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MNEPEJOBAS

Caxapubiii 1uadeT 1 THNA: BO3MOKHOCTH PAHHEH THATHOCTHKHU M NIEPCTIEKTHBbI JIeYeHHUS

H.JIL. Anumosa

®re0y BO «CmoneHckmii rocyaapCTBEHHbIN MeANLMHCKNIA yHBEpcuTeT» Munaapasa Poccun, 214019, CMoneHck,

Poccuiickas ®enepauuns

Type 1 diabetes: early diagnosis and treatment prospects

I.L. Alimova

Smolensk State Medical University, 214019, Smolensk, Russian Federation

B cTaThe npeacTaBiieHbl 3MMIEMHOJIOTHYECKHE NOKA3aTe M caxapHoro Auadera 1 Tuna y jaereil, JaHHbIE O TEHETHYECKHX M Cpe-
oBbIX (haKTOpax PUCKA ero pa3BUTHs, Kiaccu(puKamus CTaauii caxapHoro quadera 1 Tuma, oTpaxkaonmas KOHTHHYYM Pa3sBUTHS
3200J1€BaHUS OT MOSIBJIEHUSI AYTOAHTUTE] 0 KIMHUYECKMX CHMIITOMOB. AKIEHT C/IeJIaH HA JOKJIMHUYECKHX CTAIUAX CAXAPHOTO
nuadera 1 TMIA ¥ BAaXKHOCTH MX PaHHEi TMATHOCTHKM /ISl IOTEHIUAIbHOM NPO(MIAKTHKY U 3aMe | JIeHUs] IPOrpecCMpoBaHus 3200-
neanus. IloayepkuBaeTcss HEOOXOIMMOCTh KOMILIEKCHOIO MEXKIMCUHMILIMHAPHOIO MOAX0Aa K CKPUHHHTY, PAHHE TMATHOCTHKE
caxapHoro nuadeta 1 Tuna, mporpaMMam BeJieHHs NALMEHTOB, B TOM YKCJIe B IEPBUYHOM 3BEHE 3IDABOOXPAHEHHS.

Karoueevte caosa: demu, caxapuolii duabem 1 muna, 0okauHu4eckue cmaouu, aymoanmumend, CKpUHUHe.

Ansa untuposauus: Anvmosa W.J1. CaxapHbii anabeTt 1 Tuna: BO3MOXHOCTY paHHel AnarHOCTUKM U epCrekTuBbl 1e4eHuns. Poc BecTH nepu-
Haron u neavatp 2025; 70:(6): 5-10. DOI: 10.21508/1027-4065-2025-70-6-5-10

The article presents epidemiological indicators of type 1 diabetes mellitus in children, data on genetic and environmental risk factors
for the development of type 1 diabetes mellitus, classification of type 1 diabetes mellitus stages that reflects the continuum of dis-
ease development from the appearance of autoantibodies to clinical symptoms. The article focuses on the preclinical stages of type
1 diabetes mellitus and the importance of early diagnosis for potential prevention and slowing down the progression of the disease.
The article emphasizes the need for a comprehensive interdisciplinary approach to screening, early diagnosis of type 1 diabetes mel-
litus, and patient management programs, including in primary healthcare settings.

Key words: children, type 1 diabetes mellitus, preclinical stages, autoantibodies, screening
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Caxapmﬂﬁ nuaber 1 Tuma sBAsieTcs HaubOosiee
TSOKEJIBIM WM TIPOTHOCTMYECKW — HeOJaronpusiT-
HBIM 3a00JIeBAaHMEM, XapaKTepU3YIOLIUMCS aepUIIr-
TOM WHCYJIMHA BCJIEICTBAE ayTOMMMYHHOM JIeCTPYKIINH
B-KJIeTOK ¥ TIOXKU3HEHHOU 3aBUCUMOCTBIO OT WHCYJIMHA.
3a nocieqHue 10 jieT BO BCEM MUpE OTMEYAeTCsI pPOCT
3a001eBaeMOCTH caxapHbIM auadbetoM 1 tuma. B Poc-
cuiickoit Penepaunu B nepuon ¢ 2014 mo 2023 romsr
pacmpocTpaHeHHOCTh caXxapHOro auabeTa | THIa yBeau-
yuBaiach ¢ 238,6 o 374,2 ciyuyaeB Ha 100 000 geTckoro
HaceJleHWsI M eXEeTOMHBI TPUPOCT PacIpOCTpaHEHHO-
CTU B cpenHeM J0cTur 6,3%. 3a601eBaeMOCTh caXapHbIM
nuabeToM | TUIa 3a aHAJIU3UPYEMBI TIEPUON COCTa-
Buna 19,1-27,2 cnyuas Ha 100 000 meTckoro Hacene-
HUST U €XETOMHBIN MPHUPOCT 3a001€BAEMOCTH B CpeIHEM
cocraBun 4,9% [1]. Tlpu 3TOM, HECMOTpSI Ha yCHEXU
MabEeTOJIOTUH B TTOCTIEIHNE AeCATUIETUS (TTPUMEHEeHNE
B KJIIMHUYECKOW TPaKTUKE WHCYJTMHOB HOBOTO TTOKOJIE-
HUST M CPEICTB WX IOCTABKU, HEMPEPBIBHOTO MOHUTO-
pPUHTa YPOBHS TJIOKO3bI), MPOMOKUTEIbHOCTh XU3HU

© W.J1. Anumosa, 2025
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ocTaeTcs TIPUMEpPHO Ha 16 JieT MeHbIle y MallueHTOB,
KOTOPBIM JIMarHo3 caxapHoro mauabera | Tuma ObuI
mocTaBieH B Bo3pacte o 10 et [2].

