMeHToB OCHOB-
How rpynnbl BA pexe nmena nerkoe tevyenune (4,0 n 14,5%,
COOTBETCTBEHHO). KonnyectBo 060CTpeHU 3abonieBaHns
3aroj B OCHOBHOW rpynmne u rpynne cpaBHEHUS OKa3anochb
OAMHaKOBbIM (4,27 + 3,01 1 3,76 = 3,58 COOTBETCTBEHHO).
AHanua pesynsTaToB CIMPOMETPUKN NOKasas, YTo y nauu-
€HTOB C OXMWPEHWEM [O0CTOBEPHO Yalle OTMEeYaeTCs CHMU-
EeHUe OPOHXMaNbHON NPOXOAMMOCTU Ha YPOBHE CPeaHUX
N MenKnx 6poHxoB (p = 0,012). MNpu n3y4eHn 06 bEMHbIX
noKkasaTenen CrnupomMeTpun B OCHOBHOW rpyrnmne BbISB-
NeHo 6ofee BblpaXKeHHoe CHueHue nokasatens OXEJ
(82,2 £ 13,91 90,4 £ 17,2 n COOTBETCTBEHHO, p = 0,028).
CKopocTHble nokasatenu cnupometpun (OPB1, MOC,s,
MOCs5() 6bUIM CHUMEHbBI Y MALWEHTOB KaK OCHOBHOM rpyr-
Nbl, TaK W rpynnbl cpaBHeHUs. CoyeTaHue BA ¢ oxupeHuem
COMPOBOXAaNloCb AOCTOBEPHLIM CHUXEHWEM MNoKa3aTe-
N9 NUKOBOM 06bemHoM ckopocTtu (MOC) — (76,4 £ 23,4
n 89,5+ 27,1%, p = 0,002).

BbiBoabl. BpoHxManbHaa acTtMa B co4yeTaHuu
C OXMpPEHUEM MNPOTEKaEeT TAXenee, 4yalwe oTMevaeTcs
HebnaronpuaTHOe TevyeHUe paHHero nepuoja OHTOre-
He3a, 3aboneBaHWe xapaKTepusdyetcda 60nee Bbipa-
EHHbIMU HapyweHUAMU GYHKLMU BHELWHEro AbIXaHWS.
TepaneBTuyecKkasa TaKTMKa B OTHOLWEHWM NaLMEHTOB
C AaHHbIM GeHOTUNOM OPOHXMaNbHOW acTMbl AOXHa
pa3pabaTtbiBaTbCs WHAMBUAYaNbHO W BKO4YaTb, MOMU-
MO 6a3WCHOW Tepanuu, MeponpuATUdA, HanpaBleHHble
Ha HOpManuM3aLuio UX HYTPUTUBHOIO cTaTyca.

KoMnneKcHbI aHanu3 KAIMHUYECKUX AaHHbIX AeTel ¢ GpOHXHanbHoOM acTMol a6ce. (%)

Mokasatenu OcHOBHas rpynna F'pynna cpaBHeHUs p
n=41 n=48
CTeneHb TSXKeCcT 6pOHXUasIbHOM acTMbI
TAXKenas 2 (4,9) 2(4,2) 0,87
cpeaHss 39(90,2) 39(81,2) 0,23
nerkas 2 (4,9) 7(14,6) 0,09
KonnyectBo 060CTPEHUI B rog 4,27 + 3,01 3,76 + 3,58 0,47
CHUKEeHNE MPpoxXoanMoCcT 6POHX0B
KpYnHble 12 (29,2) 13(27,0) 0,82
cpeaHue 2(4,9) 0 (0) 0,12
MenKkune 5(12,2) 5(10,4) 0,79
Pe3ynbTatbl Npobbl ¢ caibbyTamooM
NoNoXuUTENbHANA 7 (17,0) 12 (25,0) 0,35
oTpuuartenbHas 31(75,6) 36 (75,0) 0,94
PeaynbTaThl Mpo6bl C GU3N4ECKON Harpy3Kom
NnonoXuTenbHas 2 (4,8) 0 (0) 0,1
oTpuuaTtenbHas 14 (34,1) 17 (35,4) 0,89
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KPATKUE COOBLUEHUSA

PEHTTEHOHEIATUBHAA MHEBMOHMSA Y AETEM.
PETPOCMEKTUBHbIA AHAJTU3 K/IMHUYECKOW NMPAKTUKHU

CypoBuesBa [.A.

Hayu4Hbi pykoBoguTenb: LlapbkoBa Codpbsi AHaTONbEBHA, A.M.H., npodeccop
dreQy BO YpanbCKkuit rocygapCTBEHHbIM MEANLMHCKMI YHUBEpPCHUTET MrH3apaBa Poccuu,

ExkaTtepuHbypr, Poccus

BBeaeHue. «3010TbiIM CTaHAapTOM» AWMArHOCTUKMU
NMHEBMOHUWU ABASETCA pPeHTreHorpadus opraHoB rpyaHOM
KneTku. OfHaKo 4yBCTBUTENbHOCTb METofa PeHTreHorpa-
UM opraHoB rpyaHon KneTku BapbupyeT oT 32 ao 77,7%.
Mo faHHbIM 3apy6exHoW nuTepaTypbl, PEeHTreHOHeraTua-
Hble MHEBMOHUK Yy B3POC/bIX BCTpeyvatoTes B 25—-30% cnyya-
€B. TUNUYHbIE PEHTrEHONIOrMYeCKne Npu3HaKu NHEBMOHUU
MOryT OTCyTCTBOBaTb Mpu fAernapatauuu, HEWTPOMEHUH,
paHHen ctaguu 3abofieBaHUA U NMHEBMOHWMU, BbI3BaHHOM
aTUnuM4yHomn Gnopon.

Lenb. Onpeaenntb 060CHOBAHHOCTb AMArHo3a «BHe-
60/IbHUYHas MNHEBMOHMS» y [eTeln paHHero Bo3pacTa
6e3 NPU3HaKoB BM3yann3alLmMu no JaHHbIM peHTreHorpadum
OpraHoB rpyaHOM KNEeTKH.

MaTtepuanbl u metoabl. [1poBefeHO PeETPOCMNEKTUB-
HOe onucaTteNbHOEe WCcCNefoBaHWe MO AaHHbIM MCTOPUK
6one3Hn Ha 6ase MAY [AINKB N1l r. EkaTepuHGypra.
MpoaHanuanpoBaHbl UCTOpPUKN 6one3Hn 20 aeTen ¢ peHTre-
HOHEeraTMBHOM NMHEBMOHMEN (9 ManbyuMKoB M 11 OeBOYEK).
CpepaHui Bo3pacT aeten coctaBun 1,7 = 0,2 net (0T 6 mec.
no 3,5 net), cpeau Hux 17 OetaM KAMHUYECKM YyCTaHOB-
NleH JuarHo3 «cpegHeTsenas BHeOO/bHUYHAA MHEBMO-
Hus» (1-9 rpynna) U 3 naumMeHTam — «Tsenas NHEBMOHMS»
(2-9 rpynna).

Pe3ynbtaTtbl. OKONIO NONOBUHbI AeTen 1-v rpynnbl
(41%, n = 7) n 2 pebeHKa M3 2-iU rpynnbl OblIM rOCNU-
Tann3uMpoBaHbl Ha 1-2-e cyT OT Hayana 6onesHu, 35%
(n = 6) — Ha 3-4-e cyT 3aboneBaHus, nocne 5-x cyT
rocnutanuaumposaHo 24% (n = 4) nauneHtoB 1-M rpynnbl
M OOMH PeBeHOK U3 2-i rpynnbl. Pa3nuyna ypoBHS Temne-
paTypbl Tefla Ha MOMEHT rocnuTanMsaunv B cpaBHUBaEMbIX
rpynnax 6bian cTaTUCTUHECKU HE3HaYMMBbl (COOTBETCTBEHHO
38,2+ 0,21 37,9%0,5°C (p>0,05)). Y Bcex aetein otme-
Yanucb Kanobbl Ha ManoMNpPOAYKTUBHBLIN Kallesb, OAbILKY
“ cnabocCTb, KOTOPbIE Yalle BCTpeYanuchb y aeTen 2-i rpynneol
(oZblWKa 1 cnabocTtb 66%, N = 2, ManonpoAyKTUBHbIN Kalenb
100%, n = 3), a Xanobbl Ha 3a10XEHHOCTb HOCA PErucTpu-

pPOBaNUChb UCKIOYUTENBHO Yy NaUMEHTOB 1-1 rpynnbl. Y Aeten
1-v rpynnbl cpeaHui ypoBeHb C-peakTUBHOro 6efKka cocta-
Bun 43,71 £ 9,3 mr/n, y 53% (n = 9) NauMEHTOB OH AOCTUran
50 mr/n, y 41% (n = 7) 50 mr/n — 100 Mr/n, TONbKO Y OAHOI0
pebeHKa OH 6bla1 paBeH 157 Mr/n, 4To, N0 AaHHbIM IuTepaTy-
pbl, SBASETCS BbICOKOCNELNPUYHBIM MAPKEPOM MHEBMOHUH.
Y Bcex 3 geten 2-i rpynnol ypoBeHb CPB gocturan 50 mr/n.
MN3BECTHO, YTO KAWHUYECKM MHEBMOHWS XapaKTepuayeTtcs
nuxopagKkon Bbiwe 38 °C 6onee Tpex AHEW, MHTOKCUMKaLMU-
OHHbIM CMHAPOMOM M NPOAYKTUBHbLIM Kalunem. Cpean dusn-
KaflbHbIX AaHHbIX 3HAYMMbIMWU ANS AMArHo3a MHEBMOHWMU
ABnaoTCA ocnabneHHoe Uan 6poHXMaNbHOE [ibiIxaHue, Kpe-
nUTaLMs UK MENKOMNy3bipyaTbie BiaXKHble NOKabHble XpH-
Mbl, 6POHX0DOHUSA. JIENKOLMTO3 NPU MHEBMOHUM AOCTUraeT
15x109/n u 6onee, CPB npeBbiliaet yposeHb 60 mr/n. Bee
YKa3aHHble KJIMHWKO-NabopaTopHble NapaMeTpbl Gblan 3ape-
TMCTPUPOBAHbI TOJIbKO Y OAHOMO NauueHTa 1-i rpynnsbl, 4 Kpu-
Tepus oTMevanucb y 5 naumMeHToB M3 1-# rpynnbl Uy OHOTO
60/1bHOM0 U3 2-K1 rpynnbl.

BbiBoabl. Ha OCHOBaHWMM KJIWMHUKO-N1ab0pPaTOPHOro
aHanM3a C BbICOKOM BEPOSITHOCTLIO MOXHO NPEeAnooKnUTb
HannMyme BHEOONbHUYHOW NMHEBMOHUKU Wb y 35% (N = 7)
[eTeN, UMEIOLINX HEFATUBHYIO PEHTIEHONIOMMYECKYIO KapTu-
Hy. COOTBETCTBEHHO, Yy 65% (n = 13) C y4eTOM KJIMHUKO-Nabo-
paToOpHbIX AAHHbIX, BEPOSTHEE BCEr0, UMEET MECTO rnnep-
[AMarHoCTMKa MHEBMOHMWM, T.K. 3TW MPU3HAKKM AOCTATOYHO
HecrneuudUyHbl U XapaKTepHbl A8 Nt060M pecnmpaTtopHom
natonorum. Hu B OAHOM M3 UCTOpMK 6GONE3HUM He Obinun
3adMKCUMpPOBaHbl NPU3HAKKU Aervapataumm, HEMTPOMEHUH,
paHHeW cTagun 3a6oneBaHWs W MHEBMOHMM, Bbi3BAHHOM
aTMNMYHON GOPOoK, YTO 06BACHANO Obl PEHTFEHOHEraTmB-
HbI pe3ynbTaT uccnefoBaHus. TakMM 06pa3om, Npu PeHT-
reHOHeraTMBHbIX pe3ynbTatax uccnefoBaHus y 60JbHbIX
C NOJO03PEHNEM Ha NMHEBMOHUIO PEKOMEHAYETCS NOBTOPUTL
peHTreHorpaduio opraHoB rPyaHON KNETKK, a y AETEN, UMe-
IOLLMX TAXKEN0e TeYeHMe, BbINONHUTb KOMMbIOTEPHYO TOMO-
rpaduio Nerkmx.

BJIMAHUE BUTAMUHA D HA CUHTE3 AHTUMUKPOBHbIX NENTUAOB

Y AETEA C MYKOBUCLIMAO30M

OatnoBa A.A.

Hay4Hbi pyKoBoguTtenb: [Jon6Ha CBeTnaHa BUKTOPOBHA, K.M.H., JOLLEHT
®IrB0Y BO CtaBponofnbCKMi rocyaapCTBEHHbIM MEeAULIMHCKUIK yHHMBepcHuTeT MuH3apasa Poccun,

CrtaBpononb, Poccus

BBepeHue. Mykosucumaos (MB) — ato oAHO M3 Hau-
6onee pacnpoCcTpaHEHHbIX OpdaHHbIX 3ab6ofeBaHnn. Xpo~
HUYecKas MHOEKLIUA HUKHUX AblXxaTeNbHbIX NyTen ABAseTcs
K/to4eBbIM MpPU3HaAKoM Yy 6onbHbix MB, onpegenstowum
NPOAOMKMUTENBHOCTb M KayecTBO KM3HWU. MMMYHOTPOMHbIE
3@ deKTbl BUTaMnHa D, B T.4. CUHTE3 aHTUMUKPOOHbIX NENTU-
noB (AMIM1) — HNP 1-3 (a-1-3-gedeH3uH) n LL-37 (katenuuu-
[VH), CBSA3aHbl C €ro CTUMY/UPYIOWMM AENCTBMEM Ha 60/b-
WUMHCTBO K/IETOK MMMYHHOW CUCTEMbI Yepe3 MeMOpaHHbIn
peuentop (VDR).

Uenb. Onpegenvtb 3aBUCUMOCTb NpoayKuuu AMII
OT cTeneHn obecnevyeHHOCTM BUTammHoM D y geten ¢ MB
B CTaBpOMnNoOIbLCKOM Kpae.

Martepuanbl u metoabl. B nccnegoBaHue 6biiv BKIO-
yeHbl 20 geten (10 manbunkoB u 10 geBoyeK) ¢ MB B BO3-
pacte po 18 net. UccnepoBaHne nposoavavM B dpeBpane-
Mapte 2018 r. Bcem nauveHTam onpeaenssiv ypoBeHb
Kanbumanona (25(0OH)D) B cbiIBOPOTKE KPOBM U OLIEHMBANM
€ro B COOTBETCTBMM C peKoMeHaumamm MexayHapoaHoro
3HOKPUHONOrMYecKoro obuectea. YposeHb AMIT (HNP 1-3



1 LL-37) B nna3ame KpoBKM onpeaensim MMMyHOPEPMEHTHbIM
MeToOoM € noMollblo Habopos Hycult Biotech.

CTaTUCTUYECKMI aHanu3 pe3ynbTaToB WCCNefoBaHUA
NPOBOAMAN C UCMONb30BaHWEM NaKeTa nporpamm AtteStat,
STATISTICA v.10.0.

Pe3ynbtaTtbl. MegnaHa Bo3pacTta 06cfieayembix cocTa-
Buna 8,4 [3,8-12,8] net. lNpun oueHKe obecnevyeHHOCTH
KanbLUnaMoOM BbISIBNEHO, 4TO MmeanaHa 25(0H)D y o6ene-
ayembix cocTtaBuna 8,3 [6,1-20,1] Hr/mn. HopmanbHbIN
ypoBeHb 25(0H)D oTtmevancs y 2 (10,0%), HepocTaTou-
HOoCTb — Y 4 (20,0%), neduumnt — y 3 (15,0%) u Tsenbin
nebmunt —y 11 (55,0%) peten.

MeaunaHa ypoBHa HNP 1-3 y uccnegyembix coctaBuna
3835,4 [3178,6-4876,4] nr/mn, meavaHa LL-37 — 41,8
[34,6-56,2] Hr/mn.

AHanM3 nony4YeHHbIX AaHHbIX MOKa3aja, 4To MeauaHa
ypoBHa HNP 1-3 cocTtaBuna 2992,6 [2955,5-3674,3]
nr/mn y aeten B Bo3pacte ot O go 3 net, 4182,4 [3352,1—
8619,1] nr/mMn — ot 4 go 7 net, 4467,5 [4021,3-6004,2]
nr/mn — ot 8 o 12 net n 3835,35 [3389,2-4095,6] nr/mn
B Bo3pacTHom rpynne ot 13 go 18 net (p > 0,05). MeanaHa
ypoBHS LL-37 coctaBuna 42,3 [30,9-59,3] Hr/mn B rpynne
ot 0 no 3 nert, 45,5 [40,1-51,1] Hr/mn — oT 4 po 7 net, 39,5
[25,7-41,9] Hr/mn — o1 8 go 12 net n 77,4 [55,8-80,1]
Hr/mn — oT 13 go 18 net (p > 0,05).

Mpu aHanuM3e aHTPOMNOMETPUYECKUX [LaHHbIX OGHapy-
*eHo, 4To meanaHa HNP 1-3 coctaBuna 6413,2 [5136,7—
7131,9] nr/mn y nauueHTtoB ¢ z-score UMT oT —4 po —2;
3748,6 [3327,3-3748,6] nr/mn — oT —2 go —1; 3649,5
[2992,6-3661,9] nr/mn — oT —1 go +1, npuyem pasHuua
NpU CpaBHEHWW TPyNnbl AeTeN C Nerkom W rpynnbl geTen
CO CPELHETSKENON WU TAXeNon 6enKOBO-3HEPreTUyecKom

HepgocTaTo4yHocTblo (B3H) 6bina poctoBepHa (p < 0,05).
[ocCToBEpHbIX pa3nuym Mexay yposHem LL-37 B rpynnax
nauneHToB € pasnn4yHbiM Z-score UMT BbISIBNEHO HE 6bI10.

Mpu nocnegylowemMm aHann3de BbISIBJAEHO, YTO y Mauu-
eHToB ¢ ypoBHeM 25(0H)D < 10 Hr/mn meanaHa HNP 1-3
coctaBuna 4170,0 [3649,5-4764,9] nr/mn, ¢ ypoBHEM
25(0H)D ot 10 go 20 Hr/mn — 3699,1 [3166,2-5012,8]
nr/mn, ¢ ypoBHem 25(0H)D > 20 Hr/mn — 3005,0 [2918,3—-
2992,6]nr/mn (p > 0,05). MeanaHa ypoBHS LL-37 cocTtaBuna
41,9 [38,5-49,9] Hr/mn y nauneHToB ¢ ypoBHeM 25(0H)D
< 10 Hr/mn, 35,5 [25,3-43,3] Hi/Mn — oT 10 ao 20 Hr/mn,
59,3 [24,05-45,1] Hr/Mn — ¢ ypoBHeM 25(0H)D > 20 Hr/mn
(b > 0,05). JocTOBEPHON KOPPENSAUUM MEeXay YPOBHEM
25(0H)D 1 KoHueHTpauven AMI He BbISBNEHO.

OueHKa ypoBHA AMI y geteit ¢ MB, UMeIOLLMX XPOHUYE-
CKylo Ps. aeruginosa WHQEKUM0 nokasana, 4To meaunaHa
ypoBHA HNP 1-3 y MHOUUMPOBaAHHbLIX AeTer cocTaBuia
4393,1 [3748,6-6004,2] nr/Mn, y HEUHOULUMPOBAHHbBIX —
3661,9 [3029,8-4269,1] nr/mn. MeanaHa ypoBHA LL-37
y MHOUUMpPOBaAHHbLIX AeTen cocTaBuna 51,45 [37,4-59,3]
HI/MA, Y HenHbMuMpoBaHHbix — 41,7 [33,6—-51,0] HIr/mn
(p > 0,05).

BbiBogbl. YpoBeHb 25(0H)D 6bin cHuxkeH y 90% obcene-
LOBaHHbIX AeTew. BoisBneHa TEHAEHLNS K YBEMYEHNIO YPOB-
Ha AMIT y nauneHToB ¢ MB ¢ BO3pacTomM, B COOTBETCTBUM
CO CTeneHblo HapacTaHUs WMHOUUMPOBAHHOCTU BEPXHMUX
N HUXKHUX AbIXaTenbHbIX NyTen. MMeeTca TeHAEeHUMS K yBe-
nnyeHunto ypoBHS LL-37 ¢ nosbiweHnem ypoBHA 25(0H)D.
NmeeTcs TeHAEHUMS K yBENNYEHUIO YpoBHS LL-37 n HNP 1-3
Yy WMEIOWMUX XPOHUYECKYID WHbeKuuto Ps. aeruginosa.
YpoBeHb HNP 1-3 goctoBepHO Bblille y aeten ¢ MB, nmeto-
LWMX TAXKENYI0 U cpeaHeTsenyto BAH.

ONATHOCTUKA PAHHEIO HAPYLUEHUSA YINTIEBOAHOIO ObMEHA

Yy AETEVI C MYKOBUCLMAO3OM
Na6éuHa H.B.

Hay4Hbi pykoBoaguTenb: CumoHoBa Onbra MropeBHa, A4.M.H., npodeccop
®rAQY BO MNepBbit MOCKOBCKMI rocyaapCcTBEHHbIM MeAULUMHCKKUI yHuBepcuTeT um. U.M. CeveHoBa
MwuH3gpaBa Poccun (CeveHoBCKUM YHnBepcuTeT), MockBa, Poccusa

BBepeHue. HapyuweHue yrneBogHoro o6bmeHa (HYO)
y AeTen ¢ MykoBucumaozom (MB) yacTto guMarHocTupyetcs
no34HO — Ha CTaaun caxapHoro avabeTta, KOTOPbIM ABNSET-
CSl OAHWUM M3 CaMbIX FPO3HbIX U OMACHbIX OC/IOXHEHWUI 3TOTO
3a60/1eBaHUS.

Lenb. OueHnTb 3PGdEKTUBHOCTL Pa3MYHbIX METOLOB
nccnenosanus npu HYO y geten ¢ MB.

MaTtepuanbl u metoabl. B ®rAY «HMWL, 3pq0poBbs
neten» MuHagpaBa Poccun B NyNbMOHONOMMYECKOM OTAE-
NeHun 6bino obcneposaHo 106 petert ¢ MB (43 — Taxe-
noe TeyeHne, 63 — TevyeHUe cpeaHen TSXKecTH), Bo3pacT
3-18 net. U3 HKX 6bI10 BbiGpaHo 27 (25,5%) — ¢ noBbI-
WEeHHbIMX NOKa3aTeNnsiMu [NUKUPOBAHHOIO remMornobu-
Ha (HbALc) v rnioKo3bl KpoBu HaTtowaK. JOononHUTENbHO
ob6cnefjoBaHWe BKOYaNo: MOJIEKYNAPHO-FeHETUYECKOE
nccnepoBaHue reHa MBTP, opanbHblf 1IOKO30TONIEPaHT-
Hbln TecT (OITT), HenpepbiBHOE CYyTO4YHOE MOHWTOPUPO-
BaHue roKo3bl (HCMIM) ¢ nomolwbio annapata Guardian
Real-Time.

Pesynbtatbl. 3 27 peteit HYO BbhiiBneHo y 9 (33,3%)
B Bo3pacTte 3-10 net, B Bo3pacTte 11-17 net —y 18 (66,7%);
y 16 (59,3%) B Taxenom coctosaHun ny 11 (40,7%) B cpepHe-
Tsenom. Y 21 (77,8%) — BbigBneHa myTauuns F508del
(11 — B roMO3WroTHOM cocTosiHuu, 10 — B KomnayHae

¢ MBTP del121, W1282X,G542x, p.W1310X, Q378Afs*4,
2184insA, N1303K 1 1 Hen3BecTHasa myTauums).

MN301MpOBaHHO BbICOKMM YPOBEHb [IOKO3bl HaTOLaK
BbiiBNieH y 11 (40,7%) geten, Nnpu 3TOM cpegHee 3HavyeHune
rmoko3bl = 5,9 £ 0,49 mmonb/n. 9 pgeten (33,3%) Gbinun
C noBblleHHbIM HbAlc (6,3 £ 0,31%). Y 7 (26%) nauueH-
TOB OAHOBPEMEHHO 6bi1n noBbiweHbl HbAlc (6,7 + 0,42%)
M TJIIOKO3a HaTollak (6,24 + 0,82mmonb/n).

OrTT 6bin npoBefeH 16 60/bHbIM: Y 6 BbiIBJIEH MYKO-
BMCLMAO3-aCCOLIMMPOBAHHbLIM caxapHbin avabet (M3CU).
OpHako no gaHHbiM HCMI™y 3 13 HUX 6blnn € AMHUYHbBIE NO4b-
€eMbl [fiMKkeMun Bblwe 11 MMOofb/f, CBSi3aHHble CO 3/10yMo-
Tpe6neHneM NerkoycBosieMbiMK yrneBogamu. HapyuweHue
TONEPaHTHOCTU K MMOKO3e 6b110 0TMeYeHo y 5 Kak no O TT,
Tak n no HCMI. Y apyrux 5 getert HYO He oTmeyeHo no OITT,
OAHaKo Yy 3 M3 HWUX 3TW HapyweHus Oblin 0OHapyXKeHbl
no AaHHbIM HCMT.

BbiBogbl. 1. CornacHo pekoMmeHaauuam EBponenckoro
KOHceHcyca (2018) n HaumoHanbHOro KOHCEHCyca No MyKo-
Bucumaosy (2019), 6onbHbIM MB pekomeHAOBaHO MPOBO-
[WTb OpasbHbIN [TIOKO30TONIEpaHTHbIM TecT ¢ 10 net. OgHaKo
HapyweHns yrneBogHOro obmeHa MOryT O6biTb 3adUKCHU-
poBaHbl M B 60Jiee paHHEM BO3pacTe (HauyuHas ¢ 3 neT).
2. [nd paHHEro BbIIBIEHWUS HapyLWeEHWN YrneBoAHOro obme-
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KPATKUE COOBLUEHUSA

Ha 1 BepudHUKauun auarHosa M3C/L, Heo6XxoaMMO NPOBO-
InTb o6cnegoBaHMe B KOMMeKce: 1. MioKo3a HaTolak +2.
HbAlc +3. OI'TT +4. HCMT.

3. HapylweHre yrneBogHoro o6mMeHa 4aulie o6HapyXu-
BaeTcs y AeTeN C «TaKenon» Mmytaumnen 2 knacca — F508del
B rOMO- Y FeTEPO3UTOTHOM NOMOXKEHUH.

CPABHUTEJIbHbIN KIMHUKO-HEBPOJIOTMYECKUIA XAPAKTEP 3MUJIENCUU

Y AETEMX C AUN BE3 3MUENCUU

Huésos K., UIramoBa C.C.

HayuHbi pykoBoguTenb: [JxypabeKkoBa A3nsa TaxmpoBHa, 4.M.H., npodeccop
CamapKaHACKNIW rocynapCTBEHHbIN MeAULIMHCKUI UHCTUTYT, CamapKaHi, Y36eKkucTaH

BBepeHune. Ocob6oe MecTo cpefu COonyTCTBYIOLWEN NaToso-
rMK Mpy AEeTCKOM uepebpanbHoM napanuye (ALUIM) saHumaet
anunencus. MosBneHne anunenTUYECKUX NPUCTYNnoB — Mpo-
FHOCTMYECKM HebnaronpuaTHbin GpakTop npu AL, CtaHoBuKTCA
HEBO3MOMXHbIM MPOBEAEHUE MPAKTUYECKM BCEX MEPONPUATUN,
ynyyllaowmx ABUraTeNbHble U NCUXUYECKUE GYHKUMK, TaKmX
KaK aneKTponpoLleaypbl U NPUMEHEHNE HOOTPOMHbIX Npena-
patoB. C 4pyrov CTOPOHbI, BbICOKas HACTOPOXXEHHOCTb MO 3MK-
nencun y geten ¢ UM yacto NpMBOAMT K rMnepanMarHoCTuke
3MMAencuv y AaHHOM rpynnbl AETEN, YTO B CBOIO 04epeab BeAeT
K HEeO60CHOBAHHOMY Ha3Ha4YeHWI MNPOTUBOINUAENTUYECKO-
ro NIe4YeHWs U MpeKpaLleHnto BbIMOMHEHUS abUANTaLMOHHbIX
mMeponpuatui. Ocoboe 3HaYyeHne NpnobpeTatoT NPOrHOCTHYE-
CKMe GaKTopbl pa3BUTUS INUMENCUN, BaXKHENLWNUM N3 KOTOPbIX
ABNAETCS aneKTpoaHuedanorpadpus (33r).

Lenb. M3y4nTb KIMHUKO-HEBPOJSIOrMYECKME OCOBEHHO-
ctn UMM ¢ anunencunen n 6e3 anuaencuu.

Martepuanbl U mMmeToabl. B cooTBeTcTBMM C onpege-
NleHWeM [JEeTCKOro uepebpanbHOro napanuya KpuTepuem
BKJIIOYEHMS B MCCNefOBaHWE CTaluM CTOMKME HapylleHus
ABuratenbHblX QYHKLMK, Hannynme 3nunencum Ha MOMEHT
BK/loYeHMs B o6¢cnefoBaHue (23 pebeHKa). OLeHKy cTeneHun
TSKECTU ABUraTeNbHbIX HApyLWeHW NPOBOANN C MPUMEHE-
HMEM KnaccuPUKaLMOHHOM CUCTEMbI OLEHKM ABUraTeNbHbIX
$yHKumMmM (Gross motor functional classification system —
GMFCS). NHcTpyMeHTanbHble MeToabl uccnegoBanus: 3l-
obcnefoBaHue, HeWpoBU3yann3aLMOHHOE WcclefoBaHue,
MarHMTHO-pe30oHaHcHasa Tomorpadusa (MPT).

Pesynbtatbl. [lpy aHanu3e rpynn pJeten BbisBIe-
Ha [JOCTOBEpHas B3aMMOCBS3b Me)Ay Hanndvem Ha O3l
anunenTMPOpMHON aKTUBHOCTM (DA) M TAXKECTblo ABUra-
TENbHOrO M KOrHWTMBHOIO CTaTycoB. TaK, 3aKOHOMEPHOCTb
B BMAE MOCTEMEHHOIO YBEAWYEHMS 4acTOTbl PErncrpamu
OA ¢ HapacTaHWeM OrpaHUYeHUss ABUraTe/ibHOM aKTUBHOCTH
BblSiB/IeHA TO/IbKO NPKU CMACTUYECKUX AUNAErUSX UK TeTpa-

nnerusx. Hannune y peten ¢ LN 6onee TaxKenbix ABUraTenb-
HbIX M NCUXMYECKUX HAaPYLLEHUI MOXKHO OTHECTHU K dbaKTopam
pucka nosiBneHns OA. Pe3ynbraTbl yKa3blBalOT Ha [JOCTO-
BEPHOCTb TOrO, YTO 3NUNENTUGOPMHaAs aKTUBHOCTb, MOSIB-
naowasnca y aeten ¢ AUM ctapwe 2 net, He cBfA3aHa Co
CTPYKTYPHbIMK NOBPEKAEHUSIMU TONOBHOrO Mo3ra. Y aeTten
C TMNEePKUHETUYECKOM WM aTOHWYEeCKMU-acTaTuyeckonm dop-
Mamu UM yacTtoTa BbigBNEHWUS A TaKKe Gblna HUXKE, YeMm
y OeTew ¢ ABYCTOPOHHWMMM crnacTtudyeckumun dopmamu. Bee
ocTanbHble Hecneundnyeckme naTonornyeckne M3SMeHeHus
Ha O3l Takue Kak naTosoruMyeckas MeareHHOBOHOBas
aKTMBHOCTb, OTCYTCTBME anbda-putMa WAn 3ameaseHue
OCHOBHOM aKTUBHOCTW, He o6najanv AOCTOBEPHOM Koppe-
NAUMEN C TAXECTbIO ABUraTeNbHOro ctatyca aeten. AHanus
Koppenauun mexay npeobnagaHveM MOBbIWEHWS TOHyca
MbIWL, C OAHOM M3 CTOPOH Ha 1 6ann u 6onee no WKane
Ashworth n natepanudaunen NaTonorMiecknx aaHHbix I3
WKW HerpoBM3yanusauuen He BbISIBUA AOCTOBEPHOW B3a-
MMOCBA3K. YacToTa pasBuTUA anuiencuu B rpynne geTen
¢ 9A coctaBuna 17,4%, 4To 0OCTOBEPHO MNPEBbLILLAET AaHHbIE
no 4acTtoTe pa3BuUTUS anunencuun y geten ¢ LN npu oTcyT-
ctBun IA. PoKanbHble NPUCTYNbl Gblin BbiBNEHbl Y 52,2%
OeTer U HOCUNK XapaKTep GpOoKasbHbIX MOTOPHbLIX (remuda-
LUManbHbIX M FEMUKIOHUYECKMX) MM MPUCTYNOB, MO Kiu-
HUYECKMM XapaKTepPUCTUKaM OTHOCALLMXCA K dOKafbHbIM
3aTblI0YHbIM (C MapoKcM3MaibHOW rONOBHOW 600, PBOTOM
M BeretaTMBHbIMU KOMMOHEHTamMM). AHaNU3 KOMHWUTUBHbIX
HapyLWeHWn, HEeCMOTPS Ha BbliBIEHWE TEHAEHUMW K yBe-
JINYEHUIO UX TSXKECTU y AeTen ¢ anunencuen, JOCTOBEPHON
B3aMMOCBSA3M MEXAY 3TUMU ABYMS NPU3HAKaMU He BbIBUIL.

