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X| Bcepoccunuckon KoHpepeHUuUuU
CTYAEHTOB U MOAOADBIX YUEHbIX

C MEeXAYHapOAHbIM yYyacTUEM
«lepnaTpuyeckKue UTeHUA»

Ot peaakummn: 12 pexabps 2025 r. coctoanacb XI Bcepoccuiickass KOHGEPEHLMA CTYAEHTOB M MOAOAbIX YYEHbIX C MeXAyHa-
poaHbIM yyactuem «MEAUATPUYECKUE YTEHWSA», nocBsilleHHaaA NamMAaTU BEAMKUX POCCUMCKUX YUYeHbIX-MeanaTpoB A.A. KOATbINKUHA,
A.A. Nebepesa, MN.A. NMoHomapesol, H.C. Kucaak. Meponpusatie NnpoBOAMAOCH B TMOpUAHOM dopmaTte Ha H6ase kadeppbl daKyAbTET-
CKOM neamMaTpmm MHCTUTYTa MaTepuHCTBa U AeTcTBa lporoBckoro YHMBepcuTeTa npy nopaepxke Coto3a nepnatpoB Poccuu.

Ha koHbepeHumto 6biIn0 nopaHo 147 3asBOK, M3 KOTOPbIX
46 npowAn B GUHaAbHbIN 3Tan.

B pamkax meponpusitua OblAM MPEACTaBAEHbl YCTHble
AOKAAAbI, @ Takxe nocTtepHas ceccusi. B xope KoHobepeH-
UMK ObIAM 3aCAyLLaHbl HayYHble paboTbl MO ABYM CEKLMAM:
«HayuHo-uccrepoBaTenbckrue pabotbl» U «MHTEPECHbIA KAK-
HUYECKUI CAyYal B MpakTMke Bpadva-nepuatpar. B kKoHoe-
PEHUMW MPUHAAU YyyacTUe CTYAEHTbl M MOAOAbIE YYEHble
13 ropopoB Poccun u 3apybexbsi: AcTpaxaHu, Bearopoaa,
EkatepuHbypra, KemepoBa, KpacHopapa, Kypcka, MuHcka,

MockBbl, HuxHero HoBropoaa, CaHkr1-MeTepbypra,
CapaHcka, CapatoBa, CmoneHcka, TallkeHTa, ToMcka,
LLISHBYXIHSA.

B yCcTHOW ceKummn nobeauTeAs MU CTaAM:

«HayuHo-UccAepoBaTeAbCKUE paboTbi»

I mecto — BaneHTuHa CepreeBHa AunuxuHa, AHHa
CepreesHa AoarononoBa, CTaHucAaB AMUTpreBHUY [eTMaHOB
(ctyaeHTtbl), PHUMY wum. H.WU. Muporosa (Muporosckui
YHuBepcuteT), . MockBa, «CpaBHUTEAbHAsA XapaKTepucTUKa
BHEKMLLUEYHbIX MPOABAEHWI BOCMAAUTEAbHbIX 3ab0AeBaHMI
KULIEUYHMKA B NEANATPUUECKON MPaKTUKE»;

Il mecto — AHactacusa AnekceeBHa CTpeAbHWKOBa, Mai
HupaneBHa Byaau (ctyaeHTtbl), PHUMY um. H.U. TMuporosa
(MuporoBckuit YHUBepCUTET), I. MockBa, YHuBepcuteT MIY-
MW, r. WaHbYK3Hb, Kutalickaa HapoaHaa Pecnybauka,
«A3PONAAMHOAOTMYECKUI MOHUTOPUHI KaK WMHCTPYMEHT AUG-
depeHUManbHON AMarHOCTUKM NMOAAMHO30B Y AETEN B YCAOBUSAX
meranoAuca (Ha npumepe r. LLISHbYWKIHSA)»;

Il mecto — Kamuna AbaypaivmoBHa LUomypapoBa,
HocupxoH Botna yram McmounnoB (CTyAeHTbl), TalUKEHTCKUK
rOCyA@PCTBEHHbIM MEAUUMHCKUIA YHUBEPCUTET, . TalLKEeHT,
Y36ekucTaH, «OUeHKa BAUSHUS CUCTEMHOWM KPACHOM BOAYAHKM
Ha NCUXO03MOLMOHAAbHOE COCTOSIHUE MOAPOCTKOBY;

«MAHTEepecHbI KAMHUYECKUW CAyyall B NpaKTUKe Bpaua-
neauartpa»

I mecto — AAbbUHaA AXxelixyHoBHa [ycelHoBa, AHHa
BraaumupoBHa 3onoueBckan, Bukropua CepreesHa
KnenukoBa, Mapbsim AraryceviH Kbi3bl Aneknepaun, Eav3aBeTta
HukutuuHa UabaLeHKo (ctyaeHTsl), PHUMY nm. H.U. Muporosa
(Muporosckuit  YHuBepcuteT), . MockBa, «OT CUHApOMa
MBemapka AO TpaHCMA@HTAUMW MEeYEeHU: AMArHOCTUYECKUI
AAOVPUHT AAS NaUMeHTa ¢ BUAMAPHON aTpe3neit»;

| mecto — AAnHa AnekceeBHa CtapHuK, Oabra MiBaHOBHa
LbiraHoBa, Hatanbs AnekcaHApOBHa M30ToBa (MOAOAbIE yue-
Hble), PHUMY um. H.W. NMuporosa (M1poroBckuii YHUBEPCUTET);
HWUW neamatpun n oxpaHbl 3p0poBbs aetert HKL, Ne2 OIBHY
«PHUX nm. akaa. B.B. MetpoBckoro», . MockBa, «KulleuHbIn
KaMyOASK: KakK MepBUYHBIN UMMYHOAEDULMUT MOXET CKPbl-
BaTbCA MOA MACKOW I3BEHHOIO KOAUTAY;

Il mecTo — Banepusa AHapeeBHa EBAOKMMOBa (CTYAEHTKA),
PHUMY um. H.U. MuporoBa (MMporoBcknini YHUBEPCUTET),
r. MockBa, «Peakoe MUTOXOHAPWaAbHOE 3aboAeBaHUE — CUH-
ApoM MupcoHa — y pebeHka;

Il mecto — KapuHa CepreeBHa 3u3tokMHa, Baapucnas
Nropesuy MaTtepui, ApuHa AreKcaHAPOBHa psidHOBaA (CTyAEH-
Tbl), PHUMY um. H.W. Muporosa (MMporoBckuii YHUBEPCUTET),
r. MockBa, «PaHHWE NPOSABAEHWS PEeAKOM GOpMbl aunaypun
CO 3HAKOMbIM Ha3BaHUEM;

Il mecto — Tatbsina CepreeBHa EropoBa (MoAoAOM yue-
Hbli), OBY3 «O6AaCTHOM KAMHUUYECKMIA NPOTUBOTYOEPKYAE3HbIM
amcnaHcep», . Kypck, «KAMHWYECKWMI CAyval, coueTatolmi
BPOXAEHHYIO aHOMaAMIO FPYAHOrO AMM®aTUUYECKOro NpoToka
N TyBEPKYAE3HYHO MHDEKLINION;

Il mecto — Buktopuss AnekcaHpapoBHa MoAvaHOBa,
BraaneH AnekcaHapoBuY MAOTHUKOB, AMUHAT CaanxbekoBHa
MaraHpanneBa, Caaur Tanex orabl daTyarnaeB (MOAOAbIE yuye-
Hble), PIBY «HMWL, CCX nm. A.H. bakyreBa»; HWUW neamatpum
1 oxpaHbl 3p0poBbsa pAetert HKLL Ne2 OTBHY «PHLX nm. akaa.
B.B. lMetpoBckoro», 1. MockBa, «MapLupyT NepecTpoeH: Kak
MEHAETCA TakTUKa Bpayva-neauatTpa nNpyv BEAEHWW MauMEHTOB
C CMHAPOMOM Buabsimcar;

Il mecto — Mapus CepreeBHa PyaHeBa, AHacTacusn
CepreeBHa MunocepaoBa (CTYAEHTKM), PHUMY
uMm. H.W. Muporosa (MuporoBckuin YHuBepcuteTt), r. MockBea,
«KAMHWYECKUI CAyYalt BPOXAEHHOTO HapPYLUEHWS TAMKO3UAW-
poBaHus TMNa 1A (CMHAPOMa JKakeHa) y ABYX CUOAMHIOB»;

Il mecto — TatbAHa AaAekceeBHa [yceBa, Ceprein
BrapumupoBuy  KysHeuoB (cTyaeHTbl), ®IB0Y BO TMUMY,
r. HwkHuM HoBropoa, «KAMHUYECKMI cAyyal CUHAPOMA
ANaXUAAS Y peBeHKa rpyAHOro Bo3pacTa;

Il mecto — 3puk KapeHoBuu LarvHaH, ArekcaHAp
HOpbeBuy Bbabko, Mapusa ApamoBHa XauaTypsiH, ApuHa
OscenoBHa OBcenaH (cTyaeHTbl), ®OFAOY BO PHUMY
uMm. H.W. Muporosa (MuporoBckuin YHMBEpPcUTET), . MoCKBa,
«KAMHWYECKUI CAyYalt ceMeNHOW CPpean3eMHOMOPCKOM AMXO-
paAKM C @yTOCOMHO-AOMUHAHTHBIM TUMOM HaCAEAOBaHUS»;
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MobeanTEAM NOCTEPHON CEKLMK:

«HayuHoO-UccAepoBaTeAbCKUE paboTbi»

I mecto — NaBen KOpbeBuY NAykbsaHuyK, MapmnHa OneroBHa
lpoxopeHkoBa, ®FAQY BO MMIMY um. U.M. CeueHoBa
(CeueHoBCKMI YHUBepcUTET), I. MockBa, «Poab BMOAOTMUECKON
Tepanuu B AeYeHun HGOoAe3HW KpoHa TOHKOW KULLKM Yy AETen:
aHaAM3 NabopaTopPHbIX U SHAOCKOMMUYECKMX AQHHbIX»;

Il mecto — EBreHuss HukonaesHa Tarywesa, ®Irb0Y BO
«HauMoHaAbHbBIM  MCCAEAOBATEAbCKMI  MOPAOBCKWUIA  rocCy-
AAPCTBEHHbIN yHMBepcuTeT uM. H.M. OrapeBa», . CapaHck,
«INEKTPODUINONOTMUECKE OCOBEHHOCTM MUOKapAa HOBOPOX-
AEHHbIX AeTeN, 3ayaTtblX METOAOM 3KCTPAKOPMNOPAAbBHOIO OMAO-
AOTBOPEHUSA»;

Il mecto — HurnHa AxaBAaHOBHa KaTttaxoaXxaesa,
TalWKEHTCKUIN TFOCYyAAPCTBEHHbBIN MEAMLMHCKUM YHUBEPCUTET,
TawkeHT, Y3bekucraH, «YAbTPAPUOAETOBbIN KPOCCAMHKWUHI
B A€YEHUWN KEPATOKOHYCA Y AETEW»;

Il mecto — Aptyp WMBaHoBUY XepebuoB, CBeTraHa
HukonaeBHa HukutuHa, ®IBOY BO KemIMY, r. Kemeposo,
«KAMHMKO-N@apakAMHWYECKME A@HHbIE HOBOPOXAEHHbIX, Nepe-
HeCLUMX aHTeHaTaAbHO KOHTakT COVID-19»;

Il mecto — Ayusa CwupaxyamHoBHa OwmapoBa, Mapwus
CepreeBHa PyaHeBa, AHactacua CepreeBHa MwunocepaoBa,
®rA0Y BO PHUMY wum. H.U. Muporoa (MMporoBckui
YHuBepcutet), r. MockBa, «BAUSIHUE COCTOSIHUA 3A0POBbS
Ha KOFHWTMBHbIE W TMCUXOAOTMYECKME OCOBEHHOCTU AeTeM,
POAMBLUMXCA C OYEHb HU3KOM U IKCTPEMAAbHO HU3KOW Macca-
MW Tenar»;

«MHTEepEeCHbI KAMHUYECKUI CAyuyal B NpaKTUKe Bpauya-
neauartpa»

I mecto — Atopmuna MuxavinoBHa Lyamko, ®TBOY BO
CUOUPCKUIA TOCYAAPCTBEHHbIA MEAULMHCKUMIA YHUBEPCUTET,
r. Tomck, «Tshkenan MeHUHroaHUedbaAuTuyeckas dopma kaelle-
BOro aHUedaAnTa y NOAPOCTKa»;

I mecto — 3JabBupa BaAuvecraBoBHa YebakoBa, AeHWUC
AnbbeptoBuY  Bypasii, Oner AHapeeBudy TypaHoB, CaBBa
AnekcaHapoBuy Aapuwies, ®TAOY BO PHUMY vum. H.U. Muporosa
(MuporoBckui YHuBepcuTeT), I. MockBa, «KAoUEBbIE TPYAHOCTH
AMArHOCTUKM 1 BEAEHUS NALMEHTOB C PEAKMM HAaCAEACTBEHHbIM
XOAECTa30M Ha NpumMmepe OAHOW CeEMbW»;

Il mecTo — Pumma AnekcaHapoBHa AemunpoBa, GIE0Y BO
AcTtpaxaHckuit TMY, 1. AcTpaxaHb, «Peapkoe reHeTuueckoe 3a6o-
AeBaHue. CuHapom Opbean»;

Il mecto — CaBBa AAekcaHApoBUY Aapuulles, IAbBMpPa
BauecnaBoBHa YebakoBa, AeHuc AnbbeptoBuy Bypaan, Oner
AHapeeBuy TypaHoB, ®FAOY BO PHUMY wm. H.U. Muporosa
(MnporoBckuii YHMBepcuTeT), I. MockBa, «AeduumuT AM30COoM-
HOWM KMCAOW AMMa3bl U BTOPUYHbINA remModaroumTapHbiid AMMO-
TMCTUOLMTO3: PEAKMI AYAT Y MAAAEHLA»;

Il mecto — AHactacus MabuHuuHa Boakosa, ®TBOY BO
CI'MY um. B.U. PasymoBckoro, r. CapatoB, «OcO6eHHOCTM Teve-
HWSA TPAH3UTOPHON MUACTEHUU Y HOBOPOXAEHHOIO»;

Il mecto — Oner AHapeeBuy TypaHoB, AeHuc AnbbepToBmY
Bypaann, CaBBa AAekcaHApOBMY  AapullieB, IAbBUpa
BsyecnaBoBHa Yebakosa, PrAOY BO PHUMY um. H.W. Muporosa
(MuporoBckuit YHUBepcHTET), I. MockBa, «<MMMyHHast MUMUKPUS:
AMMAHIUIKTa3Us Kak MPOTEUHTEPAIOLLAS UAAKO3USY.



Cekuusa «<HayuHo-uccanepoBaTenbCKue pabortbi»
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1 POCCUICKMIt HaLMOHaAbHbI UCCAEAOBATEABCKWI MEAMLIMHCKUI yHUBEPCUTET UM. H.W. Muporosa (MMporosckumi
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depepaums

Comparative Characteristics of Extra-intestinal Manifestations
of Inflammatory Bowel Diseases in Pediatric Practice

Valentina S. Lipikhina, Anna S. Dolgopolova, Stanislav D. Getmanov

Pirogov Russian National Research Medical University, Moscow, Russian Federation

AKTYyaAbHOCTb. AKTyaAbHOCTb PaboTbl 0OBACHAIOT BbICO-
Kasi pPacrnpoCTPaHEHHOCTb BHEKWLUEYHbIX MPOSABAEHWN BOC-
naAuMTEAbHbIX 3aboneBaHWI KulleyHuKa (B3K), BAusiHWME npo-
ABAEHUM OCHOBHOIO 3aboAeBaHWA Ha POCT U Pas3BUTUE AETEW,
AMArHOCTUYECKME CAOXHOCTU MPU HETUNUYHOM AebtoTe B3K.

Lilenb uccnepoBaHuA. AHaAM3 YaACTOTbl BCTPEYAEMOCTU pas-
AMYHbIX BHEKMLLEYHbIX MPOSIBAEHWI Y nauneHToB ¢ B3K B peT-
CKOM MONyAsiLMK, CPaBHEHWE PE3YALTaTOB C MCCAEAOBAHWEM
BO B3POCAOM MOMYAALMH.

MauueHTbl U MeToABI. [POBEAEH PETPOCNEKTUBHLIM aHa-
AU3 KAMHUYECKMX AAHHBIX KOTOpThbl, BKAOYaBLlwen 105 neava-
TPUYECKUX MALMEHTOB C BOCMAAUTEABHbIMU 3ab60AEBaAHWUAMM
kuweyHuka (B3K). CpaBHWUTEABHbIN @HAAM3 YaCTOTHbIX NMOKa3a-
TeAel C pesyAbTaTaMi UCCAEAOBAHUS BO B3POCAOM MOMYAALMM
(n = 1971) NpOBOAMACA C NMPUMEHEHUEM KPUTEPUS COrAacus
MupcoHa x2.

Pesyabratbl. Y 24 (22,9%) n3 105 naumMeHTOB MMEAOCH
no KparHeln mMepe OAHO BHeKuleuyHoe nposiBAeHne B3K,
y ABYX (1,9%) nauneHTOB AMArHOCTMPOBAHO MO 2 BHEKMLUEY-
HbIX MposiBAeHMA. Hanbonee uyacTto BCTpeyYaAnCb Mopaxe-
HUA OMOPHO-ABMUraTeAbHoro annapata (45,8% nauueHToB),
NPOSBASIOLLMECH apTPaArUsIMU B Ta300€APEHHbIX, KOAEHHbIX,
Ay4Y€3ansiCTHbIX CycTaBax, a TakXe HapyLUEeHUAMU UX GYHKLMK.
YacTo BCTpeuaancb renatonaHkpeatobuArapHble nopaxeHus
(37,5%), npoABASOLLMECH MEPBUUYHBIM CKAEPO3UPYIOLLUM
XOAAHTUTOM, XPOHUYECKUMMU MaHKpeaTUTaMu, HEAAKOTOAbHOWM
XMUPOBOWM BOAE3HBIO NeyeHU. NopaxeHuss KOXU U ee NpuaaT-
KOB (MEPUOPaAbHBIA U NEPUAHAABHBIA AEPMATUT, @aHTYASPHbIN

XeWAUT, adTO3HbIN cToMaTnT) coctaBuan 20,8%. MposBaeHUA
CO CTOPOHbI Mouek (AucmeTtabonnyeckass okcanatHas Hedpo-
natusa) coctaBuam 4,2%. OPTanbMOAOTUYECKME NPOSIBAEHWS,
yacTo AMarHoCTMpyemble Yy B3pPOCAbIX nauueHToB ¢ B3K,
B Halen BbiIbopke 3adUKCUMpPOBaHbl He OblAW. BHEKMLLEUHbIe
NPOSIBAEHUSA AMArHOCTMPOBaHbl A0 BepUOMKaLMKW AMArHosa
B3Ky 41,7% naumeHToB, nocAe Bepudukaumm —y 58,3% nauu-
€HTOB. [pU CpaBHEHUU MOAYUYEHHbIX PE3YALTATOB C AAHHbIMU
MUCCAEAOBaHUSA BO B3POCAOW MOMNYAALMW C MCMOAb30OBaHWEM
KPUTEPUS X2 BbIBAEHbI CTATUCTUUYECKM 3HAUMMbIE Pa3AWUUNA
B YaCToTe BCTPEUYAEMOCTU NMOPAXKEHMIH OMOPHO-ABUIATEABHOTO
annapara (x2 = 5,53; p < 0,05) 1 renatonaHkpeatobuAMap-
HbIX npoaBAeHuit (x2 = 11,4; p < 0,001). Pasanunsa B yactore
BCTPEUAEMOCTHU MOPaXEHWUH KOXM U ee MPUAATKOB (x2 = 2,32;
p > 0,05) cratMCTMYeCKM HEe3HauyMMbl, pPe3yAbTaTbl CAeAyeT
MHTEPNPETUPOBATb Kak OPMEHTUPOBOYHLIE, YKa3biBaloLLMEe
Ha BO3MOXHYH0, HO HE OKOHYaTEAbHO AOKa3aHHYH BO3PACTHYHO
crneunouky.

3akaroueHue. B peTckoi nonyaaumu npu B3K BHeKkuMLieu-
Hble MPOABAEHMA OTAMYAIOTCA OCOBEHHOCTAMM AOKaAM3aLmu
M 4YacToTon BCTpeyaeMocTU. [OoAyYeHHble HamMK pe3yAbTaTbl
AEMOHCTPUPYIOT BO3MOXHOCTb TeueHnss B3K noap mackoi nopa-
XEHWA renatonaHkpeatobUAMapHOM CUCTEMBI, UTO UMEET BOAb-
LOe 3HaYeHWe AN MEAMATPOB U Bpayen APYrux cneuuanbHo-
cTer. AN BEAEHUSA MauMeHToB ¢ AMarHo3om B3K u Haanunem
BHEKMLUEYHBIX NPOABAEHUI HEOOXOAMMbBI MYABTUAUCLIUIAMHAP-
Haa KOMaHAa CNeLManMCcTOB U NEPCOHAAU3UPOBAHHBIN MOAXOA
K BbIBOpY TepaneBTUUECKUX CTPATETUI.

Russian Pediatric Journal. 2025;6(4):163-187
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VNCKUI NeaAnaTPpUUECKUI XXypHaA.