CaxapHblii guabetr 1 Tuma gBisieTcsl MHOTogaKkTop-
HBIM 3a0oJieBaHMEM, TIpM KOTOPOM BO3HMKAET ayToO-
MMMYHHBII TpOIECC C TOCAeAYIOIINM pa3pylieHueM
B-KJIETOK TMOMIXETYAOYHON XKeye3bl, OOYCIOBJIEHHBIN
BJIMSIHUEM T€HETUYECKHX M CPENOBBIX (DAaKTOPOB. Acco-
nuanus pas3nuyHbix HLA anneneii ¢ pucKOM pa3BUTUS
caxapHoro nuabera 1 Tuma ObLla U OCTAeTCsl TpenMe-
TOM HCCJIeIOBAaHUI B TEUEHUE MOCIEIHUX TECATUICTUA.
CaMmbIif BBICOKMI Te€HETHYECKUII PUCK caxapHOTO Iaua-
o6era 1 Tuna cBs3aH c¢ ramnortunamu HLA xnacca 11,
onpenensieMbIMu ajiesnsiMu B Jjokycax HLA-DR w -DQ.
Myrtauvu B reHax HLA xnacca Il cocraBnsior 1o 50%
TEHEeTUYECKOTO0 pHcKa pa3BUTHUSI caxapHOro nuadera
1 Tumna. I[pu 3TOM ycraHoBIeHO 6osee 70 TeHEeTUYEeCKUX
obnacteit, He Kacawmuxcss HLA, cCBI3aHHBIX C PUCKOM
pa3BUTHUS TaHHOTO 3a00eBaHus [3].

WM3BecTHO, 4TO pUCK pa3BUTHSI 3a00J1€BaHUsI y JIIONIEH,
MMEIONIUX POJCTBEHHUKOB TIEPBOI JIMHWUM POJACTBA,
CTpaJalolInX caXapHBIM auadeToM | Twra, BeIIie B 15
pa3 Mo cpaBHEHMIO ¢ oO1Iel monynsuuein. OqHako 90%
JIIofeli ¢ caxapHbIM IuabeToM 1 TuIa He UMEIOT ceMeii-
HOTO aHaMHe3a, U POCT YMCIIa CllydyaeB 3TOro 3aboJieBa-
HUS HeJIb3s1 OOBSICHUTH MCKITIOYMTEIbHO TeHEeTUYeCKOM
MPEeapPacIIOIOKeHHOCTEIO [4].
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3a mocyieAHNe TOIBl UIEHTU(UIIMPOBAHbBI ayTOAHTH -
TeHbI, BBI3bIBAIOIIE UMMYHOOITOCPETOBAHHOE pa3pyle-
HUeE B-KJIETOK, OMHAKO (GhaKTOPHI, TPOBOIMPYIOIIINE ayTO-
MMMYHHBIM OTBET, OCTAIOTCST He 10 KOHIIA U3YYeHHBIMU,
HECMOTpPSI Ha TMOCTOSTHHBIE MCCIIEHOBATEIbCKUE YCUITUST
B TedyeHWe MHOrMX JieT. Cpenu Mpeapacroaralommx
(hakTOpOB OKpYXKaIOIIEei Cpelbl, KOTOPbIe YBEIUYNBAIOT
PUICK pa3BUTHSI caxapHOro nuaberta | TWIa, BBIICISIOT
MpeHaTajabHble (TIepeHeCceHHas] MaTepbio SHTEPOBUPYC-
Has MHOEKILNS, OXKUpEeHWe MaTepyu M OTIA IO 3a4aTus,
KecapeBO cevyeHUe) M TOCTHATalbHbIe (TIEPCUCTUPYIO-
e/ peluInBUPYIOIINE SHTEPOBUPYCHBIE U pecrupa-
TOpHBbIC UH(PEKINU, TICUXOJOTUYECKUI CTpecC, 0COOeH-
HOCTU TIUTAHUS M MUKPOOMOMAa KUIIEUHUKA) (PaKTOPBI
pUICKa pa3BUTHUSI M TIPOTPECCUPOBAHUS MATOJOTUIECKHUX
ayTOMMMYHHBIX peakuuit [5].

CoueTaHve WJIM TIOCJIEAOBATEIbHOCTh TPUYMHHBIX
(bakTOpoB OKpyXKalolell Ccpemabl MOXKET pa3TMyaThCsT
KaK y pa3HbIX JIIOJEH, TaK 1 ¢ TeYeHUEM BpEMEHU B pam-
KaxX OJHOU TMOIyJasiun. BaXHO OTMETUTD, YTO (paKTOPBI
OKpYyKalolllel Cpelbl, BBI3BIBAIOIINE pPa3BUTHE TATOJO-
TMYECKUX ayTOMMMYHHBIX PeaKIMil, MOTYT OTIMYAThCS
OT TeX, KOTOPhIE CIIOCOOCTBYIOT MX MPOTPECCUPOBAHUIO.
DTa reTeporeHHOCTb MOXET OOBSICHITh HEOTHO3HAUYHbIE,
a MHOTHA JaXe MPOTUBOPEUMBBIE PE3YJIbTAThl UCCIEIO0-
BaHUII B Pa3HBIX MOIMYJSIUSX, TTOITOMY MEPOTIPUSITHS
o TpouIaKTHKe caxapHoro auabera | Thma Ha TOMy-
JISIIMOHHOM YPOBHE OCTAIOTCST OOIIETTPUHATHIMMU.