BbiBoAbl. Hanuune anunentTMOpMHOM aKTUBHOCTH
Ha 33 KOMOPOBUAHO C TAXKECTbIO ABUraTe/IbHOro cTaTtyca,
HO ee MosIB/IEHNE He BNIUSET Ha BbIPaXXEHHOCTb ABUraTesb-
HbIX U KOFTHUTUBHbIX HapylweHun. Anunencus umeet gobpo-
KayeCTBEHHOE TeYeHue.

XAPAKTEPHASl OCOBEHHOCTb BMO3JIEKTPUMECKON AKTUBHOCTHU
NPU IOBHOU U BUCOYHOM SNMUNENCUU Y AETEUN

PaBwaHoB 0., UcaHoBa LL.T., WimbipuHa K.B.

HayuHbi pykoBoguTenb: [xypabekoBa A3nsa TaxnpoBHa, 4.M.H., npodeccop
CamapKaHACKUIM rocyaapCTBEHHbIN MEeAULIMHCKUI MHCTUTYT, CamapKaHi, Y36eKkncTaH

BBegeHue. MeavunHcKas v couuanbHas 3HAYUMMOCTb
pPa3fMyHbIX aCMNeKToB NeanMaTpU4yecKon 3InuIenTonorum
o6ycn05neHa BbICOKOW PacnpOCTPaHEHHOCTbIO MaToONOrnm
C TEHAEHUMEWN K MOBbIWEHMIO, 3@ CYET CUMMNTOMATUYECKMX
$opm. Hanmume anunentTmyeckmnx NPUCTynoB O6yCﬂOBﬂMBaeT
pa3BuTWE AeBWaAHTHbIX GOpM noBeaeHusl, BEAET K coumab-
HO-MCUXMYECKON Ae3afanTaunv U MHBanMan3aumm 60/bHbIX.
Y peten No6HbIE M BUCOYHbBIE MAPOKCU3Mbl UMEIOT CXOACTBO,
M 3TO YKa3blBa€T Ha TO, 4YTO KJIMHNWYECKadA anddepeHymayms
B 3aBMCUMMOCTM OT JIOKalM3auun MKTOMEHHOW aKTUBHOCTM

yalle Bcero HeBO3MOoXKHa. AGPEKTUBHbBIM KOMNOHEHT Npunaa-
KOB BCTPeYaeTcs OAMHAKOBO 4YacTo Npu 06eunx ToKanmaaumax
anunencuun. NpoBeaeHne aHanmMsa KAMHUKO-HEMPODHU3UONo-
TMYECKMX XapaKTEPUCTUK rpynn AeTen ¢ TO6GHON U BUCOYHOM
anunencuen HeO6XO0ANMO C LiENbIO BbIIBIEHWS AMArHOCTUYe-
CKUX KpuTepunes andpdepeHumaumnmn asyx Gopm anuaencuu.

Lenb. N3yuntb ocobeHHocTn A3 npu NOGHON M BUCOY-
HOW 3nuaencun y aeTen.

Martepuanbl U metoabl. Ha 6a3e geTckoro HeBposo-
rmyeckoro otgeneHmnsa 1 KnnHukn CamMW obenegosaHo 20



neten ¢ nobHow anunencuen n 20 geter ¢ BUCOYHOM 3MU-
nencuen. NMommmo pyTrHHOM 33T, BCEM NauMeHTam NpoBO-
OUNCHA ANUTENbHbBIV BUAEO-33-MOHUTOPUHT, MPOAOSIHKUTENb-
HOCTb MPOBEAEHUss KOTOPOro BapbupoBana oT 3 Ao 72 v,
B 3aBUCMMOCTM OT YCMELWHOCTU PErMCTPaLMmK XapaKTepHbIX
ONns neten npucTynos.

Pe3ynbTaTtbl. Kak B rpynne pgeten ¢ no6HOW, TaK
W B rpynne ¢ BUCOYHOW anuaencuen vyactora KpUNTOreH-
HbIX U CUMNTOMATUYECKMX dOpM Bblnla conocTtaBuma, Mano-
naTu4yeckue NpUcTynbl B 06eunx rpynnax He Habnoganmcs.
Y petew ¢ T06HOM anuiencuen JOCTOBEPHO Yallle B AebloTe
3a60/ieBaHMa OTMeYaluCb BTOPMYHO-reHepann3oBaHHbIe
NPUCTYNbI, B TO BPEMSA KaK y A€TEN C BUCOYHOM 3nnnencuen
BHavyane npeBanvpoBanu WHdaHTUNbHbIE. MpyU HanMyuu
NIOGHOW 3anunencumn NapoKCU3Mbl AOCTOBEPHO OTIMYANIUCh
60/1€€e BbICOKOM YacTOTOMW M 6onee ANUTeNbHON NPOAOKHN-
TeNnbHOCTbO. CTaHAApPTOM OLIEHKU MNPaBWUIbHOCTU WHTEP-
npetaunn BbIABIEHHbIX NPU BUAEO0-I3-MOHUTOPUHTE
(BAM) nameHeHUn aBNsieTcsa conoctaBneHne nokanmaaumnm
3NUNENTOreHHOM aKTMBHOCTKU MO AaHHbIM BAOM ¢ gaHHbIMK

HENPOBM3Yyann3aLMOHHbIX UCCNefoBaHU. B KNMHUYeCKon
KapTuHe NapOKCM3MOB Npu NIOGHOW anuaencuu y aeten
BbIIBASINCL CNeaylolme AOCTOBEPHbIE Pa3nnyuns: Hanu-
Yyne MWOKNOHMYECKOTO KOMMOHEHTa, Hannyne BOKanu3-
MOB Bep6anbHOro 1 HesepbanbHOro XxapaKkrtepa, Haanyme
B 33l deHomeHa BTOPUYHOM OGunaTepasbHOM CUHXPO-
HU3auuun. Mpu NapoKcMamax BUCOYHOIO MPOUCXOKAEHMS
60nee 4acTo OTMeYanuCb BEPCUBHbLIN KOMMOHEHT, Hau-
Yyne aBTOMATM3MOB, 4alle OpOaJMMEHTAPHbIX, Haau4ue
pBOoTbl (B 10% cny4yaeB, B TO BPeEMS KaK Npu npucTynax
NOGHOM NOKann3aLnn peoTa He oTMeYanach), My YHeTBEPTH
neten (25%) npuctynbl NpoTeKkanu Ha GOoHe COXPaHHOro
co3HaHusa. Kpome TOro, y getel ¢ BUCOYHOM anuaencuen
LOCTOBEPHO Yalle PerncTtpupoBanncb MynbTUPOKanbHble
aNuNenTudopPMHbIE UBMEHEHUS.

BbiBOAbI. [1poBeaeHMe B1aeo-33I-MOHUTOPUHIa NO3BO-
nseT c 60blWON JoNen AOCTOBEPHOCTH Ppa3rpaHnynTb rpynny
aeten ¢ N06HOM anunencuen ot rpynnbl AeTen C reHepannso-
BaHHOM anufencuen, a B paMKax GoKasbHbIX 3nuaencumn
oT rpynn geten ¢ opmamu apyron noKkanmsaumu.

AETCKUXA AYTU3M B CBETE HEBPOJIOTMYECKUX PACCTPOUCTB

HypmyxamepgoBa uépaxoH Myxamap NamanbeBHa

Hay4HbI pyKoBoauTenb: MaaxnaoBa EKyTXOH HabueBHa, A.M.H., npodeccop
TallKeHTCKUN NeguaTtpu4ecKuim MeAULMHCKUI UHCTUTYT, TallKeHT, Y30eKncTaH

BBegeHue. AyTuaM — OfHO U3 TexX TAXenbix 3abone-
BaHWI, KOTOPOE Kpome yTpaTbl MCUXMYECKOro 3/70POBbS
nMeeT psag couManbHO HebnaronofyyHblix MOCAEeACTBUN.
AKTyanbHOCTb M QUKCauuss BHUMaHWA Ha [OaHHOW Teme
ob6ycnoBfieHa eXerogHblM POCTOM MoKalaTtenen nepBuy-
HOM 1 ob6Len 3a60n1eBaeMoCTH, OCNOKHEHHbIMU dOopMaMu
KIIMHWUYECKOro TeYeHUs, TPYAHOCTAMU PaHHEN AMArHOCTUKM
M MOCTAHOBKM AMarHo3a ayTu3ma W Apyrux paccTponcTB
AyTUCTUYECKOro CrMeKTpa, BbICOKUM YPOBHEM WHBAU-
amsaumu. Mo ctatucTuKe, ayTM3MOM B MUpe cTpajaer
6onee 10 mnH 4yenoBeK. HeCKONbKO AECATKOB neT Ha3aj
Ha 10 000 xuTenen npmuxoanncsa oanH NaLneHT c ayTU3MOM.
Kaabln rog ux ctaHoButcs Ha 11-17% 6onbLue.

LUenb. M3y4ynTb CNEKTP BO3MOXKHbIX HEBPONOrMYECKMX
paccTpoOnCTB y AE€TEN, CTPpaAaoWMX ayTU3MOM.

Martepuanbl U metToabl. bbinn NpoaHannMaMpoBaHbl
ambynaTopHble KapTbl A€TEN, HAXOASAWMXCA Ha AucnaHcep-
HOM y4yeTe B MOJIMKJIMHUKAX MO MECTY XUTeNbCTBa C Aua-
FHO30M «pPaHHWW OETCKMK ayTu3m». Bcero 6b110 M3yye-
HO MNcMXocomMaTMYeCcKoe M HEeBPONIOTMYECKoe COCTOsfHUE
y 28 peten.

Pesynbtatbl. B Kpyr M3y4yaembix CUMNTOMOB Mbl OTHEC-
N1 3aMe/i/IeHHOE NCUXOMOTOPHOE pPa3BUTHE U paHHee Hapy-

TPEBOXXHOE PACCTPOUCTBO Y JETEX

lWeHNne rapMOHMYECKMX MOBEAEHYECKMX OCOOEHHOCTEN
(73%), BANOCTb M OAHOOBGPA3HOCTb MCUXOMOTOPHLIX peak-
LMW, NOBbILWEHHYO BO36YAMMOCTb (86%), AMc6anaHc Mexay
CEHCOPHbLIM BOCNPUATUEM U @aHANTM30M COObITUM, KOOpANHA-
LMOHHO-AMHAMUYECKNIA ANCCOHAHC (76%), nedUUNT pa3Bu-
TUS PeYU U apTUKYNaLun (65%). Y aeten ¢ ayTU3MOM TaKxke
perncTpupoBanmMcb PacCTPOMCTBA CHa (AMCCOMHMU, UHCOM-
HWUW, COMHOJNIOKBWSA, COMHaMOY/M3M, HOYHblE KoLUMapbl),
41O OoTMe4yeHo y 54%. Ha oCHOBaHWW BbIlLIENU3NOKEHHOIO
Mbl MOXEM MPEANOIOKMUTb, YTO NEPEYUCIEHHbIN CUMMNTOMO-
KOMMNEKC MOMXET CAYyXMWTb CNeACTBMEM BbICOKOM 4acTOThl
CYOKIMHUYECKNX POPM MOparKeHUs LieHTpanbHOW HEPBHOM
cuCTeMbl B MepuHaTaNbHOM Mepuoje, YTO B AanbHeNnlem
CNYXWUT TONYKOBbIM MOMEHTOM A/NS Pa3BWUTUS MOCeayto-
LLMX NaTOSIOTMYECKUX PACCTPOMCTB LEHTPasbHON HEPBHOM
CUCTEMBI.

BbiBoAbl. B npouecce peTpoCneKTUBHOTO WM3yYeHus
KJMHWYECKOro MaTepuana geTenm ¢ npuaHakamu paHHe-
ro aytuama Heob6xoaumo obpallaTb BHUMaHWE He TOJIbKO
Ha OCHOBHbIE KJIMHUYECKUE MPOSIBIAEHWUS, HO M Ha COMyT-
CTBYIOLLME NCUXOHEBPOSIOTMYECKUE HAPYLLIEHUS, YTO AUKTYET
HEeob6X0AMMOCTb CBOEBPEMEHHON MeAMKaMEeHTO3HOW Kop-
peKumu n peabunutaumm.

C PA3J/IMMHOU COMATUYECKOM NATOJIOTUEN

Bbepupse P.M., KoHoweHKo A.A.

HayuHbi pyKoBoauTenb: CKypaTtoBa Hatanba AnekcaHapoBHa, K.M.H., JOLIEHT
[oMenbCKMn rocyaapCTBEHHbIM MEANLIMHCKUI YHUBEPCUTET, lomenb, Pecnybnvka benapych

BBepeHue. BbliaensioT cneaytowmne Buabl TPEBOXHOCTH:
obuwasn TpeBoXHOCTb (OT), WKoNbHasa TpeBoOXHOCTb (LUT),
camMooueHoYHas TpeBOXHOCTb (CT), MeXnnyYHOoCTHasa Tpe-
BOXHOCTb (MJIT), marndeckas TpeBoXHOCTb (MT). C TOUKH
3peHna aTMonaToreHesa akTyasbHbIM ABASETCA onpeaene-
HWe YPOBHSA TPEBOXKHOCTU Y IeTEN C PUCKOM BOSHUKHOBEHMS
CTPEeCCOreHHbIx 3a6oneBaHum.

Lienb. M3y4nTb TUMbI U YPOBHU TPEBOXKHOCTU Y AETEN C pa3-
JINYHOM COMaTUYECKON NaToNIornen.

MaTtepuanbl M meToabl. Ha 6as3e y4ypexaeHus
«JomenbcKaa obnacTHasa AeTcKas KauHWYeckas 60nbHuULLa»
6blnn 06¢nenoBaHbl 76 aeTen B Bo3pacTe oT 8 Ao 17 ner.

Mpu wnccnegoBaHWM TPEBOXKHOCTM MCMOAb30BaIUCh
2 lWKanbl IMYHOCTHOM TPEBOXHOCTH lNpuxoxKaH (ana aeten
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no 13 n ¢ 13 net). Kaxabln peGeHOK OLEeHW ypoBEHb
TPEBOXHOCTM MO 40 cUTyauMsM M3 KM3HKU. [pu cTaTUCTU-
4YeCKOW 06paboTKe pe3ynbLTaToB MCMOJIb30BaNCsad KpUTepumn
meTof x2. JocToBepHbIM ABAANOCH 3HavYeHue p < 0,05.

Pesynbrartbl. Kapanonornyeckoe otaenenune (n = 17):
35% — nosblweHHas WT, 65% — HopmanbHas (N). Mpu n3y-
yeHun CT: 18% — noBbllWEHHbIN YpoBeHb, 82% — N. MJIT:
6% — noBblweHHbIR, 94% — N. MT: 12% — NOBbIWEHHbIA,
88% — N. OT: 6% — noBblWeHHbIN, 94% — N.

HeBponoruyeckoe otaenexHune (n = 13): 23% — NOBbI-
weHHasa WT, 77% — N. CT: 15% — noBbllEHHbIA YPOBEHD,
85% — N. M/T: 15% — noBblweHHbIR, 85% — N. MT: 31% —
noBbllWeHHbIN, 69% — N. OT: 8% — noBblWwWeHHbIR, 92% — N.

[acTpoaHTeponormyeckoe otaeneHune (n = 16): 19% —
nosbiweHHasa T, 81% — N. CT: 6% — NoOBbILWEHHbIN ypO-
BeHb, 94% — N. MJIT: 6% — noBblWweHHbIN, 94% — N. MT:
13% — noBblweHHbI, 87% — N. OT: 13% aetei — noBbI-
WeHHbIR, 87% — N.

BJIMAHUE 25(0H)D B CbIBOPOTKE KPOBH

Hedponornyeckoe otgeneHune (n = 16): 13% — noBbI-
weHHaa WT, 87% — N. CT: 100% — HopManbHbiin. MJIT:
100% — N. MT: 200% — N. OT: 200%) — N.

MHdeKumoHHoe oTaenenune (n = 14): 14% — noBbIlWEH-
Has LUT, 86% — N. CT: 7% — noBbllIEHHbIN ypoBEHb, 93% —
N. MJIT: 7% — nosblweHHbIn, 93% — N. MT: 200% — N. OT:
7% — noBblWeHHbIR, 93% — N.

Mpn aHanu3e TabAWUL, COMPSKEHHOCTU HE BbISBAEHO
[I0OCTOBEPHbIX pa3nnumii B 4actoTe BcTpevaemocTu LUT, CT,
MJT, OT y nete#n (p > 0,05), 0oAHAKO YCTAaHOB/IEHbl 3HAYNMblE
pasnuuud y geTen no yactorte Bctpedyaemoctv MT (2= 11,5,
p = 0,055).

BbiBoabl. 1. BONbLWHWHCTBY eTen COCTOSHUE TPEBOXHO-
CTW HEe CBOWCTBEHHO, O4HAKO Cpefn BCEX TUMOB TPEBOXKHO-
CTHW Yalle Bcero npeo6najatoT WKOoNbHAsA U MEXIUYHOCTHAS.
2. MNoBbIWEHNE YPOBHSA TPEBOXHOCTHU TpebyeT pa3paboTKu
WMHOMBMAYANbHbIX MPOrpamMM fieYeHus C yyacTueM Bpauya,
LUKOMIbHOMO MCUX0N0ra 1 ncuxotepanesTa.

HA MPO®UNAKTUKY PAXUTA Y AETEX 1-T0 FOJA YXU3HHU

PacynoBa H.A., PacynoB A.C., AxmegoBa M.M.

HayuHbi pykoBoguTenb: LLlapnnos Pyctam XauToBuY, 4.M.H., AOLEHT
CaMapKaHACKMI rocyaapcTBEHHbIA MeAULMHCKUIA MHCTUTYT, CamapKaH, Y36eKncTaH

BBepaeHue. lpodunaktnka BuUTaMMUH-D-gedUULUTHOrO
paxuta 3aHMMaeT Ba)KHOe MeCTO B KOMMJIEKCe Meponpu-
ATUN, NPOBOAMMBIX B LENsX yKpenaeHus 340poBbs AeTen
paHHero Bo3pacTta. [1pn aToM ahPEKTUBHOCTbL Mep No npea-
ynpexaeHuto 3ab6oneBaHuns CyLWeCcTBEHHO 3aBUCHUT OT CBOE-
BPEMEHHOCTU MPOPUIaKTUHECKOr0 Ha3HayeHus npenapa-
TOB BuTaMmHa D c yyeToM cTeneHn HebnaronpuaTHOro
BNUSHUS Ha opraHn3m pebeHKa GaKTopoB pUCKa.

Llenb. CpaBHUTb MeTOAbI NPODUNAKTUKM paxuTa y aeTemn
1-ro rofa xun3Hu B r. CamapkaHae u AKAapbUHCKOM panoHe
CamapKaHacKon o6nacTu.

MaTtepuan u metoabl uccnegoBaHus. boino o6cneno-
BaHO 466 feTei B Bo3pacTe 1-12 mec. [eTelt B Bo3pacTe
[o 6 mec 6bino 35,6%, o 12 mec — 43,7%, no 3 Mmec —
20,6%. OTmMe4yeHo npeobnagaHue MmanbynkoB — 258
(55,3 £ 2,3%), Toraa Kak Ko/iM4ecTBO AEBOYEK COCTABWIIO
208 (44,6 + 2,3). Onpenenenune 25(0H)D B CbIBOPOTKE KPO-
BW NpoBoaunock B nabopatopuu rocnutans CaHta-Knapa r.
Pottepaam (HuaepnaHabl) paguoMMMyHHbIM MeTodoM. [eTu
¢ 25(0H)D meHee 30 MmMonb/n paccMaTpuBanInCb Kak MMe-
loLne BUOXUMUYECKUI AePULIUT.

[eTn 6binn pacnpegeneHsl Ha 2 rpynnbl: nepsas rpyn-
na— 370 (82,4%) netew, MNOAYYMBLUMX MPOOUNAKTUKY
paxuta no CTaHAapTHOW cxeme, M BTOpas rpynna — 79
(17,5%) neten, Nony4ymBLUMX NPOGUNAKTUKY MO MoaAUbHU-
uMpoBaHHOW cxeme. CnefyeTr OTMETUTb, YTO NpoBefeHue
TpaguUMOHHON N MOAUPULMPOBAHHON NPOPUNAKTUKU Paxm-
Ta B . CamapKaHae v AKAapbWMHCKOM panoHe nokasano
CcBOW pesynbTaThl. B AKAapbMHCKOM panoHe paxuT BCTpe-
yancsa y geten B 56,7% cnyyaeB, a B . CamapkaHa —
B 28,5%. Ha MOMeHT uccnenoBaHus Mbl onpeaennunmn ypo-
BeHb 25(0H)D B CbIBOPOTKE KPOBKM y AETEN B 3aBUCUMOCTH
OT MecCTa uTenbcTBa. [lofy4yeHHble AaHHble MoKasanw,
4yTo B AKJApPbWMHCKOM panoHe HU3KKK ypoBeHb 25(0H)D
B CbIBOPOTKE KPOBW Yy AeTen € NpU3HaKkaMu paxuTa cocTa-
Bun 80,2%, a HopManbHbIN ypoBeHb 25(0H)D B cbiBOpOTKE
KpoBu — 19,7%. B r. CamapKaHa HU3KKI ypoBeHb 25(0H)D

B CbIBOPOTKE KPOBW Yy AeTer C Npu3Hakamu paxuta Obin
oTMedeH y 82,9%, HopmasbHbIM ypoBeHb 25(0H)D B cbiBO-
poTKe KpoBu — y 17%.

Ha MoMeHT npoBegeHuss TpaguUMOHHOM npodunak-
TUKM paxuTa B AKAApbMHCKOM panoHe ypoBeHb 25(0H)D
B CbIBOPOTKE KpPOBW Obll HU3KUK y 96,4% peten,
a HopmanbHbih — y 3,4%. AHanorn4yHasa cutyauus Obina
n B r. CamapkaHa. Hu3kum ypoeHb 25(0H)D B cbiBOpOTKE
KPOBW Yy AeTen ¢ Npu3Hakamu paxuTta 6biny 80%, Hopmasib-
Hbin — y 20% nOeten.

Pe3ynbTaTthl. B cBA3M C TEM, 4TO Y HAc UMeeTcs cucTe-
Ma MaTpoHaXXHOro HabnwaeHua geten 1-ro roga Xus-
HW, Mbl C MPO(PUNAKTUYECKON LieNblo Ha3Havyanm pebeH-
Ky geBapoH no 10 Tabnetok 1 pa3/Hen NaTpOHaXHOW
MeAMLMHCKON cecTpon. [leTu exeHedenbHOo noayyanu
no 4000 ME ButamnHa D (kypcoBasa aoza 160 000-
180 000 ME) B TeuyeHune 1-ro roga xu3Hu. lNocne npo-
BeAeHUs MoaMPULMPOBAHHON NPOPUIAKTUKM MO Npeano-
YEHHOW HaMK cxeMe UccnefoBaHus Nokasanu 6necTawmm
pesynbraT. Tak, B AKAAPbMHCKOM pavoHe HU3KWIN YPOBEHb
ocTancs Tonbko y 9,5% peten, Torga Kak y 90,5% aTtoT
ypoBeHb HOpmanuaosascsa. B r. CamapkaHa Takxe HU3-
KWW ypoBeHb OTMevanca y 16,6% aeten ¢ npuaHakamu
paxuTa, a HopmanbHbI ypoBeHb 25(0H)D B cbiBOpOTKe
KpoBu 6b11Yy 83,4% peten. Ecnu HU3KMM ypoBeHb 25(0H)D
B CbIBOPOTKE KPOBM A0 Ha4dana npodunakTUKK BbIaBSN-
ca 'y 93% peten, To nocne nposegeHns — nuwb y 17,4%
ob6cnenoBaHHbiX, 4To B 5,34 pasa meHbuwe (p < 0,001),
4yeM [0 NPOPUIAKTUKM.

BbiBoabl. [MpvmeHeHne moanduuMpoBaHHON Npodu-
NTAaKTUKWM paxuTa CBUAETENbLCTBOBANO O HOpManusauuu
ypoBHA 25(0H)D B CbIBOPOTKE KPOBM, yNydllEHUU CaMOYyB-
CTBUS pebeHKa, HopManu3auuu anneTuTa U cHa, Npekpalle-
HWUW OBUIBHOrO MOTOOTAENEHUSA NPU KOPMAEHUU, YIy4LIEHUN
npubéaBKM Macchbl Tena. ATO NO3BONSAET WKUPOKO BHEAPUTb
MOAUPULMPOBAHHYIO MPOPUNAKTUKY paxuTa B PasnYHbIX
pernoHax pecny6auKu.



B3AMMOOTHOLLUEHUA NMOKAS3ATEJIEN KAYECTBA }XU3HU
U AHTPONMOMETPUHECKUX MAPAMETPOB NALUEHTOB B OCTPOM NEPUOJE
LLEJIMAKUU U B AUHAMUKE COBJIIOAEHUS BE3IIIOTEHOBOU AUETDI

KoyHeBa /1.4.

HayuHbi pyKoBoauTenb: KnumoB JleoHna AKoBNEBUY, K.M.H., IOLEHT
drb0Y BO CtaBpOnonbCKMA rocyaapCTBEHHbIM MEAULMHCKUIA YHUBEpPCUTET MrH3apaBa Poccuu,

CrtaBpononb, Poccus

BeepeHue. Llennakua (CD) aBnsetca OQHOM U3 caMblxX
pacnpoCTPaHEHHbIX ayTOMMMYHHbIX MNaTONOMMK Yy AeTen,
MMeeT BaXKHEWMLLYIO COLMabHYl0 3Ha4YMMOCTb, CBA3aHHYIO
C BbICOKMM PUCKOM MHBaNUAn3aLMn U Pa3BUTUS OCSIOXKHE-
HWI, CHUXEHNEM KavyecTBa XMU3HU (KXK).

Lenb. M3yuntb oco6eHHOCTH B3anmocBa3n KX 1 aHTpo-
NOMETPUYECKUX MOKa3aTeNlen jeTen U NoLPOCTKOB B MEPUO-
[le KNIMHM4Yeckon MaHudectaumm CD 1 B AMHAMKKe NpuBep-
YEeHHOCTH 6e3rnoTeHoBow anete (BrA).

MaTtepuanbl U metoabl. O6¢cnegoBaHo 80 nauumeH-
T0B ¢ CD B BO3pacte 2-18 net: 28 (35%) Manb4uMKoB
n 52 (65%) peBoykn. uHamuKka KX oueHnBanacb cnycts
6 mec cobntoaerns Bl y 18 nauneHToB, Yepe3 1 rogy 23,
yepes 2 roga — y 18, yepe3d 3 roga — y 23, 6onee 3 net
Br —y 28 nauuneHToB. OueHKka KX npoBeaeHa ¢ NnoMolLLbto
onpocHuKa PedSQL 4.0., BKAoYalolero cneaytolime noka-
3aTenu: ¢usunyeckoe OyHKUMOHMpOBaHUe (PP), amoumo-
HanbHoe (3P), coymanbHoe (CP), poneBoe (PP), cymmapHas
oueHka KX (CO K}). AHTponomeTpuyecKas XxapaKTepucTu-
Ka nauueHToB BKJOYana onpefeneHue nokasaTenen anuHol
Tena (P) u macchl Tena (M), nHgekca maccbl Tena (MMT).
B KayecTBe cTaHAapTa OLEHKM aHTPOMOMETPUYECKUX NOKa-
3aTtenen ucnonb3oBaHa nporpamma AnthroPlus 2009.

Pe3ynbtatbl. [JOCTOBEpPHblE KOPPENALUOHHbIE CBSA3MU
BbIB/IEHbl MO MHEHWUIO POAMTENEN NauUeHTOB Mexay P
nz-score M (r = —0,30, p < 0,05), nepueHtnnem M (r = -0,24,
p < 0,05); mexay CP u z-score M (r = 0,31, p < 0,05), nep-
ueHtnnem M (r = 0,32, p < 0,05); P® n z-score M (r = -0,33,
p < 0,05), nepueHtunem M (r = -0,32, p < 0,05), CO KX
nz-score M (r=-0,37, p <0,05) n nepueHTrnem M (r = —0,36,
p < 0,05). O6HapyxeHa pgocTtoBepHasa (p < 0,05) cBA3b 3P
n z-scoreP (r = 0,29); cBa3b PP u z-score P (r=-0,36,
p < 0,05) n nepueHtuna P (r = -0,35, p < 0,05), P® un z-score
UMT (r = 0,36, p < 0,05). KoppenaunoHHbln aHanus (no
MHEHUIO MauUMEeHTOB) BbISBMA CBA3b mexay PP u z-score P
(r=-0,53, p<0,05) v nepueHTunem P (r = —=0,47, p < 0,05).

Mpu ctporom cobnoaerumn b B Te4eHne 6 Mec No MHe-
HUIO poauTenen otmedveHbl cBaA3n PP u z-score P (r = 0,71,
p < 0,05) u nepueHtuna UMT (r = -0,64, p < 0,05); 3P
n nepueHtunga P (r = 0,60, p < 0,05), 3P un z-score UMT
(r=0,53, p <0,05). Mo MHEHMIO NALIMEHTOB BbISIBNIEHA CBA3b
P® 1 z-score P (r = -0,63, p < 0,05).

Mpwn cobnogeHnn bl B TeyeHme 12 mec poantenu otme-
YaloT cnegytowme agoctosepHble (p < 0,05) B3anmMocBA3u:
P® un z-score P (r = —0,44), ®®d u z-score UMT (r = -0,43),
P® un z-score UMT (r = -0,49), P® u nepueHTUnb UMT
(r = -=0,54), CO KX un z-score UMT (r = —-0,47), CO KX
n nepueHtunb UMT (r = —0,43). 1o MHEHMI0 NauMeHTOB
[JaHHOM rpynnbl, CTAaTUCTUYECKMU AOCTOBEPHbIE KOPPENSALUM
He BbISIBNEHbI.

B rpynne nauueHTOB, cobniogatowunx b 2 roaa,
No MHEHUIO PoAMUTENEN CTaTUCTMHECKM AOCTOBEPHbIE B3au-
MOOTHOLLIEHMWS UCCNIeAYEMbIX MOKa3aTeNnen He yCTaHOB/EHbI.
OaHaKo naumMeHTbl OTMEeTUNN psaa AocToBepHbix (p < 0,05)
cBazen: 3d u z-score P (r = 0,46), 3P u nepueHtTUnb P
(r = 0,53); 3® u z-score UMT (r = 0,71), 3P 1 nepueHTUNb
UMT (r = 0,59); ®D u z-score UMT (r = 0,61), DD un nepueH-
Tunb UMT (r = 0,54); CO KX 1 z-score UMT (r = 0,69), CO KX
n nepueHtunb UMT (r = 0,55).

YctaHoBneHa npamaa goctoBepHas (p < 0,05) Kop-
penauus z-score UMT u nepueHtuna UMT ¢ 3P B rpynne
nauueHToB, cobnoaatowmx b/l B TeyeHue 3 neT, N0 MHEHUIO
poautenen (r = 0,34, r = 0,37). 1o MHEHUIO NALIMEHTOB AaH-
HOWM Tpynnbl, KOPPENALMUOHHbBIX B3aUMOOTHOWEHUN 3adUK-
CUPOBaHO He 6bi10.

AHann3 Koppensuun, No MHEHUIO MaLMEHTOB, CTPOro
cobnwopaowmx bl 6onee 3 neT, NpPoaeMOHCTpPUPOBan
poctoBepHble (p < 0,05) NoNoKUTENbHbIE CBA3WN AN LWKan
P® un z-score M (r = 0,65), P® n nepueHtuna M (r = 0,64),
P® u z-score P (r = 0,75), P® v nepuentuna P (r = 0,74),
a Takxke CO KX un z-score M, CO KX u nepueHtnna M
(r = 0,73). Mpu uccnegoBaHun Koppensauuun wkan KX,
No MHEHWIO poauTeNen nauMeHToB, OTMEYEeHbl 4OCTOBEp-
Hble (p < 0,05) npamble Koppenauum 3P u z-score UMT
(r=0,53), 3 1 nepueHTung UMT (r = 0,66), Cd n z-score
UMT (r = 0,63).

BbiBOoabl. Pe3ynbTaThl CCegoBaHUA CBUAETENbCTBY-
I0T O TOM, YTO MEXAY OTAeNbHbIMU KOMMoHeHTamu KX
M aHTPOMOMETPUYECKMMU NapaMeTpamMu CylecTByeT B3a-
mmocBa3b. OTHoweHUs WwKan KX 1 aHTponomeTpruyecKux
nokasatenen nauneHToB ¢ CD npoaBAsAOTCAS HepaBHO-
MEpPHO B Nepuoae KAMHUYEecKon MaHudecTaumn 3abo-
NleBaHUa M B 3aBUCMMOCTM OT ANUTENbHOCTU cobntoge-
Hua brAa.