Poccu



Short Report

KpaTtkue cooblieHusn

A3ponaAMHOAOrMYECKUU MOHUTOPUHT KaK UHCTPYMEHT
AMdPepeHUUnarbHOU AMArHOCTUKU NOAAMHO30B Y AeTeun
B YCAOBUAX MeranoAuca (Ha npumepe r. LLIsHbWK3IHA)

CrpenbHukoBa AHacTacus AnekceeBHal, Byaau Main HupanesHa?

HayuHble pyKOBOAMTEAM: \.M.H., Tpodeccop, akapeMuk PAH Hamasosa-bapaHoBa /\eiina CeiiMypoBHa?, K.6.H., AOLEHT

CesepoBa EneHa QpacToBHa3

1 Yuusepcuter MIY-MMW, LLsHbuxaHb, Kutaiickas HapoaHasa Pecrnybanka
2 POCCUICKMI HALMOHAAbHbINA MCCAEAOBATEALCKUIA MEAULIMHCKIUI YHUBEPCHTET M. H.W. Muporosa (MMpOoroscKuii

YHuBepcutet), MockBa, Poccuitickas Gepepaupmsa

3 MOCKOBCKMI1 TOCYAaPCTBEHHbIN YHUBEpPCHUTET M. M.B. AomoHocoBa, Mockea, Poccuiickas deaepaums

Aeropalinological Monitoring as a Tool for Differential Diagnosis
of Hay Fever in Children in a Megalopolis (Using the Example of Shenzhen)

Anastasia A. Strelnikova, May N. Buali

Shenzhen MSU-BIT University, Shenzhen, People’s Republic of China

Pirogov Russian National Research Medical University, Moscow, Russian Federation

AKTyanbHOCTb. BospacTtaHue uucnaa CAyvyaeB CE30HHbIX
ANEPruYecknx peakumin (MOAAMHO30B) CPeAn AeTel IBASeTCS
rnobanbHOV MPOBAEMON MeanaTpuu. ITMOAOTMYECKas CTPYK-
Typa MNOAAMHO3@ WMEET pernoHaAbHble OCOBeHHOCTU. Tak,
aHaAM3 PacnpocTpaHeHHOCTH ceHcubuamnsaumm y 240 peteit
B MockoBckor arnomepaumm B 2021-2023 . nokasaa, uto
nauueHTbl Hanbonee yacto ObiIAM CEHCMOUAM3UPOBAHBLI K KOM-
NMOHEHTaM MbIAbLEBbIX aAEPreHOB AepeBbeB — 65,8% (k bepe-
3e — 63,7%), B 1,5 pasda pexe — K aAnrepreHam MbliAbLbl
3AaKoBbIX TpaB — 42,6% (k TumodeeBke — 41,7%), elle pexe —
K annepreHam MblAbLbl COpHbIX TpaB — 35% (K MOAbIHM —
20,2%). B otAnumne ot 310ro, B tOXHbIX perMoHax Kutasa BbiCO-
Kasi BA@XHOCTb M crneuuduryeckoe bMopasHoobpasne co3patot
YHUKaAbHbIW, OTAUYHbIN OT CEBEPHbIX LWMPOT a3pOarepreHHbIN
$OH, a OTCYTCTBME CUCTEMHOIO MOHWUTOPUHIa 3aTpyAHAEeT pabo-
Ty NeAMaTpoB. KAMHMYECKas KapTuHa NPOSIBAEHWM MOAAMHO3a
y AETEN YACTO MaCKMpPyeTCs MOA PECNMPATOPHbIE UHEKLLUK, UTO
NMPUBOAMT K HA3HAYEHUIO HEKOPPEKTHOM Tepanuu v 3aAepXke
cTapta crneuuduyeckoro AeyeHus. CospaHue perrMoHanbHOro
KaneHAaps NbIAEHUS HEOOXOAMMO AASt CBOEBPEMEHHON SAUMMU-
HaLMOHHOM Tepanuu u auddepeHLManbHON AMArHOCTUKK.

LleAb uccnepoBaHuA. OxapakTtepr3oBaTb a3pONaAvHONOTM-
YECKUI CMEKTP BECEHHEro nepuoaa B r. LLUIaHbUYX3HE, BbIABUTbL
AOMWHUPYIOLLME BUABI U OLEHWUTb KOPPEAALMIO MEXAY NMUKaMU
NbIAEHUS U MOUCKOBOW AKTMBHOCTbIO HAaCeAEHWs MO BOMpPO-
caM aAeprMM Kak KOCBEHHbIM Mapkepam MaHudecTaumu
CUMNTOMOB.

MauneHTol U meToAbl. lVicCAepOBaHME MPOBOAMAOCH
¢ 27 ¢deBpand no 30 uioHA 2024 r. B painioHe AyHraH
(r. WaHbux3Hb). CH0p asapobronornyeckmx obpasLoB OCyLLECT-
BASIANCA TPaBUMETPUUYECKMM METOAOM (MbiAbLIEBas AOBYLUKA
C aAresvBHbIM NOKPbITUEM) Ha BbicoTe 35 M. MaeHTuduKkauma
MbIAbLbI NMPOBOAMAGCH METOAOM CBETOBOWM MUKPOCKOMWU (yBe-
AmyeHne x100-400) ¢ MCNOAb30BaHWMEM CO3AAHHOW pede-

peHCHOM 6a3bl AaHHbIX, BKAOYatoulen 44 BuMA@ NOKAAbHbIX
pacteHun. B kayecTBe WHCTPyMEHTA OLEHKU KAMHWYECKOM
AKTYaAbHOCTM NMPOBEAEH aHaAWM3 AMHAMWKM MOWMCKOBBIX 3anpo-
COB Ha naatpopme Baidu no KAKOYEBBIM CAOBaM «MOAAMHO3Y,
«MblAbLA», «CE30HHAA aAAEpPrHs», OTPaxatolwmii 06eCcrnoKoeH-
HOCTb HaCeAeHUsi CUMNTOMaMMU.

Pe3yabratbl. VpeHTMOUUMPOBAHO 36 MbIAbLEBbLIX TUMOB.
AOMUHUPYIOWMMK  ABASIKOTCA  ApeBeCHble pacTeHusa (83%
ot obuwero cnekrtpa): Pinus (30%), Euphorbiaceae (21%)
n Cupressaceae (7%). MNblAbLia TPABAHUCTbIX PACTEHUIM COCTaB-
Aset 5% OT CyMMapHOro COAepXaHusA MblAbLbl, AOMWUHUPYET
Poaceae (4%). MuK nbineHna 3adUKCMPOBaH B NEPUOA C KOHLA
deBpand no KoHel, mapta. ConoctaBAeHME AAHHbBIX MOHWTO-
puvHra ¢ akTMBHOCTBbIO MHTEPHET-3aMpOCOB BbIABUAO BPEMEH-
HOM CABM: MUK MOMCKa MHOOPMALMK O CUMMTOMAaXxX COXPaHAACA
AO KOHLI@ anpenst, Toraa Kak KOHLEHTPaLMS MblAbLbl CHUXaAaCb
yXXe B KOHLLe MapTa. ITO PaCcXOXAEHUE CBUAETEALCTBYET O TPYA-
HOCTAX AMdPdEepeHLMANbHON AMATHOCTUKK: POAUTEAU U MALMEH-
Tbl YaCTO NyTAKOT OCTATOYHbIE CMMMTOMbI BUPYCHbIX MHOEKLMI
C annepruen uam, HaobopoT, MPUHUMAIOT AANEPTUYECKUIA PUHKUT
3a 3aTAXHYIO MPOCTyAy, UTO MOATBEPXAAET HEOBXOAMMOCTb
BHEAPEHUSI TOUHbIX KaneHAAPEN MbIAEHUSI B MEAUATPUUECKYHO
NPaKTUKY.

3aknaoueHue. BbiIBAEHHOE AOMWMHWPOBAHWE MbIAbLbI
COCHbI, MOAOYaMHbIX, KMMAPUCOBbLIX W 3NAKOB B BECEHHWM
nepuoa B LL3HbYKIHE CyLWECTBEHHO OTAMYAETCS OT ChekTpa
CeHCUBMAM3aLMU B YMEPEHHbIX LWKMPOTax, YTO yKasbiBaeT
Ha HeobXOAMMOCTb apanTaumy NaHeAen AN CKPUHKMHTa AeTen
C aTonuen NOA KOHKPETHbIM pernoH. HecoBnapeHwe nuKoB
NbIAEHUS 1M 06LLECTBEHHOW O0BECMOKOEHHOCTH CUMMTOMaMMU
NoAYEPKMBAET BaXHOCTb NPOCBETUTEALCKOM PaboThbl U AOCTYM-
HOCTW A@HHbIX MOHWMTOPWHTa AASl MEAMATPOB, YTO MO3BOAWT
MWUHUMU3UPOBATb AMArHOCTMYECKWE OLIMOKM M ONTUMM3UPO-
BaTb CPOKM Ha3HauyeHusa 6a3ncHoM Tepanmmu npu NOAAMHO3ax.



OueHKa BAMAHUA CUCTEMHOM KpaCHOﬁ BOAYAQHKH
Ha NCUXOMOLMHUOHaAbHO€E COCTOAHUE NOAPOCTKOB

LomypapoBa Kamunaa AbaypaiumoBHa, Ucmounos Hocup)koH BOoTUA yran
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Assessment of the Effect of Systemic Lupus Erythematosus
on the Psychoemotional State of Adolescents

Kamila A. Shomuradova, Nosirzhon B. Ismoilov
Tashkent State Medical University, Tashkent, Uzbekistan

AkTyanbHOCTb. CricTeMHas KpacHas BonuaHka (CKB) y noa-
POCTKOB 4aCTO CONPOBOXAAETCA HapPyLUEHUAMM NCUXOIMOLMO-
HaAbHOIO COCTOSIHMSA, BAUSIOLLMMU Ha TeueHne 3aboneBaHus.

Lienb uccnepoBaHusa. M13yumntb ypoBEHb M 0COOEHHOCTU NPO-
ABAEHUS AEMPECCUBHBIX CUMMTOMOB Y AEBYLUEK-MOAPOCTKOB
¢ CKB pa3AMyHOM CcTeneHu TAXECTU C UCMOAb30BaHWEM apan-
TMPOBaHHOIO onpocHWka PHQ-9A.

MaumeHTbl U MeToabl. ObcrepoBaHbl 25 MOAPOCTKOB
14-18 net ¢ CKB 1 25 ycnOBHO 3A0POBbIX CBEPCTHUKOB.
MprUMeHsIAMCE METOABI BapnaLMOHHON CTAaTUCTUKK C ONPEAENe-
HUEM CPEAHUX BEAUUYMH W MPOLIEHTHOTO pacrnpeAeneHuUs.

PesyabTatbl. CpepHuWit BO3pacT nauUMEHTOB COCTaBWMA
16,4 + 1,2 ropa, AAMTEABHOCTb BoAe3HM — 2,8 + 1,1 ropa.
Hanbonee uyactble nposBaeHusA: apTput — 47%, pepmaTtut —
35%, anoneunss — 15%, kapamnt — 20%, TpomboumuToneHUs —
30%, ntonyc-Hedput — 45%, noanopraHHoe nopaxeHune — 30%.
Mo wkane PHQ-9A MUHMMAaAbHblE MPOSBAEHUS AENPECCUM
(0-4 6anna) otmeueHbl y 10,5%, nerkue (5-9 6annoB) —
y 15,8%, ymepeHHble (10-14) — y 15,8%. boree MOAOBUHbI
NMOAPOCTKOB MUMEAU MPU3HAKU YMEPEHHO TSXXEAOM U TAXKENOM
penpeccun (15-21 6ann): y 37% — yMEPEHHO TAXeAble,
y 21% — TAXeAble cumnTombl. [pu Atonyc-Heppute Aenpec-
CUBHbIE MNPOSABAEHUSI OTMevanucb y Bcex (100%), cpeaHwi

6ann coctaBua 18,9. Cpean HUX yMEepeHHasa Aenpeccus BbisiB-
neHa y 55,6%, taxenas — y 33,3%. lNpu rematorormyeckmnx
M BUCLEPAAbHbIX OCAOXHEHMAX 3HaueHns PHQ-9A aocturanm
20-22 6annoB; npu TpomboumToneHmn — 19. Y nauneHtos 6e3
BblPaXEHHbIX CUCTEMHbIX HapylweHun — 6-16 6annos. lMpu
ANMTEABHOCTM 3aboneBaHMA 2-3 ropa CPeAHU MokasaTeAb
coctaBuA 14,2 6anna: Aerkas aenpeccus —y 33,3%, BblpaxeH-
Haa —y 33,3%, Txenana —y 16,7%. Mpu TeueHnmn > 3 AeT cpea-
HUM Bann — 16,1; Taxenasn aenpeccuss — y 37,5%. OTmeueHa
npsamMasn 3aBUCUMOCTb BblPaXXEHHOCTU AENPECCUBHBIX CUMMTO-
MOB OT AAMTEABHOCTU 3aboneBaHMA. Y HepaBHO 3ab0AEBLLMX
ypoBeHb aenpeccun BapbupoBan oT 10 po 16 6annoB (yme-
peHHas cteneHb). B rpynne 3A0p0BbiX MOAPOCTKOB NOKa3aTeAun
6bIAK HUXE: 28% — 3-5 6annos, 44% — 6-10, 20% — 11-12,
8% — 14-15 6annos.

3aknaoueHnue. Y noppoctkos ¢ CKB BbisBAE€HA 3aBMCMMOCTb
BblpaXXEHHOCTU AEMPECCHUBHbIX CUMMNTOMOB OT TSXXECTU U AAKU-
TeAbHOCTU 6one3HU. Haubonee BbicokMe 3HauyeHuss PHQ-9A
HabAOAAAUCH NPU AtOMYC-HEDPUTE, MOAMOPraHHOM MopaXXeHUK
M TeueHun > 3 AeT. Y HepaBHO 3a60AEBLLMX OTMEYAACA IMOLIMO-
HaAbHbIV AUCTPECC Kak peakumsa Ha AMarHo3. MoAyyeHHble AaH-
Hble MOATBEPXAAT HEOOXOAMMOCTb MCUXOAOTMYECKOTO COMpPO-
BOXAEHUA NoAPOCTKOB ¢ CKB Hapsay ¢ Tepanuen.
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B NPpaKTUKe Bpava-nepvartpa»

OT cuHapoma MBemapka AO TPaHCNAAHTALUMU NMEUYEHMU:
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From Ivemark Syndrome to Liver Transplantation: a Diagnostic Maze
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AKTyanbHOCTb. BuanapHan atpesuns (BA) — peakoe 3abo-
AEBaHWE, XapaKTepU3YIOLLEECA MPOrPECCUPYIOLLEN XEATYXON,
axoAvel CTyAa W renatoMerasvien, npuBOAALLEE K LMPPO3y
neyeHn 1 NeYeHoYHoM HepocTaTouHOCTH. YacToTa BA cocTaBas-
eT 1 Ha 10-18 TbiC. HOBOPOXAEHHbIX, Npu 3ToM B 20% cAyyaeB
BbIABAAIOTCS CUHAPOMaAbHblE GOPMbI C CONYTCTBYHOLLIMMWU aHO-
MaAMAMU Pa3BUTUSA, UTO YCAOXKHAET AMArHOCTUKY W yXyAluaeT
NpOrHoa3.

Llenb uccnepoBaHua. OnucaHWe KAMHUYECKOTO CAy4as
CUHAPOMaAbHOM GopMbl BA y MAaAeHLa € YCreLHO NPpoBEAEH-
HOW TpaHCNAaHTaUMEN NEYEHMN.

MauneHTbl U MeToAbl. [1POBEAEH PETPOCMNEKTUBHbIN
aHaAu3 uctopun 6oAe3HW naumeHTkn C. KM3yuyeHbl AaHHble
HEOHaTaAbHOrO0 MepUoAa, pPe3yAbTaTbl MHCTPYMEHTAAbHbIX
1 AabopPaTOPHbIX UCCAEAOBaAHWI, FEHETUYECKMX TECTOB M MOCAE-
onepaLmoHHOro HabAAEHHS.

PesyabTaTtbl. M3 aHamHe3a 3aboneBaHWA WM3BECTHO, 4TO
Ha 2-e CyT XM3HW OTMEeYaAnCb HeOHaTaAbHas XEeATyXa, axoAus
cTyna. NabopaTopHo: rMnepbuAMpybUHEMUS (KOHBIOTMPOBaH-
HbIM 6UAMPYOUH (KB) — A0 34,5 MKMOAbL/A) 1 NOBbILLEHWE YPOOU-
AMHOreHa B moue. lpu yAbTpa3ByKOBOM UCCAEAOBaHUM OPraHoOB
6ptoHor nonoctv (Y3U OBIM) BbiBAEHbI NPaBOPACMNOAOXKEH-
HbI XEAYAOK, MOAUCTIAEHUS, CPEAVHHOE PACMOAOXKEHWE NEYEHH.
IxoKapanorpadua: BTOPUUHbIN AeDEKT MEXNPEACEPAHOM Nepe-
ropoAkn. B AMHaMuke — 3ckanauusi KAMHUKO-AabopaTopHOM
KapTUHbI 3aboAeBaHUs: renatocnAeHoOMeranusi, MKTepPUYHOCTb
KOXM U CAM3WCTbIX 060ONOYEK, CUHAPOM LMTOAM3A U XOAecTasa
(anaHMHaMUHOTpaHcdepasa (AAT), acnaprataMuHoTpaHcdhepa-
3a (ACT) — po 5 Hopwm; noBbleHne Kb, LienouHon docdaTassbl
(LL®), ramma-raytamuatpaHcdepasbl ([TT)). PebeHky anarHo-
CTMpOBaH cUHAPOM KMBemapka. MOAHOreHOMHOe U 3K30MHOoe

CEKBEHWPOBAHWE He BbISBUAM NATOrEHHbIX BapWaHTOB.
AoobcaepoBaHWE MO MOBOAY MOPAXEHUsI MEeYeHW He NPOBO-
AMAOCb, Ha3HauyeHa Tepanusa YPCOAE30KCMXOAEBOM KWMCAOTOMN.
HecmoTpss Ha npoBoAMMYHO Tepanuto, HabAoaaAacb OTpuULa-
TeAbHas AMHaMukKa. B 6 mec pebeHOK rocnutaAM3vpoBaH
B PepepanbHbli LEHTP. MpyM 0CMOTPEe — BblpaXeHHasn renato-
CMAEHOMEraAusa U UKTEPUUYHOCTb KOXHbIX MOKPOBOB U BUAMMbIX
CAM3UCTBIX 0B6oAOYEK. NabopaTopHO: aHeEMMUSA (reMOrAObWMH —
91 r/A) 1 noBbileHWe KoHUeHTpauui KB, ITT, LL®, AAT n ACT.
Y3N OBl — aAndOy3Hble M3MEHEHUSA MAaPEHXMMbl MEYEHM,
TMNONAA3WA XeAYHoro nysbipsa. dubpoanactomeTpus: F4 (ump-
po3) no wkane METAVIR. 330¢aroractpoAyoAEHOCKONUS: Bapu-
KO3HOE pacClUMpeHne BeH nueBoAa | cteneHu, ManbpoTtaums
XeAnyaka 1M 12-nepcTHOM KUWKKU. MarHWTHO-pe3oHaHcHasa (MP)
ToMorpadusa: HEemnoAHbI Situs inversus (AeBoe MNOAOXEHUe
neyeHu, npasoe — XeAyaka). MP-xonaHrnonaHkpeartorpadpus:
KOHTPaCTUPOBAHWE XXEAYHOro My3bipA MNpU HEBWU3YaAU3UpPY-
€eMbIX BHYTPUMEUYEHOUHbIX MNpoTokax. PebeHky ObiA BbiCTaB-
AEH 3aKAHOUMTEAbHbIN KAMHWUYECKWMI AMarHos: «LlMppos neue-
HW B UCXOAe OMAMApHOM aTpesuu, CybKOMMEeHCUPOBaHHbIN
(Child-Pugh 8 6annoB, kaacc B) ¢ noptanbHOM runepTeH3ne».
B 7 mec 9 aHel npoBeAeHa TpaHCMAAHTaUMSA CermMeHTa neye-
HW OT POACTBEHHOrO AOHOpa. locAeonepauroHHbIA NepUoA
npotlen 6e3 0CAOXHEHUI. HaszHaueHa NOXW3HEHHaA MMMYHO-
cynpeccuBHas Tepanus. MporHo3 3aboreBaHUsi OTHOCUTEABLHO
6AaronpUATHbIN.