Cuwnraetcst, UTO TOJ BIUSHUEM MPUYUHHBIX (DaKTO-
pOB TIpY caxapHOM jauadeTe 1 Tura oOpa3yroTcst ayToaH-
TUTEHBI B-KJIETOK, BHI3bIBasl peakinio T-KIeToK. AyTo-
peaktuBHble T-kietku (CD4+ u CD8+) akTuBupyoTcs,
3aTeM TPOHUKAIOT B OCTPOBKM JlaHTepraHca M aTakyioT
COOCTBEHHBIE [3-KJIETKH, KOTOPBIEC TTOCTETIEHHO pa3pyliia-
I0TCSA, YTO TIPUBOAUT K AeuunTy MHCyauHa. [Tpu aTOM
VMMYHHbBIE KJIETKA HAYMHAIOT BhIpabaThIBATh ayTOAHTH-
TeJla K aHTUTEHaM [B-KJIETOK, KOTOpbIe MOXHO OOHapy-
KUTD B epuhepruIecKoM KPOBOTOKE.

OO6UIeNTPUHATHIM cyuTaeTCs TpeicTaBlIcHUE
0 TOM, UTO ayTOAHTHUTEJIa He MTPAloT pelllarolleil poau
B JecTpyKumu B-ki1eToK. OmHAKO MHOTOYMCICHHBIMU
WCCIeIOBAHUSIMU, TIPOBEACHHBIMUA HAa OTPOMHOM KJTMHU-
YeCKOM MaTepuajie, YeTKO MOKa3aHO, UYTO ONpeaesieHre
ayTOAHTUTENT SIBJIIETCS HaIeXKHBIM BHICOKOYYBCTBUTEITb-
HBIM U CHeUU(PUIHBIM OHOMapKepoM ayTOMMMYHHOTO
Tpoliecca TpU caxapHoM auabete | TUTA U «30JOTHIM
CTaHIAPTOM» TSI CTPATU(UKAIINNA PUCKA PA3BUTHUST KITH-
HUYECKOTO caxapHoro auadeTa 1 Tuma.

B Hacrosiee Bpems obHapyxeHo Ooisiee 20 TUITOB
ayTOAHTUTENl K AaHTUTEHAM OCTPOBKOBBIX  KIIETOK
TTOIKETYIOYHOM KeJie3bl, HO C WEebl0 JUArHOCTUKU
caxapHoro auabera | Thma Ha HOKJIMHUYECKUX CTaIUSIX
PEKOMEHIOBAHO OINpeneieHne Hanbosee MHGOPMATUB-
HBIX: ayTOAHTUTEJT K TiyTaMatiaekapookcunase (GADA),
ayroaHTuTen K TuposuHdocdaraze (IA-2A), ayroaH-
TUTEJ K TpaHcropTepy LuHKa 8 (ZnT8), ayroaHTuTen
K nHcyauHYy (IAA), ayroaHTUTEN K CTPYKTypaM OCTPOB-

NEPELOBAS

koBbIX KJIeToK (ICA) [6]. COBOKYITHOCTb OTHEIBHBIX
BUJIOB ayTOAHTUTEJI Y KOHKPETHOrO pebeHKa pasJinuHa,
3aBUCHUT OT BO3pacTa U reHOTHUIa, U MO3TOMY OIpeese-
HUE BCEX MOCTYITHBIX ayTOAHTUTEN TO3BOJIUT YJIyYIIUTh
cTpaTuUKaIUIo pUcKa 3a00JIeBaHUSI.

He cymectByer 4eTKoil mociieqoBaTeIbHOCTUA TOSIB-
JIEHUSI ayTOAHTUTEJN, KOTopasi Obl OKOHYATEJIbHO TIpei-
cKa3bIBajia 3a00J1eBaHNEe, OTHAKO KOJTMYECTBO ayTOAHTH -
TeJl pacCMaTPUBAETCS B KAUECTBE MPEIUKTOpa CaXxapHOTO
nuabera 1 Tuna; Tak Hambojee 3HAYMMBIM (haKTOPOM
pucKka pa3BUTHS 3a00JIeBaHUs CUMTAETCSl TPUCYTCTBUE
MHOXECTBEHHBIX (>2) ayroaHtute. [Ipu nepBom moso-
JKUTEJIbHOM pe3yJibTaTe CKPUMHMHTAa Ha ayToaHTUTesa
HEoOXOIMMO TIOBTOPHOE HCCIIeIOBaHWE B TEUYECHHUE
Tpex MecslieB B CTaHIAPTU3MPOBAHHBIX J1aOOpPATOPUSIX
JUUISI TIOATBEPKACHUSI OTKJIIOHEHUS Y UCKITFOUEHUST peBep-
cuu ayroaHtuten [7]. Y nereit v MOIPOCTKOB ¢ HATUYNEM
MHOXECTBEHHBIX OCTPOBKOBBIX ayTOQHTHUTE] OTMeyda-
ercst boJyiee BBICOKAsI CKOPOCTb M PUCK TTPOTPECCUpOBa-
Hust (88 %) caxapHoro aua6eTa | THITA 10 KIMHUYIECKOM
MaHMU(ecTalluu MO CPaBHEHMIO C JETbMU C HaJIUYUEM
TOJILKO OHOTO TUTa ayToaHTtuten (18%). Ipudem y nuir,
UMEIONIUX > 2 TUIIOB aHTUTEN, PUCK IPOTPECCUpOBa-
HUS 10 KJIMHUYECKOTO caxapHoro auabera (3-ii craauu)
SIBJISIETCSI CaMbIM HU3KUM Npu Hamnmuuu GADA u caMbiM
BBICOKMM Tipu Hajmmuuu [A-2A [8].