XAPAKTEPHbIE OCOGEHHOCTU MUKPO3J/IEMEHTO30B Y TWAHEWXEPOB
B 3KOMATONEHHbIX 30HAX MPOMBILWIEHHbIX LEHTPOB

HypmyxamepgoBa uépaxoH Myxamap NamanbeBHa

HayuHbi pyKoBoaUTeNb: Aaraposa Hop6ubu [dxxab66apoBHa, AOLEHT
TallKeHTCKMN NnegmuaTpuyecKkum MeaULMHCKUI MHCTUTYT, TallKeHT, Y36eKncTaH

BBepeHue. Meranonncbl UMEIKOT BbICOKYIO MNOTHOCTb
Pa3/IMdHbIX NPOMBbILWNIEHHbIX NMPOM3BOACTB, aKTUBHaA Aed-
T€NbHOCTb KOTOPbLIX Ha MPOTAXEHUW ANNUTENNIbHOIO BpEMEHN
CO3[aeT HeratuBHbIM 3KONOTMYECKUM MPECCUHI Ha opra-
HW3M, B OCOOGEHHOCTM OpraHuM3m AeTen, NMOCTOAHHO Npo-

MWBAIOLWMX B TAKMX TEXHOMEHHbIX GUOreOXMMMYECKUX 30HAX
60/1bLUINX FTOPOAOB.

Lenb. M3y‘-IVITb 4acCTOTy BCTpPE€4aeMOCTN MUKPO3JIEMEH-
TO308B, O6yCHOBJ'IeHHbIX HENOCTaTO4YHOCTbIO B OpraHuame
pafa 3cCeHUuMalbHbIX MUKPO3/IEMEHTOB — XeJie3a, Meaun
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W UMHKa cpeaun aeten nybeptaTHOro Bo3pacTa, NOCTOSHHO
NPOXMBAIOLMX B TALWKEHTCKOM W YUPHUKCKOM MPOMBILLAEH-
HbIX LeHTpax.

MaTepuanbl U metoabl. O6¢cnenoanv 87 aeten 060-
ero nona B Bo3pacTe 14—-17 neT, NOCTOSHHO NPOXMBaAOLWMX
B TAlWWKEHTCKOM NpomueHTpe, 1 90 aeTen 060ero nona B Tom
e BO3pacTe, MOCTOSHHO MPOXKMBAIOLWKX B YUPUYUKCKOM
nNpoOMLEHTpE.

Pe3ynbTatbl. O6LWIas 4actoTa MWKPO3neMeHTo3a, 06y-
CNOBMIEHHOIO HELOCTaTOYHOCTLIO XKenesa B rpynne fgeten,
MOCTOSIHHO MPOXMBAIOWMUX B TAWKEHTCKOM MPOMLUEHTPE,
cocTaBnsaet 36,8%, obuias YactoTa MUKPO3emMeHTo3a, 06y-
CNOB/IEHHOIO HEAOCTATOYHOCTbIO Meau, y 06CnefoBaHHbIX
neten coctaBnsieT 28,7% 1 oblias 4Yactota MUKPO3NEeMEH-
TO3a, OOYC/MOB/IEHHOIO HEAOCTaTOYHOCTbIO B OpPraHu3me
UMHKa, cocTtaBnaetr 33,4%. Takum o6pa3om, B CTPYKType
rTMNOMMWKPO3EMEHTO30B MNMPEBaNNpyeT xenesoaeduunTHbIN

CokonoBa H.C.

U UMHKAEDULNTHBIA TMIOMUKPOINEMEHTO3 U MeHbLUEee pac-
npocTpaHeHne nMeeT MeabaedULMTHBIA TMNOMUKPOINEMEH-
T03. B cpaBHUTENBHOM acneKkTe YacTtoTa M3Y4YeHHbIX TMNoMu-
KPO31EMEHTO30B Y YMPUMKCKMX AeTeN NpeBbIaeT TakoByio
y TAlWWKEHTCKUX AETEN, HTO MOXKET 06bACHATLCS 60/bLUMM BO3-
OEeACTBMEM HEeONaronpusaTHbIX 3KODaKTOPOB Ha pacTyLiUK
OpraHu3m getew, NOCTOSHHO MPOXKMBAIOLWMX B AAHHbIX 3KO-
NaToreHHbIX TEXHOMEHHbIX 30HaX MPOMbILAEHHbIX LEHTPOB.

BbiBoAbl. B 9KOoNaTtoreHHbIX TEXHOrEHHbIX 30HaX MpPo-
MbIWEHHbIX LEeHTpoB Pecnybnvkn Y36eKUCTaH MWUKPO3-
NeMEHTO3bl, 06YCNOBNEHHbIE AEPULMTOM ICCEHLMANBHbIX
reMonoaTUYEeCKMX MWKPOINEMEHTOB — XKefel3a, Meau
U LMHKA MMEIOT JOCTATO4YHO BbICOKYO pacnpoCTpaHeHHOCTb
cpeau geten ny6epTaTHOro BO3pacTta, YTo AUKTYeT He06Xo-
AMMOCTb MOCTOSIHHOrO MOHUTOPWMHIA MWKPO3NEMEHTHOIO
cTaTyca opraHuM3ma aTux AeTen B Lensx npopunakTnku pas-
JINYHBIX MUKPO3NEMEHTO30B.

COCTOSIHUE 310POBbS AIETEU NEPBbIX 6 MECSALEB }XU3HW,
HAXOAALWNXCA HA PA3JIUYHBIX BUAAX BCKAPMJIUBAHUSA

HayuHblit pykoBoaguTenb: bopoaynunHa TaTbsiHa BUKTOPOBHa, 4.M.H., AOLEHT
Coros Pre0Y BO YpanbCKuit rocyaapcTBEHHbIN MEAULIMHCKUI YHMBepcUTeT MuH3apaBa Poccuu,

neanaTpos
Poccun

ExkatepunHbypr, Poccus

BBepeHue. BckapmnvBaHue rpyaHbIM MOJIOKOM SIBNS-
eTCs «30/10TbiIM CTaHAapTOM» MUTaHMA pebeHKa 1-ro roga
W3HM W MOCNe POXKAEHUS YPE3BbIYaMHO BaXKHO, T.K. maTe-
PUHCKOE MOJIOKO OKa3blBaeT BMSIHWE Ha POCT, pas3BuUTHE
n popmrpoBaHue 340p0BbSA Pe6EHKA B Aa/lbHENLLEN USHM.

Uenb. OueHUTb 300pOBbe M PU3NYECKOE pa3BUTUE
y feTen 1-ro nonyroams *M3Hu, HaXOASALWMXCS Ha eCTECTBEH-
HOM M MCKYCCTBEHHOM BMAAX BCKapMJIMBaAHUS.

Martepuanbl U meToAbl. OTKPbITOE CpaBHUTENbHOE MPO-
CMEeKTUBHOE uccnegoBaHue. B nccnegoBaHme Obiin BKO-
yeHbl 140 peten 1-ro nonyroaus »usuu. B nepsyto rpynny
Bownn 70 peten (aeBovyek — 48%, ManbuyMkoB — 52%),
HaXoASLWMXCHA Ha UCKIIOYUTENBHO FPYAHOM BCKapMMBaHWMU.
Btopas rpynna npeactasneHa 70 getbMu (aeBovek — 54%,
Masb4yuKoB — 46%) Ha WCKYCCTBEHHOM BCKapMJ/IMBaHWu
a4anTUPOBaHHbLIMU MOJIOYHBIMU CMECSAMMU.

O653aTeNlbHbIM  AABASOCh MNOAMWCAHME POAUTENSMMU
[06pOBONBLHOIO0 MHOOPMUPOBAHHOIO COrflacus Ha NnpoBeje-
HWe uccneaoBaHms.

Y Bcex geTen ¢ neprvoaa HOBOPOXKAEHHOCTH eXXemecsy-
HO MPOBOAMNAChb KOMMJIEKCHAs OLleHKa 340poBbs. OueHKa
$un3n4ecKoro pa3B1TUS NPOBOANIACH EXEMECSHYHO, cornac-
HO MeXAayHapoAHbiM cTaHfaptam BO3, ucnonb3oBanucb
nporpammbl ANTHRO 3.2.2. insa neten B Bo3pacTe 10 6 mec
paccyuTbiBanach BeINYMHA Z-SCOre 15 MacChl Tefa OTHOCH-
TeNbHO AJIMHbI, MacChl Tefla OTHOCUTEIbHO BO3pacTa, A/IMHa
M MHAEKC MaccCbl Tefla OTHOCUTENIbHO BO3PACTa, OKPYXKHOCTb
roNoBbl OTHOCUTEIbHO BO3pacTa.

Pe3synbtatbl. [pynnbl geten cOOpMUPOBaHbl TakUM
06pa3oM, YTO 3HAYEHUs recTalMOHHOro Bo3pacTa, Au-
Hbl M MaccCbl MPU POXKAEHUM, OUEHKM Mo wWwKane APGAR,
couManbHbI cTaTyc poauTesnein B CpaBHUMBAEMbIX rpynnax
HEe UMENN CTaTUCTUUYECKM 3HAYUMbIX OTIUUUI.

TeyeHne 6epeMeHHOCTM Oblo oTAroweHo y 70% eH-
WHMH (@abopTbl, perpecc 6epemMeHHOCTH, BbIKUAbILW, pyb6eL,
Ha MaTKe, recto3 pasfiM4HOM CTENEHWU THKECTU, aHEMMUS,
yrpo3a npepbiBaHus 6epeMeHHOCTU, XpoHuYyecKasa deTo-
nnawueHTapHas HegoOCTaTOYHOCTD).

AHanus3 aHTPONOMETPUYECKUX NOoKazaTenen B TevyeHue
Bcex 6 mMec HabnwAeHUs Mokasahn, 4YTo B 06eux rpynnax
dusnyeckoe passBuTHe GONbLIMHCTBA AeTeN COOTBETCTBO-
Bafio NacnopTHOMY BO3pacTy, HO y AeTew BTOPOM rpynnbl K 6
MeC 3Ha4yuUTeNbHO Yalle onpeaensnochb yBenmyeHme macchl
TeNna OTHOCUTENbHO BO3pacTa U ANlnHbl, UMT OTHOCUTENBHO
Bo3pacTa.

MOHO NpPeanoNoXUTb, YTO MCKYCCTBEHHOE BCKapM-
nuMBaHWe aBnsetTcs GakTOpOM pPUCKa Pa3BUTUS OXMPEHUS
B IETCKOM BO3pacTe, a POCT U pa3BUTUE LeTeN Ha rPyaHOM
BCKapM/IMBaHWU CNyKaT 3TalOHOM.

3a nepuoa HabNoLeHUSA B CTPYKType OCTPON MHEKLM-
OHHOWM 3aboneBaemMoCTU JOMUHMPOBaIN 60NE3HU OpraHoB
[AblXaHWs, Haubonee pacnpocTpaHeHHbIMKU OGblU OCTpble
pecnupatopHble MHbekuun (OPU). Y peTen, nonyvaBlUMX
ajanTupoBaHHylo MOoYHYyt0 cmecb, OPU B BO3pacTe nep-
BbiX 6 mMec oTMevanucb B 1,5 pasa valle, 4yem y aeTew
Ha eCTeCTBEHHOM BCKapMmanBaHuu. KnweyHolM MHOEKLMAM
OblIM Takke O60nblie MOABEPXKEHbI AT, HaxoAMBLUMECSH
Ha WCKYCCTBEHHOM BCKapM/MBaHWW. Annepruyeckue aep-
MaTWTbl BCTPEeYannchb C OAMHAKOBOM YaCTOTOM KaK B NepBOWH,
TaK 1 BO BTOPOM rpynnax.

CnepyeTt OTMETUTb, YTO BbIIBNI€Hbl CTaTUCTUYECKMU 3Ha-
YyuMble pasfivyMa B YacToTe pas3BUTUS GpoHXMTa y AeTew
BTOPOW rpynnbl, a TakKe B Pa3BUTUU MHDEKLMOHHbIX 3a60-
ieBaHui (BeTpSHasa ocna W repneTuyecKas aHrmHa) y aeten,
HaXoAsAWMXCH Ha UCKYCCTBEHHOM BCKapMJ/IMBaHUM.

B o06ewnx rpynnax AOCTATOMHO 4acTo perucTpupoBa-
n1cb 3aboneBaHua HepBHow cuctemsbl (MMLUHC), Bce aetn
Ha WCKYCCTBEHHOM BCKapM/MBaHUKU U GOMbLUMHCTBO AeTen
Ha ecTeCTBEHHOM BCKapMm/iMBaHUM K 6 Mec 6binn oTHece-
Hbl KO BTOPOM rpynne 340pOBbs, NepBas rpynna 340poBbs
Oblna ToNbKo y 11% neten Ha rpyaAHOM BCKapM/IMBAHUK.

BbiBoAbI. [PyAHOE MONOKO ABASETCS NyHLWUM NUTaHUEM
4ns pebeHKa 1-ro roga Xun3Hu, obecrneynBaeT CBOEBPEMEH-
HOe W rapMoHM4YHOEe dU3MYeCcKoe pas3BuUTUE, ONTUMasbHOe
COCTOSIHWE 340POBbS, BKAOYAS COCTOATENIbHOCTb UMMYHHOWM
CUCTEMBI.



®AKTOPbl PUCKA CHUKEHUSI MUHEPAJIbHOM NJIOTHOCTU KOCTHOU TKAHU
U NOTPEBJIEHUE NULLEBOIO KAJIbLUUA B PA3HbIX BO3PACTHbIX 'PYIMNAX
CPEM AETEW U CTYAEHTOB I. KPACHOJAPA

KpacHoBa E.10., KapaueBueBa [.1.

HayuHbi pyKoBoauTenb: CytoBcKasa [AnaHa BnaguMnpoBHa, K.M.H., OLUEHT
dIrb0Y BO KybaHcKui rocygapcTBEHHbIM MeAMLIMHCKNI YyHMuBepcuTeT MuH3apaBa Poccun,

KpacHogap, Poccus

BBepeHue. HakonneHne KOCTHOM MacCbl B AETCKOM
BO3pacTe fABAseTca B3auMOAENCTBMEM MHOMMX GaKTOPOB.
Onpegenaiowmm GaKToOpoM SABAAOTCA FTEHETUYECKME 0CO-
6EHHOCTHU, KOTOpble BAMAOT Ha BapuabenbHOCTb MUHE-
panbHOW MAOTHOCTU KOCTHOM TKaHu (MIKT). CywecTBeHHO
BO3/[EWCTBYIOT Ha MPOLIECChbl HAKOMIEHUA KOCTHOW Macchl
3K30reHHble daKTopbl, CNOCO6CTBYOWME MOAMDULMPOBA-
HUIO FEHETUYECKOW MHbOPMaLMK, YTO MPUBOAMUT K CHUMKE-
HUIO YPOBHSI MMKOBOW KOCTHOM Macchl. YNyLEHHbIE BO3MOX-
HOCTU MPODUNAKTUKM CHUKEHUS MMHEPANbHOM MIOTHOCTH
KOCTHOM TKaHW B AE€TCKOM M MOJIOAOM BO3pacTe HapylwatoT
onTMMaNnbHOE pa3BUTUE CKeneTa, NPenaTCTBYIOT MUHEPAn-
3aLMKN KOCTHOM TKaHM.

Uenb. M3yuntb daKTopbl PUCKA CHUMKEHUS MUHEpanb-
HOW MJIOTHOCTU KOCTHOW TKaHM WM NOTpebfieHMe MULLEBOTO
Kanblus B Bo3pacTe oT 3 o 25 ner.

Martepuanbl U meTofbl. [IpoBeeHO aHKETMpOBaHue
738 pecnoHaeHTOB: B Bo3pacTe oT 3 go 6 net (102), ot 7
0o 11 net(178), 0112 o 14 net (177), o1 15 no 18 net (181),
oT 18 po 25 net (100). MoTpebneHne nuWEBOro Kalb-
LSl OLLeHMBaNOCb C MOMOLLbO MeToda BOCMPOWU3BEAEHUS
NMUTaHKUs, 3aKoYaloLlerocs B YCTAHOB/IEHUMM KOAMYecTBa
notpe6aseMbix NPOAYKTOB MOCPEACTBOM Onpoca, ¢ nocne-
aywouwen duKkcaumMen pesynbTatoB B CreuuasbHbiX KapTax-
aHKeTax. OueHKa HopMbl NOTPEeBNEHNS NMULEBOMO KasbLma
B BO3pacTHoM rpynne ot 3 go 7 net — 900 mr/cyT, B rpynne
oT 7 no 25 net coctaBnsier 1300 mr/cyT. lNocTynneHune Kanb-
umMsa ¢ nuuen Ha yposHe 50-70% OT BO3PaCTHOM HOPMbI
paccmMaTpmMBaoCh Kak yMepeHHbIn aedununt, meHee 50% —
KaK BbIPa*KEHHbIN edunumT.

Pe3ynbTaTtbl. PekomeHayemMoe KONMYECTBO Kallb-
umsa ynotpebnsait 63% geten B Bo3pacte OoT 3 Ao 6 ner.
YMepeHHbIn aedunumt coctaBnseT 27%. CpeaHas Benunym-
Ha noTpebneHns NULIEBOro Kanbuua cocTaBuia 812,5 *
97,8 mr/cyT. Cpeaun WKONbHUKOB OT 7 A0 11 neT cyTo4Hyto
noTpebHOCTb B KanbLuK ygosnetsopsanun 49% ageten, ot 12
0o 14 net — 52%, B Bo3pacTtHon rpynne ot 15 go 18 net —
49% peTten. YMepeHHbIn nedunumTt B BO3pacTHOM rpynne ot 7

no 11 netotmeyeH y 11%, B rpynne ot 12 ao 14 neT oTMeyeH
y 26% neten, B Bo3pacTHoM rpynne ot 15 go 18 nety 21%
LWKONbHMKOB. BblpaxeHHbIn feduunT notpebneHusa nuuie-
BOro Ka/bLMs B BO3pPaCTHOW rpynne ot 7 Ao 11 net BbigBieH
y 40% WKONbHUKOB, OT 12 0 14 net oTMeyeH y 22%, B rpyn-
ne ot 15 go 18 nety 30% aeten. CpeaHsa BennMymMHa notpeod-
NIEHUS NULEBOrO KanbLMs CPeam LWKONbHUKOB B BO3pacT-
HoM rpynne ot 7 go 11 net coctaBuna 690,9 + 29,2 mr/cyT,
B rpynne ot 12 go 14 neT cpefHsas BenuM4MHa cocTaBuia
1033,0 = 48,5 mr/cyT, B BO3pacTHOM rpynne oT 15 o 18 net
cpenHsa BennymMHa coctasuna 912,5 + 65,7 mr/cyT.

Cpeaun ctyaeHToB B Bo3pacTe oT 18 go 25 net peko-
MEHAYeMOE KOMYECTBO MOoTpebneHns MULLEBOro KanbLus
nony4yanu TonbKO 7% pPecnoHAEHTOB. YMepeHHbI aedu-
LUMT MULLEBOro Kanbuusa ycTaHoBneH y 55% CTyaeHTOB.
BblpaXkeHHbln  edUUNT [JaHHOrO HyTpueHTa OTMeYeH
y 38% cTyneHToB. CpeaHssi BeMYnHa NoTpebneHus nuuie-
BOr0 KaNbUWSA cpean CTyaeHToB cocTaBuna 1553,1 *
123,2 mMr/cyT.

3noynoTpebnsaioT cnagkum 46% WKoNbHUKOB U 43% CTy-
neHToB. bonee 5 valeK Kode B AeHb ynotpebnsiot 14% feten
cTaplumx KnaccoB u 23% ctyaeHToB. Beaywmm daktopom
CHUXEHUSA MUHEpPanbHOM MI0THOCTU KOCTHOM TKaHU ABASETCS
runoguHamus: 70% pecrnoHAEHTOB He nocelaloT CropTUB-
Hble ceKumm, 49% oueHMBalOT CBOM 06pa3 U3HU Kak Maso-
NOABUXKHBIA, MPU 3TOM €XXeAHEBHble MPOrynkn B TeyeHue
30 mMuH coBepluatoT 44% pecnoHaeHToB, MuLlb 33% pPecnoH-
[EHTOB B TeyeHue 1 4 B ieHb M 0Ko/0 3 4 B ieHb — MeHee 1%.
Hanuyne B aHamHe3e NepenoMoB Cpean WKONbHUKOB BbISiB-
neHoy 18,8%, y 22% — cpefam CTyAeHTOB.

BbiBOAbI. YCTaHOBNEHO HU3KOE NoTpebieHne NULeBo-
ro KanbLuus BO BCEX BO3pacTHbIX rpynnax. C ysenuMyeHmem
Bo3pacTa pebeHKa CHWXKaeTca notpebneHue MuLLeBoro
Kanbunsi. OCHOBHbIM MCTOYHUKOM KanbLMSA B AOWKONbHOM
BO3pacTe SABASETCH MOJIOKO, KWUCIOMOJIOYHbIE MNPOAYKTHI,
a cpefu NoApOCTKOB U CTYAEHTOB — TBepAble copTa cbipa.
Begylwmm GakTopom pUCKa CHUMKEHUA MUHEpPanbHOM NaoT-
HOCTW KOCTHOW TKaHUW SiBNSETCH rTMNOAUHAMUS.

PACNPOCTPAHEHHOCTb KMLIEYHbIX MAPASUTO30B CPEAU AETEN I. CEBACTOMNOSA

Moposos A.M.

HayuHbi pyKoBoauTenb: KocTbipHoM AneKkcaHap BacunbeBuy, 4.M.H., npodeccop
MeaunumHcKasa akagemus nm. C.N. freoprnuesckoro ®rAQy BO «KdY nm. B.1. BepHaackoro»,

Cumdepononsb, Poccus

BBepeHue. KuweyHble napasutosbl (KM) — rpynna
3a60/1eBaHWN, BbI3biIBaEMbIX Napa3UTUPOBAHUEM B KULLEY-
HUKE reNlbMUHTOB W MPOCTENWMX, KULWEYHbIe napas3nTo3bl
O4YeHb YacTo BCTpevaloTcs y AeTew, NuK 3aboneBaemocTu
npUXoanTCH Ha Bo3pacTt 7-12 ner.

Llenb. M3y4ynTb pacnpoCTpaHEeHHOCTb KULWEYHbIX napa-
3UTO30B cpeau geten r. Cesactonons.

MaTtepuanbl u meTogbl. B 2014-2018 rr. npoBOAUNOCH
uccnegoBaHve No onpeaeneHnto HO30CTPYKTYPbl U YacToTbl

pacnpocTPaHEeHHOCTH KULLEYHbIX Napa3nTo30B cpeam AeTen
r. CeBactonons. MccnegoBaHue npoBoansiock B 10 AETCKUX
JOLWKONbHbIX y4YperxaeHusx M 5 wkonax r. CeBacrtonons.
Bbinn o6¢cnenoBanbl 1000 geTen B BO3pacTe oT 5 go 17 ner.

Pe3ynbTatbl. JMarHOCTUKY reibMMHTO30B OCYLLECTB/ISA-
1M NOCPEACTBOM OGHAPYKEHUS UL, TeIbMUHTOB B Ma3Kax
deKanun, suL, ocTpUL, B COCKOGE € NepuaHanbHbIX CKNaaoK
N BU3yasibHOTO OGHapPYXEHUS AUL, FTeIbMUHTOB UK OCTPUL,
B peKkanusx. B xoae nccnenoBaHusa KneyHble NapasuTossbl
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SHORT REPORT

KPATKUE COOBLUEHUSA

6binn BbiaBneHbl Yy 300 peten. Yawe Bcero o6GHapyKu-
Bann 3HTepo6uos — 35,5 + 1,5%, 3atem nam6IM03 —
y 20,0 + 1,4%, ackapnago3s — y 15,2 + 1,2%, Tpuxoueda-
ne3 —y 10,2 + 1,1%. MHBa3MpoBaHHOCTb UMK [ieTeN Gbina
04eHb BbICOKOW. 10 YacToTe BbISIBNSEMOCTH BCE HO30dOp-
Mbl 6bInM pasgeneHbl Ha 3 rpynnbl. [epByto rpynny coctas-
NS0T ToH3uAAmT, OPU 1 gucnencus, ux Yactota Konebnetcs
or 15,2 + 1,3 go 2,5 + 1,1% cnyyaeB. [py KULIEYHbIX
napasuTo3ax rMrMeHM4eCcKMin crTaTyc nosiocTM pTa Becbma
HU3KWI, YTO CBUAETENbCTBYET 06 WMHTEHCMBHOM O6GCeme-
HEHHOCTM NOMOCTU pTa MUKpoopraHuaMamu. KuwedyHble

napasuTo3bl HEOGNAronPUATHO LENCTBYIOT Ha XenyaoyHo-
KULWEYHbIM TPaKT, 4TO NPOSBASETCA AMCMNENTUYECKUM CHH-
ApOMOM. BTopyto rpynny coCTaBASOT TOH3UANNUT, GapPUHTKT,
OPOHXUT, acTma, MHbeKUMn 1 anneprodbl — ot 5,0 £ 0,5
no 6,5 £ 0,5% cnyyaeB. B TpeTbto rpynny BXoAsT cepaey-
HO-COCYAMUCTblE, AHAOKPUHONOIUYECKNE, HEBPOSIOTNYECKHE,
AepMaTonornyeckne 3aboneBaHusl, KULeYHble paccTpou-
ctBa—011,0+ 0,510 2,5 + 0,6% cnyyaes.

BbiBoAbl. Taknm 06pa3oMm, K1LWeYHble Napa3nuTo3bl MMe-
0T 60/1bLUYI0 MEeAMKO-COLMaNbHYIO 3HAYMMOCTb, 06YCI0BAEH-
HYIO BbICOKOM YacTOTOM pa3/iMyHblX 3aboneBaHu y AeTen.

3ODEKTUBHOCTb AHTUMUKPOBHOW TEPANUM

PECMUPATOPHON UHOEKLIUU Y OETEN

PacynoBa H.A., Axmegosa M.M., UpGyTaeBa J1.T.

HayuHbi pykoBoguTenb: LLlapnnos Pyctam XauToBuY, 4.M.H., AOLEHT
CamMapKaHACKMI rocyaapcTBEHHbIA MeAULUMHCKUIA MHCTUTYT, CamapKaH, Y36eKncTaH

BBepgeHue: AHTUOMOTMKM MO MpaBy CYMTAKOTCH KO-
4YeBbIMU fIEKApCTBEHHbIMU CpeacTBaMu B Tepanuun 6akTe-
puanbHbiXx 3aboneBaHuin. Hanbonee pacnpocTpaHeHHbIMU
3ab6oneBaHUAMN y AeTeN 9BNSTCA 3aboneBaHMs HOCOMNoT-
KM N BEPXHUX AblXaTefbHbIX NyTEeN (OTUT, CUHYCUT, dapuH-
rUT, GPOHXUT, MHEBMOHMUS). [M03TOMY «30/710TbIM CTaHaap-
TOM» aHTUGaKTEPHanbHOM Tepanmm OCTPbIX PECMMPATOPHbIX
nHdekunsa (OPU) 6aKkTepuanbHOM NPUPOALI Y AETEN ABASET-
€Sl Ha3HaYyeHuWe B-NaKTamMHbIX 3aLlMLLEHHbIX aHTUOUOTUKOB.

Llenb pa6oTbl. M3y4yeHne apOEeKTUBHOCTHM B-1aKTaMHbIX
3alMLEHHbBIX aHTUOMOTUKOB M MaKpoIMAOB NpW pecnupa-
TOPHOM MHDEKLUMK Y AETEN.

Martepuanbl U MeToAbl UccnegoBaHusa. o Habnoae-
HMeM Haxoaunuck 32 pebeHKa B BO3pacTe oT 6 mec Ao 3 NeT,
KOTOpble Nofyyanu CTauMOHapHOE fieYeHWe B FOPOACKOM
OeTCKon 60nbHULIE N21 MO NMOBOAY OCTPOM TSXKENOW MHEB-
MOHMK (17) n OPW, OCnoxKHEHHOM cpegHum oTuToM (15).
[eTaMm, cTpajalowmnm NHEBMOHMEN, NOCNEe Kypca napeHTe-
panbHOM aHTMOGMOTUKOTEPANUMM HaszHavyanu [-naKTaMHble
3alMLEHHbIE aHTUOMOTUKK. OAHUM M3 BefyliMx npenapa-
TOB A5 Ie4EHMS OCTPOro CpeaHero oTuTa y AeTem Ha cerof-
HS SBNSETCA aMOKCUUWAAWH/KNaBynaHaT. Mpu annepruu
Ha 3TW NpenapaTbl UAX NPU BbIABNEHUU BHYTPUKIETOYHbIX
BO36yauTENEN TaKNUM AEeTIM Ha3Havyanam Makpoauabl.

Pe3ynbtaTtbl: AMOKCUUMWNIWH/KNa@BynaHat, B 4YaCTHO-
ctn npenapaTt ®nemoknas Conotab, Ha3Havyanu B A03e
30-60 mr/kr/cyT B 3 npnemMa B TedeHne 7-10 aHen y geten
C OCTpbIM cpeaHnM OTUTOM (11) U NHEBMOHMEW ANg NPOAO0N-
WEeHUs aHTMOMOTUKOTEpanum cTyneHdyaTbiM MeTtogom (10).
Mpn HanuuMu anneprun Unnu M3MEHeHuu ctyna agetam (11)
HazHavyanu npenapart M3 rpynnbl MakKpPoOIMAOB — [XKO3a-
MuumH (BunbnpodeH Contotab) B gose 40-50 mr/Kr/cyT
B 2—3 npuema B TeyeHue 7-10 gHen.

YCcTaHOBMIEHO, YTO aAMOKCUUMWNAUH/KNnaBynaHat (dne-
MoknaB ContwoTab) ob6nagaeT BbICOKOWM K/IMHWUYECKOM
apPpeKTUBHOCTbIO (98,7%), MEepeHOCMMOCTblO. Y4uTbiBad
6€30MacCHOCTb MaKpOINA0B, UX BO3SMOXHOCTb NPUMEHEHUS
y GONbHbIX C annepruer Ha [-nakTaMHble aHTUOUOTMKM,
Mbl Ha3Havyanu npenapat-Makponana; aGPeKTUBHOCTb AXKO-
3amuumHa (BunbnpodeH ContoTab) y HaluMx MNauneHToB
pocTturana 99%.

BbiBoabl. Takum 06pa3oM, «30/0TbiIM CTaHAapTOM»
aHTMbGaKTepuanbHon Tepanum OPU 6aKkTepuranbHOM NpUpo-
[bl 'y AeTel 9BNFeTCs Ha3HayeHue [B-nakTaMHbIX aHTMOMO-
TUKOB, KOTOpPble paccmaTpuBalOTCA B KayecTBe npenapa-
TOB NepBOro Bbi6oOpa, a Npu anieprum Ha 3T1 npenaparthbl
AW NPU BbISBAEHUM BHYTPUKIETOYHbIX BO36yauTENEn —
MaKpoanaoB.

OCOBEHHOCTU KJIMHUYECKOIO TEYEHUA PUMMA Y JETEA PAHHEFO BO3PACTA

A6popoBa B.T.

Hayu4Hbi pykoBoguTenb: AnveBa Huropa PyctamoBHa, 4.M.H.
Kadepapa lNocnutanbHon negmuatpmn N21 ¢ ocCHOBaMK HETPAAULIMOHHON MEANULIMHbI, TalUKEHTCKUM
neaMaTpu4ecKU MEANLMHCKUMA MHCTUTYT, TallKeHT, Y36eKUcTaH

BBepeHue. TeyeHue rpunna y geten BapbmpyeT oT cy6-
KJIMHWYECKOW 60Ne3HM [0 OC/IOXKHEHHOW, KoTopas nopa-
aeT HECKONbKO OpraHoB. [NTOMMMO TUMNMYHBIX MposiBie-
HWMN B BWAe KaTapaibHbiX SBNEHWW [blxaTelbHbiX MyTewn
M MHTOKCUKALMOHHOrO CWMHAPOMA, FPUMNMN MOXET MNposiB-
NAaTbCA B BUAe Kpyna, 6pOHXMONUTA, MHEBMOHMUK, IUXopa-
[I04HOrO 3aboneBaHns, UMUTUpPYOLWEro GaKTepuanbHbIn
CEencuc, Uan OCNOXHEHUH co cTopoHbl LLHC, cepaua, MblwwLy
UKn NoYeK

Llenb. M3yyeHne KAMHUYECKUX M NabopaToOpPHO-UHCTPY-
MeHTaNbHbIX 0co6eHHOCTEN rpunna A u B y aeten paHHero
Bo3pacTta B 1 AlKB r. TawKeHTa B nepmog annaemuu.

Martepuanbl U MeTOAbl uUccneaoBaHuUA. Hawmu
Habnogannucb 40 pgeter B BO3pacTe oT 4 mec Ao 5 net
(cpeaHunn Bo3pacT 1,4 + 4 mec) ¢ gnarHodamu «rpunn A»
W «rpunn B», rocnMTann3upoBaHHbIX B OTAENEHWAX Myfb-
MOHOJ/IOTMK, COMaTOHEBPONOIMU W OTAENEHUWN AeTen paH-
Hero Bo3pacTta ¢ Hoa6psa 2019 ao KoHua despana 2020 r.
OwnarHo3 BepudULMpPOBaH MpU MOMOLM KIUMHUKO-Nabo-
PaTOPHbIX U WMHCTPYMEHTasbHbIX METOAOB MUCCNeLOBaHMS.
OnpepeneHne WTaMMOB rpurna OCHOBAHO Ha NPUHLMNE
MMMYHOXpomaTorpadpu4ecKoro aHaamsa.