3akaoueHue. BA ocTaeTca OAHOWM M3 BeAylMX MPUYUMH
XONeCTa3a Yy HOBOPOXAEHHbIX. CBOEBpEeMEHHOE BbIABAEHWE
BA, KOMMNAEKCHbIA MYABTUAUCLMNAMHAPHbBIA MOAXOA U ONTUMMU-
3aUMA AMArHOCTUYECKMX MapLUPYTOB KPUTUUYECKU BaXHbl AAA
MOBbILEHUS BbKMBAEMOCTU U KaueCTBa XU3HU NaLUEeHTOB.
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AKTyanbHOCTb. [lepBuyHble MMMyHoAeduumTbl (MUA) —
HaCAeACTBEHHble 3ab0AeBaHUs, CBSiI3aHHble C HapylleHWEM
bYHKUMOHUPOBAHUS MMMYHHOM CUCTEMBI, BCAEACTBME Yero
MOBbILLIAETCA BOCMPUUMUMBOCTE K MHOEKUMAM M PUCK pas-
BUTUA ayTOMMMYHHbIX W ayTOBOCMAAMTEAbHbIX MPOLECCOB.
Y peTelt NposiBAEHUSI pa3HOOOpasHbl: OT YacCTbIX TSHKEAbIX
MHOEKLMI A0 NpeobrapaHus deHoTUna MMMYHHOW AMcpery-
Aumn. Ocobble TPYAHOCTM BO3HMKatOT, koraa MUA nmutnpyet
BOCNaAuTeAbHble 3aboAeBaHus kuwedHuka (B3K), Hanpumep
A3BEHHbIN KOAMT (FK). 3anopo3putb MUA no3BoaseT naoxon
OTBET Ha CTAHAQPTHYIO MAM YCUAEHHYIO Tepanuto B3K. Owmnbku
B TAKTUKE AEYEHWA BEAYT K OCAOXKHEHUSAM U YXYALLAIOT MPOrHO3,
yto Tpebyet obazaTenbHOro uckatoueHus NMUA y aeten ¢ B3K-
NOAOBHBIMW COCTOAHUAMM.

Lenb uccnepoBaHuA. [PeACTaBUTb KAMHUYECKUIA CAyYal
nauneHTkn ¢ MUA — XpOHUUYECKOW rpaHyAeMaTo3HOM BOAE3HbIO
(XTB), npoTekaBLUen Noa Mackon AK.

MauueHTbl U MeToAbl. 3a60AeBaHME y NaLMEHTKH P. pebto-
TMPOBaNO B 6 AET C PasBUTUA TEMOKOAUTA Ha GOHE AMXOPaAKMU.
Mo mMecTy XWTeAbCTBA AMArHOCTMPOBAH MHAEKLMOHHbIN 3HTe-
POKOAUT, NMPOBeAeHa aHTUbaKTepuanbHaa Tepanus ¢ KPaTko-
BPEMEHHbIM 3ddekToM. B 6 AeT 2 mMeC MOBTOPHO rOCMNUTaAKU-
3MpoBaHa C COXPaHSIOWENCA CUMNTOMATUKOM. o AaHHbIM
konoHOckonuKu (KC) anarHoCTMpoBaH ToTaAbHbIM FK, Ha3Haue-
Hbl Npenapat 5-aMUHOCAAMLMAOBOIN KUCAOTbI U CUCTEMHbIE TALO-
KokopTnkouAbl (I'K), opAHaKO coxpaHsinacb BbICOKAA aKTMBHOCTb
3aboneBaHuA. B TeueHne 1,5 AeT OTMEYaAAOCb HEMPEPbLIBHO-
peuvanBupytoee TeyeHme AK € yacTbiMM CPEAHETSXKEABIMU
U TAXKEAbIMU aTakaMu. NabopaTopHO-MHCTPYMEHTAAbHbIE UCCAE-
AOBaHUA He MPOTUMBOPEYUMAM AMarHosy FK: rematorormyeckue
rnoKasaTeAu OTpaXaAu BOCMAAEHWE W XeAe30AedUUMT, npu
KC — AeBOCTOPOHHEE NOpaxeHue TOACTOM KULLIKK. [IpoBOAMAACH
3TanHas MMMYHOCYNpPeCcCHMBHanA Tepanua: cucteMHble MK (npea-

HU30AOH, METUATNIPEAHU3OAOH), TUOMYPHUHbI (a3aTUONPUH), UHTU-
6utopbl TNF-0 (MHPAMKCMMAB) ¢ ackanaumen pAo3bl A0 10 mr/kr
NMPU HU3KOW OCTAaTOYHOM KOHLEHTPALMKW, aHTUMHTETPUH (BEAO-
AM3ymab). Mpu 3TOM coxpaHsaAacb BbICOKAs akTMBHOCTb AK
C HebAaronpusATHOM 3HAOCKOMUYECKOW AMHaMUKOW. C yyeTom
pedpakTepHOro TeuyeHUs NPOBEAEH ABYKpaTHbiM BURST-TecT,
BbISIBUBLUWI BbIPAXEHHOE CHUXEHWE OKUCAMTEABHOM @KTMBHO-
CTW TPaHYAOLMTOB, YTO CBUAETEABCTBOBAAO O BbICOKOM BEPOAT-
Hoctn XI'b. MauneHTKa nepeBeapeHa B CneuManM3vpoBaHHbIN
LIEHTP, rAe NPOBEAEHA KOPPEKLUMA Tepanuu U Hayata NoAroToB-
Ka K aAAOTEHHOM TpaHCNA@HTaLMM KOCTHOTO Mo3ra.

Pesyabtatbl. KAMHUYECKUI CAyYal AEMOHCTPUPYET Teye-
Hue MWA ¢ B3K-nopobHbiM deHotTMnom. B ocHoBe natore-
Hes3a XIb — HapylweHWe NpoAYKUMKW daroumMtaMmyv akTMBHbIX
$OpM KUCAOPOAA, NMPUBOAALLEE K HEIDDEKTUBHOMY darouu-
TO3y 1 06pa3oBaHMIO rpaHyaeM. Ha paHHMX 3Tanax rpaHyne-
MaTo3HOe BOCMaAeHUEe B KULLIEYHUKE MOXET pacLeHWBaTbCA
KaK Khaccuyeckue MposBAEHWS WHOEKLMOHHOrO npouecca.
B panbHenLweM ann3oabl AMXOPaAKKU C AMAperHbIM U/MAK KOAW-
TUYECKUM CUHAPOMOM Y NauUMEHTOB, UMetoLLMX deHoTun B3K-
nopobHoro 3aboreBaHUsA, MOTYT TPAKTOBATLCA kak 060CTpeEHUA
B3K. PaHHee Hauyano, HenpepbIBHO-PELMANBUPYIOLLMI XapakK-
Tep TeyeHus 3aboneBaHWA U PE3UCTEHTHOCTb K Tepanun B3K
y NauneHTkn P. cTanM noBoAOM AAA UCKAoueHusA TTUA.

3akatouenue. Aebrot MNA MOXeT nNpor3onTv B AOOOM
BO3pacTe W MPOSIBAATLCA NOA pPasHbIMWU MackaMu, Hanpumep
kak AK. AaHHbIN KAMHUYECKUI CAyYal MOKa3biBaeT, YTo Mpu
paHHEM Hauyane, TAXEAOM TeyeHuu, pedpakrepHocTu B3K
HeobxoAMMa HaCTOPOXEHHOCTb B OTHoleHun MUA. B naaH
obcAeAOBaHMA HEOBXOAMMO BKAKOYATb KOHCYABTALMIO MMMY-
HOAOTa M CNeuuanM3MpoBaHHbIe MMMYHOAOTMYECKUE TeCTbl.
PaHHee BbiaBAeHWe TMNA NO3BOASET CKOPPEKTUPOBATL Aeve-
HWE M YAYYLIUTb MPOTHO3.
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A Rare Mitochondrial Disease — Pearson Syndrome — in a Child
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AKTyanbHoCTb. CuHpapom [lupcoHa (CM) — peakoe
(< 1 Ha 1 MAH HOBOPOXAEHHbIX) MOAUCUCTEMHOE FrEHETUYECKOE
3aboneBaHWe, A€ MEePBUYHBIM MATOrEHETUYECKUM 3BEHOM
ABASIETCS CMOpaAMyeckas MyTaumsa — AeAeLMss UAW AYMAUKa-
uma — mutoxoHapranbHon AHK (MTAHK). CIM 06b14HO MaHKbe-
CTUPYET B FPYAHOM BO3pacTe M XapaKTepusyeTca nopaxeHnem
CUCTEMbI KDOBETBOPEHUS, HEAOCTATOYHOCTBIO GYHKLMIA NeYeHu
N MOAXKEAYAOUHOM XeAe3bl. B BOAbLIMHCTBE ONUCAHHbIX B AUTE-
paType CAyyaeB NEPBbIM KAMHUYECKUM MPOSBAEHUEM SIBASIET-
€A @aHEMUSI PA3AMYHOM CTEMEHU TAXKECTHU.

Llenb uccnepoBaHusa. OnucaHve naumeHta A. ¢ paHHewn
anarHoctukon CI1 (Bo3pacT naumMeHta Ha MOMEHT yCTaHOBAe-
HUA AMarHoda — 2 Mec).

MauueHTbl U MeToAbl. Manbumk A., 2 mec 16 aAHen (paTa
poxaenus: 15.06.2025). PebeHok OT BTOpow 6epemMeHHOCTH,
npotekaBLlen Ha GOoHe apTepuanbHOW runepteHsun u OPBU
(ocTpoW pecnupaTtopHor BUPYCHOM MHbeKUMK) BO |l TpumecTpe
y Matepu. Poabl onepatuBHble Ha 37- Hep C MpPeakAaMm-
cvent. OueHka no wkane APGAR — 8/9 6aanoB. Macca Teaa
npu poxaeHmn — 2850 r, aaMHa — 48 cM. Ha 2-e cyT XU3HM
BblIBA€Ha aHemusa (remMornobuvH — 90 r/A), notpeboBaBLas
remoTpaHcoy3un. B Bo3pacte 1 mec B ambyraTOpHOM aHa-
AM3€ KPOBM — HapacTatowas naHuutoneHus; pebeHok Obia
rocnutaansmposaH B Mopososckyto AIKb. Mpu noctynaeHuu
AMArHOCTMpOBaHa TPEXPOCTKOBaA LMTOMEHUS: TMnopereHepa-
TOpHasi HOPMOXPOMHAaA HOpMoUMTapHaa aHemusa | crenexu
(remornobuH — 91 /A, aputpoumntel — 2,81 MAH/MKA), TPOM-
6ouutonenusa (115 TbiC./MKA), AerkoneHus (4,46 TbiC./MKA).
B aHanm3ax nepudepuyeckoin KpoBu Takxe O6bIAn0 0BHapyxe-
HO MOBbIWeEHWEe YPOBHSA Aaktata (5,3 MMoab/A). [poBeaeHo
KOMMAEKCHOE 0OCAepOBaHWE AAA BepUOMKALMKM NMPUYMHBI

naHumToneHun. Mo pesyabTaTaM UCKAKOUEHBI OCTPbIV AEMKO3,
reMOAUTUYECKME LUTOMNEHUWU, TPOMOOTUUECKME MWKPOAHTMO-
natmn, MHOEKLMOHHO-MHAYLMPOBAHHAA LMTONEHUS. YunTbiBas
BO3pacT Ae6t0Ta LMTONEHWU, TMMOKAETOYHOCTb KOCTHOTO MO3ra,
OTCYTCTBME OTBETA HA MPOTMBOAHEMUYECKYD Tepanuto, Hbina
3anop03peHa BPOXAEHHass KOCTHOMO3roBas HEAOCTATOYHOCTb.
Mo pesyAabTaTaM MOAEKYASIPHO-TEHETUUYECKOTO WMCCAEAOBAHMUSA
(nonck KpynHbix aeneunit MTAHK metopom MUP (noanmepas-
Hasa uenHasa peakuus)) obHapyxeHa aeneuns MTAHK npumep-
Ho 5000 n.H. B rOMOMNAA3MUYECKOM COCTOSIHWUM, BbIAEAEHHON
M3 KAETOK KPOBM M MOYEBOrO OCapka. Y nauueHTa MOATBEpPX-
AEH CMHAPOM [MnpcoHa.

Pesyabrathbl. Y nauveHTa AMArHOCTMPOBAH PEAKWUIA BPOX-
AeHHbIR Cl, accounmnpoBaHHbIn ¢ poeneupeinn MTAHK. Matonorus
XapaKTepuayeTcsi NPOrpPeccupyolen UMTONEHWEN, HapyLLEeH!-
eM meTaboAn3Ma U BbICOKMM PUCKOM MOAMOPTaHHbIX OCAOX-
HeHui. Okono 50% nauueHToB ¢ Cl He A0xMBatOT A0 3-4 AeT.
JTUOTPOMHOW 1 NATOreHETUYECKOM Tepanunm AaHHOro 3aboneBa-
HWA He pa3paboTaHo; AeyeHne — cuMmnTomaTuyeckoe. PebeHok
HY)XXAQETCHA B MYABTUAMCLIMIAMHAPHOM MOAXOAE M ODOPMAEHMU
nanAvaTMBHOrO cTaTyca.

3akntoueHue. AaHHbIN CAyvya MOAYEPKUMBAET BaXHOCTb
LeneHanpaBAEHHOTO TEHETUYECKOro 06CAeAOBaHWA NpW paH-
Hel pedpakTepHOM NaHUMTOMEHUU AAA BEPUUKALMK MUTO-
XOHAPWAAbBHOW NatoAormun. Mpu AMArHOCTMKE AOAXKHA@ HacTo-
paxuBaTb runepaakratemMusi. PekoMeHAOBaHO: HabAloaeHWe
y neavatpa, reMaTtonora, reHeTMka U 3HAOKPUHOAOTE; MpUeM
bGOAMEBOW KUCAOTbI M NPENapaToB XeAe3a; PEeryAsipHbli KOH-
TPOAb AabopaTOPHbIX NOKa3aTeAEN; IKCTPEHHAs! rocnuTaAmM3a-
UMSA MPU CHUXEHUKU reMorAobuHa Huxe 80 /A u/vuan Tpombo-
UMTOB < 25 ThIC./MKA, @ TaKXe MPU NOSBAEHWU KPOBOTEYEHUIA.
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Congenital Anomaly of the Thoracic Lymph Duct and Tuberculosis Infection:

Case Report

Tatiana S. Egorova
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AKTYyaAbHOCTb. BpOXAEHHbIE aHOMaAWK TPYAHOTO AMMba-
TMUYECKOTrO NPOTOKa NPEACTaBASAIOT COBOM peakue, HO cepbes-
Hble naToAoruu, Tpebytolwme BHUMATEABHOTO MOAXOAA K AMa-
FHOCTUKE U AEYEHUIO.

Llenb uccnepoBaHuA. PaHHee BbISIBAEHWME MOXET 3Hauu-
TEABHO YAYYLLWUTb KQYeCTBO XM3HU, CHU3WUTb PUCK OCAOXKHEHMUI
W pa3BUTUA MHOEKLMOHHBIX 3a00AEBAHWI, K KOTOPBIM MMEETCA
NpPeAPacnoOAOXEHHOCTb U3-3a HapyLUEHUST ADEHAXHON GYHKLMK
AMMbaTUYECKON CUCTEMBI.

MauuneHTbl U MeToAbl. ONMCaHUE KAMHUYECKOTO CAy4Yas.
AeBouka A., 12 AeT, 6biAa HanpaBAeHa Ha KOHCYAbTALMIO
K GTM3NaTPy B CBSA3M C BMNEPBbIE BbISBAEHHON MOAOXMUTEABHOM
peakuven Ha npoby ¢ arnnepreHoM TyBepKyAe3HbIM pekombu-
HaHTHbIM.

PesyabtaTtbl. M3 aHamHesa: nepeHeceHHble 3aboneBa-
HMA — BHEOOABHMYHAA ABYCTOPOHHAS MHEBMOHUS, OCAOXKHEH-
Has NPaBOCTOPOHHWUM 3KCCYAQTMBHbLIM MAEBPUTOM, MOCTBaK-
LUMHaAbHbIM 3HaK nocae BakumMHaumm BCG-M — 4 MM, KOHTaKT
C 60AbHbIM TYOEpPKYA€30M He YCTaHOBAEH. [pu nepBUYHOM
KOMMbIOTEPHOM TOMOrpadum (KT) BbISBAEHO: Ha rpaHuue S5/8
npaBoOro AErkoro KanbUmHaT 2 MM; cAeBa B S1 MArkoTkaHHas
ovyaroBas TeHb AMAMETPOM 5 MM C LEHTPAAbHO PaCMNOAOXKEH-
HbIM KaAbLUMHATOM; B MpaBOW MAEBPAAbHOM MOAOCTU BbIMOT,
TOALLMHOM cAofl A0 15 MM, C ABYX CTOPOH MNAEBPaAbHble
cnavku, B AMMGaTUYECKUX Y3Nax CripaBa MEAKUE BKAOUYEHUS
KanbLMA. BbIA yCTAHOBAEH KAMHUYECKUI AMArHo3: «llepBUYHbIN
Ty6EepPKYAE3HbI KOMMAEKC CAEBA, OCAOXHEHHbI NPaBOCTOPOH-

HUM OCYMKOB@HHbIM 3KCCYAATMBHbIM MNAEBPUTOM, MBT (-)».
MpoBeAeH KOHTPOAMPYEMbIN KYPC AEUYEHUS B PEXMME AeKap-
CTBEHHO-YYBCTBUTEABHOTO TyBEpKyAE3a, N0 OKOHYAHUKN KOTOPO-
ro oTMevyanacb NMOAOXMUTEAbHAS KAMHWKO-PEHTrEHOAOrMYecKas
AMHamMuKka. [pyn ouyepeaHOM KOHTPOAbHOM KT-uccaepoBaHum
yepes 12 mec oTMevyanacb oTpuUaTEAbHAs AMHAMWKa B BUAE
NOABAEHUS XXMAKOCTHOTO COAEPXMMOrO B A€BOM MAEBPAAbHOM
NMoAoCTU. lMpu UCCAepOBaHUMM MAEBPAAbHOIO BbINOTa: MNPO-
6a PvBaAbTbl — MOAOXMTEABHASRA; AeMKOUMTbl — 27 000/MKA,
aputpounTbl — 120 000/MKA, reMOrnobuH — 21 1/A; apeHo-
3MHAe3aMuHa3a — 25,8 EA/A; KMCAOTOYCTOMYMBbLIE MWKPO-
OopraHuM3Mbl — oOTpuLaTeAbHO. PebeHoK ObiA HanpaBAeH
Ha rocnutaAmM3aumio B POCCUMICKYIO AETCKYD KAMHUYECKYHD
60AbHULY — duanan OTAOY BO PHUMY um. H.U. Muporosa,
rAE€ NOCAE BbIMOAHEHUS MAarHUTHO-PE30HAHCHON AMMbOrpadun
6blAa@ BbIIBAEHA BPOXAEHHAsA aHOMaAWA (pacluvpeHue) rpya-
HOro NPOTOKA, OCAOXXHEHHAA XMAE3HbIM BbIMOTOM. B nAaHOBOM
nopsiAke PEKOMEHAOBAHO onepaTMBHOE AeUYeHWE B BUAE Nepe-
BSI3KM MPYAHOrO NPOTOKa.

3akatoueHue. TakrM 06pa3oMm, Ty6epKyAe3 U BPOXKAEHHbIE
aHOMaAUKU TPYAHOTO AMMGATUYECKOrO MPOTOKa MPEACTABASIHOT
€c060M COYETaHHYIO NaTOAOT IO, KoTopas TPeByeT KOMMAEKCHOTO
noAxoAa. BaxHO yunTbiBaTb HE TOABKO MHPEKLIMOHHYHO MPUPOAY
TybepKyAne3a, HO U BO3MOXHble aHaTOMUYECKNE U GUIUONOTU-
yeckne 0COBEHHOCTU MaUMEHTOB. ITO NMOMOXET B paspaboTke
b6onee IGPEKTUBHbBIX CTPATEMMIM AMArHOCTUKKU, A€YEHWUSI U MPO-
OUNaKTUKK 3aB0ONEBAHUN.
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PaHHUe npoABAeHUA peAKOﬁ dopmbl aumaAypumu coO 3HaKOMbIM
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Early Manifestations of a Rare Form of Aciduria with a Familiar Name

Karina S. Zizyukina, Vladislav I. Materiy, Arina A. Gryaznova

Pirogov Russian National Research Medical University, Moscow, Russian Federation

AkTyanbHOCTb. D-2-rnappokcuraytapoBas aumaypus Il tuna
(D-2-TTA; OMIM #613657) — peakoe HelpomeTaboanueckoe
HapylleHuWe, CBfi3aHHOe C MyTauumen B reHe IDH2, koau-
PYIOLLEM MUTOXOHAPWAABHBIN GEPMEHT U30UMTPATAErMAPO-
reHady. HakonaeHue 2-rMApOKCUrAyTapata MNpUBOAUT K pas-
BUTUIO HEBPOAOTUYECKUX U ODTaAbMOANOTMYECKMX HaPYLLUEHWH,
MbILUEYHON TMMOTOHWUM, 3aAEPXKKE HEPBHO-MCUXMUYECKOTO pas-
BUTUSA, CYAOPOXHOM aKTUBHOCTU U KapAMOMMONATUN.

Lienb uccrepoBaHuA. NpeAcTaBAEHWUE PAHHKX MPOSBAEHUN,
ocobeHHoCTel TeueHus 3aboneBaHuA y pebeHka ¢ D-2-TTA.

MauueHTbl U MeToAbl. B xope HanwucaHus pabotbl Hbiav
NpoBeAEHbl HaBAIOAEHWE KAMHUYECKOTO CAyYasi U PETPOCMEK-
TUBHbIN aHaAn3 nuctopmmn 6oae3Hn Manburka I. MpoBeaeH Tak-
X€ aHaAM3 COBPEMEHHOM 3apybexHOM AuTepaTypbl.