Pesynbrarthl NMpOCNEKTUBHBIX WCCIEAOBAHUN Y JIMIL
C TIOBBIIIEHHBIM PUCKOM Pa3BUTHSI CaXapHOTo auabeTa
1 Tuma nmokasasnu, 4yTo 3ab0jeBaHue MPEACTaBsIeT COOOM
HETpepBhIBHBII TIPOLIECC, KOTOPBIN TMOC/IEeI0BaTEIbHO
Mporpeccupyer uepe3 pasiudyHble WIAECHTUDULIMPYE-
MblE CTaIUM 10 MOSIBJICHUS KIMHUYECKUX CHUMITTOMOB.
B 3aBucuMOCTM OT CTeTNeHM HapyIIeHW YIIeBOIHOTO
oOMeHa BbIIENSIOT 3 cTaauy caxapHoro auadera 1 Tura
[6,9, 10].

Cranus | — ayTOMMMYHHBII TIPOIIECC ¢ HOPMOTJTUKE -
MUEN, OTCYTCTBYIOT KJIMHUYeCKUe TiposiBieHust. Ctanust
1 xapakTepusyercsi HUTMYMEM MPU3HAKOB B-KJIETOUHOTO
ayTOMMMYHHOTO TIpoliecca, OTMpPenesseMoro Mo Hajlu-
yuio > 2 ayroaHtuten. Konuuectso u dyHKuus B-KiaeTok
HAYMHAIOT CHUXKATHCSI, IPU 3TOM TOKa3aTelu TJIMKEeMUn
He MpeBHIIIAaT HOPMY (YPOBEHB ITIOKO3bI IJIa3Mbl HATO-
mak < 6,1 MMOJIb/JI, B TIepOPATLHOM TITIOKO30TOJIEPAHT-
HOM TeCTe YpPOBEHb IIIOKO3bI Iuia3Mbl Ha 120 mMuHyTE
< 7,8 Mmonnb/1, HbAlc < 5,7%), KTuHUYeCcKHe TTPOsSIBIie-
HUS caxapHOTo 11abeTa OTCYTCTBYIOT.

JnurenbHOCTh 1-i  CTagMM MOXET COCTaBJISITh
MeCSIIbl WM TOObl. B MpPOCIEKTUBHBIX MCCIEIOBAHUSIX
y JeTeit U3 TPy BbICOKOTO PHCKa pa3BUTUSI CaXapHOTO
nuabeta | THIMa MATWIETHUN PUCK CUMIITOMATHYECKOTO
3a00J1eBaHUS COCTaBIIsIeT MpuOIM3uTenbHo 44%, a 10-
u 15-netanit 70% u 85% cOOTBETCTBEHHO.

Cranust 2 — ayTOMMMYHHBIM TIpOIIECC C JNUCTIUKE-
MUEN, OTCYTCTBYIOT KJIMHWYecKue mposiBieHus. Ha 2-ii
CTaIMu K TMpU3HAKaM [-KJIETOYHOTO ayTOUMMYHHOTO
npoliecca, OINpeAe/sIeMOro Mo HaJIuduioo > 2 TI0J0-
KUTEJIbHBIX TUTPOB ayTOAHTUTEJN, TIPUCOECIUHSIOTCS
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Anumosa H.JI. CaxapHblii 1uabet 1 TMIa: BO3MOXKHOCTH paHHEH TMarHOCTUKHU U MEPCIIEKTUBbI JICUCHUS

HapylieHus1 yriaeBogHoro oOmeHa. [Ipomosrkatoiieecs
TTOBpEKIeHNE 3-KIeTOK HapylIaeT BEIPAOOTKY WHCYTMHA
U TIoZiep>kKaHre YPOBHS TIIOKO3bI B TIpeeax ONTUMaTb-
HOTO JMamna3oHa, YTO MPUBOAUT K Pa3BUTHUIO TUCTIIUKE-
Muu (TJIOKO3a TUIa3Mbl HATOIAK cocTaBisieT 6,1—6,9
MMOJIb/JI, B MIEpPOPAIbHOM TTIOKO30TOJIEPAHTHOM TECTe
Ha 120 munyte 7,8—11,0 mmonb/m, Ha 30, 60 1 90 MUHY-
tax > 11,1 mmonb/n, HbAlc 5,7—6,4% wnu noBbIlIeHNE
HbAlc Ha >10%).