Pesynbratbl. Viccnegyemble 6blnv pa3geneHbl Ha ABe
rpynnel. B | rpynny Bownun 20 geten ¢ AMarHo30Mm «rpunn A»,



BTOpas rpynna coctosna u3 20 getew ¢ rpunnom B. Y nauu-
eHToB | rpynnbl nuxopagKka coxpaHanacb 5 + 0,2 gHew,
co 3Ha4yeHuamn 38,6 + 0,3 °C. N3 aHaMHe3a: Bce [eTu
B AA@HHOW rpynne poaunncb B CPOK, HEOHATaNbHbIM Nepuos,
6e3 natonoruun. Tem He MeHee, y O4HOMO NauuMeHTa B Bo3pac-
Te 8 Mec paHee OblIM AUArHOCTUPOBaHbl 6ENKOBO-3HEpre-
TMYecKas HeAoCTaTOYHOCTb, MNEPBUYHBLIA UMMYHOAEDULMT,
a rpunn A OCNOXHWACS 3aCTOMHOW NMHEBMOHWENW. [daHHbIM
nauneHT BbiMMCaNcs M3 CcTauuoHapa B YAOBNETBOPUTENb-
HOM COCTOSIHMM NMOA HabnloAeHWe y4aCTKOBOro neguaTtpa.
Y nauMeHToB M3 BTOPOM rpynnbl OTMEeYanocb MoBbllWEHWe
TemnepaTtypbl Tena oT 37 go 40,5 °C. MNepuon nuxopaaku
anunca B cpegHeM 6 cyT. Y ABOMX NALMEHTOB C OTArO-

LWEHHbIM HEBPONIOrMYECKUM CTaTyCcOM (M3 BTOPOM Tpynnbl)
Ha6noganMcb debpuibHble Cygoporn npu Temnepatype
Tena 39,4 °C, a TakXe y 6-Mecsi4HOro pebeHKka oTMmeva-
NI0Cb 3anpoKMAbIBaHWE rofoBbl Ha 7-e cyT 3aboneBaHus.
Y nBoux naumeHToB (10%) 6biM Kanobbl Ha OTKa3 OT efbl
W NUTbS, HApSAY C OAbILLKOM M YBEMYEHWEM HaCTOTbl Abixa-
HMS Ha 20% npu NOCTYNJEHUU B NPUEMHOE OTAENEHHUE;
B JaNbHeNWweM 6blfl BbICTaBAEH AMArHO3 «MHEBMOHUS».

BbiBOAbI. B 3T0M annaemMnyeckom ce3oHe rpunny getemn
B BO3pacTe A0 5 feT npoTeKan Nerko, HeCMOTPS Ha OTHO-
CUTENIbHO A/UTENbHOE TeYeHWe NUMXopafovyHOro nepuoga,
OCNOXHEHMA OTMEeYanuCb NUWb Yy AeTeN C OTArOWeEHHbIM
npemMopoéuaHbiM GOHOM.

OCOBEHHOCTHU TEHEHUA BUPYCHbIX BPOHXUTOB
Y AETEU C AJIJIEPTMYHECKOU NPEAPACMOJIOXKEHHOCTbBIO

AGpopoBa b.T.

HayuHbln pyKoBoAUTENb: AieBa HUropa PyctamoBHa, A.M.H.
Kadepapa locnutanbHom neanatpmmn N21 ¢ ocHOBaMK HETPAAULIMOHHOM MeANLMHbI, TAWWKEHTCKUI
neaMaTpu4ecKui MeAUUMHCKUIA MHCTUTYT, TallKeHT, Y36eKncTaH

BBepeHue. locnegHmne HECKONbKO AECATUNETUN OTMe-
YaeTcs MOBCEMECTHbIV POCT BUPYCHbIX MHDEKLMI, nX Bonee
TAXENoe KIMHMYEeCcKoe Te4eHne ¢ Pe3UCTEHTHOCTbIO U TOp-
NMUOHOCTbIO K MnpoBoaAnMMOM Tepanuu. O6uwenpu3HaHHbIM
SBNSIETCS WM HEYKJIOHHbIA pocT annepronatonoruu. Coort-
BETCTBEHHO, B KJIMHUYECKOW MPaKTUKE Mbl 4acTO MOMEM
BWAETb coyeTaHne MHOEKLMM U anneprum y ogHoro naum-
eHTa. OfHaKo 3TO He MPOCTOEe C/IOKEHWe ABYX MnaToso-
M, a 60siee CNOXHbIM NpoLEecc B3auMOAENCTBUSA U B3a-
UMOBNUAHUA. Bo-nepBbiX, camM¥ MHPEKLMOHHbIE areHThl
MOryT BbICTYyNaTb B Ka4ecTBe NMPUUYMHHO-3HAYMMOro annep-
reHa. Bo-BTopbix, MHOEKUMA MOXKeT popmMmnpoBaThb annep-
rmyeckoe 3abosieBaHWe y NpeapacrnofioXeHHOro K 3Tomy
yenoBekKa.

Lenb. MN3y4ntb 0OCOGEHHOCTU KIAUHUKM OPOHXUTOB
y AeTen ¢ annepruieckomn npeapacnosioKEHHOCTbIO.

Martepuanbl U meToabl. Pa6oTa npoBoamaach Ha 6ase
1-n [1eTCKOM ropoACKON KNMHUYECKOM 60NbHULbI I. TallKeH-
Ta ¢ Hos6psa 2019 go KoHua sHBapsa 2020 r. Nog Habnwoae-
HMem Haxoamnucb 40 geten B Bo3pacte oT 4 mec Ao 5 net
(cpeagHwnn Bo3pacT 2,4 £ 3 Mec) ¢ AgMarHo3amu «0CTpbIM NMpo-
CTOM BPOHXUT» U «OCTPbIN O6CTPYKTUBHbBIA BGPOHXUT», TOCMHN-
Ta/IM3MPOBaHHbIE B OTAENIEHME NY/IbMOHOIOTMM U OTAENEHNE
natonoruu geten paHHero Bo3pacTa. [AuarHo3 Bepuduum-
pOBaH MpY NMOMOLLM KJIMHWMKO-Na6opaTOpPHbIX U UHCTPYMEH-
TallbHbIX METOA0B UCCe0BaHUs.

PesynbTaTtbl uccnepoBanusa. Habnoaaswuecs 40 geten
6b11M pa3aeneHbl Ha ABe rpynnol. [epByto rpynmny coctaBuim
20 pgeTen ¢ annepruyeckum gepmatutom. Bo BTOpyto rpynny
Bownun 20 geten, nepeHecwne 6PoOHXUT 6e3 annepruyecko-
ro ¢oHa. CpefHni BO3pacT AeTern NepBow rpynnbl COCTaBuUI
2,3 roga, Torga Kak camMomy Miajlemy nauueHTy 6biio
5 mec, a camomy ctapwemy 2,1 roga. CpeaHuin Bo3pacTt
AeTen, nepeHeclwux rpunn B, coctaBun 2,2 roga, camomy
cTapwemy pebeHKy 6bin1o 5 net u 4 mMec, MUHUMaNbHbIN
BO3pacT B AaHHou rpynne 4 mec. B nepsow rpynne y 80%
(16) peTent KAMHUKO-nabopaTopHble U MHCTPYMEHTasbHble
[JaHHble YKa3blBa/iv Ha OCTPbIM NPOCTOM GPOHXUT CpeaHew
CTENeHU TAXKECTH, Toraa Kak y 20% (4) naumMeHToB AnarHo-
CTUpoBanca OOCTPYKTUBHbIN OGPOHXUT 63 OC/IOKHEHUN.
MaumeHTbl U3 BTOpOW rpynnbl B 90% (18) cnyvyaeB nepe-
Hec/n OOGCTPYKTUBHbLIN GPOHXUT U GPOHXMONUT. Y OAHOro
nccneayemMoro € OTArOWeEHHbIM HEBPOOrMYECKUM GOHOM
npu Temnepatype 38,9 °C 6binn debpuibHble CyLOpPOr.
OcTanbHble 10% HabnoaaBLIMXCA NEPEHECTM OCTPbIN PUHO-
GapuUHIuT.

BbiBoAbl. Anfeprusi BAUSET Ha KIMHUYECKYIOD KapTUHY
MHDEKLMOHHOTO 3a60/1€BaHNS 1 MOXET BUAOU3MEHATb €ro
TeyeHne, 0CO6EHHO y ieTen paHHero Bo3pacta. B natoreHe-
3€e pecnupaTopHbix 3ab6oneBaHui npeobnagaHve annepru-
4eCKOoro BocnaneHus Bedet K GoOpMUPOBaHUIO O6CTPYKTUB-
HOro KOMMNOHEHTa B KnnMHMKe OPBU.

OLEHKA ®AKTOPOB PUCKA, TEPANMTUU N UCXOA0B KATETEP-ACCOLUMNPOBAHHbIX

TPOMBO30B BETBEX BOPOTHOM BEHbI

®depgoceeBa M.M., Noxesawesa MN.10., NMpocKkypuHa B.B., Mepcanosa [1.M.
HayuHbI pyKoBoaUuTeNb: JlapuHa JTlo60Bb EBreHbeBHa, K.M.H., JOLEHT
®IrAQY BO PoccuiicKuin HaumMoHanbHbIM UccneaoBaTenbCKU MeAULMHCKUIA yHUBepcuTeT M. H.M. Tnporosa

MuHsapaBa Poccuun, MockBa, Poccus

BBepgeHue. Katetep-accounnpoBaHHble TPOMOO3bI BET-
BEM BOPOTHOM BEHbI MOTYT ABAATLCS NPUYUHON MOPTabHON
rMNEepTEeH3UN y AeTEN U CNYXKaT PaHHUM NpU3HaAKom geduum-
Ta eCTeCTBEHHbIX aHTUKOArynsHTOB.

Llenb. N3yyeHne paKkTopoB prcKa BO3HUKHOBEHMWS, MNOA-
XO[IOB K Tepanuun U UCXOA0B NIEYEHUS KaTeTep-acCoLUUpo-

BaHHbIX TPOM6G030B BETBEW BOPOTHOW BEHbI, MPEASIOKEHNE
CNoco60B MX MPODUNAKTUKM U PaHHEN AUArHOCTUKMK.
Martepuanbl U metoabl. [1IpoBeAEH PETPOCNEKTUBHbIN
aHanu3 35 wnctopun 601€3HM NaLUMEHTOB C TpoMbBGo3amu
BETBEN BOPOTHOM BEHbI Y AeTen, Habnogaswmnxcsa B 2019 r.
B MOpPO30BCKOW OETCKOM FOPOACKOW KIMHWYECKOW 60b-
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SHORT REPORT

KPATKUE COOBLUEHUSA

HMLUe B BO3pacTe OT 2 ¢cyT Ao 2 mec. Bcem getsam nposege-
Ha BM3yanu3auua Tpomba nytem Y3U ¢ gonneporpaduen
W nccnegoBaHa Koarynorpamma.

Pe3ynbraTthl. 113 35 06cnenoBaHHbIx: 21 Manbyuk (60%)
n 14 neBoyek (40%), U3 HUX 7 HeJoHOLEHHbIX (20%). Y 34 auna-
rHOCTMPOBaH TPOM603 1€BOW BETBM BOPOTHOM BEHbI, Y 1 —
NeBON BETBM BOPOTHOW BEHbl U €e BHYTPUMEYEHOYHOro
cermeHTa. CpeaHuit Bo3pacT ob6HapyKeHuss Tpomb6o3a —
9 CyT, MMHUMANbHbLIN — 2 CYT, MaKCUManbHbIn — 2 Mec.
Y 13 wmatepen (37,14%) B aHamHe3e yrpo3a npepbiBaHUs
6epemMeHHocTH. Y 26 peten (74,3%) AvarHoCTUMPOBaHbI
MHPEKLMOHHbIE 3ab0neBaHns, CBOMCTBEHHbIE HeoHaTallb-
Homy nepuoay, y 13 (37,1%) — BHYTPUYyTPOOGHasA rMMoKcus,
y 4 (11,4%) — achuKeus B poaax, y 24 (68,6%) — abixatesnb-
Has HeI0CTAaTO4YHOCTb, Y 23 (65,7%) HabNoaaNoch coHeTaHMe
BYyX 1 60nee natonorui. Mo gaHHbIM Y3WM: 11 OKKO3MOH-
HbIX U 24 HEOKK3WOHHbIX TpoM6a. MUHUManbHbIA pas-
mep TpomMba — 3 Ha 4 MM, MakcumanbHbih — 20 Ha 6 MM.

Y 10 peten (28,6%) BbiiBNeH AedULNT eCTECTBEHHbIX aHTK-
KOarynsiHToB, U3 HUX y 5 aeduumt aHTuTpombuHa Il (KoHueH-
Tpauua aHTuTpombuHa lll meHee 50% — 1, meHee 30% — 4),
y 5 — npotenHa C (meHee 50% — 2, meHee 30% — 3).
Tepanuio HedpaKUMOHUPOBAHHbBIM renapuHom (HPI) n HKa-
KoMonekynspHbiM renapuHom (HMI) nonyvanu 26 peten,
H®Ir — 5, HMIT — 4. CpegHas nogobpaHHaa gosa HPI —
26,4 EQ/Kr/4, HMIT — 209,8 ME/Kr. Y 24 neteilt fOCTUrHYyTa
nofHas peKkaHanudauus, y OAHOro U3 HUX NOBTOPHbLIN TPOM-
603. Y 11 peKkaHanusauus He JOCTUIrHYTa, Tepanus nNpoaos-
eHa. CpefHas AAWTENbHOCTb peKkaHanu3auumm — 50 cyT,
MWHUMaNbHbIM CPOK — 4 CYyT, MakcuManbHbii — 180 cyT.

BbiBoAbl. DaKkTOpPamMmn pucka pas3sBuTua TpPoM6030B BeET-
BEW BOPOTHOM BeHbl ABASIOTCA NaToNorns 6epemMeHHOCTH,
HEeOHOLEHHOCTb, NepeHeceHHas rTMNoOKCUs Unn acOukcus
B poaax. Bcem getam nepep katetepusaunen pekoMmeHayeT-
csl uccneagoBaHue Koarynorpammel, Y3U ¢ gonneporpaduen
BO BpeMs KaTeTepusalunu 1 nocne yganeHusa katetepa.

AHAJIU3 K/IMHUKO-NNABOPATOPHbIX MOKA3ATEJIEA BOJIE3HU KABACAKU
Y AETEX PA3HbIX BO3PACTHbIX FPYN

Bpbisranuna C.10., Munéxuna M.10., KapnukoBa K.b.
Hay4Hbi pyKoBoguTtenb: /lapuHa Jllo60Bb EBreHbeBHa, K.M.H., JOLEHT
Coos Praoy BO PoccuicKunin HaumMoHanbHbIM UCccneaoBaTeNbCKU MEAULMHCKUIA YHUBEPCUTET

neanaTpos
Poccun

BBeaeHue. CuHapom/6onesrHb KaBacaku (CK) — ocTpo
npoTeKaloLlee cucTeMHoe 3aboneBaHue, xapaKTepuaytoLle-
€Csl MopaXKeHNeM CPEeAHUX U MENKUX apTepuit C BO3MOXHbIM
pa3BUTMEM aHEBPWU3M W CTEHO30B KOPOHAapPHbIX apTepuH,
0COBGEHHO MpH NO34HEN ANarHOCTUKE U HECBOEBPEMEHHOM
n/Wnn HeafjekBatHoMm nevyerHunn. CK — oauvH M3 anarHo3oB,
KOTOPbIN 0693aTeNbHO AO/MKEH paccMaTpuMBaTbCsd B Kadve-
CTBE MPUYUHbI ANUTENLHON GeBPUIbHOM TIMXOPALKMN Y AeTEN.

Llenb. N3yyeHne KNMHUYECKUX NPOSBNEHNIH, OCOBEHHO-
CTW TEYEHUS U BEPOATHOCTU PA3BUTUSA UHBANTUANSUPYIOLLMX
ocnoxHeHun y geten ¢ CK.

MaTtepuanbl U meToabl. PeTpOCNEKTUBHbIN aHanuns
ncTopum 60ne3Hn naumeHToB ¢ CK, NpoxoauBLLIMX NnevyeHune
B MOpPO30BCKOW JETCKOM ropoACKON KNMHMUYECKON 60NbHU-
ue 3a nepuog ¢ 2017 no 2019 rr. B uccnepoBaHue BKIO-
4yeHbl 20 naumMeHToB — 17 Manb4uMKoB (85%) n 3 AeBOYKMK
(15%). M3y4eHbl KaMHMYeckue cumntoMbl CK, pesynbraTbl
NnabopaTopHbIX UCCNefoBaHUM: 06LEero 1 GUOXUMMUYECKOTO
aHanun3a KpoBW; MHCTPYMEHTaNbHbIX nccnefoBaHun (Axo-Kr,
Y3WM ¢ onnepoBCKUM LBETHLIM KapTUPOBaHUEM).

Pe3ynbtatbl. YacTota BCTPEYaAEMOCTU KAMHUYECKMX
npu3HaKkoB 6071e3HN KaBacaKu y uccnegyemolx aeten T1ako-
Ba: nuxopafka 6onee 5 paHen (100%), ckneput (88,9%),
nonumopdHasa coinb (83,3%), xennut (77,8%), cneundu-
4YeCKMe M3MEHEHUS KOXW KucTen u cton (75%), yBenuye-
Hue numboysnoB (64,3%). Mo Bo3pacTy AeTen pasgenunmu

uMm. H.W. Nuporosa MunHsapasa Poccuu, MockBa, Poccusa

Ha rpynnbl: oT O go 1 roga — 6 (30%), ot 1 roga go 3 net —
9 (45%), ot 3 o 5 net — 4 (20%), ot 5 go 10 net — 1 (5%).
Haunbonblee KonmyecTBo cnyvyaes 3aboneBanns CK y neten
B BOo3pacTe OoT 1 roga Ao 3 fIET, HAMMEHbLLEE KONMYECTBO
cnyyaeB npuwnoch Ha geten ot 5 go 10 net. MNonHas ¢opma
6one3Hn KaBacaku (MnMxopafka U MUHUMYM 4 KIMHUYECKUX
npuM3Haka — M60 Nuxopagka, 3 KIMHUYECKUX MPU3HaKa
N n3ameHeHus Ha IAxo-KIN otmevanacb B 13 cnyvasx (65%),
npuv 3TOM Ha Bo3pacTHyto rpynny ot O 4o 1 roga npuxoannochb
3 cnyyasd (23,1%), ot 1 go 3 net — 7 cny4yaes (53,8%), o1 3 o
5 net — 3 cayyada (23,1%), y oeten ctapwe 5 net He BCTpe-
yanacb. OcnoxHeHusa (popmMMpoBaHME aHEBPM3M, TPOMOO-
3bl apTePUNn, MWEMUYECKUE WHCYNbTbl) CHOPMMUPOBAUCH
B 11 cnyyasx (55%), popmupoBaHue aHeBpn3m — 6 (54,5%),
TpoM603bl apTepun — 4 (36,4%), UleMUYECKMUE UHCYIbTbl —
1 (9%), npuyem nx opmmpoBaHne HabnaanoChb Npenmylle-
CTBEHHO y feTew ¢ nonHon popmon CK — 8 3 11 (72,7%).

BbiBoAbl. YuuTbiBasi MOJMyYeEHHblE pe3ynbTaTbl, MOX-
HO caenaTb BbiBOA, YTo CK y geTer B BO3pacTHOW rpynne
oT 1 roga no 3 net yaule NpoTeKaeT B MNOHOM popme, MO3To-
MYy MpY JO/MKHOW HAaCTOPOXKEHHOCTHU MO 3TOMY 3aboneBaHuio
M CBOEBPEMEHHOM JIeYEHUU MOXKHO M36exaTb pPas3BUTUS
MHBaNNANSUPYIOWNX OCNOXHEHUH. CaMbiMKU 4aCTbIMU CUM-
nTomamun Obinn nMxopagka 6onee 5 OHEW, CKNEpUT, NOu-
MopdHas cbifMb. Hy)XHO NOMHWTbL 06 aTUMUYHOM TEYEHWUH
N CKYOHOW KMHUYECKON KapTuHe y 6onee cTaplumx eTen.

9PPEKTUBHOCTb U BE3ONMACHOCTb UMMYHU3ALIUN NHEBMOKOKKOBOM
NOJIMCAXAPUAHOU BAKUUHOU AETEN C CUCTEMHbIM IOBEHWUJ/1IbHBIM

WANONATUHECKUM APTPUTOM

Fankuna O.M1., BanbkoBa A.4.

HayuHbi pykoBoauUTeNb: [JBopsKoBCKasa TaTtbsaHa MapaToBHa, 4.M.H., npodeccop
®rAQY BO MepBbit MOCKOBCKMI rocyaapcTBEHHbIM MeaANLMHCKUIA yHBepcuTeT um. U.M. CeueHoBa
MuHsgpaBa Poccum (CeyeHoBCKMn YHUBEpCHTET), MockBa, Poccus

BBepeHue. CUCTEMHbIN IOBEHUNbHbIA UANONATUYECKUI
apTpuT (CKOMA) — 3TO rpynna KAMHUYECKU FeTepOreHHbIX

apTpUTOB, pa3BMBaloLWMXCS y AeTel B Bo3pacTe Ao 16 nerT,
NPOAOIKUTENBHOCTbIO HE MeHee 6 Hef, NMPU UCKIYEHUU



[Apyron natonorum cyctaBoB. TaK»Ke 3T0 caMoe pacnpocTpa-
HEHHOe ayToarpeccuBHoe 3abosieBaHMe KOCTHO-MblLLEYHOM
c/UCTEMbl B AETCKOM BO3pacTe, 4acTo NpuBOAsLLEE K UHBA-
NIMGHOCTH, CHUXKEHUIO KayecTBa XWM3HW OObHbIX AeTen
M nx cemen. Hanbonee BbICOKYO 3ODEKTUBHOCTb B TEpanunu
clOMA nokazanu uHrMéutopbl IL-1 (KaHakuHymab) u IL-6
(Toumnuaymab). bnokaagpl IL-6 oxMaaemo accouurMpoBaHbl
C pa3BUTUEM BTOPUYHOIO MMMYHOAEPULMTHOIO COCTOSIHUS,
OTK/NOHEHWEM OT HOPMbl 3HAYEHUIM NabopaTopPHbIX NOKa3a-
Tenen (NeMKoneHuss ¢ HEWTPOmneHWen, TPOMOOLIUMTONEHNS),
a TaKXe BbICOKMM PUCKOM WMHPEKLMOHHbBIX OCNOMHEHWM
(B 4acTHOCTM, GaKTepuanbHbiX MHEBMOHWK). UMMYHU3aLKSA
nauMeHToB, cTpajatowmnx peBmMaTtonormyeckumn 3abone-
BaHWSAMMK, Gblla U OCTaeTcsl aKTyanbHOW W npeacTaBnser
[OCTaTo4Hble TPYAHOCTM ANS NeauaTpoB, PEBMATO/ONOB,
0COBEHHO B CAy4asx NPUMEHEHWs BaKLUMH, HE BXOASALLMX
B KaneHaapb NpodunakTuiecKnx NnpMBUBOK.

Lenb. OueHnTb adPEeKTUBHOCTb M 6E30MacHOCTb BakK-
LMHaLMN NPOTUB NMHEBMOKOKKOBOM MHOEKLMK NauueHToB
C CUCTEMHbIM IOBEHUNbHBIM MAMONATUYECKMM apTPUTOM
(ctOWA) B ycnoBuax Tepanuun MBI (reHHO-UHXEeHEePHbIMU
6MONOrMYEeCKMMM NpenapaTamMn) TOLMAN3YMaboM M KaHa-
KWHYMaboMm.

MaTtepuanbl U MeToabl. [1pOBEAEHO OTKPLITOE MPO-
CMEKTUBHOE HEPAHAOMU3NPOBAHHOE UCCNe0BaHuKeE C rpyn-
Nnow CpaBHEHWUS; B UCCefoBaHWM NpuHuManu yqyactne 103
nauueHTa: | rpynna — 6onbHble ¢ ctOUNA, HaxoauBliMecs
B 060CTpeHnn 3aboneBaHua (n = 25); Il rpynna — 60bHble
¢ clOMA, npuBuTble B cTagunio pemuccun (n = 53); lll rpyn-
na — yC/I0BHO 340poBble AeTu (n = 25). 59% aetew ¢ ctOUA
nony4yanu Tepanuio Touunndymadom. 16,5% — KaHaKWHy-
MaboM. MNMaumeHTam 0gHOKPaTHO NOAKOXHO Oblia BBeAeHa

13-BaneHTHas NHEBMOKOKKOBast KOHbIOrMpOBaHHas BaKLK-
Ha (13-MKB) B go3e 0,5 mn. OueHKka adHEKTUBHOCTU MMMY-
HM3auuM nNpoBoaMnacb MNyTem onpefeneHus coaepKaHus
aHTUTEN K KancylbHOMY monucaxapuay NHEBMOKOKKA, Tak-
e NyTeM BbIIBNEHUS 06LWero Konnyectsa MHPEKLNOHHbIX
3nM3040B A0 ¥ nocne BakuuHauuu 13-MKB. Ans oueHku
6e3onacHocTn 13-MKB onpeaensnacb CbiIBOPOTOYHASA KOH-
ueHTpauns 6enkoB S-100 n BbicOKOYyBCTBUTENBHOrO CPB
[0 BaKLUMHaLWK 1 Yepes 4 Hej nochie BaKUMHaLWK.

Pesynbratbl. Yepes 4 Hea nocne BakunHauuu 13-MKB
y 66% uccnegyemblXx MaLMeHTOB OTMEYEHO YBEIMYeHUs
YPOBHSA TUTPa aHTUNHEBMOKOKKOBbLIX aHTUTen B 2 pasa;
56% peten AOCTUMAM 3alMTHOrO YPOBHA TUTpa aHTUTEen
(> 35 E[l/™Mn). BbisBNEHO CTAaTUCTUYECKMN 3HAYMMOE CHUKE-
HWe o6Llero KonnyectBa MHOEKLMOHHbBIX 3NM3040B nocne
BaKuUMHauuKn y nauymeHToB | rpynnbl ¢ 54 go 16, Il — ¢ 121
no 57, lll — ¢ 53 go 24 (p < 0,05). Yepe3 4 Hen nocne
BaKLUMHaLUMKW CbIBOPOTOYHAsA KOHLEHTpauus 6enkos S-100
W BblCOKoYyBCTBUTENbHOrO CPB AOCTOBEPHO HE MOBbLICH-
nacb. Cpefn NauMeHTOB, yXKe MoayyYaBLUMX Tepanuio TOLM-
NM3ymabom MAn KaHaKMHymMaboMm, 3aLlMTHOIO YPOBHS aHTH-
Ten JocTuriM Tonbko 68% petent ¢ clOMA, Haxoaswmxcs
B pemuccuun, 64% peten, NpuBUTLIX B CTaANI0O 06OCTPEHUS.
Bce nauneHTbl (8/8) cpeaun aeten, npuBUTLIX B CTaanto 060-
CTPEHUS, KOTOPbIM Ha3HaynaM OGUONOrMYEcKylo Tepanuio
nocsne BakuMHaLMK, 4OCTUMIM 3aLLUTHOIO YPOBHS aHTUTEN.

BbiBoAbl. [THEBMOKOKKOBas nonuMcaxapuaHas BakuvHa
obnagaet cywecrtBeHHONn 3dDEeKTUBHOCTbIO U 6e30nacHo-
CTblO, 3aMETHO CHWXKas 4acToTy MHBA3MBHbIX MHEBMOKOK-
KOBbIX 60/1€E3HEN B rpynne nauneHToB ¢ Haubonee Taxenon
(cuctemHon) dopmont FOMA, He3aBMCUMO OT CTagauKU aKTUB-
HOCTK 3a60neBaHKs ¥ NPOBOAUMOWM Tepanuu.

HANMPABJIEHUE NEAUATPUS».
KJIMHWYECKHUE CNTYHAU

CUHAPOM ULEHKO-KYLUUHIA
MapbuHa O.U.

HayuHbI pyKoBoaUTENb: J/lonatHMKoBa EneHa HMKonaeBHa, K.M.H., IOLUEHT
dIre0Y BO ApocnaBCcKui rocyaapCTBEHHbIM MeAULIMHCKUIA yHUBepcHuTeT MuHsapasa Poccun,

fpocnasnb, Poccus

AKTyanbHocTb: CuHapom WMueHKo—KywunHra — KOM-
NAEKC KIMHUYECKUX CUMNTOMOB, BO3HUKAaOLMX BCAeAcTBUE
M36bITKA TIOKOKOPTUKOUAOB. 10 AaHHbIM aMepUKaHCKUX
nccnepgosartenen, CUMHAPOM KyliMHra Yalle BCEro BbI3bl-
BaeTCs 9K30reHHbIM MOCTYMNEHUEM TIIOKOKOPTUKOWIOB.
JHAoreHHas npuynHa BecTpeyaeTcs peako u B 90% cnyyaes
pa3BuBaetca B 25-40 net. ExxerogHas 3a6o0neBaeMoCTb
3H/[OreHHbIM cuHapomoM KywunHra coctaBnser 13 cnydva-
eB Ha 1 000 000 yenoeK. N3 atoro uyucna: 70% cnyya-
eB BbI3BaHbl AKTI-npoayuupytouer onyxonbto runodusa;
15% cnyyaeB — AKTI-npoayuupytowern onyxonbio WMHOM
nokanusauuu; 15% cnyyaeB — OMyXofbk HaAMNOYE€YHU-
Ka. 3aboneBaeMocTb cpeaun aeten coctasnset 0,2 cnyyas
Ha 1 000 000 yenoBeK B rog.

Llenb pAeMOHcCTpauuM KJIAMHUYECKOro cay4as:
M3y4veHune cuHapoma KylmHra y getew ¢ uenbto paHHen and-
depeHUnanbHON AMarHoCTUKU U CBOEBPEMEHHOO NIeYEHUS.

OnucaHue KJAUHUYECKOro caydasn: [launeHTka M.,
14 neT, nocTynuia B 3HAOKPUHOMOIMYECKOE OTAENEeHUe
O6nacTHOM AETCKOW KJIMHMYECKOW 60MbHULbI . ApocnaBng
C *kanobamu Ha yBeNMYEHWE BECA, 3a/€PXKKY pOCcTa U Nono-

BOr0 pa3BWTUA, YacTble rONIOBHble 60U, MOBbIWEHHOE
apTepuanbHoe gaBneHue, nepuoanyeckme 60au B obnactu
CMWHbI.

Anamnesis morbi: C paHHero Bo3pacTa OoTMe4aeTcs
rMNepTpmMxo3 KOHEYHOCTEN, CruHbl. BnepBble o6cnepoBa-
Ha 3HAOKPWHOMOrOM NO MECTY XWTenbCTBa B BO3pacTe
12 neT B CBSA3M C BblPaXXEHHbIM rMNEPTPUXO30M; HA MOMEHT
OCMOTpa 3HAOKPWUHHOM NaToNornuun He BbisBieHo. C 12 net
y pebeHKa oTMevaeTcs OTcTaBaHuMe B pocCTe, NosiBNeHUue
BblpaxeHHbIX FON0BHbIX 60/1EN, MPOrPEeCcCUBHbIM HABop Mac-
Cbl Tena, MOBbIWEHWE apTepuanbHOro AaB/EHWUs (MaKCH-
ManbHoe nosbiweHne AL: 156 1 105 mm pT. CT.).

O6cnepoBaHa HEBPOSOrOM B YC/OBUAX CTalMOHapa,
yCTaHOBMIEH AMArHO3 «BEretococyancTas AUCTOHUS, MUrpe-
HenoJoO6HbIM CUHAPOM MO TMNEPTOHUYECKOMY TUMY», MOAY-
Yyana CMMNTOMaTUYECKYIO Tepanuio.

B mapte 2019 . — KOMMPECCUOHHbLIN MNepenom
Nno3BOHOYHUKa (Th4, Th7), BO3HWUKWWKA Npu nNageHuu
C BbICOTbl COGCTBEHHOrO pocTa. B nione 2019 ob6cnegosaHa
B 3HAOKPWMHONOIMYECKOM OTAENIEHUM MO MECTY MMUTENb-
cTBa. B ropmMoHanbHOM npodune oTmeyanocb NoBbIle-
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KPATKUE COOBLUEHUSA

HWEe YPOBHS KopTu3ona (723 HMOoNb/N), HapylweHUs putMa
ceKpeunn Koptusona (koptuson 20,00-747,3 HMonNb/N),
no pesynoratam [MI'TT BbIABNEHO HapyllEeHUE TONEPaHTHO-
CcTH K rnokose (5,9-10,6-12,2-9,6 MmMonb/N), NO AaHHbIM
0dpTanbMONOrMYECKOro OCMOTPa BbIIBEHa aHrmonaTus
no rMNepTOHUYECKOMY TUMY, YCTaHOBNEH AnarHo3: 60ne3Hb
MueHko—KyuwwHra (?), ctepouaHbiin AMabeT, cuMmnTomaTuye-
CKasa apTepuanbHas runepteH3uns; cneundrnyeckoro neve-
HMS He nony4vana. o NnpeacTaBAEHHbIM BbIMUCKaM Mo MecTy
Xutenbctea ypoeHb AKTI He uccneposaH, MPT ronoBHoro
MO3ra He npoBoaunach.