Pe3yabtratbl. Manbuuk I., OT nepBov 6GepeMeHHOCTH,
nepBbiXx POAOB. Poabl Ha 41- Hep rectaumMmM C MeKOHWaAb-
HOM acnupauven. Macca npu poxaeHnn — 2950 r, aamHa
Tena — 50 CM, OKPYXXHOCTb FOAOBbI U TpyAu — 34 CM, OLEHKa
no wkane APGAR — 6/7 6annoB. Mpu poxapeHun ocoboro
BHUMaHWA 3acAyxuBana AMdOY3Haa MbllleyHas TMNOTOHMSA
B pamMKax CMHAPOMa «BAAOTO pebeHka», UTo ObIAO pacLeHe-
HO Kak MepuHaTanbHOE MOpaXeHWe LEHTPaAbHOW HEPBHOM
cuctembl (LLHC). Takxe y pebeHka onpeaensiAucb eAMHUYHbIE
CTUIMbl  AM3MOPOOreHesa, BKAIOYAOLWME HU3KOPACMONOXKEH-
Hbl€ AUCMAACTUYHbIE YLLUHbIE PAKOBUHbI, LUMPOKYIO CMIMHKY HOCa
W 3MUKaHT. HeoHaTanbHbIM WM AyAMOAOTMUYECKUM CKPUHWMHIU
oTpuuaTenbHble. CnycTst 2 HEA AeYEHUS MAAbUYMK ObIA BbiMMCaH
noA HabAtoAEHME y4aCcTKOBOrO neamMaTpa U HeBpoaora. B 3 mec
Oblna BbISIBAEHA 4acTWyHaa atpodus 3pPUTEAbHOro HepBsa.
B 6,5 mec Ha dpoHe TeueHUs OCTPOM pecnupaTopHON BUPYCHOM
MHOEKUMM C MnoBblWEHWEM TemnepaTypbl Tena po 37,8 °C
pa3BUACA OuAATEPaAbHbI TOHWKO-KAOHWMYECKWUI MPUCTYM.

PebeHKy ObIA NMPOBEAEH LUMPOKWUI CMEKTP AMArHOCTMUYECKMX
meponpuatrin. Ocoboro BHUMaHUS 3acCAYXMBaAW MOBbILLIEHWE
cepAeyHbIXx BMOMapKepoB: TPOMOHWH | — 97,3 nr/mMA (Hopma
0-10 nr/ma), HaTpuiypeTuyeckuin nentup — 8171 Hr/ma
(Hopma 18-125 Hr/MA). 110 A@HHBIM MarHMTHO-PE30HAHCHOM
TOoMOrpadun onpeaenanncb Auddy3Haa AeMKOAUCTPOOUS nepu-
BEHTPUKYASIPHOTO M TAybokoro 6enoro BellecTBa OOAbLIMX
NoAyLIapuii M MO3Xeuka, CUMMETPUYHbBIE YYACTKM LIUTOTOK-
CUYECKOro oTeka B BAEAHOM Luape, pacliMpeHue Hapy>KHbIX
W BHYTPEHHWX AMKBOPHbIX MPOCTPAHCTB. MpoBeAeHHas IAek-
TpoaHuedanorpadusa dukcMpoBana PErMOHAALHYIO 3MUAENTU-
HGOPMHYIO aKTUBHOCTb. Onpeaenanach AMAATaLMOHHAA KapAWo-
MUONaTHA, MPUBEALLIAS K CHUXKEHMIO GpaKLmu BbiIBpoca A€BOrO
XeAyAouKa no Tewxoably M no CumncoHy Ao 31 n 32% coort-
BETCTBEHHO. [lyTeM ra3oBoi xpomatorpadumn o6pasuLos Mouu
pebeHka obHapyxeHa NoBblWEHHAA KOHUEHTPALUMA 2-TUAPOK-
CUTAYTapOBOM KMCAOTBI. 10 pe3yAbTatam NOAHO3IK30MHOIO CEK-
BEHWPOBaHMA B 3K30He 4 reHa IDH2 BbiABAEHa HYKAEOTUA-
Has 3ameHa chr15-90631934-C-T: NM_002168.3:c.419G>A
(p.Arg140Gn) B reTepo3nroTHOM COCTOsIHWMK. Y pebeHka bbina
noarsepxaeHa D-2-ITA. Mo pesyabtaTaM CEMEWHOIO KOHCYAb-
TUPOBAHWA YCTAHOBAEHO BO3HWKHOBEHWE MyTauuu de novo.
Manbunk HabAoAAETCS MYABTUAMCLUMNAMHAPHOW KOMaHAOM,
noceLLaet peabUAMTaLMOHHBIN LEHTP, pa3BUBatoOLLME 3aHATHUA
C AOTONeAOM, AeDEKTOAOTOM.

3akntoueHune. B HeoHaTtanbHOM nepuoase D-2-TTA moxet
Ae6IOTMPOBATL C CUHAPOMA «BSIAOTO pebeHKa», KOTOPbIN valle
pacLeHUBaEeTCA Kak NOCAEACTBUS MEPUHATAABHOIO NOPaXeHus
LHC. KomMnAekc MbIWEYHOM TMMOTOHUKU, CTUIM AM33IMOpPUO-
reHesa, KapAMOMMONaTUK, TAA3HbIX aHOMaAMM W HEWPOBMU3Y-
AAU3ALMOHHBIX M3MEHEHUHM, MaHUOECTUPYIOWMX C PaHHEro
MA@AEHYECKOIO BO3pacTa, NO3BOAAET 3aNoA03puTb D-2-TA.
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Alagille Syndrome in an Infant: Case Report

Tatiana A. Guseva, Sergey V. Kuznetsov
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AkTtyanbHOCTb. CuHAPOM Anaxunans (CA) — peakoe MyAbTU-
CUCTEMHOE ayTOCOMHO-AOMWHAHTHOe 3aboneBaHWe, Bbl3BaH-
Hoe mMyTauuamu B reHax JAGL vam NOTCH2, ¢ BepyLUMM KAK-
HUYECKUM NPOABAEHWEM B BUAE XONECTATMUECKOIO CUHAPOMA.
PaHHUIN pebtoT, nporpeccupytollee TeyeHue 3aboreBaHMA
06YCAOBAMBALIOT PAHHIO MHBAAMAM3ALMIO NMALMEHTOB.

Lienb uccnepoBaHUA. [peACTaBUTbL KAMHUKO-AABOpaTopHbIe
nposiBAeHus CA 'y pebeHka rpyaHoOro Bospacrta.

MauueHTbl U MeToAbl. V3yyeHa ucTopuss BOAE3HU Manb-
unka E., 2 mec, ¢ CA, npoaHaAM3MpoBaHbl akylIEpPCKO-
6MONOTMYECKUI, TEHEANOTUYECKMI aHaMHe3, aHaMHe3 3abo-
AEBaHUS.

Pesyabratbl. Manbuunk E., 2 mec, oT yeTBepTon 6epemeH-
HOCTU, TPETbUX CPOYHBIX POAOB. Macca Tena Npu POXAEHUN —
3280, poct — 51 cm, oueHka no wkane APGAR — 8/9 6annoB.
HeoHaTaAbHbI CKPUHUHT 6e3 naToAorMu. [eHeanormyeckui
aHamHe3 He oTaroweH. C 3-ro AHS XM3HU OTMEYEHbl XeA-
Tyxa, TNOBbllEHWEe YypOBHA obwero 6uanpybuHa (OB)
A0 196,3 MKMOAb/A, npAMoV dpakumun buanpybuHa (Mb) —
6onee 50%. AMOYAGTOPHO MOAyYaA YPCOAE30KCUXONEBYHO KMC-
noty (YAXK) 10 mr/kr/cyT. Yepes 3 Hea yxyAlleHue COCTOAHUSA
B BMAE HapacTaHua XeATyxu. PebeHOK rocnutanM3npoBaH
B cTaumoHap. OObEKTUBHO: UKTEPUUYHOCTb KOXWM U CAMBKCTbIX
060A0YEK C 3eNeHOBATbIM OTTEHKOM. OcobeHHOCTU deHoTvna:
HaBWCalOWMUN A0D, TOHKWMIM HOC, YMAOLLEHHas MnepeHocuua,
rAybOKO nocaXeHHble TAa3a, Y3KM MOoABOPOAOK. AbIxaHWe
Ny3pUABHOE, XPUMOB HET, YacToTa AbIXaTEAbHbIX ABWMXEHUA —
40/MUH. TpaHULbl OTHOCUTEABHOM TynoCTU Cepala He n3me-
HEHbl, CEPAEYHbIE TOHbl SICHbIE, PUTMUYHbIE, CUCTOAMYECKMI
LYM, YacToTa CepAeUHbIX cokpaleHun — 140 ya./MUH. XXusot
MSATKMI, neyeHb +2,5 cM, cene3eHka He nanbnupyetcsi. CTyA
Ma3eBWAHbI, CBETAO-XEATbIN, MOYa TEMHaS.

NabopaTopHO: OTHOCUTEABHbI MOHOLMTO3, aHEMUA AETKOM
ctenenn Taxectu. Ob — 114 mkmonb/A, NB — 89 MKMOAb/A,

acnapratamunHoTpaHcdepasa (ACT) — 315 Ea/A, anaHUHAMKHO-
TpaHcdepasa (AAT) — 156 Ea/A, naktataermaporeHasa (AAN —
397 Ea/A, ramma-rayTamuatpaHcdepasa (ITT) — 324 Ea/a,
wenoyHas docdartasa (LLP) — 1306 Ep/aA, avcavnvpemus,
rMNONPOTEMHEMMUS, TUNEepAaKTaTemMus. Koarynorpamma: yBe-
AMYEHWEe aKTUBUPOBAHHOIO YaCTUYHOro TPOMOOMAACTUUECKOTO
BpemeHu A0 35,8 ¢, CHWxeHue ¢ubpuHoreHa Ao 1,64 r/A.
Mo AaHHBIM YABTPA3BYKOBOrO MccaepoBaHus (Y3U) 6proLwu-
HOW TMOAOCTW: renaTtoMeranus, MNOBbILLIEHWE 3XOTE€HHOCTU
neyeHu, CNAEHOMEraAusi, AaHHbIX 3a aTpe3uto BHEMeuvyeHou-
HbIX XEAYHbIX MmyTer HeT. Y3WU cepala: OTKpbITOe OBaAbHOE
OKHO. OdTaAbMOCKOMUS: aHTMOMNaTMs CeTyaTkn O0OOMX TAa3.
o A@HHbIM GEPMEHTHOIO aHaAM3a UCKAOUEHbI BOAE3HB lolLLe,
Momne, ranakTo3emus, AeOGULMT AUBOCOMHOM KUCAOW AMMNa3bl.
Mo pesynbtataM TaHAEMHOM MacC-CNeKTPOMETPUM, OpraHu-
YECKMX KMCAOT MOYU UCKAKOYEHBI aMWHOALMAONATUN, OpraHu-
yeckue aumaypun, AedekTbl 6eTa-OKMCAEHUA XMPHBIX KUCAOT.
B Bo3pacte 3 MeC NpoBeAeHO MOAEKYyAAPHO-TEHETUYECKOE
MCCAEAOBaHME MO naHean «HacaeacTBeHHble BOAE3HM neve-
HW»: BbIABAEHA MyTaumsa B ak3oHe 11 rena JAGL (c. 1359delC,
p.Cys454Alafs*414), onucaHHas Kak natoreHHas npu
CA. Ha ¢oHe MHOY3MOHHOM, aHTUXOAECTAaTMUECKOM Tepanuu
(YAXK 30 mr/Kr/cyT) oTMeYEeHO BOAHOOBPa3HOE TeYeHUE CUH-
APOMa XEATYXW, HapaCTaHWe uMToAM3a M xonectasza (Ob —
160,2 mkmonb/A, B — 134,6 mkmonb/A, ACT — 483 Ep/a,
ANT — 393 Ea/a, LLU® — 1456 Ep/a, TTT — 581,8 Ea/A).
3akAaoueHue. PebeHky Obln  yCTAHOBAEH AMArHos3:
«HacnaepcTBeHHbIM renatit — CA ¢ BbICOKOW CTeneHbto 6uo-
XMMUYECKON aKTMBHOCTU, MEYEHOYHAs HEAOCTATOYHOCTb 1-2».
MaumneHTy nokasaHbl KOHTPOAb MapKEPOB LIMTOAM3a, XONECTa3a,
MarHuTHo-pe3oHaHcHasi ToMorpaduss u dubposnacTomeTpusn
NMeYeHn ANl OLEHKM AMHAMUKKW COCTOSIHUS, NMPOBEAEHWE CEK-
BEHUPOBaHUA No CeHrepy «Tpuvo» AAS YTOUHEHUS Xapakrepa
HaCcAeAOBaHMA MyTauuu, MOCUHAPOMHAs Tepanus.
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MapmpyT nepecTpoeH. KaK MeHAEeTCA TaKTUKa Bpava-nepvartpa
npu BeA€HUU NauUEeHTOB C CUHAPOMOM Buabamca

MonuaHoBa Bukropusa ArekcaHapoBHa?l, InoTHMKOB BaapneH AneKcaHApPOBUUZ,
Maranpanmesa AmuHat Caauxb6ekoeHal, datyamaes Capur Tanex orabi?

HayuHb1i pyKkoBoauTeAb: A.M.H. Porosa TaTbsiHa BaaaumuposHal
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The Route Has Been Rebuilt: How the Pediatrician’s Tactics Are Changing

in the Management of Patients with Williams Syndrome
Viktoria A. Molchanova, Viadlen A. Plotnikov, Aminat S. Magandalieva, Sadig T. Fatullaev

A.N. Bakulev Scientific Center for Cardiovascular Surgery, Moscow, Russian Federation
Pediatrics and Child Health Research Institute in Petrovsky National Research Centre of Surgery, Moscow, Russian Federation

AkTtyanbHOCTb. CrHAPOM Buabsimca (CB) — MHOXeCTBeH-
Hbl BPOXAEHHbIM MOPOK Pa3BUTUS C NMOPaXeHWeM CepPAEYHO-
COCYAUCTON U IHAOKPUHHOM CUCTEM, XapaKTepHbIM GEHOTUMOM,
WHTEANEKTYAAbHOM HEAOCTATOYHOCTBIO M OCOOEHHOCTSIMU NOBe-
AeHus. Yactota 3aboneBaHus coctaBadeT 1 Ha 10 TbiC. HOBO-
pOXAEeHHbIX. MpuunHa — peneummn Aokyca 7q11.23 Ha ANMHHOM
naeye 7-M XpOMOCOMbI C FanAOHEAOCTATOYHOCTLIO FreHa 3AaCTy-
Ha, BbI3bIBAOLLEN COCYAUCTbIE CTEHO3bl. CemerHble GopMbl
MMEIOT ayTOCOMHO-AOMUHAHTHbIN TUM HacAeAOBaHUs. ThaBHas
npuYnHa cMepTHOCTU Npu CB — BPOXAEHHbIE MOPOKK CEPALA.
X1pypruyeckoe AeYeHne orpaHuyMBaeTcs TPaHCAKOMUHAABHON
6annOHHOWM aHruonaactukon (TABAM) ¢ 51% ycnexa, HO Tpeby-
tOLLLEM MOBTOPHbIX BMELIATEAbCTB Y 44% NauneHToB.

Llenb uccaepoBaHUA. [10BbICUTE MHPOPMUPOBAHHOCTb
neavatpos o CB.

MauuneHTbl U meToAbl. M3yyann paHHble GU3MKAABHOTO
obcaepoBaHUs, axokapanorpadumn (3xoKr), KT-aHrnorpaduu,
BEHTPUKyAOrpaduu, aHrmorpadum, MOAEKYAPHO-TEHETUYECKO-
r0 UCCAEAOBaHUA, pekoMeHAauMu neanatpa, odTaAbMOAOra,
reHeTuKa, AeTCKOro Kapauoaora.

Pe3yabtatbl. MauneHTka A., 1 rop, oT 4etBepton bepe-
MEHHOCTU, OTATOLLEHHbIA CEMENHbI aHaMHEe3 Mo CepAEYHO-
cocyaucTbiM 3aboneBaHunaM (oTel, A., 38 AeT, KoapKrauus
aopThbl, onepupoBaH; bpat, 12 AeT, onepupoBaH MO MOBOAY
KOapKTaLWK aopTbl; OT TpeTben bepemMeHHOCTU pebeHOoK B BO3-
pacte 3 MeCc — AeTaAbHbI UCX0A C AMArHO30M: «Koapkrauums
aopThbl, CTEHO3 aopTbi»). Poabl onepaTtuBHble, B Cpok 40 Hea.
Mpu poxaeHun oueHka no wkane APGAR — 7/9 6annoB, macca
Tena — 4,04 kr, anMHa Tena — 52 cm. Ha 3-1 CyT BbICAYLU@H LyM
B cepaue. Mo aaHHbIM IXOKI BbIABAEH BPOXAEHHbIM MOPOK
cepALa: KoapkTauua aopTbl, KAAMaHHbIM CTEHO3 AEro4yHoOM
aptepuun. B Bospacte 1 mec ObIAO MPOBEAEHO MOAEKYASP-
HO-TEHETUYECKOE TeCTUpOBaHWE: OBHapyXeHa MUKPOAEAELMS

B AOKyce 7q11.23 MeTopOM OAYyOpecuUeHTHOM rMbpuansaumm
in situ. C nocaeaytoLeN KOHCYAbTaLMEN reHeTUKa. YCTaHOBAEH
avarHos: «CuHppom Bunbamcar. B 2 mec rocnutaavMsaums
AN Koppekunn: OxoKI nokasana koapKraumioo aopTtbl (rpa-
AMEHT 50 MM pT. CT.), Cy)XEHUE AETOYHbIX apTepui (rpapveHT
cuctonmyeckoro pasaerusa (FCA) — 60-80 mm pT. CT.), Kaa-
naHHbIN CTeHO3 AeroyHon aptepun (MCA — 20-25 MM pr. CT.).
MposeaeHbl TABAI AeroyHbIX apTepuit 1 GanAOHHas BanbBYAO-
NAaCTMKa C NOAOXMTEABHBIM 3ddekTom. B 8 mec nosTtopeHa
TABAI. HacToswas rocnutaam3aumnsa B Bo3pacte 1 rop 1 mec,
AMHa Tena — 74 cm (Z-score 0,54), macca Tena — 9,4 Kkr
(Z-score 0,17). ®u3nKanbHOe 0BCAEAOBAHUE BbISBUAO Xapak-
TepHble yepTbl AMuLa CB: WKMpPOKUA A0D, NAOCKas MepeHoCcH-
ua, LWMPOKUI POT, B3AEPHYTbIA HOC, MOAHbIE LLIEKU WU TyDbl.
AptepuanbHoe paBaeHue — 104/60 Ha pyke, 100/55 Ha Hore,
SpO, — 96%. IxoKI BbIABMAG TUMOMAG3MIO U CTEHO3 AETOUHbIX
apTepuin ¢ rpapMeHTaMmn A0 68 MM PT. CT., HAAKAANAHHOE CyXe-
HWe aopTbl, TMMNOMNAA3UI0 AYTW W NepeLuerika aopTbl, Gpakumsa
Bblbpoca — 60%. MpoBeaeHa NoBTOpHaA OaANOHHAA aHTMO-
nAacTuka.

3akntoueHue. CB TpebyeT paHHEro BbISBAEHUS, pery-
ASIPHOTO HAOAOAEHUS U MYABTUAUCLMMAMHAPHOIO MOAXOAQ
C yyaCTMEM MeAMaTpoOB, KApPAMOAOrOB, FEHETMKOB M APYIuX
CMNELMaNUCTOB AASI CHWXEHUSA pUCKA CEPAEYHOM HeAoCTaTou-
HOCTM M YAYYLLEHWA MPOrHO3a M KauyecTBa XM3HW NaLMeHTOB.
Cneunmodnyeckoro AeYeHus HeT, Tepanus CMMMNTOMaTUyecKas
M KOMMAEKCHas, BKAKOUAS XMPYPTUUECKUE KOPPEKLUKU COCYAU-
CTbIX @HOMaAMI, KOHTPOAb apTEPUAABHOM TMNEPTEH3UU U KOP-
PEKLMIO NCUXMYECKOTO U GUBUYECKOTO Pa3BUTUSA.



KAMHUYECKUI cAyual BPOXKAEHHOro HapyLleHuUn
rAMKo3uAupoBaHusa TMna 1A (cuHapoma YKakeHa) y AByX CUOAUMHIOB
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AkTyanbHOCTb. CMHAPOM )KakeHa — BPOXAEHHOE HapyLue-
HWe ramkosuanpoBaHus (CDG 1A), ayTOCOMHO-peLeccMBHOE
3aboneBaHuWe, xapaKTepu3ytoLLLeecs MyTaumen B reHe depmeH-
Ta dochoMaHHOMYTa3bl-2, NPU ITOM MPOUCXOAUT HapyLLEeHWe
CUHTE3a IMUKOMPOTEUHOB, y4acTBYOLLMX B BOABLUMHCTBE MeTa-
60AMYECKMX MPOLLECCOB, MPUBOAALLEE K MYABTUCUCTEMHBIM
nopaxeHusam opraHmama. OeHOTUNMYECKMMU OCOBEHHOCTAMMU
ABASIIOTCA 3aAEPXKa MCUXOMOTOPHOrO pPa3BUTUSA, HUCTarM,
330TPOMNKUA, PETUHONATUSA, MblLLIEYHAA TMNOTOHWA, aHOMaAbHbIE
OTAOXEHUA XKpa, XapaKTepeH AePULUT akTUBHOCTU GaKTOpOB
CBepTbiBaHUA. Y AeTel Hepeako pasBuBaeTcs atpodus Mos-
Xeuka C aTakcuen, BbiABASETCA aHoManusa AeHan — Yokepa.
/\eyeHve naumeHToB He paspabotaHo.