B 3aBHUCMMOCTM OT MoOKa3aTessl TIIOKO3bI TJIa3Mbl
KpPOBM HaTOIIAK TIpeiaraeTcsl 3Ty CTaaulo TOApasie-
JISITh Ha 2a — paHHsIA, JieTKasi AUCrinKemus (TIoKo3a
M1a3Mbl Hatomak 5,6—6,4 MMoIb/n) U 2b — TTO3MHSI,
BBIpaXKeHHast TUCTIIMKEeMHUs (TJTI0KO03a TIa3Mbl HATOIIAK
6,5—6,9 mMmonb/m). OmMHAKO B KJIMHWYECKON TpaKTHKe
He BCeTaa MOXHO BBISIBUTH TIOCJIEIOBATEIbHOE Pa3BUTHE
9TuX ctanuii. Ha 2-it cranuu nsITuaeTHUI pUCK pa3BUTUS
KJIMHUYECKOTO caxapHOro auabera | Tuma cOCTaBISIET
npuMepHoO 75%, a pyCK Ha TIPOTSDKEHU U XXU3HU TTPUOITI-
sxaetcs K 100%.

Cranusa 3 — ayTOMMMYHHBIN TIpOLiecC, TUTIEPTIINKe-
MU, KIMHUYECKU caxapHbiii nuaber 1 tumna. Ha 3-i
CTaIMy ayTOaHTHUTENA > | TUIA K OCTPOBKOBBIM KJIETKAM
OTpeNeNIIOTCA Y OOJNBIIMHCTBA TALMEHTOB, HO MOTYT
oTcyTcTBOBaTh. DYHKINS B-KIIETOK CHIDKACTCS IO TaKOM
CTETIEHM, YTO YPOBEHb IITIOKO3bI B KPOBM JOCTUTAET AUA-
THOCTMYECKUX 3HAYeHU MO OJHOMY WJIM HECKOJBbKUM
KpuTepusiM (TJII0KO3a Tij1a3Mbl HaTomak > 7,0 MMoJb/,
WJIX B MIEPOPAIbHOM TJIIOKO30TOoJIepaHTHOM Tecte Ha 120
MHWHYTE WA CJIyd4aiilHOe OTpeleieHue TINKEeMUU >
11,1 mmonw/n, unmu HbAlc > 6,5%). TlosiBnseTcs Kiac-
cruecKasl KIIMHUYecKast KapThHa 3a00JIieBaHUsI, KOTopast
MOXET BKIJIIOYATh TOJMYPUIO, TOJUIUTICUIO, TOTEpIO
Macchl Tejla ¥ Ap. B 3aBUCUMOCTH OT HAJIMYMS CUMIITO-
MOB U TIOTPEOHOCTU B MHCYJIMHE TIpeIaracTcs 3Ty cTa-
IO TIOApa3aeisaTh Ha 3a — OTCYTCTBUE CUMIITOMOB
nuadeTta, MHCYJIMH MOXET He MoTpeboBaThcsl U 30 —
KIMHAYECKas CUMIITOMAaTHKa caXxapHOro auabeTa, Tpe-
OyeTcst MHCYJIVH.

Taxum obGpasom, Juiia ¢ >2 MOJOXUTEIbHBIMU ayTO-
aHTHUTEJIAMU yXe WMEIOT JMarHo3 caxXapHoro auabeTa
1 TMNa Ha paHHEe# cTaauu U UX O0JIbIIEe He ClIeyeT OTHO-
CUTD K TpPYIIe pUCKa MO pa3BUTHIO CaxapHOTo nuabeTa.
B AMepuKkaHCKOI1 BepcuM MeXIyHAapOTHON Kiaccudu-
kauuu Oose3Heit (MKB-10) Bk/IOUeHBI JOKJIMHUYE-
CKHe CTaui caXapHoro auabera | TUIa, KOTOpbIE OTCYT-
ctBytoT B Bepcun MKbB-10, onobpenHoit MuH3apaBoM
Poccun: E10.A0 — CaxapHbiit auadet 1 Tuna, 10KJIUHU-
yeckuit, HeyTouHeHHbI; E10.A1 — CaxapHblii 1uader 1
tina, nokiauHudeckuii, 1 cranust; E10.A2 — CaxapHblit
muaber 1 Tuma, moknmmHWYeckmit, 2 cramus. OgHaAKO
B HacTOsIIIEee BPpeMsT pacCMaTPUBAETCS BOIIPOC IO 100aB-
JIEHUIO JTOTIOJTHUTEbHBIX KOIOB TWAarHo30B B MexXmy-
HapomHylo Kiaccudukanuio 6one3Heir 10 mepecmortpa,
neiicTBymollyio B Poccuiickoit @eneparyn.

CTOUT OTMETUTH, YTO BO MHOTMX CTpaHax Mupa
B paMKax HayYHBIX UCCIEIOBAHUI Peau3yIOTCsT MEXKIY-