B Hoa6pe 2019 r. npu ob6cnegoBaHMM POCT COCTaB-
nan 140 cm (SDS — 3,35), oTMevanocb nepepacnpeaene-
HWE MOAKOXHO-XXWPOBOM KNeT4yaTKM No abaoMuHanbHOMY
TUNY, KIMMaKTEPUYECKUI TOPOUK, BblPaKEHHbIN MaTPOHNU3M,
3afep)Kka NofoBOro pas3BUTUSA, YMEPEHHas apTepuanbHas
runepTeHsus. Mo JaHHbIM PEHTFeHAEHCUTOMETPHM BbISIBEHO
3HA4YUTENIbHOE CHUXEHME KOCTHOW NIOTHOCTK (z-score — 4,8),
oTMeYanacb 3ajepKa KOCTHOro BO3pacTa (KOCTHbIM BO3-
pact coctaBngan 11,5 net npu nacnopTHoM Bo3pacTte 14 ner).
Mo paHHbIM MCKT opraHoB 6pOLIHOM MOMOCTU BbISBNEHO

ApyTioHsiH A.O.

06beMHOe 06pa3oBaHune NeBOro Haano4YeYHKa (KNMHUYeCKn
KOPTUKOCTEPOMA). Ha OCHOBaHMM BbIparKEHHON 3aAepPKKK
pocTa, KJAMHWYECKOM KapTWHbI TMNEePKOPTM30IM3Ma, AaHHbIX
ropmMoHanbHoro npoduns (NoBbllEHWE YPOBHS KopTu3ona
B yTpeHHee (699 HMonb/N) U BevepHee (515 HMONb/N) Bpems,
CHueHune ypoBHa AKTI (1 nr/mn), aaHHbix Y3WU, MCKT Haga-
NoYe4YHWKOB (ageHoMa 1eBOro HaamnoyeyHuKa) yCTaHOBIEH
AMarHo3 «cuHApoM MueHKo—KyluHra» u peKkomMeHaoBaHo
npoBeAeHNe ONepaTUBHOIO JIeYEHUS.

B nekabpe 2019 r. npoBeaeHa NEBOCTOPOHHASA fanapo-
cKonuyeckas agpeHanakTomus. TMCTONOrMYECKU OMNyxonb
COOTBETCTBOBaNa afeHOMe C BbICOKOM GYHKUMOHaNbHOM
aKTMBHOCTbO. B nocneonepauvMoOHHOM nepuoge nonyyana
Tepanuio npenapaTaMmu rMIOKOKOPTUKOMAOB C NOCTOSIHHBIM
CHUXKEHMEM A03bl.

BbiBoabl: Bcrneacreve 60MblIOM pa3HOHaNpaBieHHOM
rpynnbl CUMNTOMOB M PEAKOCTM BCTPE4YaeMoCTW [LaHHOM
naTtoNornun y aeten BO3HMKAOT TPYAHOCTM B AMArHOCTUKE
M NOCTaHOBKE MPaBW/bHOIO AMarHosa, 4YTo BieYeT 3a CO60M
YXyALIEHNEe COCTOSHUS NaluueHTa, Pas3BUTME OCIIOKHEHWUH
M YMeHbLUEHWE LWAaHCOB Ha BbI3J0POBEHME.

BEFAHCTBO Y AETENA. KIMHUYECKUUN CNTYYAH

HayuHbi pykoBoguTenb: 3B0OHKOBa Hatanbs [eoprneBHa K.M.H., AOLEHT Kadeapbl neamaTpuu
W ETCKOM peBMaTONoOrMn neamaTpuieckoro dakynosreta
Coro3 ®rAQY BO «[llepBbiit MOCKOBCKUI rocyaapCTBEHHbIN MEAULIMHCKMIA yHMBepcuTeT M. .M. CeueHoBa»

neguaTpoB
Poccun

MwuHsgpaBa Poccuu

AKTyanbHOCTb. [lonynsgpHoCTb BereTapuaHcTBa
B Poccum ¢ KaxablM rogoM HEYKNIOHHO pacTeT. [lpu-
BEPXEHHOCTb 3TOMY TUMY NUTaHUA Y AeTeln aBNseTcs Bbl6o-
poM poauTenen. BeraHcTBO nogpa3ymMeBaeT UCKIOYEHUE
M3 paLMnoHa BCEX MPOAYKTOB MBOTHOIO MPOMCXOXAEHUS,
ABNAAIOWMXCA MCTOYHUKAMM 3CCEHUMaNbHbIX HYTPUEHTOB
ONa aeTen paHHero Bo3pacta — OefKka, Xenesa, LMHKa,
Kanbumns, BuTamuHa D, B4, MoAa, ®-3 MUPHLIX KUCNOT.
CobntogeHne Hec6anaHCMPOBAHHOIO BEraHCKOro pauuoHa
NPUBOAUT K BO3HUMKHOBEHMUIO aeduumuTa MaKpo- U MUKPO-
HYTPUEHTOB, 4YTO BMOCNEACTBUM OKa3blBAeT HeraTMBHOE
BAUSHWE Ha GU3NYECKOE U KOTHUTUBHOE pa3BUTHE.

Lenb. JeMOHCTpaLma KIMHUYECKOro cnyyas pebeHKa,
nofy4Yalolero BEraHCKMUM paLmoH, ¢ OLLEHKON GU3NYeCcKoro
pPasBUTUSA U GAKTUYECKOrO NUTAHUS.

MaTtepuanbl U metogbl. OLueHKa GaKTMYecKoro nura-
HUS NpPoOBOAMNACb C MCNOJ/Ib30BaHMEM 3-CYyTOYHOrO AHEB-
HUKa NUTaHWS C pacyeToM MNULEBOM LIEHHOCTM pauLMoHa
n cpaBHEHWEM C HOpMamu GU3NONOrMYECKOM NOTPEBHOCTH.
dusnyeckoe pas3BUTME OLEHMBANIOCb C WMCMONb30BAHUEM
ctaHaapToB BO3 n pacyeToMm z-score B KOMNbIOTEPHOM NPO-
rpamme WHO Anthro (2006).

OnucaHue KJAUHUYECcKoro caydas. Manbyuk A., 3 roga
6 mec. N3 cemenHOro aHamHe3a U3BECTHO, YTO MaMa cTana
BEraHoM nocfie 3aBepLlIeHUs TPyaHOro BCKapMIMBaHUS,
nana — nakrooBoBeretapuaHeL,. Pe6eHOK poaunncs B CPOK,
macca Tena 4190 r, annHa 54 cm; z-score: pocT K Bo3pacTy
2,17, macca Tena K Bo3dpacTty 1,6, macca K ganmHe — 0,22,
PocTt nanbl 180 cm, pocT mambl 163 cm. Haxoauncs Ha rpya-
HOM BCKapmanBaHuu go 4 mec. NepBbi NpUKOpM ¢ 4 mec —

rpeyHeBas Kalla Ha BoAe, 3aTeM (GPYKTOBbLIE M OBOLHbIE
nope. MACHOM NPMKOPM, MOJIOYHbIE MPOAYKThI, AlLa, Pbi6a,
[eTCKMe CMecu B paLMOH He BBOAMAMCH. O HacTosILWEro
BPEMEHU aBNseTca BeraHom. loceuiaeT geTCKui can, Bce
NPUEMbI MULLM TOTOBATCS OTAENbHO ANS HEFO UM NMPUHOCHT-
cs1 U3 goma. lMoctosiHHO nonyyaet ButammH D 1500 ME/cyT,
BUTaMuH B4, 1000 MKr/cyT Kypcamu no 3 HeJ, B KBapTail.

Mpn oueHKe PaKTUYECKOro NMUTaHusa B palMOHe BbISB-
NleH M36bITOK 6enka Ha 10%, xupa Ha 62%, yrnesooB
Ha 2% v 3Heprun Ha 19%.

Ha gaHHbIM MOMEHT macca Tena — 16 Kr, pocTt — 92 cm.
Mpu oLEeHKe PM3NYECKOrO Pa3BMTUS Z-SCOre: POCT K BO3pa-
cty — 2,04, macca Tena K Bo3pacty — 0,29, UMT K Bo3pa-
cTy — 2,44, Takue 3HayeHus z-score aHTPOMOMETPUYECKHUX
noKasaTtesiei CBWAETENbCTBYIOT O HM3KOPOCIOCTM, KOTO-
pas fBnsieTcs cnefacTtBueM gedbuuuta LMHKa B pesynbrate
OTCYTCTBMS B PaLMOHE MPOAYKTOB XMBOTHOMO MPOMCXOXK-
JeHus, 1 06 M36bITOYHOM Macce Tena. BeraHckoe nuTa-
HWe 6e3 canieMeHTaLMn MUKPOHYTPUEHTAMMU HE MO3BONIIO
pebeHKy peanM3oBaTb CBOM FrEHETUHECKMI NOTEHLMAN pocTa.

BbiBOAbl. HacToAWMA KIMHUYECKUIM cniydan npeacTtas-
NSIET UHTEPEC, MOCKO/IbKY BCE Yallle B MOBCEHEBHOMN NpaK-
TUKe neguaTtpa BCTpeyaloTcs AETU-BeraHbl UM Beretapw-
aHLbl, 3a KOTOpbIX caenanu Bbi6op ux poautenu. Poautenu
[OJIKHbI 6bITb OCBEAOMJIEHLI O BbICOKMX PUCKax HYTPUTUB-
HOM HELOCTATOYHOCTU M APYrUX HAPYLUEHUA COCTOAHUS 3[0-
poBbs Mx pebeHKa. [leanaTp e AO0NKEH KOHTPOAMPOBATb
340poBbe pebeHKa, oueHuBaTb PU3NYECKOE pal3BuUTHME,
BBOAMTb canfieMeHTaumio 1 Npyv HEO6XO0AUMOCTU KOPPEKTH-
poBaTb paLMOH NUTaHWS pebeHKa.



KoBbirnia K.A.

K/IMHUYECKUU CNTYHAU CUHAPOMA YAHAPUHA-JOP®MAHA

Hay4Hbi pykoBoauTenb: MNotanos AnexkcaHnap CepreeBuy, 4.M.H., npodeccop
Coros ®rAQY BO MNepBbit MOCKOBCKMI rocyaapcTBEHHbIM MeaAUUMHCKMI yHuBepcuTeT um. U.M. CeveHoBa

negnaTpos
Poccun

AKTyanbHocTb. CwuHapom YaHapuHa-[dopdmaHa
(Chanarin—-Dorfman syndrome, CDS) — noaucucteMHoe
HacneLCcTBEHHOe ayTOCOMHO-peLleccMBHoe opdaHHoe
3a6oneBaHne, NPUYMHOM KOTOPOro HBASETCA MyTauus
B reHe ABHDS5, kogupylouem Kodaktop depmeHTa, 3any-
CKalollero Kackag katabonuama tpuauunrnuuepona (TAI).
CDS xapaKTepu3yeTcs BHYTPUKIETOYHbIM HaKonaeHnem TAl
B pas3/IMyHbIX OpraHax W TKaHax. B KAMHWMYECKOW KapTuHe
OoTMeYaeTcs renatomeranuns, MMONaTus, atakcus, Hebynnes-
Has MXTMO3nbOPMHasa IPUTPOAEPMUSA, NOTEPS Cayxa, Hapy-
LWeHUs MHTennekTa. O4HaKo CTeneHb CUCTEMHOIO Nnopaxe-
HWS NPU 3TOM CUHAPOME MOXKET 6bITb Pa3/IM4YHOMN.

Llenb geMoOHCTpauuu KAuUHU4YecKoro ciay4vaa. NHoop-
MUpPOBaTb Bpadven O pefKoM 3abofeBaHWM, HE UMeloLLeM
cneundUyecKon Tepanuun U TpYAHOM B ObICTPOM MArHOCTUKeE.

OnucaHue KAMHUYECKoro cayyas. [laumeHT X., nocTy-
nun BNepBble B racTPO3HTEPOIOrMyeckoe otaeneHune Gray
«HMWL, 3g0poBbs feTen» B Bo3pacTe 4 neT ¢ NoAo3peEHNEM
Ha rMUKoreHoBYto 60/1€3Hb C Xanobamu Ha yBeflMyeHue pas-
MEpPOB XMBOTa. M3 aHaMHe3a XU3HU: pebGeHOK OT NepBoK
6epeMeHHOCTH, NepBbiX GU3NMONOrM4yecknx ponos. PaHHee
pa3BuTne 6e3 ocobeHHoCcTen. HacneacTBEHHOCTb He OTS-
roweHa. bpak poagutenei HepoAcTBeHHbIN. lNpu ocmoTpe:
dun3n4ecKoe pasBUTUE cpefHee, rapMOHUYHOe. KoXHble
NOKPOBblI GU3NONIOrMHECKON OKPaCKWU, YMEPEHHOW BRa-
HOCTH, YUCTble OT MATONOrMYECKOM Cbinu, 6e3 NpPU3HaKoB
MXTUO3a M NOTEPU BONOC. KMBOT OKpyrnon Gopmbl, yBe-
NIM4eH B pa3mepax, MArkun, 6e360ne3HEeHHbIN, AOCTYMNeH
AN NOBEPXHOCTHOM U rNy60KOoM nanbnaumu. MNansnupyetcs
Kpal nevyeHn +3 cM MO MNpaBoOW nepeaHe-noAMbILLEYHON
JIMHUK, +3 CM N0 NPaBon CpeaHEKTIOYUYHON INHKK, +8 CM —
no cpeauvHHOW nuHUMKM. CeneseHka He nanbnupyeTtcs.
Mo faHHbIM NabopaTopHOro UCCef0BaHNA — aHEMUS Nier-
KOW CTeNeHu TAXKECTU, CMHAPOM uuTonuaa (ACT — 96 Ea/n,
ANT — 57 Ea/n), ymepeHHO NOBbIWEHHbLIN YPOBEHb TPUMIU-
uepunaos (1,76 mmonb/n). Mo gaHHbIM Y3M — BbiparkeHHas
renatomeranus, npuaHakun andady3Horo napeHxMmMaTo3Horo
npotecca. YmepeHHas cnieHomeranus. KT — BblparkeHHble
NPU3HaKM XXMPOBOTro renartosa (NI0THOCTb NeYEHU No LWKane
eanHuL XayHcounga okono 0). Mo gaHHbIM dubpoanacTtome-

MEHUHIOKOKKOBOW UHDEKLIUU

Hanko T.B.

MwuH3gpaBa Poccun (CeveHoBcKui YHnBepcuteT), MockBa, Poccusa

Tpun — dopmupylownnca umppo3a nevenun (F3—F4 no wkane
METAVIR). 3a BpemMs MOBTOPHbIX rocnutannsaumm B oTae-
NleHMn Gblan NpoBeAeHbl KOMIMIEKCHbIE KAWHUKO-nabopa-
TOPHbIE, MHCTPYMEHTasbHble, MOMEKYNAPHO-TEHETUYECKME
nccnegoBaHus, 3H3MMOAMArHOCTUKA METOAOM TaHAEMHOM
Macc-CNeKTpoMeTpuun. MCKIYeHbl napa3uTapHble 3ab60-
NleBaHusl, BPOXAEHHbIE MOPOKM U HOBOOGPA30BaHMA rena-
TOGUNMApPHOW cucTeMbl, 60n1e3Hb BunbcoHa, HapyweHus
MeTabonM3mMa yrneBoAoB (B T.4. ranakro3emus, GpyKkTose-
MUS W T.4.), HApYLLEeHUs MeTaboM3mMa aMUHOKKUCOT, M30-
COMHble 60/1E3HM HAKOMIEHWS, HeJOCTaTOYHOCTb anbda-1-
AHTUTPUMCHHA.

Bbina BbINOMHEHa KpaeBas OGMOMNCUS MeyeHu ¢ nana-
POCKOMUYECKMM [OCTYMOM, MO [aHHbIM TMCTONOMMYECKO-
ro uccnegoBaHMsa 6uontata — TUCTOIOTMYECKUN WHAOEKC
cKknepo3sa no Desmet 3—-4 6anna (Ha4ano GopmMUpPOBaHUSA
uMppo3a). KpynHo- 1 cpeaHeKaneibHoe OXXUpeHUe NeveHu.

Mo [gaHHbIM MOMHOrO 3K30MHOIO0 CEKBEHWPOBAHMUS:
BbIIBJIeHa HyKneoTnaHas 3ameHa g.43756523T > A B reHe
ABHD5 B roM0O3MIroTHOM COCTOSIHMMW. [laHHas 3aMeHa paHee
He onucaHa, No AaHHbIM KOMMbIOTEPHOrO aHanM3a MOXeT
ABNATbCA natoreHHon. CornacHo 6a3e pAgaHHbix Online
Mendelian Inheritance in Man (OMIM), myTauun B reHe
ABHDS5 onucaHbl y naumMeHToB C CMHAPOMOM YaHapuHa-—
JopdmaHa. Mpu npoBefeHUM JanbHENWEro MoneKynspHo-
reHeTMyeckoro obcnefoBaHua y ob6oux poauTenen Obina
BbISIB/IEHA Ta e MyTaLuWsa B reTePO3UrOTHOM COCTOSIHUM.

lNocne noctaHOBKM AauarHo3a CDS nauyueHTy Obina
Ha3HayeHa MNOXW3HEHHas AMeToTepanus C OrpaHU4yeHueEM
3HeproueHHocTn (4o 1400 KKan/cyT) u NPOAYKTOB, 60oraTbix
ANMMHHOLLENOYEYHBIMU XUPHBIMU KUCNOTaMM, UCKITIOYEHNEM
NPOAYKTOB C COJEPXaHWEM HaCbIWEHHbIX M TPAHCXWUPOB,
NPOCTbIX caxapoB. TaK)e PEKOMEHAOBAHO MNpoBefeHue
renatonpoTEKTOPHON XONepeTUyYecKon Tepanuu: ypcoge-
30KCUXoNeBas KMcnoTa, BUTamMuH E, pochaTnamnxonmH.

BbiBoAbl. [TpeacTaBneHHoOe HabMoAeHNE AEMOHCTPUPY-
€T Heo6X0AMMOCTb HACTOPOXEHHOCTM B OTHOLWIEHMM 3abo-
NleBaHWW, CBfAA3AHHbIX C HapylweHwemM obmMeHa NMnuaos,
BBMAY nonMMopbdumamMa Ux TEYEHUST U CXOXKEN KIMHUYECKON
KapTUHbI.

KJIMHUWYECKUX CNYYAU ®YSIBMUHAHTHOU ®OPMbI

HayuHbi pyKoBoauTenb: JlapuHa JTlo6oBb EBreHbeBHa, K.M.H., OLUEHT
Coros ®IrAQY BO PoccuicKkuin HaumMoHanbHbIM UccneaoBaTeNbCKUIA MEAULMHCKUIA YHUBEPCUTET

neanaTpoB
Poccun

AKTyanbHOCTb [JaHHOW TEMbl CBSI3aHa C TeM, YTO MpHU-
BMBKA OT MEHWHIOKOKKOBOW MHMEKLMU HE BXOOAUT B 4YMUC-
N0 o6a3aTeNbHbIX MPUBMBOK HauWoHanbHOro KasjneHaaps,
YTO [JO/MKHO BECTU K YCUIEHHOW HACTOPOXEHHOCTU B CBA3M
C MO/IHUEHOCHBIM TE4EHMEM 3a00JIEBAHNS U C BOSMOMXHbIM
NieTanbHbIM UCXOAOM Yy AeTel, KOTopble He Oblv MPUBUTHI
OT MEHUHIOKOKKOBOW MHMEKLINN.

uMm. H.W. NMuporosa MunHsgpaBa Poccuun, MockBa, Poccus

Llenb geMoHcTpaLMn KAUMHUYECKOro cay4ada. Llenbto
ABNAETCS NPUBAEYEHNE BHUMAHUSA K Npobneme OTCyTCTBUS
0693aTe/lbHON BaKLMHALUMU OT MEHUHTOKOKKOBOM MHOEK-
LMW OeTen mnajwero Bo3pacTa.

OnucaHue KAUHUYECKoro cny4daa. Manbunk M.,
1,6 net, poauBlumica 08.08.2018 r. oT BTopon 6epemeH-
HOCTM, BTOPbIX ONMEPATUBHbLIX POAOB — KECapeBO CEYeHue
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KPATKUE COOBLUEHUSA

Ha 38 Hef 6epeMeHHOCTH, Macca npu poxaeHun 3200 T,
nnvHa 50 cm, oueHka no wkane APGAR 8/9, 6bin BbinucaH
n3 poaaomMa Ha 4 geHb.

Anamnesis vitae: NpMBMBKK MO BO3pacTy. M3 nepeHe-
CeHHbIx 3aboneBaHnn — OPBW, atonuvyeckuit aepmatur.
Anamnesis morbi: 19.12.19 maTb OTMEeTuNa MNOoAbEM TEM-
nepatypbl Ao 37,4 °C. 20.12.19 pebeHOK 6bl1 OCMOTPEH
LEXYPHbIM neauatpom, Gblna Ha3HavyeHa cumnToMartuye-
cKasg Tepanus. 21.12.19 — noabem TemnepaTypbl 0 nupe-
TUYECKMX 3HavyeHun (39,4 °C), oTMevancs XUAKUN CTyn
[0 4 pas. 23.12.19 BHOBb NoabeM TemnepaTypbl Ao 39,2 °C,
B HOYb Ha 24.12.19 MaTb OTMETWIa MOHOTOHHbIA KPUK,
nosiB/€EHNEe OTEKOB BEPXHUX KOHEYHOCTEN, KPOBOTOYNBOCTb
neceH. B 7:00 yTpa 6bina Bbi3BaHa 6puraga CKOpon meau-
LUMHCKOM MoMOLLM, peBGeHOK He 6bln rocnuTann3vpoBaH.
B 9:00 ctann oTMeyaTbCs CUHIOWHOCTb KOXHbIX MOKPOBOB,
nosiB/I€HNE CbiNK NO BCeMy Tenly, o6pa3oBaHne B 06/1acTu
npaBoro 3ansctbsl. bbina BoiaBaHa 6puraga CMI1, pebeHoK
6bln rocnuTanuM3vpoBaH B MOPO30BCKYO AETCKYIO ropoj-
CKYIO KJIMHWMYECKYID GONbHULY B OTAENleHMe peaHuMauuu
W UHTEHCUBHOM Tepanun N229.

O6beKTUBHbIN cTaTyc: 06lllee COCTOTHUE KparHe TsaxKe-
Nloe, rnyboKas KoMa, oueHKa no wkxasne Mnasro 5.

B KoarynorpaMme OTMeYanuCb BblpaKeHHash rMNoKo-
arynsuma (NpoTpomMOUHOBBLIM MHAEKC 42%, dubpuHOoreH
0,97 r/n, AHTB 53,7 c). B 6MOXMMMYECKOM aHaNM3e KPoBU
TAXenas runonpotenHemMus: obwmuim 6enok 46,6 r/n, anboy-
MUH 24,0 r/n; a30TemMUsl: ypOBEHb MOYEBUHbI 14,7 MMONb/N,
KpeaTuHnH 156,0 MKMONb/N; 3Ha4YuTenbHoe yBenun4ye-
HWe TpaHcamuHal: ACT 731,3 EA/n, ANT 121,41 EA/n;
CPB 265,7 mr/n, ypoBeHb npoKanbUUTOHMHA > 10 Hr/mA.
B pesynbratax noM6anbHOM MYHKUUKM OTMEYalnchb LMTO3

: ,x}}si
BN
a7

\kﬁ"

N

8/3 MKN, numdounTbl 4 KNeTku, makpodarn 4 KneTKw,
6enok 0,432 r/n. B obuwem aHannse KPoBM aHEMUS NIETKON
ctenexn Tsxectn (Hb 104 r/n), BbipaxkeHHaa Tpom6oLUunTO-
newns (PLT 35x10%/n).

lMpnU PEeHTreHONOornYyecKoM MUCCNefoBaHUMU BbISIBAEHO
HanMyne MHPUNLTPATUBHBLIX UBMEHEHMI B NIEFKMUX C 06eunX
CTOPOH, Ha/in4ne Bo3ayxa B niaeBpasibHOM NONOCTH.

Tepanus B peaHMMaLMOHHOM 3ane: UHDY3WA [NOKO-
30-cofieBbIX pacTBopoB 20 MA/KI/4, KapAWOTOHWKK/
Basonpeccopbl: gonamuH 10 MKI/KI/MWH, HOpagpeHanuH
0,5 MKrI/Kr/MWH, npeaHn30n0H 60 Mr B/B, uedTprMakcoH 1 rp
2 p/cyT. MeguKameHTO3Has ceauns: GeHTaHun 5 MKr/Kr/y,
POKYypPOHMI 0,6 Mr/Kr/u.

24.12.2019 B 12:40 6bin1 3aPUKCHMPOBAHbI XM3HEYTPO-
Xawouwaa 6pagvkapava ¢ nepexogom B acUCTONMID, OTCYT-
CTBME My/nbCa Ha MarucTpanbHbiX apTepusx, OTCYyTCTBUE
3NIEKTPUYECKON aKTUBHOCTM MMWOKapha no faHHbiM 3K,
MUApHUas, OTCyTCTBME CO3HaHUA. bblna HavyaTa paclinpeH-
Has cepAeyHo-nerovyHas peaHumaums, yepes 30 MUH Npo-
BeeHUs pacwmpeHHon CJ/1P aneKTpoaKTMBHOCTb MMOKapaa
no aaHHbiM K[ oTcyTcTBOBana, B ¢BA3W ¢ 3Tum B 13:10
Oblfla KOHCTaTUPOBaHa CMepPTb.

[locmMepTHbIM AMarHo3 (OCHOBHOW): MEHWHTOKOKKOBasi
MHDEKUMs, reHepanu3oBaHHasa dopma. OcTpas MeHWHro-
KOKLEMMUS.

BbiBoAbl. [aHHblM KIWHUYECKUN cCly4an sBAsSETCH
NPUMEPOM HECBOEBPEMEHHOM KAMHWUYECKOW AMArHOCTH-
K. 3aboneBaHue SBNAETCS MKU3HEeyrpoxatwuMm, BCTpe-
4yaloTcs MOMHUEHOCHbIE GOPMbl, KOTOPblE MOTYT MPUBECTHU
K netanbHomy mcxogy. O6¢cy»KaeHue Bonpoca O BBeAEHMU
B HauunoHanbHbIM KaneHjapb NPUBMBKM NPOTUB MEHWHIO-
KOKKOBOWM MHDEKUMKU OCTaeTCs OTKPbLITHIM.
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AKTyanbHoCcTb. CuHapoM Makna-Yanbca

K/IMHUYECKOE HABJTIOAEHUE PEBEHKA C CUHAPOMOM MAK/IA-Y3J1bCA

Kna6ykoBa H.U., BonukoBa A.P., Bopo6beBa E.A.

HayuHble pykoBoguTtenu: Ksacosa M.A., K.M.H.; KOpoBKKHa T.U., K.M.H.

®IrBOY BO MNprBOMKCKUN UccneaoBaTeNbCKU MEAULMHCKUI YHUBEpPCUTET MuH3apaBa Poccuu,
Hw»xHu Hosropoga, Poccus

(Muckle— amHuoTomusa, no APGAR 9/10 6annoB. BakuuHupoBaHa

Wellssyndrome (MWS)) — 3To peaKo BCTpeYyaloLnincs BPOK-
[eHHbIM AedEKT UMMYHHOM CUCTEMbI, CBA3aHHbIN C MyTaLneR
B reHe CIAS1, pacnonoeHHoOM Ha ANUMHHOM nnede 1-# xpo-
MOCOMbI M KOAMPYIOLLEM CUHTE3 6eNKa KPUONUpPHUHa, KOTOPbIN
perynupyeT BblpaboTKy WHTepnewkuHa |L-1. 3aboneBaHue
HacnegyeTcs No ayTOCOMHO-AOMWHAHTHOMY TWMy, NpOsBAs-
€TCcs B NepBble AHM U MecCsLbl Nocne poXAeHUs. MPo3HbIMU
ocnoxHeHnamun MWS aBnseTca noteps cnyxa M amnnongos
noyek. Ana MWS xapaKTepHO MNOBbllEHWEe TemnepaTypsbl
Tena go $pebpunbHbIX LMdp, CONPOBOXKAAtOLLEECS apTpanru-
AMU U KOXHbIMW BbICbIN@HWAMK NO TUNY YPTUKAPUKU NPKU OTCYT-
CTBUM KOXHOTO 3yaa. Mexay NpucTynamu naLmeHT 4yBCcTByeT
cebsa coBepleHHO 340poBbIM. MoaTBepxhaeTca 3abonesa-
HWE MONEKYNAPHO-TEHETUYECKUM UCCNefOoBaHNEM, NO3BOSISA-
oMM onpenenntb AedekT B reHe CIAS1.

Llenb pAeMOHcCTpauMUM KJAUHUYECKOro chay4as.
1. Onucatb KAMHWYeckuh cnydan MWS. 2. MpoaeMoHcT-
pupoBatb TPYAHOCTU AnddepeHLManbHON AMarHOCTUKM.

OnucaHue KAMHUYecKoro ciayyas. [esoyka 11 net
(02.2008 r.p.) Ha MOMEHT KypaLuK Haxoaunach B 1-m otae-
nexnmn 'bY3 HO «HOAKB» Ha KOHTponbHOM 06CcnefoBaHNUM.
AKTMBHBIX }anob HeT.

M3 aHaMHe3a M3BECTHO, 4TO pebeHOoK OT 3 6epeMeHHO-
cTn (1 — MenabopT, 2 — CPOYHbIe POfbl), 2-X POAOB CPOYHbIX,

oTrenartuTta B, nanee — MenoTBo/ OT NPUBMBOK. Pr3nyeckoe
pa3BuTMe Mo Bo3pacTy. Hab6nioganacb HEBPOIOroMm
Ha 1-M rofly *Xn3Hu No NoBoAy NepuHaTasbHOro NoOparKeHus
LUHC, c cuHapOMOM NUpamMnaHOW HEIOCTAaTOYHOCTM.

B 1-e CyT }XU3HW — 3NUOEPMONS, Ha 2-e CYT TOKCHYe-
CKasi apuTema, Be3uKysbl, NogbeM Temnepatypbl o 38 °C,
nony4yana aHTMGaKTEPUanbHytO Tepanuio No NOBOAY BPOXK-
[leHHOro Be3uKynesaa (?).

[anee ann30abl NMXOPaaKMU U NOSIBIEHWE Ha KOXKE BbIChI-
naHum nosTopsanuMcb oT 1-2 no 4 pa3 B Mecsil. Chbinb
Ha Tene nNATHUCTO-Manynes3Has, ypTUKapHas, MecTamu
cnuBatolwascs, 6e3 3yaa. «CpoK XU3HW» 3NeMeHTa MeHee
1 cyT, ncyezaet 6eccnefHo, ¢ napanienbHbiM MNOSABAEHUEM
HOBbIX 31EMEHTOB. BbiCbinaHns Mo BCEN MOBEPXHOCTHU TENA,
B T.M. Ha /MLe, yWwax, NafoHaX U cTonax oKpyrnon ¢Gopmbl,
onameTpom o 1 cm. B nepuoae paHHero Bo3pacTta npo-
Boauncsa avdpdepeHumnanbHbii MOUCK MEeXAy AvarHo3lamu
rmcTmounTo3a, aebiota AnMdOY3HbIX 60NEe3HEen COeanHMU-
TENbHOW TKaHW, MacTOLIMTO3a, XPOHUYECKOM KpPanuBHMULLbI.
B neyeHun nonyvana aHTUrMCTaMUHHbIE MpenapaTbl, NPo-
BOoAMNachb nynbc-Tepannsg METUNPEAOM, 3aTEM AEKCa30HOM
6e3 3HauyuMTenbHOro 3ddeKTa: KJIMHUYECKU COXPaHAIUCH
aTaku NMXOPajilKK, COMPOBOXAalWMECH BbIiCbiMaHUAMMU
Ha KoXe M nabopaTopHO MpU3HaKamu BOCManeHus, oTMe-



Yanucb M CycTaBHble NPOSIBAEHUSA B BWe 6ONE€3HEHHOCTH
CYCTaBOB KWUCTH, NOKTEBbIX U KONEHHbIX CYyCTaBOB.

B Bo3pacTte 5 net geBoyka 6bina o6cnenosaHa B ProHy
HWUWU peBmatonorum mm. B.A. HacoHOBOW C nofo3peHuem
Ha ayToBOCNaNuTeNbHbIN CMHAPOM. OGbEKTUBHO: ypTUKApHas
CbiNb, reHepanuM3oBaHHasa numdoageHonaTus, renartocnie-
HOMeranusi, nabopaTtopHO — MOBbIWEHWE OCTPOGDA30BbIX
MapKepoB BocnaneHus. [poBeaeHO MONEKYNSPHO-reHeTH-
yecKkoe uccnepgosaHne NLRP3 (CIAS1). BoisBneHa myTauus
B BMAE OAHOHYKNeoTuaHon 3ameHbl ¢131300T, B reteposu-
rOTHOM MOJSIOXKEHWUK, YTO MPUBENO K 3aMeHe aMWHOKUCOThI
B nocnenoBatenbHocTu 6enka pThr438lle.