Lenb uccnepoBaHuA. AeMOHCTpaLMA PEAKOro (OKOAO
1000 cAayyaeB B MUpe) reHeTMYeckoro 3aboneBaHUs y AeTew
B OAHOM CeMbe.

MauueHTbl U MeToAbl. POAMTEAN SIBASIOTCA NpPEACTaBuUTE-
AAIMUW MONYASILMU TEHETUUYECKUX M3OAATOB. MepBbIi MauueHT,
AEBOYKa, OT TpeTbein bepemMeHHOCTVM (nepBasi — AOHOLLEH-
Haa AEeBOYKa, 3A0POBa; BTOpas — BbIKMABILW Ha 10-i Hea).
B 1,5 mec oTka3 oT rpyau, NOCTOSHHbIM HUCcTarM. O6carepoBaHa
HEBPOAOTOM, AMArHOCTUPOBAHbI MOCAEACTBUA TMMNOKCUUYECKU-
MLIEMMUYECKOTO MOPAXEHUS LEHTPAAbHOM HEPBHOM CUCTEMBI.
B 2 mec BbifiBA€Ha aHrvonatusi cetyatku. B 4 mec obHapy-
XeHa aHomanusa AeHam - Yokepa. B 6,5 mec otmeuatorcs
YMEpPEHHbIe OpraHUYEeCKUe WU3MEHEHWUS 3PUTEABHOTO aHaAW-
3aTopa Ha ypoBHe npoBepeHus ¢ obeux cTopoH. B 7 wmec
Nno A@HHbIM XPOMOCOMHOIMO MMWKPOMAaTPUYHOIO aHaausa —
peneums 7gll. B 1 rop 5 mec npu ocmoTpe: TpemMop roAOBbl
N KOHEUYHOCTEN, HWUCTArMm, cTpobuam, aTakCUYECKMM CUHAPOM,
He YAepXMBaeT TOAOBY, 3aBaAMBaeTCA BMpaBo. BbicTaBaeH
AMarHo3: «BpoXAeHHOe HapylleHWe TAMKO3UAMPOBaHWUS,
™n 1A. [MnepkUHeTUYeCcKui cUHAPOM. [MceBaobyAbOapHbIi
cMHAPOM». B 3 ropa rocnutaAnavpoBaHa ¢ xanobamu Ha pBoTy

C NpoXuAKamu Kposu. OTmMevaeTcsi ymepeHHas CrnaeHoMera-
avs. [pucoepnHEHWEe AaHHBIX CMMMNTOMOB MOXET yKalblBaTb
Ha nporpeccupoBaHue 3aboreBaHUA. BTOpoN naumeHT, Manb-
UMk (poAMAcs yepe3 4 ropa), OT 4YeTBepTon BepemMeHHOCTH,
npoTekaBLlen ¢ yrpo3oi npepbiBaHua. B 10 mec rocnutanu-
3MpoBaH C Xanobamu Ha 3aAEepPXKYy B MCUXOMOTOPHOM pas-
BUTUW. BbINOAHEH XPOMOCOMHBIM MWKPOMATPUUHBIN aHaAW3:
BbIiIBAEHA MWKpoaerneunss 7ql1.21, obHapyxeHa MyTauua
reHa PMM2 B reTep0o3nroTHoM COCTOSIHUW. PebeHOK He CUAMT,
He mnoa3aeT. ManO3SMOUMOHAAEH, HE MOHWMAaET 06paLLEeHHYHO
peyb. MbileyHas AUCTOHUSA, MEAKOPa3MallMUCTbI Tpemop
PYK W Hor, renatomeraavs. OTMeYatoTCsi HU3KUI POCT BOAOC,
M36bITOK OTAOXEHMWS XMPOBOM KAETYATKM Ha NAEYEBOM MOsCE,
rMNepMOBUABHOCTb CyCTaBOB. BbIABAEHO CHWXEHWE YPOBHS
aHTUTpoMbuHa 3 A0 45% (Hopma 72-134%). AeyeHue cum-
nToMaTuyeckoe.

Pe3yabTaTtbl. XapakrtepHble (GeHOTUNUYEeCKUe MNPU3HaKu
MO3BOASIIOT 3aMOA03PUTb reHeTnyeckoe 3aboneBaHue W Npo-
BECTU LieAEHANPaBAEHHYD AWArHOCTUKY reHoma. Boablumi
MHTEPEC AASl YAYULLEHMSA PaHHEN AMArHOCTMKKW MPEeACTaBAAET
MCMOAB30BaHWE CUCTEMbI HA H6a3e MCKYCCTBEHHOIO MHTEAAEKTA
Face2Gene. AHaAu3unpys n3obpaxeHwe naumeHTa U pacnos-
HaBas cneunMpuyeckme AMCMOpPOUUYECKHUE YePTbI, MPUAOXKEHNE
npeaAaraeT BO3MOXHbIE TEHETUUYECKME CUHAPOMbI, MoMoras
BbISIBUTb OpdaHHble 3aboneBaHUS.

3akaoueHue. aHHbIM CcAyyal MoKa3blBaeT HEeobXOAM-
MOCTb yBEeAUTEABHOTO WHPOPMUMPOBAHUS POAUTEAEN MpPU
BbISIBAEHUW CAyYaeB HACAEACTBEHHbIX 3abOoAeBaHUI B CEMbE,
a Takxe npeACTaBUTEAEN MOMYASLMU TEHETUUYECKUX W3OAS-
TOB C BbICOKUM PUCKOM HaKOMAEHWSA PELECCUMBHbIX aAAenen
0 HEOBXOAMMOCTU MperpaBUAAPHON MOATOTOBKM W FeHeTuYe-
CKOTO KOHTPOAS M AEMOHCTPUPYET OCOBEHHOCTU KAMHUYECKOM
KapTUHbI 3aboAeBaHUS, YTO MOMOraeT Bpayam CBOEBPEMEHHO
AMArHoCTMpoBaTh CMHAPOMa XakeHa.
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KAMHUWUYECKUM cayuau ceMeuHOU CPpeAu3eMHOMOPCKOW AUXOPaAAKHU
C ayTOCOMHO-AOMMWHAHTHbIM TUNOM HaCA€AOBaHUA
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Familial Mediterranean Fever with an Autosomal Dominant Type

of Inheritance: Case Report

Eric K. Shaginyan, Alexander Yu. Babko, Mariya A. Khachaturyan, Arina H. Hovsepyan

Pirogov Russian National Research Medical University, Moscow, Russian Federation

AKTyanbHOCTb. CemelnHasa CpeAn3eMHOMOPCKas AMXOPAA-
ka (CCA) — HacnepCTBEHHOE (Kak MpaBMAO, C ayTOCOMHO-
peLeCcCUBHbIM TUMOM HaCAeAOBaHWSA) ayTOBOCMaAUTEAbHOE
3aboneBaHWE C MOBTOPSAIOWMMUCSH 3MU30AAMU  AUXOPAAKM,
cepo3nTamMu, pacrnpoCTPaHEHHOE CPEAU OMpPeAeAEHHbIX 3THO-
coB. B HacTofilee Bpems onucaHbl CAyd4au C ayTOCOMHO-
AOMWHAHTHBIM TUMOM HaCAeAOBaHUA. [laToreHHbI BapuaHT
¢.2177T>C (p.Val726Ala) B reTepo3nroTHOM COCTOSIHUU B reHe
MEFV onucaH B autepatype y nauueHtoB ¢ CCA ¢ ayToCOMHO-
AOMWHAHTHbBIM TUMOM HacAepOBaHuMs. [poBeaeHUe pAnddeper-
LUMaAbHOM AMArHoCTMKKM pasamyHbix dopm CCA 1 npaBuAbHas
TaKTMKa BEAEHWA NaumMeHTa — BaXHbIM acnekT Tepanuu u cTa-
61AM3aLMK COCTOSTHUS.

Lienb uccnepoBaHus. MpepctaButb caydai CCA'y pebeHka-
apMsAHMHa CO CAOXHOCTAMM B MpoLiecce AMArHOCTUKK B Ae6to-
Te 3aboneBaHus.

MauueHTbl U MeToAbl. KAMHUYECKMIA OCMOTP M PETPOCHEK-
TUBHbIN @aHaAM3 UCTOPUKM Bone3HM Manbunka 11 AeT.

Pe3yabtatbl. Manbumk, 11 AeT, NOCTYNMA B AETCKYIO 6OAb-
HULY AAS NpodUAaKTUUecKoro obcaepoBaHust no nosopy CCA.
N3 aHamHesa: ¢ 8-MecAYHOro Bo3pacta OTMEYaAUCh 3NU30AbI
$ebpPUNBHON AMXOPaAKK ¢ MHTepBarom 1-1,5 mec, nepuoau-
YeckM BO3HMKatowme adTbl POTOBOW MOAOCTU, BOAUM B XMBO-
Te. B aHanMzax nepuvoaMyecku HabAIOAAAOCH MOBbILEHME
CO3 a0 30 MM/4Y NpU HOPMaAbHbIX 3HAYEHUAX AEMKOLIMTOB,
CPB — 90-300 mr/A, ocTanbHble NOKasaTeAu B NpeAenax BO3-
pacTHOM HOPMbI. CeMelHbI aHaMHe3 He OTAroLleH. B TeueHne
nepsbix 1,5 AeT yctaHaBAMBaAu anarHo3bl: «OPBW», «AHrMHa»,
«TOH3UAAUT», «CTOMATWUT», «CMHAPOM MpPOpe3biBaHUS 3yOOB».
B 1 roa 10 mec — pnarHo3 «CuHApoM MapLuanna», B AeYEHUN —
NPEAHU30AOH NpU NpucTyne, B 2 ropa 1 Mec — apA€HOTOH3UAA-
aKTOMMUS, 6€e3 addekTa — NPUCTYNbl AMXOPAAKM COXPAHSAAUCH.
B 3 ropa npyv MOAEKYAIPHO-TEHETUYECKOM O06CAEAOBaHUM

B reHe MEFV BbisiBAeH €.2177T>C (p.Val726Ala) B reteposu-
FOTHOM COCTOSIHMW. Ha OCHOBaHWM AQHHbIX KAMHUYECKOW Kap-
TWHbI (COOTBETCTBYHOLLMX AMArHOCTMUECKMM KPUTEPUAM TeAb-
Xalwomep) 1 MOAEKYASIPHO-TEHETUYECKOTO 06CAeA0BaHUSA ObIA
ycTaHoBAeH anarHo3 CCA. B aeueHun — koaxuumH 0,5 mr/cyT,
C MNOAOXWTEABHBIM 3QEKTOM — OTCYTCTBME PELIMAVMBOB B Teue-
HWEe 2 AeT, B CBA3U C YEM KOAXMUMH OTMeHeH. Yepes 11 mec
npucTynbl $eOPUAbHON AMXOPAAKM BO30OHOBUAKUCH, MPKU MAAHO-
BOM MOBTOPHOM 06CAEAOBaHUM BbISIBAEHbI CUMMITOMbI XOAECTa-
3a, BbIIBAEH reH HLA-B51, nmeroLmi BbICOKYHO accoumaLmio
¢ 60/e3HbI0 bexueTa, ycTaHOBAEH AMarHo3: «Hecneunduyeckui
PEeaKTMBHbIN renaTuT, PeakTUBHbIK MNaHKPeaTUT, CUHAPOM
xonectazar. [1pOBeAEH Kypc renatonpoTeKTOPHOM Tepanuu,
BO30OHOBAEHA Tepanua KOAXMLMHOM C 3CKarauuen AO03bl
A0 1 Mr/CyT, C BbIP@XEHHbIM MOAOXUTEABHBIM 3bOEKTOM.
Ha ¢oHe Tepanuu B TeueHue 5 AeT HAOAOAEHWMS MPUCTYMbI
He MOBTOPAAUCH, AaBOpaTOpHble aHaAu3bl B MpeAenax BO3-
PacTHOM HOPMBbI.

3aknoueHue. YuuTbiBas 3THUYECKYID MNPUHAANEXHOCTb,
NMOBTOPSIIOLLMICA WM MEPUOAUYECKUI XapaKTep TeyeHus npu-
CTyMOB AMXOPaAKM M CEepo3UTOB, COOTBETCTBME AMArHOCTU-
YeckuM Kputepuam Teab-Xallomep, CUHAPOM Mapluanaa,
paHee MOAO3pPEBAEMbIN Y MauMeHTa BBUAY PELMAMBOB TOH-
3UAAMTE, ObIA MCKAKOYEH. Y MNauuMeHTa BbICOKa BEPOATHOCTb
ayTOCOMHO-AOMMHAHTHOIrO TMna HacnepoBaHms CCA, B cBs3M
C YeM HEOOBXOAMMO MPOAONKUTE OBCAEAOBAHME: KOHCYALTALLUS
Bpaya-reHeTuKa C NPOBEAEHWEM CEMEWHON cerperaumm BblsB-
AEHHOro BapuaHTa, NpoOBEAEHWE NMOAHOTEHOMHOIO CEKBEHUPO-
BaHWUA. KAMHUYECKUI CAyYalt AeMOHCTPUPYET BaXXHOCTb MHAM-
BUAYaAbHOIO MOAXOAA K 06CAEAOBAHMIO U KOPPEKLMK Tepanuu
nauneHtam ¢ CCA. Kpome Toro, BaXXHO yuuTbiBaTb BbIABAEHWE
reHa HLA-B51, uto B AAAbHENLLEM MOXET NOBAWATb Ha TAKTUKY
BEAEHUWSA W Tepanuio NaumeHTa.
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AKTyanbHOCTb. boAe3Hb KpoHa (BK) — xpoHuueckoe Bocna-
AUTEAbHOE 3ab0oAeBaHUE XEAYAOUHO-KMLLEYHOTO TpaKTa, YacTo
AebloTHpYlOLLEEe B AETCKOM BO3pacTe U XxapakTepusytolleecs
NPOrpeccupyrownuM TeYEHUEM, PUCKOM Pa3BUTUS OCAOXHE-
HWM, @ Takxe 3HAYMTeAbHbIM CHWXEHWEM KayecTBa >XM3HM
nauueHToB. Hanbonee TSxXeAbIM BapuaHTOM TEYEHUSI CUMTAET-
CA WM30AMPOBAHHOE MOpPaXeHWe TOHKOM KMULUKW, AMarHOCTHMKa
M KOHTPOAb KOTOPOro 3aTPYAHEHbl B CMAY MaAOAOCTYMHOCTM
aHaTomMuueckoi obnactn. B nocaepHue roabl Gronornyeckas
Tepanua (BT) Bce aKTMBHEE MCMOAb3YeTCA B AEUYEHWUU AeTeW
¢ BK, AEMOHCTPUPYA NEPCNEKTUBHbIE PEe3YAbTaTbl B OTHOLIEHWU
CHWXEHWA BOCNAAUTEABHOM aKTUBHOCTH, YAYULLEHUSA HYTPUTMB-
HOro cTaTyca W 3aXXMBAEHUS CAU3UCTON 0BOAOUYKM KULLEYHMKA.
OAHUM 13 COBPEMEHHbIX U MHPOPMATUBHbBIX METOAOB OLLEHKM
COCTOSIHWSA TOHKOM KMLIKM ABASIETCA BMAEOKAMNCYAbHAsi 3HTe-
pockonus (B3), no3BoAfAoLLaa B AMHAMUKE BU3yaAM3npoBaTb
NnaToOAOTMYECKUE U3MEHEHUS U OueHMBaTb 3GOEKTUBHOCTb
NPOBOAMMOW TEpanmu.

Lilenb uccaepoBaHus. OueHnTb BAMAHWE BT Ha nabopatop-
Hble NoKas3aTeAn W CTENEHb 3aXMBAEHUSA CAM3UCTON 0BOAOUKM
TOHKOM KULLKK Yy pAeTelt ¢ BK Ha ocHOBaHUK AaHHbIX B3.

MauueHTbl U MeToAbl. [MpoaHaAM3npPoBaHO 66 UCTOpUI
6one3HU naumeHToB ¢ BK B Bo3pacte 13 + 3,4 roaa, HabAwo-
AAIOLLMXCA B racTpoaHTeponrornyeckom oraereHnn HMULL 3po-
poBbA AeTer. U3 HUx 45 (68,2%) noaydarn BT. KOHTPOAbHYLO
rpynny coctaBuA 21 (31,8%) naumeHT, NoAyyaBLLWA 6a3UCHYLO
NPOTUBOBOCMAAUTEABHYIO Y UMMYHOCYNPECCUBHYIO Tepanuio.
MpoBeaeH CpaBHUTEAbHbIV aHaAM3 AaHHbIX B3 A0 M nocae
Tepanuu B 0b6eux rpynnax (CPOK AeuyeHuss cocTaBun Bonee
9 wmec). OueHka 3HAOCKOMWUYECKON aKTMBHOCTM MPOBOAM-
AaCb C MCMNOAb30BaHWEM BUAEOKANCYyAbHOro wHAekca bK
(Capsule Endoscopy Crohn’s Disease Activity Index; CECDAI).
MoMWMO 3TOro, MPOBEAEH AHAAU3 M3MEHEHWUI KOHLEHTpaLMM

C-peaktnuBHoro 6eaka (CPB), remoranobunHa (Hb), depputnta,
CbIBOPOTOYHOIO XeAesa, a Takxe MHAeKca macchl Tena (MMT)
7O 1 nocae BT (cpok AeueHua > 9 mec). OueHka AMHAMUKK
AabopaTopHbIX A@HHbIX MPOBOAMAACH C UCMOAB30BAHUEM KPU-
Tepua BUAKOKCOHA, CpaBHEHWE KOAMUYECTBEHHbIX NoKa3aTenen
OCYLLECTBASINOCb NpWU nomoLumn U-kputepusa MaHHa - YWUTHU.
CTatMcTMYecKn 3HauMMbIM BbINO MPUHATO cumnTtath p < 0,05.

Pesyabratbl. Cpean naumeHToB, noAyyaBlimx BT, y 21
(46,6%) HabatopaNOCh 3HAUKMMOE CHUxeHWe uHaekca CECDAI
B AMHamuke (p < 0,05). CpaBHWUTEAbHbIM aHAAU3 AaHHbIX B
nokasana, Uto y AeTel, noAyyaBLiMX BT, 3aXuWBAEHWE CAM3UCTON
060A0UKM KMLIEYHUKA ObIA0 BoAee BbIpaXeHHbIM B CpaBHEHUM
C KOHTPOABbHOM Fpynnon: cpeaHui paHr B rpynne BT coctaBua
36,9 npotus 26,1 (p = 0,002). Npu nccaepoarum UMT 1 nabo-
PaToOpHbIX MoKasaTenel Takxke HabApaAacb MOAOXKWMTEAbHASA
AMHaMKKa: y 28 nauMeHToB OTMeYanoCb uaMeHeHne WUMT
(MeamMaHa uameHeHui coctaBuaa +3,1, p < 0,05); yBeanyeHue
KOHUEHTpaumi Hb, dbeppuTMHa 1 CbIBOPOTOUYHOIO Xene3a OblAK
3HaUYMMbIMK Y 27 13 HKX (p = 0,04); 3HAUNTEABHOE CHUXEHWE
C-peaktBHoro 6enka BbisiBA€HO y 14 nauuerToB (p = 0,01)
B COMOCTABAEHUW C KOHTPOAbHOM Tpymnnow, YTo MOXET CBUAE-
TeAbCTBOBATb O CHUXEHWUW BOCNAAUTEABHON aKTUBHOCTH 3ab0Ae-
BaHWA W yAyULIEHUW 0OLLErO COCTOAHMA BOABHBbIX.

3aknatoueHue. BT 3aHMMaeT BaXHOe MECTO B A€YEHWU
AeTel, cTpapatowmx bK. AaHHble npenapatbl CNoCcobHbI CyLile-
CTBEHHO YAYULIWUTb KaK KAMHWYECKOE TeueHue 3aboneBaHus,
Tak M KayeCTBO XM3HM MaLMEHTOB B LEAOM, CnocobcTByA
3aXMBAEHUIO CAM3UCTOM OBOAOUKM KULLEYHWMKA M CHUXEHMIO
BOCMAAUTEABHON aKTMBHOCTU. W3MeEHeHWsA, BbISIBAEHHbIE
y nauneHtoB Ha BT, MOryT CBMAETEABCTBOBATb O CHUXEHWUU
puUCKa pa3BUTUA aHEMUU, KAXEKCUWU U CUCTEMHOIO BOCNAAEHUSA
y GOAbHBIX, TEM CaMbIM YMeHbLUas BEPOATHOCTb BO3HUKHOBE-
HWA TAXKEABIX OCAOXKHEHUM.
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Ultraviolet Crosslinking in the Treatment of Keratoconus in Children

Nigina J. Kattakhodzhayeva
Tashkent State Medical University, Tashkent, Uzbekistan

AKTyaAbHOCTb. KepaToKOHYC y AeTEN — PEAKOE, HO BbICTPO-
nporpeccupytoliee 3aboreBaHWE POrOBULLbI, COMPOBOXAA-
tolLeecs UCTOHYEHHEM K pAedopmaumnen ee CTpOMbl. B oTau-
yme OT B3POCAbIX, y AeTen HabatopaeTcs bonee arpeccuBHOe
TeueHue, yto TpebyeT paHHEro AMarHOCTMPOBAHWUA U BMeELLa-
TenbCcTBa. CTaHAAPTHbIE METOAbI KOPPEKLUMK, TaKME Kak OYKM
N KOHTaKTHbl€ AMH3bl, HE OCTaHABAMBAIOT NPOrPECCUPOBAHUSI.
YABTPadUONETOBBIN KPOCCAMHKUHT (CXL) yKpenaseT CTpyKTypy
poroBuubl nyTemM ¢GOTOMHAYLMPOBAHHOIO 06pa30BaHUsl KOA-
AareHOBbIX CBSI3EM W paAcCMaTPMBaETCs Kak MepCrneKTUBHbIN
cnocob crtabuansaumm 3aboreBaHuMS.