HapoIHble M HALIMOHAIBbHBIE MPOTPAMMBI IO M3YyYeHUIO
BO3MOXHOCTEW paHHEN TMarHOCTUKU U MPOTHO3UPOBa-
HUST TIPOTHO3UPOBAHMS PUCKA PA3BUTHST CAXapHOTO AUa-
O6eta | TMMa ¢ caMOTo paHHEro 10 TOXUJIOTO Bo3pacTa,
a TakKe MaToMU3NOJOTUIECKUX MEXaHU3MOB pa3BU-
TS AuabeTa Ha TOKIMHUYECKMX cTamusx. [Iporpammbr
MPOBOASTCS C WCIIOJIb30BAHUEM DPA3TUIHBIX MOJIEIei
CKPUHMHTA, OCHOBAHHBIX HA TEHETUYECKOM CKPUHUHTE
WA CKPUHUHTE ayTOAHTUTEN, a TakKke Ha KOMOWHMPO-
BaHHOM TTOJIXOJIe, BKITIOYAIOIIUM TeCTUPOBAHNE Ha ayTo-
aHTHTeJla UM TeHEeTUYeCKWe MapKepbl. B HEKOTOPBIX
MporpaMMax MCCIeI0BaHMS TTPOBOISTCS Y JIUIL C OTSITO-
meHHbIM ceMeiiHbIM aHamHe3oM (TrialNet, INNODIA,
TRIADA), B npyrux — B OOIIel TIOIYJISIIMU HAaCeJIeHUS
(GPPAD, ASK DIPP, FR1DA u MHOTHE Ipyrrie UHULIU-
aTUBbI).

BMecrte ¢ TeM, Ha CETOMHAUITHWI AeHb B KIIMHUYIECKOM
MPaKTUKe OTCYTCTBYIOT €IWHBbIE PEKOMEHIAIUNA U TIOM-
XOJIIbI TI0 paHHEMY BBISIBJICHUIO (CKPUHUWHTY) caXxapHOTO
nuabeta | TWMa B OTHOLIEHWM IIEJICBOM TMOMYJISIIINH,
BpEMEHM M YaCTOTHI eTo MpoBeaeHUs. be3ycioBHO onTu-
MaJIbHbIE IIPOTPaMMBbl CKDUHWHTA JIJIST BBISIBJICHUS JTIOACH
C PUCKOM caxapHoro amabera 1 TWIla B 3HAYMTEJIBbHON
CTETIeHU 3aBHCAT OT JIOCTYITHBIX PECYPCOB B KOHKPETHOM
CTpaHe U 0COOEHHOCTEN ee CUCTEMBbI 3IpPaBOOXPaHEHUSI.

IMpyHumass BO BHMMaHWE MAaCIITAOHOCTh 3a;ad
MO paHHE AMATHOCTHKE U JIEYeHWIO caXxapHOoro auabeTa
1 Tuna 17 nexa6pst 2024 rona B r. Mockse, B HatimoHanb-
Holt MenuIIMHCKO TajilaTe COCTOSIIOCh 3acelaHne DKC-
MEePTHOTO COBETa, Ha KOTOPOM BeAyIlMe CIEIUaTUCThI
B 00JJaCTU SHIOKPUHOJOTUU, OPTaHM3ALMU 3APaBOOX-
paHeHUs, PeICTaBUTEIMN JJaOOPATOPHOM CITY>KOBI U BKC-
MepTHI IO OIleHKE MEAUIIMHCKUX TEXHOJIOTHI OOCYIVITA
¥ BBIpAbOTAIM PEKOMEHIALIVY JIJTS OpTraHU3aluy JOCTYTa
K paHHeil JMarHOCTHKE U JIEYeHUIO0 caxapHOro auabeTa
1 tuna [11]. IMomgnepxuBasi pe30aOIUI0 DKCIIEPTHOTO
coBeTa, B HACTOsIIee BpeMs B Pa3IUYHBIX PETHMOHAX
Poccuiickoit Denepanii MpOBOASITCS CKPUHWUHTOBBIE
MporpaMMBI ¢ Pa3HBIMU MCTOYHUKAMM (DUHAHCHUPOBA-
HUSI — WCCIeNOBAaHUST Ha HaJW4ue ayTOAHTUTEN Y JIWIL
C BBICOKUM PUCKOM Pa3BHUTHSI caXxapHOTo auabeTa | Tuma:
POINCTBEHHUKOB TIEPBOI CTEMEHW pOICTBA MAIlIEHTOB
¢ caxapHbIM n1uraberoM | Tuna (cuOChl, pOAUTENU, NETH).
Kpome Toro, paspabotaH u BHeApeH YETKUI aJITOPUTM
MapUIpyTU3alMy TalMeHTOB C CEMEHHBIM aHaMHE30M
caxapHoro auabera | TWIa 1T TPOXOXICHUS CKPU-
HUHTa Ha 0a3ze HanmoHaabHOro MEeIUIIMHCKOTO MCCe-
JIOBATEJIbCKOTO LIEHTpa 9HAOKPUHOJIOTUY UM. aKageMUKa
WN.N. Nenosa Munzapasa Poccuu. YuacTtue B iporpamme
JUTS TIALIMEHTOB, BKJTIOYEHHBIX B CKPUHUWHT, TOCTYITHO
13 Bcex pernoHoB Poccuu Ha GecruiaTHOI OCHOBE.