B pesynbrate 6bi1 AnarHoCTUPOBaH IOBEHW/bHbIM peBMa-
TOWAHbIN @PTPUT, CUCTEMHbINA BapuaHT, akTMBHOCTb O—1 cTe-
neHn. KpMonumpuH-accoLMMpoOBaHHbIM NEPUOAUYECKUI CUH-
apom: cuHapom Makna-Yanbca. C MOMEHTa MOCTaHOBKM

AWarHosa nony4yaeT KaHakMHymMab, B HacTosillee Bpems
B f03e 80 mr Kaxable 2 mec. Ha ¢poHe nevyeHuns cocTosaHne
OTHOCUTENbHO CTabUIbHOE, MPUCTYMbl IMXOPaAKMU U NosBe-
HUs cbinn 1 pa3 B 4—6 mec. NocneaHnn ann3on oTmevasncs
nonroga Hasag — nuxopagka A0 cyodebpuibHbIX UMdp
W NATHUCTbIE BbICbINAHWUSA Ha KOXE B TeYEeHMEe HEeCKOJSIbKUX
yacoB. 3a WCTEKWMN Nepuoa rymopanbHOW aKTUBHOCTHU
He 6blino. [poBeaeHa ayanorpamma, ciayx B HOpMe.

BbiBogbl. 1. MWS sBnsieTcs pefknum 3ab6oieBaHneEM, KJu-
HMYECKOe TeYeHMe KOTOPOro Bbl3biBaeT Npob6aembl NOCTaHOB-
KK avarHosa. B HacTosiwee Bpems 3aboneBaHne AMarHoCcTupy-
eTCs Ha OCHOBaHWMW Pe3yNbTaToB MONEKYNSIPHO-FEHETUHECKOTO
uccnepoBarus. 2. NMpUMEHEHWE COBPEMEHHbIX MEHHO-UHXKE-
HepHbIX NMpenapaTos, aHTaroHMcToB peLentopa IL-13 unm udru-
6utopoB IL-1, 3HaAYMTENbHO YaydlaeT KIMHUYECKOE TeYeHue
MWS 3a cuyeT nogaBfieHUst BbipabOTKM MHTEPEMKUHOB.

CUHAPOM KABACAKH C MLEMWYECKUMU UBMEHEHUAMU MUOKAPOA

depoceeBa M.M.

HayuHbl# pyKoBoauTtensb: JlapuHa JTlo60Bb EBreHbeBHa, K.M.H., JOLEHT
®rAQY BO PoccricKui HaumMoHanbHbIM UccneaoBaTenbCKUM MeAnUMHCKMIA yHuBepcuTeT M. H.M. Tnporosa

MwuH3gpaBa Poccuun, MockBa, Poccus

AKTyanbHocTb. CuHAapoM KaBacakum — cuCTeMHOe
3aboneBaHne C MPEMMYLLECTBEHHbIM MOPaXEHNEM MEKUX
W CpeaHnX apTepuon, pa3BUTUEM AEeCTPYKTUBHO-Nponudepa-
TUBHOIO BackynuTta. [Npun no3gHen gMarHoCTMKe MOryT BO3HU-
KaTb TPOM603bl COCYIOB C MOCAEAYIOWMMN UILEMUYECKUMHU
U3MEHEHUSIMW OPraHOB U PUCKOM JiIeTasIbHOrO MCXOAa.

Llenb gemMoHcTpauuum KAuMHU4YecKoro cay4as. [Ipo-
OEMOHCTPMPOBAH YCMNELWHO MNPOBEAEHHbIN TPOMOGOANU3UC
y NaumMeHTa ¢ TPOM6030M KOPOHAPHbIX apTeEPUN.

OnucaHue KAMHUYecKoro caydas. MauuneHT K., 2 roaa
10 mec. C 07.02.20 otmevanacb ¢ebpunbHas nuMxopan-
Ka o 40,2 °C, ¢ 10.02 — Kawenb U NOKpacHeHWe rnaa.
AmM6GynaTopHO noJjiydan aHTubaKTepuanbHylo Tepanuio,
aponoHwxKatulee, MHTepdepoH. Oxungaemoro addeKTa
Tepanuu He nonyyeHo. B remorpamme ot 18.02.10 Tpom60-
UMTbl 590%109/n, neitkouuTsl 18,8%102/n, CO3 47 MM/u.

21.02.20 npu nosblweHnn Temnepatypbl o 39,4 °C aKc-
TPEHHO rOCMUTaNM3nPoBaH B banalwnXMHCKYIO rOPOACKYIo
60nbHULY, rae Haxoguncs go 28.02 ¢ gnarHo3om «OPBWU».
Mony4yan aHTMGaKTepUanbHyO Tepanuio.

28.02.20 nepeBefeH B MOpO30BCKyl0 AETCKY ropoa-
CKYIO K/MHMYecKyto 6onbHULy (MAMKB). Mpu noctynneHun
COCTOSIHWE CpefHEeN TAXecTu, Banbii, Temnepatypa 37 °C.
KoXHble NOKPOBbI M BUAMMbBIE CIIM3NCTbIE 61eAHO-PO30BbIE,
YUCTble, OTEKOB HET. JIuMbaTuyeckue y3ibl He yBENUYEHDI,
MSIFKO3/1aCTUYECKON KOHCUCTEHLMW, HE crnasiibl C OKpy-
XalwmMmm TKaHaMu. CycTaBbl HE WM3MEHEHbl, ABWXEHWUS
B NOJIHOM o6beme. Y[, 26/MuUH, AbiXxaHWe Ny3pUNbHOE, XpU-
noB HeT. YCC 112/MUH, TOHbI cepala fCHble, PUTMUYHbIE.
[lo ocTanbHbIM OpraHam n cuctemam 6e3 0CO6EHHOCTEN.

AHaMHe3 }n3HKM 6e3 0COBEHHOCTEN, NPUBUBKM MO BO3-
pacTty. AnjneproaHamHe3 M CEMENHbIM aHaMHe3 He OTAro-
leH. 3a nocnegHue 60 aHen BaKUMHaUMK He 6bino.

3xo-KI' npu noctynnexHmun: gunataums o6emx KOPOHapHbIX
aptepun (KA). TuraHTcknme aHeBpu3Mmbl KA: neBasi WMPUHOM
10 MM, NpOTSKEHHOCTbIO 30 MM, NpaBas LWWPHUHON 12 MM, Npo-
TseHHocTblo 30 Mm. B npocBeTe npaBon — rMNO3XoreHHoe
Kpensieecs B 061aCTU YCTbS BK/OYEHWE, MPEANONOXKUTENBHO
Tpom6. PpaKums Bbibpoca (PB) neBoro xenygouka 79%.

[wnarHos: 6one3Hb KaBacaku, HenosHas dopma (nmxo-
pafKa, CKJEepWUT, TUraHTCKMe aHeBpU3Mbl KOPOHaPHbIX
apTepuin, MnoKapauT). OcnoxHeHue: GaoTupyowmn Tpomo
B ycTbe npason KA.

A4TB 92,1 c¢, D-gumep 461 Hr/mn, TPOMOOUMTHI
465%10%/n.

HavaTta Tepanusa: BHYTPUBEHHbIK WUMMYHOTT0BGYINH
2 r/Kr, HedbpaKLUMOHUMPOBaHHbIN renapuH (HOIN) 25 EA/Kr/y,
aueTtuncanuumnoasa kucnota 100 mr/cyT, KanTonpuia 2 mr
3 pasa B feHb, BepownupoH 12,5 mr 1 pas B AeHb 1 Conpo-
BOAMTENbHANA Tepanus.

29.02.20, yuuTbiBast pUCK pa3BUTUS OCTPOro KopoHap-
HOro CMHAPOMa, pebeHOK NepeBeaeH B OTAeNeHMEe peaHu-
MaLWU U UIHTEHCUBHOW Tepanuu.

01.03.20. 3xo0-KI: 3HayMmas gunatauums obenx Kopo-
HapHbIX apTepUn, NPUCTEHOYHbIE TPOMObI B aHeBpM3MaXx.
dusnonornyeckas peryprutaums Ha MUTPanbHOM, TPUKY-
cnuaanbHOM, NeroyHoM KnanaHax. ®B neBoro xenyaoyka
51%. TMNOKNHE3UA MEXIKENYAOUYKOBOM NEPEropOaKH.

D-anmep 532 Hr/mn. B cBA3M ¢ HapacTaHMEM TPOM-
603a, N0 BMUTaNbHbIM MOKa3aHWAM B CBSI3W C HalMineM
MIWEMUN MUOKaPAA NPUHATO pelleHne 0 NPOBEAEHUU TPOM-
6onmnaunca.

HasHayeHa antennasza 0,2 Mr/Kr 60MOCHO, 3aTem
0,9 mMr/Kr KanenbHo B TevyeHne 1 4, HOI 10 EA/Kr/4 Henpe-
pbIBHO Ha BpeMsi TpoMb6onm3unca.

9Kl B AMHaMUKKe: pUTM CUHYCOBbIW, Neperpy3Kka npaBoro
npeacepavs, nonHas 61oKkaja npaBoW HOXKK nyyka luca,
HapylleHne penonspusaummn Mrmokapia 60KOBOW M 3adHen
CTEHKM NIEBOrO XenyaoyKa.

B anHamunke AYTB 126,7 ¢, D-aumepbl 3195 Hr/mn —
TPOMOBONM3UC YCMEWHO NpoBedeH. Tepanua NPOAOSIKEHa,
fno3upoBka HOI yBennyeHa go 29 E[ /Kr/u.

03.03.20 Ha ¢poHe cTabunnsauunmn COCTOSHUS MnepeBe-
[EH B pPeBMaTo/IornyecKoe oTaeneHue.

nAar 301 EA/n, CPB 10,2 mr/n, depputnH 264,1 MKr/n.
Ha gaHHbIM MOMEHT COCTOSIHME CTabuibHOEe, MPoAoIKaEeT
nevyeHne — MHOY3MOHHYIKD Tepanuio, aHTUMbaKTepuanbHylo
Tepanuto, HPI u conpoBoanTenbHyto Tepanuto. MnaHupyetcs
CMEHa aHTUKOoarynsaHTHOM Tepanunn Ha HU3KOMONEKYNSIPHbIE
renapuHbl, KOTopble pebeHOoK 6yaeT nofayyaTb 2-3 Mec
€ nocneaytowmnm KOHTPoNeM.

BbiBoabl. Heo6xoauMMa HaCTOPOXKEHHOCTb B OTHOLIEHUH
cuHaopoma KaBacaku npu mMaHudecTaumu 3aboneBaHusa
C BbICOKOM nuxopagku. MNpu pasBUTUM CUHOPOMA HYXKHO
MMETb B BUAY BbICOKMI PUCK MILEMUYECKOrO MOBPEKAEHUS
MUOKapzaa.
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KPATKUE COOBLUEHUSA

MMMYHOAE®PULIUT U EFO 3ATAAKA B NMPAKTUKE NMEAWUATPA

YepenaHoBa M.A., ficuHcKas A.A.

HayuHbi pykoBogutenb: PupcoBa Buonerta HukonaeBHa, K.M.H., OLEHT Kadeapbl negnatpmm N21
dreQy BO KybaHCKMIM rocyaapCTBEHHbIM MEAULUMHCKUI YHUBepcUTeT MuH3apaBa Poccuu,

KpacHogaap, Poccus

AKTyanbHOCTb. CuHapom Jlyu-bap 6bin onucaH
B 1941 r. dpaHLy3CKUM BpayoMm, B YECTb KOTOPOro U Mony-
YU Ha3BaHWe, TaKXKe M3BECTHOE KaK aTaKcus-TeneaHru-
3KTa3unga. OH gaBNAeTca HacNeACcTBEHHbIM 3aboneBaHuem
C ayTOCOMHO-PELLECCUBHbLIM TUMOM HacNefoBaHUsA, MNpu-
BOAAWMM K HapyweHuto penapaunn OHK u nocnepgyto-
WeMy CHUXKeHW0 KonauyectBa T-NMMOOLMUTOB, MHBEPCUU
CD41/CD8Y, yrHeTeHMio UX GYHKLMOHANLHON aKTUBHOCTH.
MposiBnaetr ce6s B paHHeM peTtctBe (1-4 roga), uMeet
APKYI0 HEBPONOrMYECKYID KapTUHY W HapylleHue UMMYy-
HOJIOTMYECKON PEaKTUBHOCTU OpraHuM3ma, MO3XKEe4YKOBYIO
[lereHepaumio, TeneaHrMakTasunm pasnuM4yHon JoKanu3a-
uMu (NnposiBNStOT cebs B Bo3pacte 3—6 neT), NOABEPKEH-
HOCTb OHKOJIOrMYECKUM 3aboneBaHnsaM, BOCMPUUMYUBOCTb
K paguaunoHHbIM BO34ENCTBUAM. MNpKU CKPUHUHTE DUKCUPY-
€TCH MO3XKe4YKoBas atakcusg, Kotopas Hanbonee BblpaxeHa
B nepuos GopMUpOBaHMSA MOXOLKM pebeHKa — OHa CTaHo-
BUTCS HEYCTOMYMBOW, pa3BUBAETCA UHTEHLMOHHbLIA TPEMOP.
XapaKTepHbl AM3apTpus, COMPOBOXKAAKOWaAca CKaHAMPO-
BaHHOW peyblo, rna3ojBuraTenbHble PacCTPOMCTBa (ABUXKE-
HWS ra3Horo A6J10Ka, HUCTarM 1 cTpabuam). leTu ¢ atakeu-
en-TeneaHrnakTasumen yalule obbli4HOro noasepxeHol OPBU,
OC/IOXHSAIOWMMCS BOCManeHnem nerknx. OHU AeTepMUHU-
poBaHbl HEAOCTaTKOM WMMMYHOIrNo6ynMHOB Knacca A u G,
6narogaps 6bICTPOMY TeYeHWUo 60Ne3HU OTHETIMBO BUAHbI
KOFHUTUBHbIE HapylweHud. Habnogaetcs atpodus KOxM,
nocefeHue BONOC, 3a/iePrKKa NCUXMYeCKoro n Guan4eckoro
pa3BUTUS. XapaKTepHbl rTMNOnNIasug MO3XKe4YKa U BUIIOYKO-
BOW ¥enesbl, BTOpMyHasa atpodudeckas gunatauus IV xeny-
[loYyKa, nocTremopparv4yeckMe ovarn B Cepom BellecTBe
rofI0OBHOr0 MO3ra, AUCraMMorfiobynMHeMUs, NoBpexaeHne
MOHOHYKJIeapHbIXx Makpodaros (peTuKkynesbl, TMMdocapKo-
Mbl U Ap.). Ha OCHOBHOM NPOLEHT CMEPTHOCTU MPUXOAATCA
XPOHUYECKUE 3a601eBaHUA NErKUX, TMMOOMbI, KapLIUHOMBI.

Llenb pemoHcTpauuu KJAUMHUYECKOro cay4as.
KnuHuyeckun cnydan pebeHKa C MepBUYHBIM UMMYHOAE-
duLMTOM.

OnucaHue KAuHu4YecKoro cnyyas. [lpy nnaHoBOM
ocMoTpe B Bo3pacTe 1 roa 7 Mec Obina BbiiBIEHa 3aeprKKa
NCUXOMOTOPHOIO Pa3BUTUS, LIATKOCTb Npu xoabbe. MauneHT
Obll HanpaBfieH B HeBponornyeckoe otgeneHue [BY3
«AKKB» 16.06.2015 r. bbin nocTaBfeH npejBapuUTesbHbIN
AvarHos: nepuHatanbHoe nopaxeHue LIHC, aToHM4ecKu-
acTaTU4YeCKUM CUHAPOM, 0OLLee HeJopa3BUTUE peyn 2 ypo-
BEHb NPU AU3apTPUKN, KOTHUTUBHbIE HapyleHns. B Hoa6pe
2015 r. Bpayom-odTanbMONOroM yctaHoBieHa ¢oHoBas
peTMHonaTus (aHrMoAUCTOHUSA ceTHaTKM 06oux rnas), obHa-
PYXEHbI TENI€aHMMIKTa3nN Ha KOHBIOHKTUBE Na3Horo 96510-
Ka. C gexkabps Toro e roja HabniogaeTcs y TpaBmaTo-
nora-optonega ¢ AuMarHo3om: gucnnasusa Ta3o6eapeHHbIX

CyCTaBOB, OCTATOYHbIE ABNIEHWUS NEBOCTOPOHHEN MbILLIEYHOM
KpuBolleun. B aToT nepmnoa oTMeyatoTcs YacTble NPOCTyAHblE
3aboneBaHuns (40 3—4 pas B roa). TakKe ¢ poxKaAeHUs 6bin
OOGHapyXXeH MUIMEHTHbIM HeBYC TeMeHHOW obnactu pas-
Mepom 10%X12 cm M yBeNnyYMBalOWMMCS BMECTE C POCTOM
pebeHKa. bbino NnpoBeaeHo ero uccevyeHune B uone 2017 r.
B PAKE r. MockBbI. TeyeHWe nocneonepawumnoHHOro nepnoaa
rnagKoe.

B nioHe 2019 r. NOBTOPHO rocnutann3vpoBaHa B OoTae-
nieHne mukpoxupyprum 1-n POKB, KoHCynbTMpOBaHa HeBPO-
JIOrOM, BbISIB/IEH NOBbIWEHHbIN YPOBEHb anbda-deTonpoTe-
nHa (250 ME/mn), Ha KOXKe 6bIIM 3aMETHbI TEleaHIMaKTa3nn
N «<kodernHble NaTHa» (CMMNTOM HerpodubpomaTosa | Tuna).
locTaBfieH AMarHo3s: nepB1UYHbIM UMMYHOAEPULNUT, CUHAPOM
Nlyn-bap (aTaKkcusa-TeneaHrnakTasusd); pPeKoMeHLoBaHO
reHeTnyeckoe obcnegoBaHue. MNMpn nabopaTopHON AMATHO-
CTUKE BbISIBIEHO OTCYTCTBME BOCMANMUTENIbHOW aKTUBHOCTH
(nenkouutbl — 8,2 Tbic/MKN, CO3 — 22 mm/4, CPb —
8 wmr/n). Mo aaHHbIM MMMYHODEHOTUNUPOBAHUA NUMbO-
LMTOB OTMEYaeTCs 3Ha4yuTeNbHOE MOBLIWEHWE YPOBHS
CD16%756% (51%, 1,3 Tbic/MKN), CHWKeHWe ypoBHs CD3T
(40%, 0,82 Tbic/MKN). [lpeTpaHCOY3MOHHbIN YPOBEHDb
CbIBOPOTOYHbIX UMMYHOIT06YIMHOB JOoCTaTo4HbIn (I8G —
1000 wmr/an), npoBegeHo BBeaeHne BBUI 10 r, peakuuu
Ha BBeAeHue He 6bino.

PekomeHaoBaHO gMHamun4yecKkoe obcnegoBaHve M ana-
rHoctuKa (OAK, BAK n OAM — 1 pa3 B 3—4 Hep; ypoBeHb
NAIr v anbda-dpetonpotenHa, KM, Ixo-KI, Y3N 6plowiHoM
nosocTu, noyek, nepudepuyeckux numooysnos — 1 pas
B 3 Mmec), Heob6xoaMma MOCTOsIHHAA Tepanus Mo KU3HEeH-
HbIM nokasaHuam (bucenton 240 mr/cyT) U perynspHoe
3aMecTuTeNlbHOe BBeAeHWe UMMYyHornobynuHos 1 pa3s
B 3—4 Hefn; nsberaHne MHCONALMK U PEHTIEHOIOTMYECKOro
uccnefoBaHUs B CBfI3M C MOBbLIWEHHOW pPaaMOYyBCTBU-
TeNbHOCTbLIO. [pK HapacTaHMM MHPEKLUMOHHOIO npouecca
NnoKasaHo fie4eHne B/B aHTUOMOTMKAMWU LUIMPOKOrO CreK-
Tpa. MeanUMHCKNI 0TBOA OT NPOPUIAKTUYECKUX MPUBUBOK
NMOW3HEHHbIN.

BbiBoabl. CuHapoM Jlyn-bap OTHOCUTCS K peakum
3a601eBaHNAM, MOCKO/bKY 4acToTa €ro BO3HWKHOBEHWS
1:40 000. OH nposiBASeTCs TAKENbIM NEePBUYHBIM UMMY-
HoaedUUUTOM, OBYCNOB/IEHHBIM HapyLlEHWEM KJIETOYHOIO
3BeHa MMmyHuTeTa (T-cynpeccopos).

OnarHo3 onupaetcd Ha OCOBEHHOCTU KAMHUYE-
CKOW KapTWMHbl WU AaHHble nabopaTopHbIX MoKalaTenew.
laToreHeTM4eCcKMM METOAOM JIeYEHUS B MNEPCMneKTU-
BE€ MOXeT MOCAYyXUTb aJjyloreHHas TpaHcnaaHTaums,
HO Ha CEeroAHsWHUM AeHb UCMNONb3YITCA BHYTPUBEHHbIE
UMMYHOIN06YNMHbI, @ TaKXe NeKapCTBEHHble cpeacTBa
rpynnbl cynbdaHunaMmnaos.



CUHKONE Y NOAPOCTKA HA ®OHE XEJTYAJO4YKOBOW TAXUKAPOUU
U PAOUOYACTOTHOW ABNALUN B AHAMHESE

PoauoHoB H.B.

HayuHbi pyKoBoauTeNb: VIBAHCKMI CTaHMcnaB AneKkcaHapoBMY, K.M.H., AOLEHT Kadeapbl neagmaTpumn
drb0Y BO HauunoHanbHbIM uccnegoBaTenbCkii MoOpAOBCKUI rOCYAapCTBEHHbIM YHUBEPCUTET
uMm. H.I. OrapeBa, MmeaMumMHCK1 MHCTUTYT, CapaHck, Poccus

AKTyanbHOCTb. B HacTosllee BpemMsi CUMHKOMalbHble
COCTOSIHUS ABASIOTCA aKTyalbHOW Npo6iemMon B neanatpu-
YeCKOM MpaKTuKe, TPebyIoT ry6OoKOro M3yYeHus NpUYmH Ux
BO3HUKHOBEHMA M anddepeHLnpoBaHHbIX METOAO0B Nleye-
HWS JaHHOM NaToNOrMUu.

Llenb pemoHCTpauMU KAMHUYECKOro chny4as.
Ha npumepe KNMHMYECKOro cnyyast Mbl XOTUM paccMoTpeTb
BO3MOXHbl€ NPUYUHbI PA3BUTUA CUHKOMAbHbIX COCTOSIHUM.

OnucaHue KJAMHUYecKoro cayyas. [log HabnogeHnem
Haxoauncsa pebeHoK WM. B Bo3pacTte 16 net. U3 aHamHe3sa
M3BECTHO, YTO Yy AEBOYKM B BO3pacTe 7 /ieT BnepBble npo-
n3oLWen anM3o4 noTepu Co3HaHUA. 3a MeAULIMHCKON NOMO-
bto He ob6pawanunck. B Bo3pacte 11 net (2014 r.) npuctyn
NOBTOPUIICH B LUKONE B BUAE FOIOBOKPYIKEHUS U yHaLLEHHOro
cepauebueruns. Mo pesynbtatam ambynatopHon IKI 6bina
YyCTaHOB/IEHA EeNyAo4YKoBas NapoKCcu3ManbHas TaxuKap-
amsa ¢ YCC no 170 B MUHYTY. QKCTPEHHO rocnutanuanMpoBaHa
B CTauMoHap, rae 6ol1a Ha3dHayeHa aHTuapuMTMmUyeckas Tepa-
nus. OaQHaKO B CBA3W C TOPMMUAHOCTbIO TEYEHUS, C YaCTbIMK
napoKCM3MaMu XKeNyaoYKOBOM TaxMKapauu Ha doHe npwu-
€eMa BbICOKMX 403 aHTMapUTMUYECKMX npenapaToB 6bli1o
NPUHATO pelleHne o0 NPoBeAeHUM Paano4acTOTHOM abnaLmm
N INEKTPOPUINONOTMHECKOTO NCCNeLOBaHUSA 30H apUTMUK.
BrnocneactBun B TeyeHwe roga MPUCTYMbl XKeNyao4KOBOM
TaxvkapauMm He nostopanucb. C aekabpsa 2015 r. oTmeva-
JINCb 3NU30Abl FONOBOKPYXKEHUI, cnaboCcTb, MNOBbIWEHHas
yToMAsieMocTb. AMGYynaTopHO B 3T0 Bpemsa Ha XM 3Kl

Oblf1 3aperncTpMpoBaH OAMH 3NN30[ TaxMKapauu C LWKMPO-
KUM KenyaooykoBbiM Komnnekcom ¢ YCC 145-146/MmuH,
peKoMeHAoBaH MNpueM nponaHopma B Ao3e 12,5 Mr/Kr.
B nocnegytowem akTMBHO xanob He npeabsaBnsana. OgHako
BO BpPeMSs MocneaHen nnaHoBow rocnutannsaumm B 2019 r.
B xoae nposeaeHns XM SKI™ 6bina 3apernctpMpoBaHa octa-
HOBKa CMHYCOBOrO y3/ja C MaKCMMaljbHOW Nay3oW puTMa
20078 mc, BO BpemMs KOTOpPOW oTMe4anacb NoTeps co3Ha-
HuA. lpu BOCCTaHOBNAEHMWM pUTMa cepaua PerncTpmpo-
Ba/iCd KOPOTKUM 3MNM30[ BbiCKaNb3blBAOWEro Haxeny-
[OYKOBOrO pUTMa, 3aTeEM — CUHycoBas Taxmkapausa ¢ HCC
100-120 ya/MUH C NONHOW 6NOoKaLoW NPaBOW HOMKK NyY-
Ka [uca, yBenuyeHnem nokKasaTens KOPPUrMpoBaHHOro
QT-uHTepBana csbiwe 460 mc. Ha ocHOBaHWK Bbille pac-
CMOTPEHHOM KJIMHWUYECKOW KapTWHbI, UCTOpUKM 3aboneBa-
HUSA, @ TaKXe MHCTPYMEHTalNIbHbIX METOA0B MCCNefoBaHUSA
MO}HO cAaenaTtb BblBOJ, YTO CUHKOMNA/bHOE COCTOSIHME [aH-
HOW MaLMEHTKMN BbI3BAHO KapanaabHbIMW MPUYMHAMMU.

BbiBoAbl. Taknm 06pa3oM, AaHHbIN KIMHUYECKUI Chy-
Yyan OEMOHCTPUPYET, YTO aKTyalbHOCTb NPOGAEMbl CMHKO-
nanbHbIX COCTOSIHWM y AeTen 06ycnoBfeHa WWPOKOW pac-
NPOCTPAHEHHOCTbIO, CHUXKEHMEM KavyecTBa KU3HU pebeHkKa,
BO3MOHOCTbIO Pa3BUTUS KUIHEYTPOXKaIOLUMX COCTOSHWUN.
[Ons BbISBNEHUA KapaualbHbIX MPUYUH AAHHOW NATONOMUK
cnefyet ucnonb3oBaTtb: cTaHaapTHyto OKI B nokoe, 9Kl
c dusnyeckon Harpyskon, XM 3KI, gonnep-axorpadwuto,
TnnT-Tect, A

TEYEHUE TETPAAbI ®A/1/10 C UHPEKLIUOHHBIMU U TPOMBOTUHECKUMU
OCNOXKHEHUAMMU B NOCNIEONEPALLMOHHOM NEPUOJE

Manaxosa 3.B., AGpamosa [1.B.

HayuHbI pyKoBoauTenb: JlapuHa JTto60oBb EBreHbeBHa, K.M.H., JOLEHT
®IrAQY BO PoccuiicKuin HaumMoHanbHbIN UccneaoBaTenbCKU MeAULMHCKUIA yHUBepcuTeT M. H.M. Mnuporosa

MwuHsapaBa Poccuun, MockBa, Poccus

AKTyanbHocTb. TeTpasa Panno (TP) coCTOUT U3 YeTbl-
pex KOMMOHEHTOB: 3T0 MHGYHAMOYNSPHbLIA CTEHO3 MpaBo-
ro xenygoyka (M), 60nbwon AedeKT MeXKenyaoyKkoBom
neperopoaku (AMMI), cmeweHune aoptbl K MK (aekcTpo-
nosunuma meHee 50%), runeptpodusa M. Ha cerogHawHmm
[eHb YacToTa BCcTpevyaemocTu TP y HOBOPOXKAEHHbIX KONeob-
netca ot 4 po 7%. CpeoHsss NpoOAO/IKUTENbHOCTb XW3HU
60/1bHbIX ¢ TP cocTaBnsieT 12-13 neT 1 3aBUCUT OT CTEMNEHM
cteHo3a JIA. CMepTHOCTb B TeyeHue 1-ro roga *Ku3Hu —
25%, kK 3 rogam — 40%.

Llenb gemMoHcTpauuuM KAMHU4YecKoro ciay4daa. Onu-
CcaHWe nocseonepauoHHbIX OCOXHEHUI Y pebeHKa ¢ paau-
KanbHOW KoppeKuuen Tetpaabl Panno.

OnucaHue KAMHUYECKoro cny4yas. bonbHasa A., 2 roga
9 mec ¢ anarHosom: TP, KOMOMHUPOBAHHbIW CTEHO3 NIEroY-
HOM apTepuu, 2 aedeKTa MEeXIKenyao4KoBOM Meperopoj-
KW (noJaopTanbHbli, NepeMeMOpaHO3HbIM W MbllEYHbIN),
OTKPbITOE OBa/ibHOE OKHO, €AWHCTBEHHas KOpOHapHas
apTepus, nepecekalowas BbIBOAHON TPaKT NpaBOro eny-
[04Ka, NocTynuna Ansg nNpoBeAeHUs MAaHOBOro onepatmB-
HOro BMellaTenbCTBa — paAuKanbHOM Koppekuun To.

PaHHWI nocneonepauuoHHbI Nepuoa NpoTeKkan ¢ yMepeH-
HOW cepAeyvyHon HegocTaTovHOCTbO (CH), KPOBOTOYMBOCThIO
Nno cpeaoCTeEHHbIM ApeHarkam (300 mn 3a cyT), noTpeboBaB-
lwen BBeaeHUss MHOY3UU KOHLEHTPATOB MPOTPOMOUHOBOMO
KOMMNAEKca C MNONOXKWUTENbHbIM 3ddeKTOM. AKTMBMU3aAUMSA
B TeyeHue 1-x cyT, Oblna 3KCTybMpoBaHa M MNepeBedeHa
Ha caMocTosATeNbHOE AblXxaHWe. B TeyeHue cneayowmx cyToK
oTMevyanacb runeprepMus Ao 39 rpagycoB, C Bblpa*KeH-
HOW MHTOKCUKaLMEN, TaxuKapamMen, oablLLKON U HECTabWUNb-
HOW remoaMHamMWKoW. B cBsI3M C HapacTaHWeM cepaeyHo-
nero4yHon HepoctatoyHoctu (C/IH) nepeBegeHa Ha MBI,
Ha3HayeHa aHTMbuoTUKoTepanusa. femoaMHamuKa O6bina
cTabuamManpoBaHa 3a CYET BbICOKMX [03 KapAMOTPOMHOM
nogaepxku (KTM): agpeHanuH 0,075 Mr/Kr/MuH, Hopagpe-
HanuH 0,15 Mr/Kr/mMuH. JTabopaTopHO y pebeHKa BbiiBAEHbI
NOJSIOXKMUTENbHbIE MapKepbl BOCNAaNEeHUs: NPOKaNbLUMTOHUH —
12 Hr/mn, CPBE — 47 wmr/n. 1o gaHHbIM peHTreHorpaMmbl
AMarHoctTMpoBaHa MHEBMOHMS. KnMHMYECKU: aHacapkKa,
aCLMT, ONUTYPUs, YCUNEHHaa TpaHCcCcydaumsa no ApeHaXkaM.
B koarynorpamme — runokoarynauusa. [danee HapacTa-
Hue CH, noTtpeb6oBaBluee yBenudeHuss go3 KTl — agpe-
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HanuH 0,15 Mr/Kr/MuH, HopaapeHanuH 0,25 Mr/Kr/MuH.
MoakntoyeHa remoavadunbTpauusa. YMEHbLIUANCL NPosaB-
NIEHNs OTEYHOro CUHAPOMA, CcocTosHMEe pebeHKa cTabu-
NM3MpoBanochb. B ganbHeWwem nocTeneHHoe yny4yleHue
COCTOSIHWS, YBENWYEHWE TEMMNOB [Aunype3a, YMeHblleHue
OTEYHOro CMHAPOMaA, YMEHbLIEHWE TPaHCCyaAaLmMK No ApeHa-
am, CHKeHune 0o3 KTI. CoxpaHanucb anu3obl IMXopaaKkm
no 38,5 °C. TaxecTb COCTOAAHMS Gblna 06ycnoBneHa coxpa-
HAowencs C/TH, Ha poHe UCXOAHOM TAKECTU BPOXKAEHHbIX
NMopoKoB cepaua, o6bemMa onepaTMBHOro BMeLWaTeNbCTBa,
NOCTKapAMOTOMHOIO CUHAPOMA, NPUCOEAUHEHUS WHDEK-
LLMOHHbIX U TPOMBOTUYECKUX OCNOXKHEHUI. [Tocne cTabunu-
3alUnn CcocTosiHUS pebeHOoK Obln nepeBeaeH B OTAENIEHME.