Llenb uccnepoBaHuA. M3yunTb COBpPEMEHHbIE AaHHbIE
AMTepatypbl 06 3pdEKTMBHOCTM M 6€30MacHOCTHU YAbTPadUO-
AETOBOr0 KPOCCAMHKMHIA y AETEW C KEPATOKOHYCOM, @ TaKkxe
OUEHNTb 0COBEHHOCTU PA3AUUHBIX MOAUDUKALMIA METOAA.

MauuneHTbl U MeToAbl. [POBEAEH aHAAU3 OTEYECTBEHHbIX
1 3apybexHbIX UCTOYHUKOB, OnyBAMKOBaHHbIX B 6a3ax PubMed
n Scopus 3a 2015-2025 rr. PaccmoTpeHbl UCCAEAOBaHMS,
NMOCBALLEHHbIE MPUMEHEHWIO CTAHAAPTHOrO, YCKOPEHHOro
(accelerated) u anuteaniicbeperatowero (transepithelial) npo-
ToKoNOB CXL y naumeHToB MaaaLle 18 aeT. OueHMBaAUCh U3Me-
HEHUSI KEPATOMETPUYECKUX NMOKa3aTeNEN, TOALLMHBI POroBULbI
W OCTPOTbI 3PEHUSA NMOCAE NPOLEAYPbI.

Pesynbratbl. CornacHo paHHbIM AuTepatypbl, y 80-95%
NaUMeHTOB MOCAE KPOCCAMHKWMHIA OTMevaeTcs ctabuamsaums
naTtoAorMyeckoro npouecca. Hanbonee BbipaXeHHbIN 3bOeKT
AOCTUraeTcs Mpu paHHEM BMeLLaTeAbCTBE, KOraa WCTOHYe-
HWE CTPOMbl He MPEBbILAET KPUTMYECKOTO YPOBHSA. B 60Ab-
LUMHCTBE CAyYaeB HabAOA@ETCsi He3HAUMTEeAbHOE YMAOLLEHWEe
POroBULbI U YAYYLLEHUE HEKOPPUTMPOBAHHOM OCTPOThI 3PEHUS.
OCHOBHbIE OCAOXHEHMSA BKAKOUAIOT KpaTKOBPEMEHHOE MOMYT-
HEHWe CTPOMbI M TPAH3UTOPHbLIN BOAEBOW CMHAPOM, KOTOpbIe
CaMOCTOATEABHO PETPECCUPYIOT B TEUEHWE HECKOABKMX HEAEND.
CoBpeMeHHble YCKOPEHHble W anuTeAauicobeperatoLLme npo-
TOKOAbI 06ecneymBaloT COMOCTaBUMYHD 3OOEKTUBHOCTb MpU
MEHbLUEM BPEMEHW 3KCMO3ULMU U CHUXKEHUM PUCKA OCAOX-
HEHWI.

3akntoueHue. YALTPadUONETOBLIN KPOCCAMHKUHI POrOBU-
ubl ABAAETCH 3OPEKTUBHBIM M 6e30nacHbIM METOAOM CcTabu-
AM3aLMK KepaTokoHyca y AeTeir. OnTMMM3auMa napameTpoB
npoLeAypbl U MHAMBUAYAAbHbBIN MOAXOA K Bbl6OpY MpPOTOKOAA
MO3BOASIIOT CHU3WUTb PUCK OCAOXHEHWW W MOBbLICUMTH Kauye-
CTBO 3peHus. MepcnekTMBHbIM HamnpaBAEHWEM AAAbHEMLLMX
MCCAEAOBAHWUI ABASIOTCS U3YUYEHWE MOAEKYASIPHBIX MEXaHW3-
MOB PEMOAEAMPOBAHUA KOAAAreHa v pa3paboTka MPOTOKOAOB
C YMEHbLUEHHON GOTOTOKCUYHOCTbIO.



ANeKTPOPU3UONOTUUECKUE 0cobeHHoCTH MUOKapAa
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AKTyanbHOCTb. B nocaepHWE AECATUAETUSA OTMEeYaeTCs TEH-
AEHUMSA YBEAMUEHUS YMCAA AETEN, 3a4aTbiX MPU NOMOLLM BCMO-
MOraTeAbHbIX PENPOAYKTUBHBIX TEXHOAOTMI (BPT). TexHoAormu
cyuTatorc 6e3onacHbIMU, OAHAKO HakanAMBalOTCA AaHHblE
0 MOTEHUMAAbHbIX MOCAEACTBMAX. OCOO0Oro BHUMAHMUA 3acCAy-
XMBaET COCTOSIHWE CEPAEYHO-COCYAMCTOM CUCTEMBbI, BKAKOYAS
MOBBILEHHbIV PUCK peaAu3aLmy HapyleHUn putMma cepaua.
Pesyabtathbl U3yYeHUst INEKTPODGU3MONOTMUYECKUX CBOMCTB MMO-
KapAa y 3T0ro KOHTMHreHTa HEMHOTOYMCAEHHDI, B TO BPEMSA Kak
OLEHKa 3NEKTPUYECKON HEeCTaBMABHOCTM MUOKapaa ABAAETCS
KAKOYEBbBIM MPOrHOCTUYECKUM GaKTOPOM Pa3BUTUA KapAMOBa-
CKYASIPHbIX COObITUH.

Llenb uccnepoBaHuA. KOMMNAEKCHAA OLEHKa 3INEKTPODU-
3MONOTMUYECKMX OCOBEHHOCTEN MUOKapAa@ Yy HOBOPOXAEHHbIX
AETEN, 3auatblx ¢ NpUMeHeHneM MeTopoB BPT, ¢ BbiAeAeHWEM
MapKepoB MOBbLILEHHOMO PUCKa apuTMOreHesa B pPaHHEM
HeoHaTaAbHOM MEPUOAE.

MauneHTol M MeToAbl. [IpOBEAEHO OAHOLEHTPOBOE
KOrOPTHOE PETPOCNEKTUBHOE WCCAEAOBAHWE TUMA  «CAy-
Yal - KOHTPOAb». B ocHoBHyto rpynny (I rp.) 6biAn BKAtOYE-
Hbl 110 HOBOPOXAEHHbIX, 3a4aTbiXx NPU MOMOLLM TEXHOAOTUU
3KCTpPakopnopanbHOro onaopoteopeHnsa (3KO). B KOHTPOAb-
Hyto rpynny (Il rp.) BowAn 110 HOBOPOXAEHHbIX, 3ayaTbiX
€CTeCTBEHHbIM NyTeM, COMOCTaBUMbIX MO recTalMOHHOMY
BO3pacTy.

Pesyabratbl. [10 AaHHBIM CTaHpaapTHOW JKI B HEOHaTanb-
HOM MepPUOAE CUHYCOBBIN PUTM Y A€TEN | rp. perncTprMpoBancs

B 88,2% cayyaeB npotmB 96,4% Bo Il rp. (p < 0,05). Y apeteit
| rp. cuHycoBas Taxukapaua peructpuposanacb y 47,4%
(p < 0,001), a 6bpapnkapamns — y 15,5% petei. Toraa Kak
Bo Il rp. atn napametpbl HabAaopaanch y 4,5 u 1,9% aetent
cootBeTcTBEHHO (p < 0,001). MapameTpbl AenoAspu3aLLm
HaxoAMAUCH B Mpeaenax pedepeHCHbIX 3HaueHun, 6e3 AocTo-
BEPHbIX Pa3AnuMi, Toraa Kak cpeaHee 3HaueHue QTc B | rp.
coctaBuno 423,7 £ 7,19 mc, Bo Il rp. — 399,28 + 1,94 mc
(p = 0,0012). Matonornuyeckoe yprnHeHune QTc (> 460 mc)
BbliBA€HO y 14,5% ocHOBHOM rpynnbl Uy 2,7% BO Il rp.
(p < 0,005). B | rp. BbIABAEHO YBEAMUYEHUE AUCTMEPCUN UHTEP-
Bana QT Ha 84,3% (52 mc npotus 28 mc Bo Il rp., p < 0,01), uto
CBUAETEALCTBYET O HAAMUYMK NPOCTPAHCTBEHHON HEOAHOPOAHO-
CTW penoAfipu3aumm M1MokapAa. BbISBAEHO yBEAUUEHWE TpaHC-
MypaAbHOM aAucnepcuun penoaspusaumun (Tp-e) B 1,15 pasa
(55 mc npotus 48 mc) n aucnepcun nHTepsana Tp-Te Ha 39,8%
(31 mc npotus 22 mc). MNMpu atom Tp-e/QT u Tp-e/QTc He noka-
3aAv AOCTOBEPHbIX pasanuumii: B | rp. — 0,2 mc npotus 0,22
mc, B Il rp. — 0,13 mc npotmB 0,12 MC COOTBETCTBEHHO.
Hecneundunueckne HapylleHUss penoAspusaLnmn B BUAE Craa-
XeHHocTH 3ybua T BbiaBAeHbl Y 31,8% | rp. npotms 3,6% Il rp.
(p < 0,001). UHBepcua 3ybua T oTmevanachb y 13,6% peteit
OCHOBHOM rpynnbl (p < 0,001).

3akntoueHue. TakuM 06pa3oM, BbISBAEHHbIE HapyLUEHWS
penoAspusaumu TpebytoT AQAbHENLLIETO U3yYEHUST AAA OMpPeEAE-
AEHWA UX KAMHWUYECKOM 3HAUMMOCTU M CO3AAHUSI CNeLmanmnsu-
POBaHHbIX MPOrPaMM MO MOAXOAY K BbISIBAEHUIO TPyMn pUCKa.
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Clinical and Paraclinical Data of Newborns Who Had Antenatal Contact

with COVID-19

Artur I. Zherebtsov, Svetlana N. Nikitina
Kemerovo State Medical University, Kemerovo, Russian Federation

AKTyanbHOCTb. B 2019 1. MeAMLMHCKOE COOOLLECTBO CTOA-
KHYAOCb C MHOekunen COVID-19, nocAeACTBUSI KOTOPOW Npo-
AOAXAIOT OCTaBaTbCs 3HAUYMMbIMU Kak AAS CUCTEMbI 3APABO-
OXpaHeHus, Tak U AAA 3A0POBbS OTAEAbHbIX AOAEN. Ocobbiv
WHTEPEC MPEACTABAAIOT OCAOXHEHWSA B OTHOLUEHWMM COCTOS-
HWA 3A0POBbSA HOBOPOXAEHHbBIX, MaTepu KOTOPbIX NepeHec-
A COVID-19 Bo Bpemsa bepemeHHocTU. MmMmyHocynpeccusi
n aApyrme GU3MOAOTUYECKME U3MEHEHMA BO Bpems bepemen-
HOCTM CMNOCOOCTBYHOT BbICOKOW BOCMPUUMUYMBOCTU OPraHuU3-
Ma XEHLUMHbI K natoreHam, 3anycky B OTHOLUEHWW CUCTEMbI
«MaTb - NAALEHTa — BHYTPUYTPOOHbIN pebeHOK» XapaKTepPHOro
AN HOBOM KOpOHaBWpycHow WHbekumn (HKBW) cuHapoma
CUCTEMHOIO BOCMAAWUTEABHOIO OTBETA, KAMHWUYECKME MPOSIBAE-
HWSA KOTOPOro HE UMEIOT CneLndUKN.

Lilenb uccnepoBaHUA. N3yunTb KAMHUKO-NapakAMHUYECKHE
A@HHbIe HOBOPOXAEHHbIX OT Matepei, nepeHecwmx COVID-19
BO Bpems 6epeMeHHOCTH.

MauneHtbl U metoabl. lpoBepeH aHanud 30 ucTopui
Pa3BUTUSA HOBOPOXAEHHBIX M WX MaTeper no marepuanam
FTAY3 KOKB, ObAaacTHOM nepuHaTanbHbIM LEHTP . KemepoBo.
OCHOBHytO rpynny coctaBuAn 20 pAeTei, MaTepu KOTopbIX Nepe-
Hecan COVID-19. KoHTpoabHas rpynna — 10 HOBOPOXAEHHbIX
W UX MaTepew, He KoHTakTupoBaBLunx ¢ HKBW. Bospact mare-
pew, CPOK rectaumMu u cnocob popopaspeLleHnss He OTAMYa-
AMCb B CpaBHMBaeMbIx rpynnax. Bospact martepein coctaBua
31,2 + 6,48 ropa (o1 19 a0 41 ropa), CpOK rectaumm — ot 27
A0 40 Hep, 22 pebeHka (73%) poaMAUCh MyTEM onepauuu
kecapeBa ceueHus, 8 peten (27%) — eCTECTBEHHbIMU POAAMM.
MpoBeAEH aHaAM3 KAMHWYECKMX, MHCTPYMEHTAAbHbIX M Aabo-
paToOpHbIX NokasaTtenewn (06LLero aHaAM3a KpoBU, BUoXxMmMmye-
CKMX MOKa3aTenel KPOBWU WM KOAryAorpamMmbl, YPOBHSI aHTUTEA
K SARS-CoV-2).

Pe3ynbratbl. B OCHOBHOM rpynne MHEBMOHWM Pa3BUAKUCH
valle —y 13 aeteint (63,8%), B KOHTPOAbHOM rpynne —y 2 AeTen
(20%) (p = 0,02). AetAm 13 OCHOBHOM rpynnbl TpeboBanack bonee
ANMTEABHAS pecnupaTopHas nopaepkka — Ao 54 aHew (p = 0,02).
Y pAeTel U3 OCHOBHOM rpynmbl BbISBUAU CHUXEHWE YPOBHSI TPOM-
6ountoB A0 49 x 109/A (p = 0,04), B KOHTPOALHOM FPyNNe MUHK-
MaAbHbI YpOBEHb TPOMBOLMTOB — 200 x 109/A. Y peTEl OCHOB-
HOM rpynnbl NPOTPOMOMHOBBIN MHAEKC (M) cHuxancs po 36%
(p=0,02), B KOHTPOALHOM rpynne M B npeaenax BO3pacTHOM HOp-
Mbl. Y A€TEW U3 OCHOBHOW rpynrbl CPEAHSIS KOHLEHTPALMA remMo-
rnobuHa B aputpouute (MCHC) 6bina Huxe 1 coctaBuaa 330 /A,
B KOHTPOAbHOM rpynne — 363 /A (p = 0,02). Y ocHoBHOM rpyn-
Mbl CPEAHWI YpPOBEHb FEMOMAOOMHA MPU POXAEHWU ObIA HUXE
(143 r/n), yem B kKOHTPOAbHOW rpynne (170 r/A) (p = 0,04). Y petent
13 OCHOBHOW Trpynnbl BbICOKWM YypoBeHb aHTUTeA k COVID-19
accoumnvpoBaH ¢ IV rpynnow kposu (R = +0,54), 6oree HU3KUM
ypoBHeM rematokputa (R = -0,43), TpombountoB (R = -0,49),
obero 6uanmpybrHa Ha 2-6-e cyT (R = -0,72), NOBbILIEHHbIM
ypOBHEM acnapratamuHoTpaHcdepasbl (R = +0,58), MoueBHHbI
(R = +0,59) 1 obLiero 6uAMpybMHa 3a cueT HenpsMon dpaKkumm
B 1-e ¢yt (R = +0,58). Bbicokui TUTP aHTUTEA K COVID-19 6bIn
accouurpoBaH ¢ 6oaee YacTbiM NePUHATaAbHbIM NMOBPEXAEHUEM
LleHTpaAbHOM HepBHoM cuctembl (UHC) (R = 0,46), BPOXAEHHbIMU
nopokamu passutua (BMP) mouenonosor cuctembl (R = 0,46)
W HapyweHnem putma cepaua (R = 0,43).

3aknaoueHune. Hanmuve uHoekumn COVID-19 BO Bpems
6epeMeHHOCTM CBA3AHO C MOBbILEHHBIMU PUCKaMK Pa3BUTUA
NMHEBMOHUW, aHEMWU, TDOMOOLIMTONEHWUW, TUMOKOATYASILMU AAS
HOBOPOXAEHHOTO. OBbILLIEHHbIV YpoBeHb aHTUTEA K COVID-19
Yy HOBOPOXAEHHbIX aCCOLMUPOBaH C NepUHaTaAbHbIM NMOBPEX-
peHnem LIHC, BIMP mMouenonoBOW CWUCTEMbI, HapylleHWeM
puTMa cepaLa.



BAvuaHUe COCTOAHUA 3A0POBbA HA KOTHUTUBHbIE
MU NCUXOANOTUUYECKUE 0COOEHHOCTHU AeTeﬁ, pPOoAUBLUUXCA
C OYEHb HU3KOU U AKCTPEMAaAbHO HU3KOU MaccamMu Teaa
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AktyanbHOCTb. B 2022 1. B Poccun poAMAUCH HEAOHO-
WeHHbIMKU 75713 petelt (6%), U3 HUx 0,8% — C aKCTPeManbHO
HM3KOW Maccor Tena (AHMT) u 2% — ¢ o4eHb HWU3KOM Maccon
Tena (OHMT). MHBaAMAM3aAUMA TakuMx AETEN KpalHe BbiCOKa:
OHMT — 95,05%, OHMT — 89,62% (2021 r.). Tak, BaxHO
He TOAbKO obecneyeHne BbXKMBaHUS, HO U COXpaHeHne dusn-
YECKOro U HEMPOMCUXMUYECKOTO 3A0POBbA.

Lienb uccnepoBaHuA. OLEHWUTb BAMSIHWE 3A0POBbS HA KOI-
HWTUBHbIE W MCUXONOTUYECKUE OCOBEHHOCTU AETEN, POAMBLLMX-
ca ¢ OHMT u QHMT.

MauuneHTbl U metoabl. Aetn 2008-2014 r.p.: 20 Hepo-
HoweHHbIx ¢ OHMT n OHMT, 20 AOHOLUEHHbIX 3AOPOBbIX.
MeToAbI:  KAMHWMKO-aHaMHECTMYECKWUI aHaAM3 AOKYMEHTaLMK
M UHTEPBbIOMPOBAHWE, OMPOCHUK KeTTeana, CTaTUCTUYECKMI
aHanms B Microsoft Office Excel n Statistica.

Pesyabrathl. B rpynne HabaoaeHua meanaHa (Me) recta-
LUMOHHOro Bo3pacta — 29 [27; 31] Hea, macchl Teaa (MT) npu
poxaeHun — 1203 [850; 1500] r, SHMT — 7 (35%), OHMT —
13 (65%). B nepuvop 6epemMeHHOCTM yrpo3a mnpepbiBaHUA
HabAlopanach y 5 matepent (25%), detonaaueHTapHas Hepo-
cTaTtoyHoCTb (PIMH) — y 5 (25%), npeaknamncua — y 3 (15%),
recTauMoHHbIN caxapHbli anabet (TCA) —y 1 (5%), npeanexa-
Hue naaueHTbl —y 4 (20%). Cpean nepuvHaTaAbHOM NaToAOrMK
BPOXAEHHaa nHeBMoHus — y 13 (65%) aetei, cencuc HoOBO-
poxaeHHoro —y 2 (10%), uepebpanbHas uwemua —y 8 (40%),
KPOBOU3AMAHUSA B MO3I — Yy 4 (20%), BHYTPUXEAYAOUKOBbIE
KpoBou3anaHus | ctenenn —y 2 (10%), Il ctenenn —y 3 (15%),

Il IV ctenenn — y 2 (10%). Me KMCAOPOAO3@BUCUMOCTU —
21 [14; 38], HaxOXAEHWA B OTAEAEHUU peaHnMaLrn U UHTEH-
cuBHOW Tepanuu — 14,5 [13; 34] aHel. B UBA HyXxaaaucb
13 (65%) aeter, B CPAP-Tepanun — 12 (60%) nauueHTOB.
MHBaAMAHOCTb B paHHeM Bo3pacte —y 8 (40%) AeTen: AETCKUM
uepebpanbHblit napanny (AUM) —y 3 (15%), HeMpoceHcopHas
Tyroyxoctb — y 2 (10%), moankmctod aerkux — y 1 (5,0%),
AEDEKT MexKenyaoukoBor neperopoakr — y 1 (5%), petu-
HoMatTMs HeAOHOLWeHHbIX — y 1 (5%); B HacTosillee Bpems
n3 11 (55%) aeten AUM y 7 (35%), HelpoceHcopHast Tyro-
yxocTb — y 3 (15%), atunuuHbin aytuam —y 1 (5%). 12 (60%)
AeTen obyuatotrcs no obweobpasoBatenbHor, 4 (20%) —
no crneunanmMsnpoBaHHon, 1 (5%) — MO WMHKAIO3MBHOM NpO-
rpamme, 3 (15%) — B KOPPEKLMOHHOW LWKOAe. B rpynne cpas-
HeHusas Me rectaumoHHoro Bo3dpacta — 40 [38; 41] Hep, MT
npu poxaeHun — 3350 [3045; 3537] r, UHBAaAMAHOCTb OTCYT-
cteyeT (p < 0,05). Mo pesyastatam onpocHuMKa Ketteana
HEAOHOLLIEHHbIE 3MOLMOHAAbHO MeHee ycTonumssbl (p = 0,04),
MMNyAbCHBHbI (p = 0,037), panumel (p = 0,002), meHee oTBeT-
cTBeHHbI (p = 0,026), 6eCnoKONHbI U MeHee yBepeHbl B cebe
(p = 0,06). Cpeau rpynn HepAOHOLIEHHbIX AeT ¢ OHMT 6onee
AErKoMbICAEHHbI (p = 0,03) 1 nmetoT bonee HU3KUIA MHTEAAEKT
(p =0,037).