Taxcke B 0onpmmHCTBE TOpoaoB Poccun Ha 6a3e 1abo-
paropuii MUuBUTpO moctymHa «becriatHast mporpamMma
paHHe JMArHOCTUKW IOKJIMHWYECKUX CTaaWil caxap-
Horo nrabeTa 1 Tuma It IeTeit» , UMEIOIIMX TPaskIaHCTBO
Poccuiickoit denepanuu, y KOTOPBIX paHee OIpenesisi-
JIOCh HAJIMYME TIOJIOKUTESIbHOTO aHar3a Ha 1 wim 6osee
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AHTUTEJI, ACCOIMMPOBAHHBIX C Pa3BUTHEM CaXapHOTO
nuatera 1 Tuna (IAA, TIA-2, GADA, ICA, ZnT8). I1amu-
€HTaM TIPeJOCTABJISAETCSI BO3MOXHOCTH TTOBTOPHOTO
onpenenenust antuten K [1AA, 1A-2, GADA, ICA u KoH-
TpOJisI YPOBHSI TJIIOKO3BI IUIa3Mbl Hatomak u HbAIc.
B Hacrosiee BpeMs 1o mHULMathBe HanwmoHaabHOTO
MEIUIIMHCKOTO MCCIeI0BATEIbCKOTO 1LIEHTpa SHIOKPU-
Honornu uM. akagemuka U.U. lemoBa Munsnpasa Poc-
CUM peliarloTcsl BOMPOCHI O TOBBIIIEHWM JOCTYITHOCTU
JMUarHOCTUYECKUX MCCIIEOBAHUIT OCTPOBKOBBIX ayTOaH-
TUTEN B pamKkax I[IporpaMMbl rocymapcTBEHHBIX TapaH-
TUIM U 1e1ecO00pa3HOCTH BKJTIOYEHUS paHHE JAMarHo-
CTUKU caxapHoro auaberta | Thma B podUIaKTUIECKHe
MEIULIMHCKUE OCMOTPBI M TUCITAaHCEPHOE HAOMIONEHHE.

O603HaYeHHbBIE MMEPCITEKTUBBI CKPUHWHTA CaXapHOTO
nuabera 1 TUIa COMIACYIOTCS C pealu3yeMbiM B Hallleit
cTpaHe eaepadbHBIM TPOEKTOM IO OOphOe ¢ caxap-
HBIM IMa0ETOM, KITIOUEBOW IIEJIbI0 KOTOPOTO SIBJISIETCST
MOBBIIIIEHWE TMPOAOKUTEILHOCTH W KadecTBa KU3HU,
KOTOpbIE BO MHOTOM OIPEAENISTIOTCS OCOOEHHOCTSIMU
nebrora caxapHoro auadera. Kpome Toro, mpoBeaeHHBII
B ycioBusaxX Poccuiickoro 3apaBooXpaHEeHMS] KIMHUKO-
SKOHOMUYECKUI aHAIN3 BHEAPEHUST pAHHETO CKPUHWHTA
Ha caxapHbIil 1rabeT | TUIA y IeTeil TpOoAeMOHCTPUPO-
BaJl, YTO SKOHOMUYECKH I 3(P(HEKT CKpUHUHTA B T€UCHUE
1 roma coctaBut 225,5 MiH py6. wiau 57,6 Teic. pyo. Ha |
pebeHKa, YCIeITHOTO MPOIIeaIIero CKpMHUHT [12].

Takum o6Gpa3oM HECMOTpsS Ha TO, YTO pa3BUTHE
caxapHoro nuabeta | TWIa TPEIOTBPATHTh B TIOJHOM
Mepe B HaCTosIIee BpeMsT He TPEICTaBIISIeTCS BO3ZMOXK-
HBIM, OTHAKO MOXHO 00eCMeunuTh 6oyiee MITKOE Hayajao
3a00JieBaHUSI U M30eXaTh MaHMMECTalluu B BUAE IHA-
Oetnyeckoro keroauumosda. K coxaneHuro, nuabdbetu-
YeCKUi KeToauumo3 peructpupyercs mno 80% ciaydaen
npu nebroTe 3a00JIeBaHUSI U SIBJISIETCS OCHOBHOM TIpU-
YUHOM CMEPTHOCTHU CpeAy JeTeil ¢ caxapHbIM THabeTOM
1 Tuna. B cBOIO ovepenb paHHSS TOKJIMHUYECKas Iva-
THOCTHMKA caxapHOTro n1uabeTa | THUIMa MO3BOJISIET CHU3UTh
PUCK pa3BUTHS IMabeTUYecKOro Kertoaunmosa ao 90%.
Jmabetnyecknii KeTtoanmumo3 B AeOloTe 3-i1  ctagum
caxapHoro auabera | THUITa MOXET UMETh TOJTOCPOYHBIE
MOCJIEZICTBUSI, BKJIIOYasi HEWUPOKOTHUTUBHBIN nedu-
LINT, TIOBBIIIEHHBI PHUCK pELUANBA JAUAOETUYECKOTO
KEeTOAlMI03a U PUCK TUIOTIMKEMUI, HEyIOBIETBOPU-
TETbHBIA TIMKEMUYECKUH KOHTPOJIb, YTO TOBBIIIAET
PUCK Pa3BUTHUST MUKPOCOCYIMCTBIX U MaKpOCOCYIMCThIX
OCJIOKHEHHMI, CMEpPTHOCTM W CHIDKEHUS TIPOAOJIKU-
TETBbHOCTH KU3HU. JIeTH ¢ caxapHbIM nuabetom | Tura,
BBISIBJIEHHBIM IT0 JaHHBIM CKpUHWHTA, UMEIOT 60J1ee OJ1a-
TOMPUSITHOE HAYaJIO M TeueHUe OOJIe3HU B MEPBBIE TOIBI
rocjie TUArHOCTUKM 3abojieBaHMs. BhIsIBIeHME caxap-
Horo nuabeta | TUIa Ha TOKJIMHWYECKOM CTaIUM TaKXKe
MTO3BOJIIET TICUXOJOTUYECKHU TTOATOTOBUTH TAIlEHTOB
U POIUTENE, 00YYUTh X OCHOBAM KOHTPOJISI CaXapHOTO
nurabeTa U MHCYJTMHOTEPAIlK, YTO TIPUBOANT K CHUXKE-
HUIO TICUXOJIOTUYECKOM HATPY3KK M TPEBOTH TIPU pa3BU-
T™Iu 3a6oneBanust [13, 14].