ExxoBa A.A.

Mo paHHbIM 3x0-KI 6bln 06Hapy»KeH TpomM6 B MOSIOCTH Npa-
BOro npeacepaus. Y4uToiBas oTCYyTCTBME AUHAMUKK MO pas-
Mepam 1 3XOreHHOCTU Ha POHEe aHTUKOArynsaHTHOM Tepanuu,
MOXHO 6bI/10 NPEANONOKUTbL NOCIEONEPALIMOHHYIO CKAAAKY
(B8 o6bnactu yganeHus KaHionb MNofbliXx BeH). 10 AaHHbIM
Y3WM coCcyaoB HUMKHMX KOHEYHOCTEN OTMeYancs BEHO3HbIN
TpoM6O3 B AMHAMMUKE C ynydweHuem. lNpofomKeHa aHTu-
KoarynsiHTHas Tepanus HU3KOMONEKYNAPHbIMU renapmuHamu,
peKkoMeHAoBaH Kypc He MeHee 3 Mec.

BbiBoabl. PaguKkanbHas Koppekuus TteTpagbl Panno
MOXEeT COMpoBOXAATbCA MHOEKLMOHHBIMU U TPOMOBOTH-
YECKUMW OCNOXKHEHUAMU, TPEOYIOWMMU HACTOPOKEHHOCTH
fevallmx Bpaden n nposeaeHns KOMNIEKCHOM Tepanuu.

KIMHUYECKUE HABJTIOAEHUSI CUHOAPOMA LUBAXMAHA-JAUMOHJA:
TPYAHOCTU AUATHOCTUKU U OCOBEHHOCTU TAKTUKU BEAEHUA

HayuHbii pykoBoguTenb: [otanos AnekcaHap Cepreesuy, 4.M.H., npodeccop
Coros ®rAQY BO MNepBbiit MOCKOBCKKUI rocyaapcTBEHHbIN yHUBepcuTeT M. .M. CeyeHoBa MuH3apaBa

neauaTpoB
Poccun

AKTyanbHOCTb. HaMu npefcTaBneHbl KIIMHUYECKKUE Ciy-
yau OMArHOCTMKWM PEAKOW HacneaCTBEHHOW MNaTonormu —
cuHgpoma LWBaxmaHa-[avmonga (CLU), xapaKTepusy-
olerocs noAMMopPU3MoOM CUMMTOMOB, OOBYCNOBMEHHbIX
3K30KPMHHOW HEAOCTAaTOYHOCTbIO MOAMXKENYAOYHOM XKenesbl,
reMaToNorMYecKMMM 1 KOCTHbIMM HapylleHnsamu. NokasaHa
BaXXHOCTb WMCK/IIOYEHUS MWENOAMCNNIAaCTUHECKOro CUHAPO-
Ma, oNpeaensiowWero TakTUKy AanbHENLWEro BEAEHNS U NPO-
rHO3 ANg nauueHTa.

Llenb pemMoHcCTpauuu KJAWHUYECKOro cay4as.
Ha npumepe napHbiX KAMHWYECKMX Cy4aeB MNpefcTaBuTb
0COGEHHOCTU [AMArHOCTMYECKOro MnoucKa Yy MNalWeHTOB
c ClWA v anddpepeHUnpoBaHHOIO MOHUTOPHUHIA NO Pe3ysib-
TataMm o6¢cnefoBaHus.

OnucaHue KJIMHUYECKUX crly4yaeB. B racTpoaHTeposno-
rmyeckoe oTaefieHune ¢ renatonoruyeckon rpynnon HMULL
30pOBbSA [eTen noctynuao gBa pebeHka c xanobamu
Ha HapylweHue CTyna, 3aJepPXKy (U3MYECKOro pasBuTUS,
U3MEHEeHUs B aHann3ax KPpoBHU.

KnnHunyeckun cayyan 1: Manbuunk H., 2 roga 1 Mec,
nepvHaTalbHbIl aHaMHe3 OTAroLLEH Yrpo3amMu NpepbiBaHms
6epeMeHHOCTH, POAbl CPOYHbIE, XPOHUYECKas BHYTPUYTPOO-
Has TMNOKCUSA N0Aa, PpaHHee U3NUTUE OKOMOMIOAHbIX BOA.
AHamHe3 60ne3Hu: C 3 mec oTMeyvaeTcs noTeps Macchl Tena
Ha 100 r, yqaueHHbI cTyn. B 4 mec nosiBNieHWe XKenTu3Hbl
KOXHbIX MOKPOBOB, NoKalunnMBaHue. Mpu ocmoTpe aeduumnT
NMUTaHWUS, UICTOHYEHUE MOAKOKHOIO XUPOBOTO cnosi. KoxHble
NMOKPOBbI CYOUKTEPUYHbIE C PaCLUMPEHHOW BEHO3HOW CETbIO
Ha nepegHen 6ploWHON cTeHKke. Y3 opraHoB OpPIOLLIHON
NOSIOCTU: CNIEHOMEranus, BblpaxeHHble Andody3Hble U3Me-
HEHWSA NapeHXMMbl NOAKENYAOUYHOW Kenesbl. B konporpam-
Me: Mblfa+, Kpaxman+, cnusb++. BUOXMMUYECKMI aHaNU3
KpoBu: ACT — 120 Ea/n, AJIT — 60 Epn/n, xonectepwuH
9,5 mMmonb/n, obwun 6unnpybuH 43,0 MKMONb/M1, NPSAMOK
10,0 MKMmoOnb/n, amunasda obuwas — 29, naHkpeaTtuye-
ckaa — 14. Hb — 99 r/n. WUcknw4yanucb NM30COMHbIE
60/1€3HM HaKOMNeHUs, MyKOBMCLMAO03, uennakua. B 1 roa:
naHkpeaTuyeckasa anactasza — 58,9 wmkr/r. OAK: Hb —
120 r/n, WBC — 7,4X10%/n, Heitpodunsl — 0,74X10%/n,
nMMeounTos — a0 5,8x109%/n, PLT — 143X 10%/n. B Konpo-
rpamMme MbilleYyHble BOJIOKHA, Kpaxman B Heb6onbloM
KonnyectBe. MoNeKkynsapHO-reHeTUYecKoe wWccneaoBaHue:

Poccuu (CeveHoBcKkmin YHUBepcHTeT), MockBa, Poccus

B reHe SVDS MeTo0M CEKBEHWPOBaAHUA BO 2 3K30HE BbIAB-
neHbl 2 myTtaumm (c.183_184delTAinsCTn ¢.285+2T > C).
LlMToreHeTMyeckoe uccnegoBaHme — WCKIOYEH MWUENOAM-
cnnactuyeckut cuHapom (MAC). MoatsepxaeH CLUA: XpoHK-
YyecKasl HEeMTPOMEHWS TAXKeNon cTeneHn, TPOMOOLIMTONEHNS,
TAXKenas 3K30KPWHHAA HeaoCTaTOYHOCTb MOAXKENyAo4HOWM
Kenesbl, CUHAPOM LWUTOAM3A YMEPEHHOW aKTUBHOCTW.
PekomeHaoBaHa CTUMyNSLMA MWENON0O33a, 3amMecTUTeSb-
Hble reMoTpaHCchy3nn No NoKalaHWsaM U 3aMecTUTeNbHas
pepMeHTHas 1 BUTaMMUHOTEpanus.

KnuHudeckui cnyvan 2: JeBodka A., 1 roa, nepuHa-
TanbHbIM aHaMHE3 OTATOLWEH yrpo3amMu MpPepbiBaHUS, 3KC-
TPEHHbIM KecapeBbiM ce4YeHneM Ha GoHe TMMNOKCHUM 1 06BMU-
TMS NynoBUHOW. AHamMHe3 60Me3HW: C POXK/AEHUS aHemus
no 70 r/n, ¢ 2 mec HenTtponenus ao 10%, ¢ 4 mec cMHAPOM
umTonmsa pgo 250 Ea/n. B 6 mec noTOBbLIM TECT — OTPU-
LaTeNbHbIA, CHWXXEeHWe NaHKpeaTMYecKOM anacTasbl Kana
0o 15 MKr/r Kana. Mickntoyanucb MyKoBUCLMAO3, IM30COM-
Hble 60N1e3HW HaKOMIEHWS, BUPYCHbIE renaTuTbl, Lennaxkus.
[Mpn ocMoTpe 3aaeprKKa GU3N4ecKoro passuTns, 61eaHOCTb
KOXM, CTYN pasueHHbin go 2 pa3. OAK: Hb — 78 r/n,
RBC — 2,04x10%2/n, WBC — 3,78 X109/, HelTpodubl —
0,21x10%/n, PLT — 50X 109/n. Buoxmmmyecknin aHanna KpoBHu:
ANT — 372 EA/n, ACT — 273 E[l/n. AHan13 Kana: anacTtasa
< 50 MKr/r, BbipaxkeHHasn cteaTtopes. Mpun Y3N n KT OBl —
KapTuHa AUPPY3HbIX USMEHEHUN MOAXKENYAOYHOM XKene3bl
no TUMNy *Xuposon auctpodun. Muenorpamma: TPEXPOCTKO-
Bas uutoneHus. LiToreHeTnyeckoe wuccnegoBaHue: Kap-
TUHA MWENoAMCNNACTUYECKOrO0 cuHApPOMa. MonekynspHbIn
aHanus: B reHe SBDS nyteM CEKBEHUPOBAHUSA BbIABAEHbI
ABe MyTauuu: g.66459197 > G 1 £.66453458C > T, xapak-
TepHble ana CLUA. MNpoTvBoOnoKasaHa CTUMYNSALMSA KOCTHOIO
Mo3ra. PekomeHaoBaHbl npodunakTnyeckas aHTUbGaKTepu-
anbHas ¥ NPOTUBOrpuMOGKOBas Tepanusa A0 TpaHcnnaHTauum
KOCTHOro Mo3ra, 3aMecTuTeNnbHas GepMeHTHas U BUTaMMU-
HoTepanus.

BbiBoAbl. Ha npumepe [AaHHbIX KAMHUYECKUX Cly4YaeB
NoATBEPXKAAETCA BaXHOCTb paHHen auarHoctuku CLUA,
4YTO CBSI3@HO C MNOJMMOPGDHbLIM TeyeHnem 3aboneBaHus
M MHOroo6pasvemM KIMHWYECKUX CUMMNTOMOB C Pa3BUTUEM
rpo3Horo nposiBneHus B suae M/C, otarowaiolLero nporHo3
L7191 }KU3HW NaLuMeHTa U MEHSIOLLEr0 TaKTUKY ero BeAeHums.



Tumuna B.3., ®Punsaicosa A.C.

K/IMHUYECKOE HABJIIOAEHUE DIDMOAD-CUHAPOMA

Hay4Hbi pykoBoauTenb: CamolwkmHa EneHa CeMEHOBHA, K.M.H.
Cotos ®Ire0y BO HaumoHanbHbIM nccneaoBaTenbCKkiii MOpAOBCKUIM rOCYAapCTBEHHbIN YHUBEPCUTET

TnequaTpoB

Poccin num. H.IM. OrapeBa, CapaHcK, Poccus

AKTyanbHocTb. CuHgpom Bonbdpama, DIDMOAD-
CUHOPOM — TSXenoe nporpeccupytlollee 3aboneBaHue
C ayTOCOMHO-PEeLeCCMBHBLIM TUNOM Hac/lefoBaHWs, KOTO-
poe BKoYaeT 4 KomnoHeHTa: Diabetes Insipidus (caxap-
HbI anabeT), Diabetes Millitus (HecaxapHbiit anabeT), Optic
Atrophy (aTpodusa 3putenbHoro Hepsa), Deafness (Henpo-
CEHCOpHas TYroyxocTb). 3To peakoe 3abonieBaHue ¢ Bapua-
6€e/bHbIM KIIMHUYECKUM MOPTPETOM, CTIEACTBUEM YETO ABNSA-
€TCS C/IOXKHOCTb €ro AUarHOCTUKUN U IeYEHUS.

Llenb pemMoHcTpauuuM KAMHUYECKOro chayuas.
[eMoHCTpaumns KAMHMYECKOro cnyvyas pefkoro 3abonesa-
HWS C NOCTEMEHHbIM Pa3BUTUEM KIMHUYECKUX CUMMITOMOB.

OnucaHue KauMHU4YecKoro cny4vas. bonbHas C., 4 net
nocTynuna B 3HAOKPMHONOIMYECKMI CTALMOHAP C XKano6amu
Ha NepuoaNYECKM BO3HMKAIOLLYIO XaXAay, aN1M304bl HOYHOIO
3Hype3a, NOBbIWEHNE [MUKEMUU HaTOWaK A0 7 MMOb/M.
HacnegctBeHHOCTb oTAroweHa — y Mmambl M 6abyLLKK caxap-
HblM anabeT 2 Tvna (CA2). MNpu npoBeaeHnn nepopanbHOro
rNOKO30TONEPAHTHOIO TecTa BbIIBEHO MOBbIWEHWE TNW-
Kemun yepesd 2 4 go 8,3 MMONb/N, BbiCTaBleH AMarHo3
HapyLWeHNs TONIEPAHTHOCTM K [JIIOKO3€e, pPeKOMeHAoBaHa
avetotepanus. lNpu NnpoBeaeHWN CaMOKOHTPONS BbISIBEHO
NoBbILUEHNE FMKEMUU A0 16 Mmonb/n, 6€3 aNM3040B KeTo-
3a, YPOBEHb MHCYIMHA Nna3Mbl KPOBKM B HOPME, BbICTaB/EH
anarHos «<MODY tun 3», HadHaveHbl npenapatbl CybOOHUI-
MOYEBUHbI, KOTOPble AEBOYKa MNoslydyana B Te4yeHue roja,
6e3 AOCTUXEHUS KOMMEHCaL MK, B CBS3W C YEM Ha3Ha4veHa
WMHCYNMHOTepanusa B 6a3unc-6ontocHOM pexume. Ha doHe

UapucoBa K.M.

nleyeHuss oTMedvanacb yAOBAETBOpPUTENbHAs KOMMeHcauus
3aboneBaHus, Yepesd 4 roga oTMeyanocCb CHUXKEHUE OCTPOTbI
3peHus, Npu oGTanbMONOrM4ECKOM 06CNeL0BaHUN BbiSiBE-
Ha YacTuyHaa aTpobus 3puTeNbHbIX HEPBOB. HanpaBneHa
Ha KOHCY/NbTaLMIO CypAosora — OTMEYEHO CHUMXKEHME cryxa
Ha BbICOKMX 4YacToTax (8000 lu). Yepe3a 6 mec oTmeve-
Hbl MOAWMYPUS M NOMMAMNCUS MPWU YPOBHE MNUKEMUU OT 5
10 11 MMOAb/N 1 YPOBHE MMMKUPOBAHHOIO remornobuHa 6,8%.
3anogo3peH LEeHTpalibHbIM HecaxapHbin AuabeT B cocTaBe
DIDMOAD-c1Hapoma, AeBoYKa HanpasieHa B PeaepanbHbin
LeHTp ana BepuduKaumMm guarHosa. B otaeneHun getckoro
caxapHoro anabeta PrbY IHLL BbiCTaBAEH KAUMHWYECKUI
auarHos: cuHapom Bonbdpama, nonHas dopma: caxapHbin
AnabeT, WMHCYIMHO3aBUCUMbINA, YacTM4yHas [BYCTOPOHHSASA
aTpodus 3pUTENIbHLIX HEPBOB, ABYCTOPOHHSAS BbICOKOYACTOT-
Hasi HEMPOCEHCOPHANA TYroyxocTb, aTOHUS MOYEBOrO MNy3bIps,
HecaxapHbiv gnaberT. 1o pe3dynbraTty MONEKYNSPHO-reHeTuYe-
CKOro nccneaoBaHWa: BbiiBJeHa KOMNayHAHasa reTepo3nroT-
Has MyTauma B reHe WFS1 B 8 3k30He. JleueHue: cton N°9,
15XE B cyT, pexum ll. Pe6eHKy 6bl10 Ha3HA4YE€HO: UHCYNUH
acnaprarT, MHCYNWH FIapruH, MHOo3WH, Kapcun, nupaueTam,
MNeHToKcMdUNImH. NMpoBoannocbk GU3anMoneyeHme.

BbiBoAbl. OCOGEHHOCTbIO AAHHOIO KJAMHWMYECKOrO Chy-
Yas aBNseTcs NocTeneHHoe pa3BUTUE UHBANUAN3UPYIOLLMX
HapyLleHWn: cnenoTa, riyxoTa, caxapHbli guaber.

PaHHAS MONEKYNSPHO-reHeTMYecKas ANarHOCTUKa CHH-
apoma Bonbdpama morna 6bl npegoTBpatvTb NOsBAEHME
TSXKeNbIX GOPM €ro CoCTaBASAIOLINX.

K/IMHUYECKOE HABJIIOAEHUE BUOTUH-TUAMUH-3ABUCUMOWN BEOJIE3HU
BA3AJIbHbIX TAHITTUEB Y PEBEHKA 1-r0 rogA X{U3HH

Hay4Hbi pykoBoauTenb: bywyesa TatbsiHa BnagumupoBHa, A4.M.H.
Cotos ®rAQY BO MNepBbit MOCKOBCKMI rocyaapcTBEHHbIM MeAUUMHCKKUI yHuBepcuTeT um. U.M. CeveHoBa

TnefnaTpoB

Poccun MwuH3sgpaBa Poccun (CeveHoBcKuin YHnBepcuteT), MocKkBa, Poccusa

AKTyanbHOCTb. BWOTUH-TMAMUH-3aBUCMMaAA OONE3Hb
6a3zanbHbix raHrnunes (Biotin-Thiamine-Responsive Ganglia
Disease (BBGD), OMIM 6074 38) — peakoe ayTOCOMHO-peLec-
CMBHOE HelpoJereHepaTuBHoe 3aboneBaHue, 06YCNOBIEH-
Hoe MyTauuen B reHe SLC19A3, KOAMPYIOWEM KNETOYHbIN
TpaHcnopTep TvamunHa (hTHTR2). B mupe 3apernctpmpoBaHbl
Bcero 48 nauneHToB. KnnHuyeckne cumntombl Hecneumodmy-
Hbl U CXOAHblI C MPOSIBNEHUSIMU LepebpanbHOro napanunya.
Yalle cumnToMbl 06HapPYKMBAKOTCS K KOHLY 1-r0 roga *mu3Hu.
[JunarHo3 noaTrBeprkhaeTcsd MeToAaMu HerWpoBU3yanu3auuu
N MONEKYNSPHON AMArHOCTMKKU. [laToreHeTuyecKoe neve-
HWE — NOXWM3HEeHHas cannemMeHTauusa TuaMmHa 1 61MoTuHa.

Llenb pemMoHcTpauun KaunHuueckoro cny4as. [lpej-
CTaB/EHWe CEMENHOro cryvyad peakoro 3aboneBaHus
W MONOXKUTESNbHbIX PEe3yNbTaToB PaHHero naTtoreHeTu4yecKo-
ro neyveHus.

OnucaHue KIMHU4YEeCKoro ciyyas. Hal nauneHT — masnb-
yuk 11,5 mec ¢ anarHosom BBGD, Habnopgaetca B HMUL],
3[0pOBbs AeTen ¢ 1-X CyT }KU3HU. Poautenn pebeHka — Tpo-
lopoaHble 6paT u cecTpa. MNepBbli ManbyuK B CEMbE POANSI-

Csl 3[10pOBbIM, Ha 1-M rogy oTMeyanacb 3afepiKa Mcuxo-
MOTOPHOrO pa3BuTUS, B Bo3pacTe 9 Mec pebeHOK nepeHec
TAXeNbl MeTaboIMYEeCKMI KPU3, NOC/Ie KOTOPOro 10 HacTo-
Allero BPeMeHW HaxoauTca B NajaivaTUBHOM OTAENeHUU
[IeTCKOro ctaumoHapa. lNpu o6cnepoBaHnn B reHe SLC193A
ob6HapyeHa MyTaumsa NC_00002.12:g22856408C > T
B FOMO3MIOTHOM cOoCTOsiHMM. O6a poanTens ABAAOTCS rete-
PO3UTOTHLIMU HOCUTENSIMU AaHHOW MyTauumsa. Haw nauueHT
MMEET TaKOW e reHOTUMN, KaK U ero pogHon 6par.
bepeMeHHOCTb BTOpPbIM pebeHKOM npoTekana ¢usno-
noruyecku. T[peHatanbHaa [AMarHoCTMKa npoBejeHa
B 11-12 Hep, anarHo3 BBGD y nnoga noatsepkaeH. Poabl
Ha 38-39 Hep, oueHka no wkane APGAR 8/9 6annos,
Macca Ttena 3000 r, anvHa — 50 CcM, OKPYXKHOCTb r0On0-
Bbl 34 cM, COCTOsIHWE yaOBNeTBOpUTENbHOE. PU3NKabHOE
o6cnenoBaHue NatoNorMmM He BbISBUNO, OTMEYEHbl CTUIMbl
[M33amMbpuoreHe3a: runepTenopmnam, HWU3KO MNOCaXKeHHble
YUWHbIE PaKOBMWHbI, «MOMepeyHble» 60p03abl Ha NadoHsX,
BbICOKOE He60, HW3KUK POCT BONOC, «MATOYHbIE», YAIU-
HEeHHble cTonbl. Pe3ynbratbl 1abopaTopHOro uccnegoBaHus
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BbISIBM/IM CHUMKEHHOE cofeprKaHue TuamuHa (B1l) B CbiBO-
poTKe KpoBwu (Ao 1,72 MKr/n npu Hopme 2,1-4,3 mKr/n).
Mo gaHHbIM HenpocoHorpadunu U MarHUTHO-PE30OHAHCHOWM
Tomorpadum (MPT) ronoBHOro mosra oTMeyanucb NpU3HaKku
paclwmpeHua 6onblwon uucTepHbl. 1o pelweHnto Bpaveb-
HOM KOMMUCCUM, YYUTbIBas aHaMHe3, AaHHble MONeKynsap-
HOM AMArHOCTUKKM M NnabopaTopHbIX NoKa3aTenen, pebeHKy
Ha3HayeHa naToreHeTMYecKas Tepanus TMaMMHOM B [03e
100 Mmr/cyT BHYTpUBEHHO. locne BbIMUCKM M3 CTauuoHa-
pa NPOAO/MKEH 3HTEpanbHbIv npuem TnamuHa 100 Mmr/cyT,
C 4-r0 MeC W3HU K Tepanuun fobaBsieH 6UOTUH 5 Mr/cyT,
¢ 7 mec — g0 10 mr/cyT. Peb6eHOK exemecsayHo Habnogan-
cs neanatpom, 1 pa3 B 3 mec cneunanuctamm HMMLU, 3gopo-
BbS IeTeN, B BO3pacTe 2 MeC BaKLUMHUPOBaH NpoTuB Ty6ep-
Kynesa. 3a nepuoja HabnoaeHus OTKIOHEHWUI B pPa3BUTUM
He Habnoganocb. K rogy ¢dusunyeckoe passutue pebeHka
COOTBETCTBYET CpeAHEeBO3pacTHbIM MoKasaTtensam (z-score
Macca/gnvHa K Bo3pacty — 0,28), OKPYXKHOCTb r0JI0BbI
B npegenax Hopmbl — 44 cMm (z-score — 1,4), 60nblWION poa-

HMYOK 3aKpbIT. [ICUXOMOTOPHOE pa3BWUTUE MaLMEHTa COOT-
BETCTBYET BO3PACTY: KOHTAKTEH, 3MOLIMOHAIbHO MO3UTUBEH,
XOpOLIO Non3aeT, CaMOCTOSATENIbHO BCTaeT M nepecTynaet
y OMopbl, FTOBOPUT OTAENbHbIE CIOMU, UHTEPECYETCS OKPYKa-
IOWMMU NpegMeTamu, UrpaeT B Urpywkun. KnnHnyeckune aHa-
NIN3bl KPOBU U MOYU, KOHLIEHTPaALIMA TUaMuKHa B HopMme (3,09
MKr/n). loBTOpHaa MarHMTHO-pe30HaHCcHas Tomorpadus
B Bo3pacTe 11,5 mMec He BbiiBMa OTpULIATENIbHOW AWHA-
MWKMK M NaTONOrMK CO CTOPOHbI CTPYKTYP FOIOBHOMO MO3ra.
BbiBoabl: B 6/1M3KOPOACTBEHHbLIX BGpaKkax NnoBblllaeTcs
BEPOATHOCTb POXKAEHUS AeTel C HacnefCTBEHHbIMU Hew-
pomeTabonnyeckumm 3aboneBaHnamMu. B Takux cnydasax
W MPU HalM4YMK B CEMbE 6OIbHOMO C HEMpoJereHepaTUBHbIM
3a60/eBaHMEM MNPOBEAEHNE aHTeHaTallbHOMW [AMarHOCTU-
KM OYeHb BaxHO. PaHHee Ha3HayeHWe MaToreHeTM4ecKowm
Tepanuu nauneHTy ¢ GUOTUH-TUAMWUH-3aBUCUMON 60/1€3HbIO
6a3alibHblX FaHrMeB NO3BOANAO M36exaTb HeobpaTUMBbIX
M3MEHEHWIN CTPYKTYpP rofIOBHOMO Mo3ra u o6ecnedynTb ero
afeKBaTHOE MCMXOMOTOPHOE Pa3BUTUE Ha 1-M rofy KWU3HM.

K/IMHUYECKUMU CNTYHAU CUHAPOMA NPAJEPA-BUJIU

MepkynoB A.10., MepKynoBa A.A.

Hay4Hbii pyKoBoguTtenb: CaBenbeBa EneHa BayecnaBoBHa, K.M.H., AOLEHT
®Ire0Y BO OpeHbyprckui rocyaapcTBEHHbIM MEAULMHCKMI YHMBepcuTeT MuH3apaBa Poccuu,

OpeHo6ypr, Poccus

AKTyanbHocTb. CuHapom [lpapepa—Bunnn — peakoe
reHeTnyeckoe 3aboneBaHue, NMpuU KOTOPOM OTCYTCTBYIOT
7 reHoB u3 15 xpomocombl. Kapuotun 46 XX wunm XY,
150-11-q12. BcTpevaeTtcs ¢ Yactoton 1 cnyvam Ha 15 Thicau
HOBOPOXAEHHbIX.

Llenb pAemMOHCTpauuMuM KJAUHUYECKOro cayvyas.
AHanu3 KAnHMYecKoro cnyyas cuHapoma lMpagepa—Bunnu
y pebeHKka 17 net. lNpoBeaeH aHanuM3 ¢.112, BbINMCOK
N3 UCTOPUI BONE3HM.

OnucaHue KAUMHUYecKoro cay4daf. KnunHudeckui
AnarHo3 oCHoBHoM: cuHAapoM lMpagepa—Bunnu (MopbugHoe
OXMpPEeHWe, HU3KOPOCNOCTb). CaxapHbli guabeT 2-ro Tuna.
LeneBon ypoBeHb HbAL1C 8,4%. [AnabeTnyeckas MaKpo-
aHruonatus: runeptoHM4yeckas 6onesHb, 2 cTagusa, cTa-
6unbHaa aptepuanbHas rMnepToHus, 2 cTeneHb, BbICOKO-
ro pucka. nabetnyeckas MaKpoaHrMonaTusa: aHrumonaTms
ceTyaTKn oboux rnasd. HavyanbHas guabeTuyeckas KaTa-
pakTa o6oux rnas, NceBfO3aCTOMHbIM AWCK 3PUTENbHO-
ro Hepsa. [JuabeTnyeckas AucTanbHas NOAUHeWponaTus.
ConyTCTBYIOLWMIN: TMNOTUPEO3 HEYTOYHEHHbIN, MeAUKaMeH-
To3Has KomneHcauus. MNepBuyHas ameHopes. fMnonnasus
MaTKu | ctenenun. XKuposon cteatorenatut. OCTPbIN KaHAK-
[O3HbIN BarMHKUT. ConmMTapHas KUcTa cene3eHKMu.

M3 aHamMHe3a: ¢ paHHero Bo3pacta HU3KKe TeMMbl pocTa.
C 5 net 136bITOYHaA macca Tena; ¢ 2016 r. HabnogaeTcs
3HAOKPUHONOroM. Xanobbl Ha U36LITOYHBLIN BEC, 3aAePKKY
poOCTa, CHUXeHWe 3peHus, nosbilleHne AL go 150/95 mm
PT.CT., FO/IOBHblE 60N, TaxMKapauio, OTCYTCTBUE MEHCTPY-
aumn. TenocnoxeHue: runepcreHnyeckoe, HenpomnopLmo-
HanbHoe. Macca 97,5 Kr, pocT 142 cm. PusunyecKoe pas-
BuMTHe Ha 11 net 3 mec: SDS pocta — 3,6, UMT — 48,75
Kr/m2, SDS UMT +4,5 SD, U36bITOK Macchl 277%. Hapy»Hble
nofoBble opraHbl No eHckomy Tuny. MNd: Ma2x1Pb2Ax1.
MP: TaHHep 2.

BroxmmnyecKknit aHanna KpoBK: NOBLILLEHO COAEPIKaHME
ANT 153,8 Ea/n, ACT 74 E4/n (N po 40 EJ/n), runokanu-
emus (3,82 mmonb/n, N 4,5-6,5 mmonb/n). TTI cbiBOpPOT-
Kn KpoBu B Hopme 4,1 Hmonb/n (N 0,5-5,0 mkMe/mn).
YpoBeHb CBO6OAHOIO TUPOKCHHA CbIBOPOTKM KPOBW MOBbI-
weH 23,2 nmonb/n (N 12-22 nmonb/n). YpoBEHb MMUKUPO-

BaHHOro remorno6uHa nosbiweH 8,4% (N 4-6%). YpoBeHb
C-nentunaa B Kposwu nosbiweH 12,1 nr/mn (N 1,1-4,4 nr/mn).
Mukemunsa 3a cytku: 6,9-4,8-5,7-8,0MMONb/N; HaTowak
5,8 MMOb/N. X0NTEPOBCKOE MOHUTOPUPOBAHME apTeprab-
Horo gasnexus: rpynna “Non-Dipper”. CTabunbHas aptepu-
afibHasA rMNepTeH3mns B HoYHble Yacbl. KT ronoBHOro moara:
NPU3HaKK yrnybneHns KOHBEKCHUTaNbHbIX 60P034 F0JIOBHOMO
mo3ra. Spina bifida C1. SMT: npM3HaKu aKCOHaNbHOIO nopa-
YEHUS HOI MO MNOSIMHEBPUTUYECKOMY TUMY, AEMUENUHN3a-
uMs npaBoro Mmano6epLoBOro HepBa B AUCTalbHOM OTAe-
ne. 3KI: 30C HopmanbHaga. CuHycoBbIn puTm 100 ya/MuH.
HapylweHne npoBegeHUs No NpaBoOM HOXKe nyyKka [wuca.
HapyleHbl npoueccbl penonspu3anumnm no HUKHEW CTeH-
Ke. 39xo-KI: yBenuyeHa noNoOCTb N1€BOro Xenyaoyka.
CoKpaTuTtenbHaa cnocO6HOCTb MWOKapAa COXpaHeHa,
dB — 67%, NTK ¢ peryprutaumnen | ct. Y3 opraHos
OploWHOM nonocTu: auddy3Hble M3MEHEHUA NAPEHXUMbI
neyeHn, 3XOreHHOCTb MOBbILEHA B BUAMMbIX CErMeHTax,
CTPYKTypa ofgHoOpoAHas. B napeHxnume HUXKHEro nostoca
KMCTO3HOe o6pa3oBaHne 34X18 MM C NeperopoaoyHoOn
CTPYKTYpPOW BHYTpPH. Y3 WMTOBUAHOW M NapallnMToOBUAHOMN
)enes: npaeas gons o6bemMom 3,5 cm3. JleBasi ons 06b-
emoM 1,2 cm3. 06wmit o6bem goneit 4,7 cm3. KoHTypbI
4yeTKUe, POBHble, ogHopoaHasA. KoHcynbTaumnsa Bpaya aky-
lwepa-rmHeKosora: ocTpbli BarnHUT. NepBuYyHas ameHo-
pes. lMnonnasunsa maTtku | cteneHn. KoHcynbTaunsa Bpaya-
odTanbMonora: aHrmonaTusa ceT4aTkm, NCeBA03aCTONHbIN
OWCK 3puTenbHOro Hepsa. HavanbHasa anabeTtuyeckas
KaTapaKTa 060ux rnas.