3akatoueHue. MoAyyeHHble AaHHbIE MOATBEPXAAOT HEOO-
XOAMMOCTb OMTUMM3ALMKU MYABTUAMCLMITAMHAPHBIX NPOrpamMm
conpoBoxaeHusi petert ¢ OHMT v SHMT ana yAyylleHus ux
3A0POBbSI, 06yUYEHUsI U coLManm3aLImn.
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AKTYyaAbHOCTb. [1pOrpeccupyroLLMini CEMENHbIN BHYTpUNe-
YeHouHbI Xxonecta3d 3-ro tmna (MCBX 3) — peakoe reHe-
Tnyeckoe 3aboneBaHUE, XapaKTepU3YHOLLEEecs HapyleHUeM
OTTOKa XEeAYM M3 TrenaToumMTOB B XKEAYHble MPOTOKW, YTO Mpw-
BOAWT K HaGKOMAEHUIO XEAUHbBIX KUCAOT BHYTPU KAETOK NEYEHMU,
BbI3blBasA HEYKPOTUMbINA KOXHbIN 3ya (K3), nporpeccupytoiee
nopaxeHve nevyeHn. HepoctatouHasa BbISBASIEMOCTb U HU3KasA
0CBEAOMAEHHOCTb O TMCBX ycyrybAsitoT KAMHUYECKoe TeueHue
W yXyALLQOT MPOrHO3.

Lilenb uccrepoBanus. OnvcaHne KAMHUYECKOro HabAloae-
Hus NCBX 3 y cubeos.

MauuneHTbl U MeTOAbI. AeTh (MaAbunK 5 AeT 2 Mec, AEBOY-
ka 12 Mec) OT PoAWTENEN, HAXOAALLMXCS B OAM3KOWM CTeneHu
POACTBa (TPOKOPOAHLIE 6paT U cecTpa).

Pe3yabtatbl. AebtoT K3 y ManbuMka otMevancsa ¢ 12 mec,
Yy AEBOYKM — C 3 MeC, C POXAEHUA Y AETEN MAOXME NPUBaBKM
MacCO-POCTOBbIX MOKa3aTeAel, OTCTaBaHWE B NMCUXOMOTOPHOM
pasBUTUKU, CMYTAOCTb KOXHbIX NMOKPOBOB, YBEAUYEHUE XUBOTA
B pa3mepax. HabatopaAMcb MO MECTY XWUTEAbCTBA C AWArHO-
30M: «<XPOHUYECKMI XONECTATUUECKMIA reNaTUT HEYTOUYHEHHbIN»,
noAyYaAn npenapart yPcoAe30KCHUXoAeBOM K1cAoThl (YAXK) 6e3
apdekta — K3 coxpaHsancs. HanpasaeHbl B depepanbHbiid
LEHTP AAA YrAyBAeHHOro obcaepoBaHuA. Y ManbuvKka B 4 ropa
9 Mec npu OCMOTpe: AULEBOW AUCMOPOU3M (OTTOMbIPEH-
Hble yLWW, BbICTyNnatowmn Aob, rayboko nocaxeHHble rAa-
3a, 3a0CTPEHHbIN NOABOPOAOK), KOXHbIE MOKPOBbLI CMYrAble,
Cyxue, C LUeAyleHneM, CAepAaMu pacyecoB. HWXHAS rpaHuua
neuyeHn +5 cm M3-Nop kpaa pebepHoir Ayrn. Mo AaHHBIM
6MOXMMMYECKOTO aHaAM3a KPOBW: anaHWHaMMUHOTpaHcdepa-
3a (ANT) — 56,7 (0-40) Ea/A; acnapTataMMHOTpaHcdepa-
3a (ACT) — 68,2 (0-60) Ea/A; ramma-rayTamuaTpaHcdepasa
(FTT) — 33,3 (0-23) Ep/A, WwenoyHas pocdarasa (LLLD) — 240,7
(156-369) Ep/A, 6UAMpYy6bUH HenpsamoWn (BH) — 7,7 (4,2-17,6)
MKMOAb/A; 6BUAMPYOUH npsamoit (BMN) — 4,5 (0,8-3,4) MKMOAb/A.
KoHueHTpauusa xenuHbix kucrot (KK) B kpoBu — 67,4 (2,4-

6,8) MKMOAb/A. 110 A@HHBIM YABTPA3BYKOBOIO WMCCAEAOBAHWSA
opraHoB 6ptoLuHon noaoctu (Y3W OBI): renatomeranus, Bbipa-
XEHHbIE CTPYKTYPHbIE U3MEHEHWA NEeYEeHU, N0 AAHHbIM 3AACTO-
rpadumn neyeHu: ctapms F3 (BbipaxeHHbI ¢ubpo3) no wkane
METAVIR. 9xokapanorpadus: HeaHauMTeAbHbIV HAAKAANAHHbIN
CTEHO3 AeroYyHow aptepun. OGTaAbMOAOT: 3aAHMI IMOPUOTOK-
COH. 3anop03peH CUHAPOM AnaxuAnsa. Y aeBoukn B 10 mec
npyv OCMOTPE: aHaAOTUYHbIE M3MEHEHWA KOXHbIX MOKPOBOB,
HWXHSAA TpaHMua neyeHn +6 cMm, B BUOXMMUYECKOM aHaAn3e
kpoBu: AAT — 83 Ep/A, ACT — 124 Ep/a, TTT — 40,5 Ep/A,
W® — 322 Ep/n, BH — 14,8 mkmonab/A; BT — 13,8 MKMOAb/A.
YpoBeHb XK — 128,6 mkmonb/A. Y3WU OBIll: ymepeHHas
renatoMeraAusi, HayanbHble AMOPY3HbIE M3MEHEHUA NapeH-
XMMbl nevyeHu, anactorpadusa: F1 (MUHUMaAbHbIM ¢HUOPO3)
METAVIR. 9xokapanorpadus: HeaHauMTeAbHbI HAAKAANAHHbIN
CTEHO3 AErOYHOW apTepun. MOAEKYAAPHO-TEHETUYECKOE NCCAEe-
AOBaHWe: y 000MX AeTeV BbISSBAEH BapWaHT HYKAEOTMAHOM
NOCAEAOBATEABHOCTM B 3k30He 21 reHa ABCB4 B romo-/remu-
3UrOTHOM COCTOSIHUM, XapakTepHbii aaa MCBX 3. MpoBoarAach
AMTEAbHas Tepanus YAXK u xonectpamuHom 6e3 ABHOro
KAMHWUYECKOro apdekTa, K3 coxpaHAAcs, B CBA3M C YEM Ha3Ha-
YyeH opeBMKcubaT, Ha GOHe Yero vyepes 2 MeC COCTOsIHUE
cTabrAM3MPOBANOCh, Y AeTEN KynnpoBancst K3, yAyUuLLMACA COH,
MOBbICMAOCb KauyeCTBO XM3HW. KOHLEHTpaUmsa XEAUHbIX KUCAOT
B KPOBM B NpeAenax HopMbl. [IPOrHo3 OTHOCUMTEABHO BAaronpu-
ATHbIA. [OKa3aHbl MPOAOAKEHWE NATOreHETMUYECKOM Tepanuu
“ HabAOAEHWE B AMHAMMUKE.

3aknoueHne. MaKCMMaAbHO pPaHHAS  AMArHOCTUKa,
BKAKOYAS MOAEKYAAPHO-TEHETUYECKOE WCCAEAOBaHWE Yy cub-
COB, W CKOpelllee HasHayeHWe MnaToreHeTUYeckow Tepanuu
HEOOXOAMMO AASl OMTMMM3ALMKM yripaBAEHUsI 3ab0AeBaHWEM.
Mpu BbIGOPE BEPHON TEpaneBTUUECKON CTPATErMn BO3MOXHO
A0BUTbCH cTabuAM3aUMK cocTosiHUS nauneHToB ¢ MCBX 3, Tem
CaMbIM MOBbICUB UX KAYeCTBO XW3HU, NPEAOTBPATUB pa3BuUTHE
Cepbe3HbIX OCAOXHEHUI W YAYULLMB NPOTHO3.
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AKTyanbHOCTb. CeponpoduaakTuka MNPOTUBOKAELLEBLIM
MMMyHoranobyArHom (MKI) SBASIETCA OCHOBHBIM METOAOM MOCT-
KOHTaKTHOWM 3KCTPEHHOM MPOPUAAKTUKU KAELLEBOrO BUPYCHOMO
3HuedpanmTa (KB3I) y HenpmBuTbIX AuL,. OAHaKO B MpakTuke Bpa-
Ya ee 3IQPEKTUBHOCTb HE ABASIETCA aOCOAIOTHOM — PErUCTPUPY-
toTCs CAydan 3aboAeBaHUA C A€TaAbHbIM MCXOAOM W CTOMKOM
WHBaAUAM3ALMEN.

Lenb uccaepoBaHuA. MPEACTaBUTL KAMHUYECKOE HAbALO-
AEHUE TSXEAOM MEHUHIO3HUEePaAUTUYECKON GOpPMbl KAeLLe-
BOro aHuedaAuTa, pa3BUBLUETOCA HECMOTPA Ha 3KCTPEHHYHO
NpodUAaKTUKY KB3 1 ero 0CAOXHEHUN.

MauuneHTbl U meToAbl. [laumeHT A., 16 AeT, nNocTynuA
B WHbeKuMoHHoe oTaeneHne AUB um. [E. Cubupuesa
27.05.2025 B TSHXEAOM COCTOSIHMM 3@ CYET HEBPOAOTMYECKOIrO
AedvumTa, Co3HaHMe Mo LWkKane KoMbl [Aasro — 15 6annoB.
YKanobbl Ha BANOCTb, COHAMBOCTb, FOANOBHYO 60Ab, MOBbILLEHWE
Temneparypbl Tena MakCcMManbHO A0 39,8 °C, OAHOKpaTHyHo
pBOTY.

Pe3yabtatbl. [Ipy oCcMOTpe oTMeyanucb adasnst U MoAo-
XWUTEAbHbIE HWXHWE CUMNTOMbI BpyA3MHCKOrO M KepHura
¢ 06eunx CTOpOH, PUrMAHOCTb MbILL, 3aTbiAka 4-5 cMm, rvnep-
€cTe3nn U 04aroBoM CUMNTOMATUKKM He HabApanoChb. U3 anu-
AEMUWNOAOTMYECKOTO aHaMHe3a M3BECTHO, 4To oT KB3 He npw-
BWUT, 3@ 9 AHel AO NOCTYNAEHUS 3apernucTpupoBaH YKyC
KAELLA B PYKY, KAELL UCCAeAOBaH C MOAOXMTEAbHbIM PE3YAb-
TaTOM Ha BO3OyAWUTEAR MKCOAOBOTO KAeLLeBOro boppeanosa.
MaumeHT noayuma npoduaaktuky MK n AOKCULIMKAMHOM B A03€
200 Mr/cyT 5 pAHeR. B ToT e AeHb B 6bITy 6bIA 0OHaPYXEH BTOPOM
KAELL, KOTOPbIM NO pe3yabTaty uccaepoBanusa ot 21.05.2025

OKa3aACsi MOAOXMUTEABHBIM Ha BUPYC KAELLEBOro aHuedbanuTa.
3aboneBaHWe MaHUdecTMpoBano 26.05.2025, nauneHT nepe-
BEAEH B OTAEAEHME peaHMMaLMK W UHTEHCMBHOMW Tepanwuu,
M B TeyeHue 72 4 pasBUAACb KapTUHa TAXKEAOr0 MEHWHIO3H-
uedanuta ¢ OTEKOM TOAOBHOrO MO3ra, KOMOMW 2-i CTeneHM,
TpebytoLLen NCKYCCTBEHHON BEHTUAALMU AETKUX, @ TaKKe pe3u-
CTEHTHBIMMW 3MUAENTUYECKUMU NPUCTYNamu. B AMKBope — AUM-
doumnTapHbIi nAeounTo3. UMMyHOGEPMEHTHBIM aHaAUM3 KpoBU
M AMKBOpPa Ha BMPYC KAELEBOro aHuedanuta: IgM noAoXK-
TeAbHble, |gG ¢ HapacTaHuem TuTpa. MarHWTHO-pe3oHaHCcHas
Tomorpadua ronoBHoro mosra ot 30.05.2025 BbigBuAa npu-
3HaKM 3HUedaAuTa C nopaxeHnem Tanamyca, 6asanbHbIX raH-
rAMEeB, CTBOAA Mo3ra (B aAMHamuke 29.07.2025 3adpukcrpoBa-
Ha KMCTO3HO-TAMO3HaA TpaHchopMaLuma ovaroB C Pa3BUTUEM
AMdody3HoM atpodum). Yepesd mecsl, OT Havana 3aboreBaHUs
30.06.2025 TeuyeHne OCAOXHMAOCb CMOHTAHHbIM MHEBMOTO-
PaKCoOM, HO30KOMWAAbHOM MHEBMOHWEN U MUOKapaMonaTuen.
B nepuop ¢ 24.07.2025 po 28.08.2025 HaxoaMACA B OTAe-
AeHWUK peabuamtaunn. HecmMoTpsa Ha WMHTEHCUBHYKO Tepanwuio
MYABTUAUCLMMNAMHAPHOW KOMaHAOM CNELMaAUCTOB, Yy NaumeHTa
CoXpaHsaAuCb rpybblit TeTpanapes, OyabbapHble HapylleHus,
KOFHUTWBHBIN A€DULMT Y 3aBUCUMOCTb OT PECMMPATOPHOM MOA-
AEPXKM, NALUMEHT NEPEBEAEH B MaAAMATUBHOE OTAEAEHME.
3aKntoueHue. JKCTpeHHasa CeponpoPUAaKTUKa He MOXET
CAYXWTb NMOAHOLIEHHOW aAbTEPHATUBOM MAAHOBOW BaKLMHALMM.
HeobxoaMMo akTMBHO WMHOOPMMPOBATL HaceAneHue, 0CObeH-
HO B 9HAEMMWYHBIX PETMOHAX, O TOM, YTO TOAbKO MOAHBIM KypC
NPOGUAAKTUYECKMX NMPUBMBOK CrnocobeH obecrneynTb CTOMKUM
UMMYHUTET, NPEAOTBPALLAIOLLUI pa3BUTHE TXeAbIX dopm KBI.
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AKTyanbHOCTb. AedUUMT AU3OCOMHOW KUCAOM AMNa3bl
(AAKA) — HacnepcTBEHHOE 3aboneBaHWe, MPUBOASILLEE K BHY-
TPUKAETOYHOMY HAKOMAEHWIO 3PUPOB XONECTEPUHA U TPUTAULLE-
PUAOB Ha CUCTEMHOM YPOBHE, YTO MHULMUPYET XPOHUUYECKYHO
aKTMBALMIO BPOXAEHHONO UMMYHWUTETA M NMPOBOCMAAUTEABHbIV
LIMTOKMHOBbLIN OTBET. ITO CO3AAET YCAOBUSI AAA Pa3BUTUS BTO-
puyHoro remodarouutapHoro Ammdormctmoumtoda (BIAIN) —
CUCTEMHOM TUMNEPPEaKTUBHON WUMMYHHOM peakunu, Gopmu-
pytoLLLE CMHAPOM B3aUMHOIO OTAroweHusl. Takoe COoCTosHue
nposiBAAIeTCA ObICTPbIM MPOrpeccMpoBaHUEM MOAMOPraHHOM
HEAOCTaTOYHOCTH U BbIPaXXEHHON PE3UCTEHTHOCTLIO K TEpanuu.

LUenb wuccaepoBaHuA. [1poAEMOHCTPUPOBATL TAXEAOE
TeueHue 3aboneBaHUA U TepaneBTUYECKNE TPYAHOCTH Y pebeH-
Ka rpyaHoro Bospacta ¢ AAKA B couetaHun ¢ BIATL

MauueHTbl U MeToAbl. [1POBEAEH PETPOCNEKTUBHBIN aHa-
AM3 UCTOPUKM BOAE3HU NauMeHTKH K.

Pe3yabratbl. [auveHTtka K., 2,5 mec, oT BTopor bepemeH-
HOCTU (NepBbI pebeHOK yMep B 3 MEC, AMarHo3 — LMPPO3 neye-
HW B UCXOAE BPOXAEHHOW LMTOMEraAOBUPYCHOM WHdEKLMK),
onepaTtuBHbIX POAOB (TAa30BOE MpeAAexaHue), Macca Tena npu
poxaeHun — 3600 r, poct — 50 cm, oueHKka no wkane APGAR —
8/8. CO 2-X CYT XWM3HM — XEATYLIHbIA CUMHAPOM, B 1 mec
BbIIBAEHa renatocnAeHomeranusi. A\abopatopHO: CUMHAPOMBI
LMTOAM3A U XOAeCTas3a, AMCAMNMAEMUS. HagHaueHa renatonpo-
TEKTOPHaA Tepanus, OAHAKO COCTOAHME NPOTrPECCUBHO yXyALLa-
Aock. B 2,5 mec rocnutannsmpoBaHa B DepepanbHbli LEHTP.
Mpu NoCTynAeHWK: BbIPaXeHHas XeATyxa, aHacapka, rmnorTpo-
odusa, neueHb +7 cM, ceneseHka +8 cM n3-noa kpas pebepHbIx
Ayr. NabopatopHo: 06Wwmin 6uAMpybunH — 1136,7 MKMOAb/A,
npamon — 486,97 MKMOAb/A, acnapTatTaMUHoTpaHcdepasa —

413 Ep/A, anaHMHamuHoOTpaHchepaza — 99 Ep/A, ramma-
rayTamuaTpaHcdepasa — 329 Ep/A, AakTatpermaporeHasa —
566 Ep/A, anbbymuH — 20 /A, MoYeBUHa — 15,22 MMOAb/A,
XonecTepuH — 6,5 MMoAb/A. Y3U 1 KT: BblpaXeHHbIe CTPYK-
TYpHblE W3MEHEHUA YBEAMYEHHbIX B pasMepax MeyeHu,
Ccene3eHKM, noyeKk. AKTMBHOCTb AM30COMHOM KWCAOW AMNa3bl
B BbICYLIEHHbIX MATHaX KPOBW PE3KO CHWXEHa. BbinoAHeHO
MOAEKYAAPHO-TEHETUYECKOE WCCAEAOBaHWE, MOATBEPXAEHA
ANAKA. HezamepAUTeAbHO Ha3HaveHa GepMeHTO3aMeCTUTENb-
Has Tepanua (cebeannasda anbda), NopAepXMBatowas Tepa-
nusa (@aAbBYMWH, AUYPETUKM, aHTUOUOTHKKM, renaTonpoTEKTOPbI).
3a nepurop HabAoAeHMS Y pebeHKa Takxke 0TMEeYaAUCh AAUTEAD-
Hasa AMxopaaka (> 7 AHel), aHeMus, ABYXPOCTKOBas LIMTONEHMS
(sputpoumThl — 2,55 x 1012/A, remornobuH — 75 /A, TooM60-
UMTbl — 85 x 109/A), rUNepTpUrAMLEPUAEMUA — 5,73 MMOAL/A,
runodubpuHoreHemua — 0,71 /A, BbICOKMI ypoBeHb deppu-
TMHa — 27 713 Hr/MA, 4TO CBMAETEABCTBOBAAO B MOAb3Y BIAT.
HasHaueHa Tepanus rioKOKOPTUKOMAAMU, MPOBEAEHbI CEaHChbI
remonepdysun, OAHAKO COCTOSIHME MPOAOAKAAO YXyALLATbCH,
HapacTana NOAMOPraHHas HEAOCTaTOYHOCTb, PA3BUACH CEMNCUC.
B Bo3pacte 3 mec 14 aAHel COCTOAAOCH NPOdY3HOE XKEAYAOY-
HO-KMLUEYHOE KPOBOTEYEHWE, ACUCTOAMSA, PeaHUMaLMOHHbIE
MEepPOnpUATUS OKa3aAUCb He3IPdEKTUBHBI, KOHCTaTUpOBaHa
6uonormueckasn cmepTb.