BbiBoAbl. JleyeHne cMHapoMa HanpaBieHo Ha obnerye-
HWEe CUMMTOMOB M MOBbILEHME KavyeCcTBa 1U3HK. [poBoaunTCS
fledyeHne aHAOKPUHHbIX naTtosoruin (Cton N29, meTdopMuH
1000 mr 2 pasa B AeHb, aMapun 3 Mr yTpom, L-TUpOKCHH
(ayTnpokc 150 MKr), KoppeKuusa apTepuanbHOro aaBieHns
(aHananpun no 5 Mr 2 pasa B [A€Hb, KOHKOP 2,5 Mr yTpOM).
[MPOrHo3: MpPOAOMKMTENBHOCTb XWU3HW JocTuraer 60 ner.
CMepTb HacTynaeT u3-3a OC/IOXHEHWN, BbI3BAHHbIX OXMpe-
HMEeM, AeKOMMeHcauMen caxapHoro anaberta, 0OCTPYKTUB-
HOro anHo3 BO CHe, cepAeyvyHor HeLOoCTaTOYHOCTHU, NaTono-
rMK MOYeK.



CUHAPOM KOCTEJJ10

MaHyuyapsaH M.B., AnaBepasH 0.0, NanaH A.C., KogxaeBa A.P., U6GparumoBa [.H.
HayuHbi pyKoBoaguTenb: TypTn TaTbsiHa BnagumupoBHa, 4.M.H., npodeccop
®rAQY BO PoccHCKMI HaLMOHalbHbIM UCCNeaoBaTENbCKUN MEANLIMHCKUIA YHUBEPCHUTET UM. H.W. MNMuporosa

MwuHsapaBa Poccuun, MockBa, Poccus

AKTyanbHocTb. CuHApPOM KocTenno — 4pes3Bbl4alHO
pefKkoe reHeTnyeckoe 3aboneBaHWe C ayTOCOMHO-LOMMU-
HaHTHbIM MeXaHW3MOM HacliefoBaHus, CBA3aHHOe C MyTa-
umMen reHa HRAS Ha KoOpoTKOM nsedye 15-M XpOMOCOMBI.
PacnpocTtpaHeHHoCcTb 3aboneBanus: 1 cnyvyan Ha 24 mun-
JIMOHA HaceneHus, B MUpe 3aperncTpmposaHo okono 300
nauneHToB C JaHHbIM CMHAPOMOM. 3a nocnegHue 5 net
B ®rAY «HMUL, 3gopoBbs aeten» MuH3gpaBa Poccun gaH-
HbIM AMarHo3 Obln yCTaHOBNEH Y 5 aeTen.

Llenb AeMOHCTPaLUUM KAMHUYECKOro chayuas.
Ha6nioneHve peaxkoro cuHapoma Koctenno B KAMHUHECKOM
npaKTuKe.

OnucaHue KAUHUYECKOro cnayvas. [esoyka M.,
B 2,5 Mec BnepBble NOCTynuna B OTAeNeHWe MaTonoruu
paHHero 4eTCKoro Bo3pacra ¢ )anobamu Ha 3aTpyaHeHHOe
rnoTaHue, 3afepXKKy MNCMXOMOTOPHOIO PasBMTUS, HU3KUMN
POCT, MbIWEYHbIA TMNEPTOHYC, NapoKCM3MalibHble COCTON-
HWS BO CHe, HapyLlweHWe TEPMOPEryNALNUK, TOTaNbHbIN runep-
rmapo3. M3 aHamHe3a: pebGeHOK OT 2-i 6epeMeHHOCTH
(1-9 — Manb4uK, 340POB), NpoTeKaBllen Ha GOHe yrpo3bl
npepbiBaHUS, BblpaxKEHHOr0 TOKCMKO3a, C BbICOKUM A/L, npo-
TenHypuewn, oTekamu. Ha 26-11 Hel pa3BUIOCb OCTPOE MHO-
roBoaue, nojaydana crauuMoHapHoe neveHue. Poabl nytem
9KCTPEHHOro KecapeBa ceveHus Ha 38-i Hel, oTMevanochb
npexxaeBpeMeHHoe U3NUTUE OKOJSIONIOAHbIX BOS 3€1eHOro
uBeta. Macca Tena npu poxaenun 4480 1, aonnHa 50 cm,
oueHKka no wkane APGAR 6/7 6annoB. CocTosiHMe nochne
POXAEHUA TAXKENOE 3a CHET AblXxaTe/IbHON HeOCTAaTOYHOCTH,
MBJ1 no 4-x cyT *n3HW. Ha 2-e CyT XXU3HU AMarHocTMpoBaHa
acnupalmoHHas NHeBMOHMS. MuTaHne 30HA0BOE. Y pebeH-
Ka 3aperncTpmpoBaHbl MHOXECTBEHHbIE CTUrMbl 4U33MOPH-
oreHesa: MOBbIWEHHAA CKNaA4aToCTb KOXM, Aedopmauus
YWHbIX PaKoBWH, MaKpOrnoccus, WKpoKas nepeHocuua,
LUMPOKMUM HOC, TOHKME BOMOCHI, NO/HbIE MOTPECKaBLMecs
ry6bl, WWPOKME OGPOBM, TMNEPTENIOPU3M, 3IMUKAHT, OTCYT-
CcTBMe cocaTenbHoro pednekca, TPYAHOCTU NPU KOPMIIEHWH.
MpoBeaeHa KOHCyNbTaLKa reHeTuka. o peadynsratam mone-
KYNSiPHO-reHeTUYECKOro UCCNef0BaHNS BbisiBlleHa MyTaLums
reHa HRAS. JuarHoctupoBaH cuHapom Koctenno. C 10 mec
OTMeYaeTCcs HapacTaHWe MbllWeYHOro ToHyca. B 2 roga 6b1510

NPOBEAEHO yAa/leHUe MHOMXECTBEHHbIX NanuajioMm nepua-
Ha/lbHOW W BarMHalbHOM 061acTM.

B Bo3pacTte 4 net, B CBA3M C ractpoasodareanbHomn
pednioKCHOM 605e3Hblo, AedUUNTOM Beca, TPYAHOCTS-
MW MpPU KOPMAEHUKU, Gbina npoBedeHa ¢yHAOMNIMKALMS
no HucceHy, ycTaHoBMEHa ractpocToma ana obecneyeHus
afleKkBaTHOro nutaHus. MNpu ocMmoTpe B 5 NeT 3aperucTpmpo-
BaHbl: AePULNT GU3NYECKOT0 Pa3BUTHS (HUKE 3-T0 LLEHTUb-
HOro MHTEpBana), nanynea3Has Cbifb Ha NepegHen n 60KOBOM
noBepxHocTK 6eaep, MPamMOpPHOCTb, MOBbLILLIEHHANA CKaa4a-
TOCTb KOXMW, AedopMaLms YWHbIX PaKOBMH, MakpOorioccus,
LIMPOKaa MepeHocula, rMnepTenopmam, LWMPOKUE OGPOBMH,
TOHKME BOMOCHI, WMPOKUI HOC, MOJIHble MOTPECKAaBLUMECS
ry6ol. Pe3ynsrathl o6¢cnegosanms: OAK n OAM — 6e3 naTo-
normn. KoHcynbTauusa Kapauonora — runeptpoduyeckas
KapanomMuonaTtus; KOHCynbTauns Hedponora — HedppoKaib-
umMHo3. HCI — BeHTpuKynomeranmsa. MPT ronoBHOro mosra:
KapTUHa MNepUBEHTPUKYNAPHOW nenkonatun. C mMoMeHTa
yCTaHOB/IEHUS AMarHo3a pebeHoK HaxoanTcs noa Habnoae-
HMEeM neguaTpa M Apyrux cneunannctoB, PerynsipHo nony-
YaeT KypCbl BOCCTAHOBMWTE/NIbHOIO NeyeHus. [porpammbl
WHAMBUAYANIM3MPOBAHHOIO BOCCTAHOBUTENIbHOIO JieYeHus
BKJIlOYaNu: HabnaeHWe neavartpa, Kapauonora, Hedpo-
niora, HEBpoOJsiora; NUTaHWe B COOTBETCTBMM C PU3MOJIOMU-
YECKMMKU MNOTPEOHOCTAMM, KOMMIEKC peadbuInTaLMOHHbIX
Meponpuatun: Guanotepanua, NpuKiagHas KuHe3oTepa-
nusl, MexaHoTepanus, Maccax, rMMHacTUKa, Kypcbl 60Tyn-
HOTepanuu, MCUX0N0ro-neaarorM4ecKkoe ConpoBOXK/IEHME.
MpoBOAMMOE KOMIMIEKCHOE HABMIOAEHNE U NIEYEHUE MO3BO-
N9eT AOCTUYb MONIOKUTENBHON AMHAMUKK U CTabunusauuu
COCTOSIHUSA, KOHTPOJISI TEYEHUS 6GONE3HU, €€ OCTOKHEHUN.

BbiBoAbl. [IpUBEAEHHBIN KIMHWYECKUI CnyyYalh BBM-
[ly CBOEW peaKoCTu npeacTtaBiaseT Hay4YHO-NMPaKTUYECKUM
WHTEPEC AN HEOHATONOroB, NeaMaTpoB, HEBPOJOrOB, Kap-
avonoroB. [JaHHbl CMHAPOM TpebyeT Kak MOXHO 6osee
paHHen AMarHOCTUKMU, MPOBEAEHUS MOJNEKYNSapPHO-TeHe-
TUYECKOTO0 WCCNeAoBaHWA MPU HaNM4YMKM XapaKTEPHbIX
GEHOTMMUYECKNX MPU3HAKOB, Ha4Yana CUMNTOMATUYECKOTO
Nle4eHns, 4YTO yny4ywaeT MPOrHo3 M MOBblWaeT KayecTBO
YXU3HW NaLMEHTOB.

K/IMHUYECKUMU CNYHAU JEBOYKU C KOCTHLIMU JE®OPMALISMU

Ckop6uy 0.0., CaBueHKoO H.A.

HayuHbi pykoBoauTenb: ['yposuy Onibra BUKTOPOBHA, acCUCTEHT Kadeapbl rocnnTanbHOM U KIMHUYECKON

neagmatpun

®Ire0Y BO BopoHEKCKUI rocyaapCTBEHHbIN MEAWLMHCKUI YHMBepcuTeT uM. H.H. BypaeHko MuH3apaBa

Poccuun, BopoHexk, Pocecus

AKTyanbHOCTb. CuHAPOM PaHKOHM y AeTen Ha ceroj-
HSLIHWIA AEHb HE TepPSIET CBOEN aKTyabHOCTU B CBSI3MN C MHO-
roo6pasnem NpPUYnH, 0CO6EHHOCTAMM MEXaHU3Ma Pa3BUTHS
N TE€YEHUS ero KIMHWKO-1abopaTopHOro CUMNTOMOKOMMJIEK-
ca Npu HacneaCTBEHHbIX M NMPUOBPETEHHbIX 3a60/1EBAHUSX,
Cepbe3HbIM NMPOrHO30M. [laHHbIM CUHAPOM XapaKTepuayeT-
€Sl KNIMHWMKO-N1abopaTopHbIMKU U3MEHEHWUAMM, BKJIHOHAIOLWIM-
MU runodocPareMmMIYeCcKnn paxuT, NPOKCUMabHbIN KaHab-

LeBbIM TUNEPXIOPEMUYECKUN MeTaboNNYEeCKU auunaos,
rIOKO3YPHUI0, anbByMUHYPUIO, MPOTEUHYPMUIO.

Llenb peMOHCTpauUMU KIAMHUYECKOro ciayuas.
CuHapoMm @aHKOHM BCTpeYaeTcs KparHe pPefKo, AaHHble
0 PacnpocTPaHeHHOCTH OTCYTCTBYIOT.

OnucaHue KAMHUYECKOoro ciay4vas. [leBoyka, 4 neT,
poannacb OT 6 HOpMa/bHO NpoTeKatouwen 6epeMeHHOCTH,
poabl 6e3 naTtofsiorMn. HacneacTBeHHOCTb He OTArolleHa.
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KPATKUE COOBLUEHUSA

B 1-1 rog »u3Hu y pebeHKka oTMe4anacb pBoTa U NOAbeEMbI
Temnepatypbl Tena. Korga geBo4Yka Hadvana Xx0AuTb, MaTb
3ameTvna gedbopMaLmio HUKHUX KOHeYHocTen. Co 2-ro roga
U3HWM NOSIBUAKUCH Xaxkaa, nonnypus. B 2,5 roga o6patu-
nacb B NOMMKIMHKUKY B CBSI3U C Nporpeccupytolwen gedop-
MaLMen HUKHUX KOHEYHOCTEN. YCTaHOBNEH AMarHo3: paxur,
nony4ana sutamuH D 3000 ME B cyT. Mpn o6cnenoBaHnm
ambynatopHo B Bo3pacTe 3,5 roga (B 4acTHOM LEHTpe,
addeKTa OT Tepanuu He 6bl10) BbiBIEHBI UBMEHEHUS B KPO-
BW: noBbiweHune WP po 1844 EA/n, ACT — 80,4 EA/N,
ANNT — 109,1 EA/n; cHuxkeHne dpocpopa — 0,6 Mmonb/n,
ypoBHA 25(0H)D — 19,2 Hr/mn. B Moye BbISIBfiEHbI: NPO-
TenHypua ao 6 r/n, anb6ymuHypua — 150 mr/n, remarty-
pus — 5-7 n/3p, rmMoko3ypus — 56 mmonb/n. B 3,5 roga
(mapT 2019) obcnepgoBanacb B OTAeNeHWW Hedposoruu
BopoHexXcKon 06nacTHOM [AETCKOW KIIMHMYECKOW O6O0JIbHU-
ubl N°1 (BOAKB N°1), roe TakKe BbiiBNEHO CHUeHue pH
no 7,2, BE po 13,8 MMO/b/N, NOBbILEHWE YPOBHA TPaHC-
amuHas: AJIT — 199 EA/n, ACT — 223 E[l/n, N0 Aa@HHbIM
Y3 — yBenuyeHue pasmepoB MeyeHu. JuarHocTupoBaH
cuHapom @PaHKOHM, BEPOSATHO, MepPBUYHBLIN. B Tepanuio
Ha3Ha4yeH aKTUBHbIN MeTaboNnUT BUTamuHa D — KanbLUTpm-
on 0,5 mKr/c, renatonpotekTopbl. C 06.11.19 no 11.11.19
Haxoaunacb B Hedponornyeckom otaeneHnn BOAKB Noi.
Poct — 85 ¢cM (< 3 ueHTuns), macca — 11 Kr (< 3 ueHTuna).
OTmMeyvanuch gedopmanms rpyaHON KNETKU, BEPXHUX U HUXK-
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Ky3uHa C.P.

HUX KOHEeYHOCTEN. BMOXMMUYECKUI aHaNn3 KPOBU: CHUXKe-
Hue P — 0,6 mmonb/n, noBblilweHne Cl — 112 mmonb/n, yme-
peHHoe nosbilweHne ANIT — 53,4 EA/n, ACT — 61,7 EA/N.
Mo AaHHBIM KMCNOTHO-LWENOYHOIO COCTOSHMUSA KPOBKM OTMe-
Yyancsa KOMMEHCMPOBaHHbIN MeTaboaMYecKu aungos:
pH =173, pCO, — 36,4 mmHg, pO, — 32,9 mmHg, BE —
7,8 mmonb/n, cHCO3 — 17,4 mmonb/n. CK® no LWBapuy —
103 mMn/MuH. KNMHUYECKUIA aHanu3 MOYM: peakuums — 5,
6enok — 1,62 r/n, 1 — 300/mn, roKo3a — ++, 3p. — HeT.
Mpo6a 3uMHULUKOro — ya. Bec — 1024-1028, cyT. auy-
pe3 — 533 mn. [NoKo3a BO BCeX NOPLMAX MOYU. ANbOYMUH
Moun — 82,1 mr/n.

BbiBoabl. B nocnegHve rogbl cuHapoM PaHKoHM ABAseT-
cs NpeaMeTOM WMHTEHCUBHbIX MCCNefoBaHWM, Npexae BCero,
B 0651aCT1 reHeTuKK. Mpegnonaratot, 4To NPUHUHON NEPBUYHOIO
CUHAPOMa PaHKOHM ABASETCS NATON0MMS MUTOXOHAPWI B NPOK-
CMManbHOM oTgene HedpoHa C HapyweHWeM KoTpaHcropTe-
poB. Hepeako 3a6oneBaHne MMEET NPOrpeccHpyoLLmin xapak-
Tep C pa3BUTUEM XPOHWUYECKOM MOYEYHOM HEefOCTaTOYHOCTM.
[ns BbIABAEHWUSA NPUYMHBI cMHAPOMa PaHKOHM, WUCKIOYEHUS
BTOPUYHOIO BapuaHTa (LMCTUHO3, GPYKTO3EMUS, ranakTo3emMus
W Apyrve) Bce nauueHTbl JO/MKHbI ObiTb HanpaBieHbl Ha reHe-
TUYECKOE KOHCYNbTUpOBaHuWe. llocne KOHCynbTauuu reHeTuka
y Halemn 60/1bHOM Gblfa B35iTa KPOBb Ha onpeaesneHne BO3MOX-
HbIX FEHETUYECKMX MyTauui. lMocne nonyyeHus pesynbraTtoB
aHanM3a, BO3MOXHO, Tepanus 4eBOYKM OyaeT U3MeHeHa.

K/IMHUYECKOE HABTIOAEHUE NALUUEHTA C CUHAPOMOM AJIbIMOPTA

Hay4Hbi pyKoBoguTenb: PbivkoBa TaTbsiHa MBaHOBHA, K.M.H., OLLEHT
Coro3 Pre0y BO MoCKOBCKMIM rocyaapCTBEHHbIM MEANKO-CTOMATO/IOMMYECKUI YHUBEPCUTET

TeAuaTpoB
Poccun

AKTyanbHocTb. CvHapom AnbropTta (HacneACTBEHHbIN
HePPUT) — HEMMMYHHas reHeTUYECKN AETEPMUHUPOBAHHASN
rnomepynonatusi, 06ycnoBseHHaa MyTaunen reHoB, Koampy-
oKX KonnareH 4 tTuna 6a3anbHbix MeMOpaH. [posasaseTcs
remaTypuen, nNpoTeUHYpUeENR, MPOrpecCcUpyoLinmM CHUXKe-
HMEM NoYeyHbIX GYHKLUUK, NaTtonorMen cinyxa UM 3peHus.
CuHapoM AnbnopTa CAyXMT npuynMHon 1% Bcex clyy4aeB
XPOHUYECKOW NoYeYyHOM HefocTaTo4yHoCTU U 2,3% cnyvyaeB
NMOYEYHOMN TpaHcNaaHTaLm K.

Llenb gemMoHcTpauuu KauHUYecKoro cnydas. [10Bbl-
CUTb MHOOPMUPOBAHHOCTb CPEeAM Bpayen-neanaTpoB O Kiu-
HMYECKOM KapTMHe M crnocobax AMAarHOCTUKKM CUHApOMa
Anbnopra.

OnucaHue KAUHUYECKOoro cay4yas. Manbyuk, 16 ner,
rocnuTannM3npoBaH B AeTCKoe Hedponormyeckoe otaene-
HWe AN NNaHOBOro 06CNeA0BaHUsA U NeYEHNS C AIUTENb-
HOWM remMaTypuen HesiCHOro reHe3a B aHaMHe3e, No NoBoay
KOTOPOW roCcnUTanM3npoBasCa €XerogHo B npoduiabHoe
otaenexHue, HaymMHaa ¢ 2010 r. U3 aHamMHe3a M3BECTHO,
4TO remMaTypusi HOCUT NMEPCUCTUPYIOLLUIA XapaKTep, AOCTH-
rag 100 3puTpouMTOB B NONE 3pEHUA B 0OLWEM aHanuse
MOYM, MHOrAa COMpoBOXAanacb nenkouuTypuen po 20
B nosie 3peHus. PaHee 6blnM NpoBeAeHbl dKCKpeTopHas
yporpadus, MUKLUMOHHaA uucToypeTporpadus, LUMCTOCKO-
nus, CyTO4YHOE MOHUTOpPUPOBAHWE apTepuanbHOro gasle-
HUS NOCne BbIABAEHHOrO Ha Y3W no4yeKk ¢ AONIEPOBCKUM
nccnenoBaHMEM PETPOAOPTaNbHOIO PACMONOKEHNUS 1EBOK
noyeyHow BeHbl. [emaTypus pacueHuBanacb Kak npo-
SIBleHWE aHOMasibHOrO PAacCMOJSIOKEHWUS MOYEYHbIX COCY-

uMm. A.N. EBooknmoBa MuH3gpasa Poccun, MockBa, Poccus

[0B. JKCTpapeHanbHbIX NPOSBAEHUR He 6bi0. B TeyeHne
HECKONbKMUX NeT NPOBOANACSH MOHUTOPUHI aHaNN30B MOYMU.
BbisBneHo, 4to Ha dpoHe OPU c nogbemMom Temnepartypbl
Tena CTeneHn rematypum M MNPOTEUHYPUM BO3pacTau-
no 100-150 spuTpouuToB B nosne 3peHuan 1-2 r/cyt
COOTBETCTBEHHO M CHUXanUCb MNPU BbI3AOPOBAEHUN (4O
15 3puTPOLMTOB B MOSE 3PEHMS, MPOTEUHYPUU HE OTMe-
yanocb). OgHaKo BO BpeMs nocjiedHen rocnutanuaauuu
oTMeYeHa MaKkporemaTypus (nosBaeHne Moyun 6yporo, MyT-
HO-3€/1eHOr0 LBETa), YBEMYEHUE CTEMNEHU MPOTEUHYPUU
no 2,0-4,4 r/cyT (B CyTOYHbIX aHanM3ax mouyu). NMpu céope
aHaMHe3a Ha cebs o6paTuiM BHUMaHWE MPU3HAKKU CHMU-
EHUA chyxa, KOTopble MOAPOCTOK OTMeyaeT nocnegHue
6 mec. lNpu o6cnegoBaHuu B cTalMoOHape nauneHTa cypao-
NIOrOM AMarHocTMpoBaHa [BYCTOPOHHAA HEMpOCEHCOpPHas
TYroyxocTb 2 cTeneHu. Y oTua AuarHo3 HempoCEeHCOPHOWM
TYroyxocTu ycTtaHoBfAeH 3 rojga Hasdaph. Takum ob6pasom,
Obl/1 NPeAnosIoXKeH AMarHos «cuHaApom AnbrnopTar. Pe6eHoK
NPOKOHCYNbTUPOBAH OTOPUHONAPWUHIONOroM, obTanbmo-
NI0rom, NaToNiorMn He BbISBNEHO. B CBA3M C OTCYTCTBMEM
NONIOXKUTENBHON JUHAMWUKK Ha GOHE NPOBOAMMOW Tepanuu,
COXpaHeHWeM MakporemaTypuu U NPoTeUHypun 6bla0 Npu-
HATO pelleHue O BbIMOSIHEHUU HeGPOOBMONCUN C AMarHo-
CTUYECKON Lenblo, KoTopas 6biia NnpoBejeHa Yyepes 3 mec.
Mo pesynbTataM 3NEKTPOHHOM MWKPOCKOMWKU MOYEYHOro
6uonTaTta Oblna nojslydeHa KapTuHa paccnoeHus lamina
densa, 4TO COOTBETCTBYET HacfieCTBEHHOMW NaToNoruMu
KonnareHa 4 Tuna 6asanbHblXx MeMbpaH Wau CUHAPOMY
AnbnopTa. B HacToslwee BpeMsa pebeHOK 6bla HanpaBieH



Ha KOHCynbTalUWio K TeHeTuKy Anga nposegeHua mone-
KYNISPHO-rEHETUYECKOr0 UccnefoBaHns, 4To HeOBXOAMMO
ANd YTO4YHEeHUda AnarHo3a 1 nporHosa.

BbiBoabl. CHAPOM AnbrnopTa He ABNSeTCs O4eHb pea-
KOW naToJfiornen, ogHaKo YCTaHOB/IEHWE [uMarHo3a MOXeT
3aHuMMaTb rogbl U gaxke gecatunetns. CBoeBpeMeHHas ana-
FHOCTUKA, BK/lOYaLWas KaKk uccnegosaHne éuontara noy-

KM, TaK U MOJIEKYNSIPHO-TEeHETUYECKME METO/bl, MOHUTOPUHT
na6opaTopHbIX aHaNM30B, CTEMNEHU IKCTPapeHasbHbIX NPO-
AB/IEHWI, B T.4. OLIEHKa COCTOAHMA OPraHoB 3PEHUs 1 Cryxa,
JaHHble CEMEWNHOro aHamMHesa No3BOoMSIOT CBOEBPEMEHHO
YCTaHOBUTb [AMArHO3 M HasHa4YuTb HedPONpPOTEKTUBHYIO
Tepanuio ANa NpeaynpexaeHus XPOHWYECKON MoYeyHowm
HeoCTaToOYHOCTH.

KJIMHUYECKUW CNTYHAM TPYOHOI0O AUATHO3A:
FrEMOJINTUKO-YPEMUHECKHUU CUHAPOM Y PEBEHKA

lNynbkoBa E.B.

Hay4Hbi pyKoBoauTenb: BankoBa AnbbrHa AneKkcaHapoBHa, A.M.H., npodeccop
®Ire0y BO OpeHBYprckui rocyaapcTBEHHbIM MEAULIMHCKMI YHUBepcuTeT MuH3apaBa Poccuu,

OpeH6ypr, Poccus

AKTyaNbHOCTb. [EMO/IMTUKO-YPEMUYECKUIN CUHLPOM
(F'YC) aBnsieTcst OCHOBHOW MPUYMHOM OCTPOro NOBPEHKAEHUS
noyeky aeten, Tpedyowero B 50-70% cny4yaeB nposefne-
HUS 3amMecTUTeNIbHOM no4veyHoun Tepanuun (3MT). U3BecTHO,
yto y 70% peten, nepeHecwux TunmdHbin IYC, dyHKUMS
noyek BoccTaHaBnuBaetcs, y 5-20% popmupyeTcs XpoHu-
yeckas 60se3Hb noveK (XBI1) ¢ McxoaoM B TPaH3UTOPHYIO
XPOHUYECKYIO NMOYeYHYI0 HefoCcTaTo4YHOCTb (TXITH).

Llenb gemoHcTpauuum KAuMHU4YEcKoro cay4as. [Ipo-
BECTM aHan3 KAMHUMYECKOro cnyyvas TPyAHOro AuarHosa
reMoIMTUKO-YyPEMMUYECKOIO CUHAPOMa Y pebeHKa 8 ner.

OnucaHue KauMHU4YecKoro cnyvas. 06.10.19 nocne
NOrpewHoCcTM B AMETe (KMPHas nuuia) nosiBMIacb MHOMO-
KpaTHas pBoTa (N0 TUNy «KOopenHow rywmn»), abaoMuHab-
Hbl1 60IEBOV CUHAPOM, FrEMOKONUT, GebpunbHasa nuxopaa-
Ka. C paHHbIMM xanobamu 07.10.19 rocnutannsnpoBaH
B XMPYPrMYECKUM CTalMOHap C MOAO3PEHUEM Ha Keny-
[OYHO-KMLWEeYHoe KpoBOTeyeHue. B cTaumoHape 3adwuk-
CUpOBaHa onuroypusl, makporematypus. JlabopatopHble
naHHble: Hb — 29 r/n, Tpom6oumnTbl — 29 TbiC., MOYEBU-
Ha — 4,3 MMOAib/N, KpeaTuHnH — 116 mmonb/n, AT —
175 EQ/n, ACT — 377 EA/n. B xope OvHamu4ecKoro
HabNIOAEeHUA AMArHo3 OCTPOM XMPYPruYecKor naTonoruu
CHAT, pebeHOoK nepeBefeH B MHOEKUMOHHYIO OOJSIbHULLY.
BbisiBNneHO noBbilWeHWe ypoBHA MoYeBKHbI 40 10,5 MMonb/n,
KpeaTuHnHa — go 233,5 mmonbe/n, NAI — po 2914 E[/n.
[ns panbHeWwWwero ne4YeHns NepeBoanTCs B OTAENEHWE pea-
HUMauuun anga nposeaenns 3MT. CocTosHMe Npu nocTynne-
HUM OYEHb THMKENI0E 3a CYET CMMMTOMOB OCTPOr0 MOBPEX-
nenunsa nodvek (OMM): onurypusl, MHTOKCUKALMSA, KOXKHbIN
remMopparmyecKkmi CMHAPOM, oTeKU. B racTpoaHTeponorunye-
CKOM cTaTyce: A3blK Cyx0or, 06N0XeH rpa3Ho-6enbiM Hane-
TOM, XMBOT MSATKUK, yMEpeHHO 6O0JIe3HEHHbIM B MNapaym-
OWIMKaNbHOM 06NacTU, HUMKHWWA Kpan MevyeHu BbIiCTynaet
n3-noj Kpas npason pebepHon ayrn Ha 1,5 cM, reMOKo-
nutT. Mo4yeBunHa 18,8 Mmonb/n, KpeatnuHnH 610 mmonb/n,
TPOMOOLUTHI 28x109/n, Hb — 118 r/n, AT 105 E4/n,
ACT 116 E[/n, amnnaza kposu 125,0 E[/n, nunasa —
190,7 E4/n. B OAM — npotenHypus 0,43 r/n, mukporema-
Typus, nenkountypus. Y3M noyek: yBennyeHve pasMepoB

06€eux NoYeK, MOBbILWEHNE 3XOreHHOCTU MapeHXxuMbl. Y3U
neyeHn — yBennyeHue npasov gonu; Y3 nogxenygoyHomn
enesbl — MNOBbIWEHWE 3XOreHHOCTU NapeHXnMbl. Y pebeH-
Ka coxpaHsifiacb pBoTa, npoBeaeHa AIC — aBneHUs guc-
TanbHOro 3zodaruTa, ractpmta ¢ o4aroBov GONUKYNSAPHON
runepnnasuen CAn3ncTon Tena efyaka WM aHTpasibHOro
otaena, pednoKc-nunopuTa, ayogeHoractpanbHoro peod-
NIOKCa, NpoKcMmanbHoro ayoaeHuta. C auddepeHumanbHom
Lenblo npoBefAeHbl crneuuanbHble MeToAbl MCCefoBaHUs:
ADAMTS 13-114% — 60ne3Hb MolKoBuMLa UCKtoYeHa; AT
K Kapauvonunuuy IgM, IgG — oTpuuaTtenbHbln pe3ynbrat —
WUCKM0YEH aHTUdOoChONNNUAHBIN cuHAPOM; AT K 2-cnivpainb-
Hov HK — oTpuuartenbHbin pe3ynbrat — UcKaodeHa CKB.
YynTbiBasa KAMHUKO-aHaMHECTUYECKMEe [aHHble: 0CTpoe
Hayano C CUHAPOMA racTPO3HTEPOKOAMTA, MHTOKCUMKALIUK,
OWMHAMUKY KJIIMHUYECKOM KapTuUHbl — HapacTatowee OMM:
rMnepasoTemMusi, OT€YHbIM CUHAPOM, Pa3BUTUE ONIUTYPUM;
napak/jiuHM4YeCKMe AaHHble — MOYeBMHa A0 2,5 MMOnb/A,
KpeaTUHWH Jo 517 MKMonb/n; AaHHble Y3U novyek —
BbICTaBNEH AMArHo3: reMOSIMTUKO-YPEMUYECKUI CUHAPOM,
TUMUYHbBIN, aCCOLMMPOBAHHbIN ¢ Anapeen. OcTpoe novyevyHoe
noBpeXAeHne, onuroaHypuyeckas crtagus. OCnoXHeHue:
OCTpbIM MaHKpeaTuT. TOKCMYEeCKUM renaTtuT. AuctanbHbin
330darnT. PoNNUKYNAPHbIR racTpuT Tena M aHTpasbHOro
otaena. [yoaeHoractpanbHbin pedsitoKe. NpoKcuManbHbiv
4YOAEHMUT.

lNMpoBeneHo neyeHue: nnasmortepanus, 3MNT metTogom
remoamnanusa N°2, neputoHeanbHoro agvanunsda N°9, nepe-
NIMBaHWe 3pUTPOB3BECH, MapeHTepanbHoe nNuTaHue. B Teye-
Hue 10 gHen coxpaHsinacb onunroypus. JOCTUrHYT NONOXKMU-
TeNbHbIN 3D DEKT.

BbiBoabl. 0CO6EHHOCTBIO J@HHOMO KIMHUYECKOTrO ciyyas
ansetca passutue NYC y pebeHKa LWKOMbHOro BO3pacTa;
ne6toT 3a60/1EBAHUSA C KIIMHUYECKOW KapTUHbI OCTPOM XMPYpP-
rMYECKOW NaTo/IoOrnK; pasBUTUE ONIMrOaHYpPUYECKOW CTaguu
OlM Ha 2-e cyT 3aboneBaHus; rocnuTann3dauus pebeHka
B cneunann3MpoBaHHOe oTaefieHne Ha 3-u cyT 3aboneBa-
HWS; TPOMBOTUYECKAS MUMKPOAHIMONaTHUs HOCKIa CUCTEMHbIN
XapaKTep C Bblpa)KeHHbIM nopaxkeHnem opraHoB XKKT;, gau-
TENbHOCTb O/IMroaHypuyeckon ctagmum OMMM 10 cyT.
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