3aknoueHune. Y maapeHueB ¢ AAKA cyllectByeT pucK
pa3utnsi BIAI, utOo pe3ko ycyrybaser TeuyeHMe OCHOBHOIO
3ab0AeBaHUS M acCoLMMPOBAHO C KpalHe HeBAaronpusaTHbIM
ncxopoM. Takoe cocTtosiHue TpebyeT NoBbILLIEHHOW HACTOPOXEH-
HOCTUW y Bpauew Npu HabAIOAEHUU MAGAEHLEB C renaTtoCnAeHo-
MeraAMer U Nnpu3Hakamu CUCTEMHOIO BOCMAAEHMS.
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A Rare Genetic Disease. Orbeli Syndrome

Rimma A. Demidova
Astrakhan State Medical University, Astrakhan, Russian Federation

AkTyanbHOCTb. CvHAPOM Opbenn — peapkas XPOMOCOMHas
aHOMaAMs, CONPOBOXAQIOLLAACH MHOXECTBEHHbIMU BPOXAEH-
HbIMW MOPOKaMWU W BbICOKOW AETaAbHOCTbIO B MEPBbIV FOA
XM3HW. PaHHAS NpeHaTaAbHaa AMarHOCTHKa MMEET peLuatoLLee
3HaUYEHUE AASI MPOTHO3a U TaKTUKU BEAEHWS BepeMeHHOCTU.
Myb6AMKaLMA KAMHUYECKMX HAaBAIOAEHMI CMOCOOCTBYET YTOUHE-
HWUIO CMEeKTpa MPOSIBAEHWA M OBOCHOBaHMIO HEOOXOAMMOCTU
BHEAPEHUS HEMHBA3WBHbIX METOAOB AMArHOCTUKM.

Lenb uccaepoBaHuUA. PEACTaBUTL KAMHUYECKOE HAbALO-
AeHue pebeHka ¢ cuHApoMoM Opbenn, MoAYEPKHYTb 3HAYEHUE
npeHaTaAbHOM AUArHOCTUKU U MEXAUCLUMNAMHAPHOTO MOAXOAA.

MauueHTbl U MeToABI. [TpeacTaBAeHO HabAoAeHUE pebeH-
Ka C MOATBEPXKAEHHBIM CMHAPOMOM Opbean. AAa AMarHoCTUKK
MCMOAB30BAAVCh YABTPA3BYKOBOE nccaepoBaHue (Y3U), Herpo-
COHOrpadusi, MyAsTUCIIMPAAbHAsA KOMMbIOTEpPHasA ToMorpadus
(MCKT), pacCLUMpEeHHbIM HeOoHaTaAbHbI CKPUHWHT W Kapuo-
TMNUPOBaHUe. MNpPUMEHEHbI ONUCATEAbHBIM U @aHAAUTUYECKUI
METOAbI C COMOCTaBAEHUEM KAMHUYECKMX AQHHbIX.

PesyabtaTtbl. B nepuHatanbHbii LeHTp TBY3 MuH3apaBa
ActpaxaHckon obnacth AMOKB Ha poabl MOCTYyNMA@ XEHLLM-
Ha. bepemeHHOCTb BTOpasi, OCAOXHEHa Xene30AedULMUTHON
aHemuen W yrpo3on npepbiBaHus B | Tpumectpe. C paHHUX
cpokoB Y3W BbIABUAO 3aAEPXKY Pa3BUTUS BHYTPUYTPOOHOTO
pebeHka U MHOXECTBEHHble @aHOMaAUW LIEHTPAAbHOM HepB-
HOW CUCTEMBI, cepALa, noyek. B Il TpumecTpe noATBEPXAEHbI
anobapHaa rononposaHuedanms, atpesns TPUKYCMUAAAbHOTO
KAanaHa, ABOVHOE OTXOXAEHME MarucTpanbHbIX COCYAOB, MMMo-
nAasus Noyek. PekomeHpauMu Mo npeHaTaAbHOMY KapuoTw-
NMUPOBaHUIO U NPEPbIBaHUIO BEPEMEHHOCTH ObIAM OTKAOHEHDI
poautensmu. Ha 39,6 Hep POAMACA ManbuyMK Maccoi TeAa
2050 r, ¢ poctom 44 cM, OKPYXHOCTbIO FOAOBbI 27 CM, OLEH-

ka no wkane APGAR — 5/5 6aanoB. Mpu ocmotpe ObiAu
BbIIBAEHbI MUKpouedanus, paclieavHa Heba, runocnaams
MOLLUOHOYHON OPMbI, KPUMTOPXM3M CrpaBa, KOHTPAKTypbl
KoAeHew, AoedopMaLma roAeHocTona, OTCyTCTBUE MEPBOro Nanb-
La Ha NpaBoOW KWUCTW, TMMNOMAA3MA NanbLa Ha AeBOM, BapycHas
ycTaHoBKa cton. HerpocoHorpadusa u Y3M BbISSBUAM FOAONPO-
33HUePanu o, aTpe3nto TPUKYCMMAGABHOTO KAamaHa, ABOMHOE
OTXOXAEHWE COCYAOB, TMMOMA@3UI0 AETOYHOM apTEPUMN U MOYEK.
Ha MCKT — naeBpanbHbIV BbINOT, aTenekTas, GUOPUHOTOPAKC.
PaclwnpeHHbI HEOHATaAbHbIM CKPUHWUHT BbIABUA MPU3HAKK
NEePBUYHOIO MMMYHOAEOULMTA WM HACAEACTBEHHblE HapyLle-
HUS obmeHa. KapuotunupoBaHue 0BHAPYXMAO MYXCKOM aHO-
MaAbHbIA KapuoTUM, NOATBEPXAEH CHHAPOM Opbeaun. MauneHT
C POXAEHMSA Ha UCKYCCTBEHHOW BEHTUAALMK Aerkux (MBA), noay-
Yyan remoTpaHcdy3nn, aHTMbaKTepuanbHyto Tepanuto. PebeHok
KOHCYALTUPOBaH B ®epepanbHOM LEHTPE CEPAEYHO-COCYAUCTON
Xupyprum (ActpaxaHb), BPOXAEHHbIM MOPOK CEpALA MOATBEPX-
AEH, OTKa3aHO B XMPYPruuyeckOM BMeELLATEAbCTBE M3-3a TAXe-
ctn coctosiHuA. B 5,5 mec coxpaHsatotca UBA, aHTepanbHoe
nuTaHue yepes 30HA, MOAAEPXKKA Basonpeccopamu. boabHOMyY
NPUCBOEH MaAAMATUBHbLIN cTaTyc. [epeBeAeH B MaAAMATUBHOE
otaeneHre FbY3 AO OAKB um. H.H. CuanieBom, rae HaxoanuTcs
cevyac. MporHo3 AAs XU3HKU HEBAAronpPUATHbLIN.

3aknatoueHue. Cayyall WMAAKOCTPUPYET MHOXECTBEHHbIE
BPOXAEHHbIE MOPOKK, 0BYCAOBAEHHbIE PEAKOM XPOMOCOMHOM
MyTauuen. KapuotunupoBaHWe POAMTEAEN BaXXHO AASI OLLEHKM
puUcka poxaeHusa pebeHka ¢ natonorner. HebaaronpuATHbIN
NMPOrHO3 W OTCYTCTBME METOAOB KOPPEKLMM MOAYEPKMBAIOT
HEOOXOAMMOCTb BHEAPEHWS HEUHBA3WBHOIO MpPEeHaTaAbHOro
TECTUPOBAHUA C ONpeaeneHneM BHekAaeTouHow AHK BHyTpu-
yTpobHOro pebeHka.
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Short Report

KpaTtkue cooblieHusn

0Oco6eHHOCTU TeUeHUA TPaAH3UTOPHOU MUACTEHUU

Y HOBOPOXXAEHHOro

BoakoBa AHactacusa UAbMHUUHA

HayuHbli pyKOBOAMTEAB:! K.M.H., AOLEHT MaHnHa Onabra CepreesHa

CapaToBCKMI rOCyAQPCTBEHHbBIM MEAULIMHCKUIA YHUBEpcUuTeT M. B.W. PazymoBckoro, CapaTtoB, Poccuiickas ®eaepaums

Features of the Course of Transient Myasthenia Gravis in a Newborn

Anastasia l. Volkova

V.I. Razumovsky Saratov State Medical University, Saratov, Russian Federation

AKTyanbHOCTb. HeoHaTanbHas MuacteHua — opdaH-
Hoe 3aboaeBaHMWe (pacnpoctpaHeHHocTb: 0,5-5 cayuyaes
Ha 100 TbIC.). PUCK pa3BWUTUSi TPAH3UTOPHOW GOPMBbI y AETEN,
POXAEHHbIX OT MaTepein ¢ MuacteHuen, ot 5 Ao 20% (3a cuet
TpaHCNAALEHTAPHOW Mepepaun MaTePUHCKUX aHTUTEA K ale-
TUAXOAMHOBbBIM peLenTopam).

Lenb uccnepoBaHuAa. Ha npumepe KAMHUMYECKOTO CAy4yas
paccMoTpeTb 0COHBEHHOCTU TPAH3UTOPHOM MUACTEHUM Y HOBO-
POXAEHHOr0 OT MaTepU C AMArHOCTUPOBAHHON MUACTEHMEN.

MauueHTbl U MeToAbl. HabAoAeHWE 3@ HOBOPOXAEHHbLIM
MaAnbYMKOM OT MaTtepu C reHeparM3oBaHHOM GOpPMON MHUacTe-
HWW gravis, aHaAM3 MEAULIMHCKOM AOKYMEHTaLMKW: UCTOPHA pas-
BUTUS HOBOPOXAEHHOrO (dopma Ne097/y), obmeHHas kapTta
6epemeHHon (dpopma Nel13/y-20) u muctopms poaoB (dpopma
Ne096/y).

Pe3yabTaTtbl. AOHOLLIEHHbIV MAaAbUYMK POAMACS NMOCPEACTBOM
BaKyyM-3KCTpaKUMK MAOA@ B CBA3M CO CAabOCTbIO POAOBOM
AEATEABHOCTM Y MaTepu Ha $OHe reHepaAM3oBaHHOM GopMbl
MWUACTEHUN gravis CPEAHETSXEAOro TeuyeHus, AMarHo3 Obia
BbICTABAEH NOCAE POXAEHUS NepBoro peberka B 2023 . C des-
pana 2024 r. noAyyana MEANKaMEHTO3HYO TEPanuio No NoOBOAY
OCHOBHOTO 3aboAeBaHWA — MUPUAOCTUIMUHA BPOMUA U MpPeA-
HW30AOH, AaHHAs BepeMeHHOCTb HacTynuAa Ha doHe mpuema
npenapatoB. TeueHne 6GEPEMEHHOCTM OCAOXHMAOCH TOKCUKO-
30M W aHemMueln. B 28 Hea auarHocTMpoBaHbl 6eCCUMNTOMHAs
H6akTepuypua (aHTMbaKTepuanbHas Tepanusl) U KOAbNUT (CaHa-
umA). HoBOpOXAEHHBIV ¢ oueHKoW no wkane APGAR 7/7 6an-
AoB ObIA nepeBepeH B OPUTH B cTaBUABHO TSXXEAOM COCTOAHWUM
BCAEACTBUE BbIPaXXEHHOr0 CMHAPOMa YrHETEHUA U Nporpeccu-
pYHOLLEN AbIXaTEAbHOW HepocTaTouHOCTU. OTMevanmcb obLias
TMMNOTOHUS,, aMUMMUS,, CHWUXEHHAs ABUrateAbHas akTUBHOCTD,
6bICTpas wMCTOLLAEMOCTb PEePAEKCOB U OTCYTCTBME KPWKa,
CO3HaHWEe W 3payvkoBble peakuuu coxpaHeHbl. lMpu ocmoTpe:

AoAmxouedanmsi, poAoBas OMyXOAb, CTUIMbl AM33IMOPUOreHe-
3a (BbICOKOE roTMYecKoe HebO, MUKPOTrHATMS HWXHEW YeAto-
CTW, POT MPUOTKPbIT), OTMEYAAUCHb BbIpaXeHHas runepcanu-
BaLUMs, OCAabAEHHOEe MOBEPXHOCTHOE AblXaHWe C 3MU30AaMM
anHo3 U pecatypauuu. C yyeToM aHamHe3a MaTepu, KAMHU-
KW, HapacTatolLlero pPecrnupaTtopHoro aumpo3a pebeHok Obin
MHTYOMpPOBaH. [POBOAMAOCH CYTOUHOE XOATEPOBCKOE MOHM-
TOPMPOBaHMWE, TaK Kak Ha CMOHTAHHOM AblXaHWW OTMEeYaAUCb
6pasnKapanst U CHUXEHWe caTypaumun. B panbHenwem Gpaaw-
apUTMUIO YAGNOCb KynMpoBaTb, BOCCTAHOBAEH 6a30BbIVi PUTM
C YacToTOW cepAaeyHbIx cokpalleHui (UCC) 138-150 ya./MUH.
MpUY COXPaHAIOLLUXCS AbIXAaTEABHOM HEAOCTATOYHOCTH, AUCharmm
C HU3KMMM TAOTOYHBIMW pedAeKCaMm, TMNOTOHUKU, CAABOM Kpu-
K€, OCUMAOCTH FOAOCa W rMNepcarnBaLLMik Hayata Tepanus Heo-
CTUIMUHA METUACYAbGATOM Mop KoHTporeM YCC u BUTaAAbHbIX
bYHKUMI. B pamkax AMarHOCTUKM MPOBOAMAOCH MOHUTOPHUPOBA-
HWE ANEKTPOAWUTOB B KPOBM, UCCAEAOBAHWE YPOBHSI KOPTU30AA
1 TOPMOHOB LLMTOBHUAHOM XeAe3bl. 10 AaHHbIM I3 0TMEeYanochb
OTCYTCTBME UMKAQ «COH — 6oapcTBOBaHME». K 21-M CcyT AOCTUI-
HyTa cTabuAM3aumsi coctosiHuA, pebeHoK aKcTybupoBaH, nepe-
BEAEH Ha BTOPOW 3Tan BbixaxuBaHWsA. COXPaHAAUCH MMMNOTOHUS,
6bICTPOE UCTOLLEHME PedAEKCOB, Ha dOHe AeueHust cTan boree
AKTUBHbIM, MOSABUAUCH COCATEAbHbIM U TAOTATEAbHbIM pedAek-
Cbl, HO A0 25-X CyT KOPMMACA Yepe3 30HA B CBSI3U C UX HECO-
rAACOBaHHOCTbIO. OTMEUEeHO yMEeHbLUeHWE runepcarvBaLmy,
no noTpebHOCTM MPOBOAMAACH CaHauuWsl, B OTBET Ha KOTOPYHO
NosBUACA KalAeBoW pednekc. OkoHuaTeabHasi Bepudukaums
AMarHo3a BO3MOXHa MOCAE MOAYYEHWUS PE3YALTATOB MPOBEAEH-
HOrO MOAHO3K30OMHOMO CEKBEHUPOBAHMS.

3akaoueHue. MoAMMopOU3M KAMHUYECKON KapTHHbI FeHe-
TMUYECKUX 3aboAeBaHui TpebyeT OT HeoHaToAora MOCTOSAHHOMO
pacLmpeHust NPodeCCUOHaAbHbIX KOMNETEHLMIA AAS UX AU de-
PEHLMANBHOWM AUATHOCTUKM.
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AKTyanbHOCTb. JKCCyAaTMBHasi TMNONPOTEMHEMUYECKAS
aHTeponatms (Ar3) — nepBuUHAA WAM BTOPUYHAA WHTECTU-
HaAbHas AMMOaHIM3IKTa3us, peakoe 3aboneBaHKe, CBA3aHHOe
C NaTOAOTMYECKUM pPaCLUMPEHUEM AUMPATUUYECKUX COCYAOB
TOHKOM KMLUKKW W1 pasBUTUEM MPOTEUHTEPSAIOLLEN IHTEPONATUMN.

Lenb uccnepoBaHua. OnucaHWe KAMHUYECKOTO CAyyast
nauneHTkn ¢ 3r3.

MauueHTbl U MeToAbl. [IPOBEAEH PETPOCNEKTUBHBIN aHa-
AU3 UCTopuKn BonesHu naumeHTkn C., 14 net.

Pe3yabratbl. /13 aHamHe3a 3aboAeBaHMA WM3BECTHO, YTO
B 13 AeT y nauneHTkn C. nocre MHOEKLMOHHOTO 3a6oAeBaHMA
AbIXaTeAbHbIX MyTEW MOSIBUAMCH MPU3HAKK TAXEAOro Mporpec-
CUPYIOLLErO NOPaXeHUs XEeNYAOUHO-KULLEYHOrO TpakTa: BbICO-
Kas yacTtota AMapen ¢ NpUMEChio KpoBu 1 cansm (a0 10 p/cyT),
BblpaXeHHbIn 6oAeBOM abAOMWHAAbHBIM CUHAPOM W HapacTa-
HWe OTeYHOro CMHAPOMa. B cTauMoHape no MecTy XMUTeAbCTBa
pebeHKy ObIA BbICTaBAEH AMArHO3 «bone3Hb KpoHa» M Ha3Ha-
YyeHa Tepanua npenapatamu W3 rpynnbl TAFOKOKOPTUKOMAOB
(MPEeAHU30AOH) C LEeAbIO MHAYKUMK pemuccuun. Ha doHe Tepa-
nuu HabAtopanacb OTpULATEAbHAA AMHaMWKa, B CBA3U C YEM
pebeHok BblA HanpaBAeH Ha rocnuTasnsaumio B PepepanbHbii
ueHTp. Mpu NOCTyNnAEHUM OTMEYaAUCh BblpaxeHHas cAabocCTb,
6AEAHOCTb KOXHbIX MOKPOBOB, AMGdY3HAs OTEYHOCTb KOHeu-
HOCTEM M AMLA, CHUXEHHbIM annetwt, -13 kr maccbl Teaa.
Mo pAaHHBIM AabopaTOpPHOro UCCAEAOBaHUA obpallann Ha cebs
BHUMaHWE CAEAYHOLLME NoKa3aTeAr: abCoAOTHan AMMOONeHns
(0,8-0,9 x 109/a); runorammaraobyamHemus: IgA — 0,530 r/a,
18G — 1,190 r/A; runonpotenHemus (36,7 r/A), runoanbbymu-
Hemua (21 r/A); sFLC kanna-uenu (k) — 4,16 MKr/MA; AM6-

pa-uenn (A) — 1,26 mkr/ma, nHaeke k/A — 3,3069; nmmyHo-
deHotMnuposaHue Aumooumntos: T-xeanepbl (CD4*) — 0,093;
B-aumooumntel (CD19*) — 0,075; al-aHTUTPUNCHH B Kane
> 2250 mr/A. Tlpy yASTPa3BYKOBOM WMCCAEAOBaHWKM OpraHoB
6PIOLLHON NMOAOCTM M MaAOro Tasa: NnapaoBapUanbHbIE KUCTbI
CAEBA?; KUCTa XEATOro Teaa. 330¢paroractpoAyOAEHOCKOMUS:
racTpuT aHTPAAbHOTO OTAEAA, €AMHWUYHbIE AMMOAHTMIKTA3bI
B 12-nepctHon kuwke (AMK). KoaoHockonus: 6e3 natono-
ru. BuaeokancyabHas 3HTEPOCKOMUA: €AMHWYHbIE AMMbaH-
rmakTasbl B AMNK. [MCTOAOrMUECKOE MCCAEAOBAHME: MPU3HAKK
AMMdaHrnaKTasum cobcTBeHHOM naacTuHkM AMNK. PebeHky
BbICTaBAEH AMArHO3: «JKCCyAATMBHAsA rMNONpPoTEMHEMUYECKASN
3HTEPONATHA B UCXOAE BbICOKOBEPOSITHOTO TEYEHUSI NEPBUUYHO-
ro UMMYHOAEPULMTHOTO COCTOAHMUSA». MHMUMMpPOBaHa Tepanusa
CUHTETMYECKMM aHanorom comatoctatmHa 200 MKr ABa pasa
B CyTKM Kypcamu no 14 aHel kaxable 30 pHen. PebeHky Ha3Ha-
yeHa 3aMecTUTeAbHas Tepanusi UMMYHOTAOBYAMHOM YenoBe-
YeckMM HopmanbHbiM 1,0 r/Kr; npodurakTMueckaa aHTUOak-
TepuanbHaa Tepanus — KO-TPMMOKCa30A 250 Mr yepes AeHb;
cTporasi BbicOkobenkoBas aveTa 3 r/Kr/CyT ¢ orpaHu4eHuem
AAMHHOLENOYEYHbIX TPUTAULLEPHUAOB.

3aknoueHue. AaHHbIN KAMHUYECKUI CAYYal UAAKOCTPUPYET
AVMArHOCTMYECKME TPYAHOCTU MPU PEAKMX IHTEPONATUAX, YCyry-
OAEHHbBIX HaAMYMEM MEPBUYHOTO MMMyHOoAedUUMTA. PaHHAS
N KOMMAEKCHAs AMArHOCTMKA KPUTUUYECKM BaxkHa AAS MPEAOT-
BpaLLEHMA TAKEAbIX METaOOAMYECKMX OCAOXHEHWI U CBOEBPE-
MEHHOro Hayana LeAeHanpaBAeHHOW Tepanuu. OnTMManbHoe
BEAEHWE MaLMEHTOB C 9KCCYAATUBHOW MMONPOTEUHEMMUYECKOM
3HTEpONaThen Tpebyet MyABTUAUCUMNAMHAPHOTO MOAXOAA.
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