NEPELOBAS

MMeHHO TO3TOMY IJIsT JINI, ¥ KOTOPBIX BBISBICHBI
ayTOAHTUTENIa K OCTPOBKOBBIM KJIE€TKAM, CKPUHUHT
JIOJDKEH  COINPOBOXIATBCS — TpOorpaMMaMyd  MOHMTO-
pUHTa MeTa0OJMYEeCKMX IIOKaszaTejieil M OoOydeHUeM,
YTO B TIEPCTIIEKTUBE TO3BOJIUT YJIYYIIUTh KauyeCTBO OKa-
3aHUS MEIMIIMHCKOW TMOMOINY Ha 3Tare KIMHUYIECKUX
MposiBieHUii. B HacTosiiee BpeMsl MpeITOXKEeHBbI MpOo-
IrpaMMBbI TIO BEJCHUIO MAIlUEHTOB ¢ |- 1 2-i1 cTamusIMu
caxapHoro nuabera 1 Tura, BKJIIOUYawIlMe HaOJ0AeHNE
Bpava-AeTCKOTO 3HIOKPUHOJIOTA C OLEHKOW TWHAMUKU
YPOBHSI ayTOAHTUTEN, CTETIEHW HapYIIeHWI YTJIIEBOTHOTO
oOMeHa Ha OCHOBaHMU MCCJIEIOBAHUS TIFOKO3bI TUIa3Mbl
HaTOIIaK VI CY9aifHOTO U3MEPEHUST YPOBHS TITIOKO3BI,
MepOpaIbHOTO TJIFOKO30TOJIepaHTHOIO TecTa, HbAIc
Kaxable 3—6—12 MecsilieB B 3aBUCUMOCTU OT CTaauH,
BO3pacTa M KoymdecTBa aHTuTen [6, 7, 9, 10]. 3aboneBa-
HUe TIpoTrpeccupyeT ObIcTpee y AeTeit 0ojee paHHero Bo3-
pacTta, Ipy HaJIM4IMK 60Jee BBICOKOTO YPOBHS MU 0OJTb-
IIET0 KOJMYECTBA ayTOAHTUTEN, YTO MOXET MOTpeOOoBaTh
WHAWNBUAYATBHOM ITporpaMMBbl HAOTIOAeHUSI.

BaxkHBIM acrmieKTOM paHHETro BBISIBICHHMS CaXapHOTO
nuabeTa | TUTIa SBsIETCS TTOTEHIIMATbHAsT BO3MOKHOCTh
npodUIIaKTUKU TIporpeccupoBaHus 3aboneBanus. Ceii-
yac, TMocje JeCATUIETUH COCPEeIOTOYeHUs BHUMAaHUS
MOYTH WCKITIOYUTESILHO Ha pa3dpaboTKe HOBBIX WHCYIIU-
HOB U CPEJCTB MX JIOCTaBKU, MUPOBOE HAyYHOE COOOIIIe-
CTBO OOBEAMHUJIO CBOM YCWJIMSI HA M3YYEHUU OOJIE3Hb-
MomupUIMPYIOIIEH Tepallny caxapHoro auadera 1 Tuma,
KOTOpasi HampaBJieHa Ha COXpaHEeHNEe OCTaTOUHON MacChl
B-KJIeTOK, MpenoTBpallleHNne NAIbHEWIIEH ayTOMMMYH-
HOW arpeccuu M yJaydllleHHe JOJTOCPOYHOIO MPOTrHO3a.
K HacrosiiieMy BpeMeHM W3BECTHO HECKOJIBKO WMMY-
HOTepamneBTUYECKUX TpernapaToB, ITOKa3aBIIUX CBOIO
3¢ (HEKTUBHOCTD B OTHOIIEHUY COXpaHEHUS (3aMeUTeHUST
CHUXEHUsI) ocTaToyHoil cekpeuuu C-nernrtuna. Ham-
OOJIBIINIT MHTEpPEC B HACTOSINEe BpeMs MPEACTABIISIOT
MpernapaTbl MOHOKJIOHAJTBHBIX aHTUTENl TPOTUB UMMY-
HOKOMITETEHTHBIX KJIETOK, YYaCTBYIOIIMX B TATOTeHE3e
caxapHoro nuatera 1 Tuna (antu-CD20, antu-CD3).

OmHVUM W3 TakKuMX WMMYHOTEpAIreBTUUECKUX TIpe-
napatoB sBisieTcss putykcumad (aHtu-CD20). Putyk-
cumMab — BTO XHWMEpHble MOHOKJIOHAJIbHBbIE aHTH-
TeJda  MBIIIM/YesoBeKa, KOTOpble  CHelupUIecKu
cBsi3bIBaOTCsl ¢ aHTureHamu CD20 Ha wmemOpaHe
B-muMboOUNTOB ¥ MHULMUPYIOT WX OIUMUWHALIWIO,
YTO CITOCOOCTBYET COXPAHEHUIO TIOMYJISIINM [3-KIETOK
MoKeNynoyHou xeje3bl. OmnyO0aMKoBaHHBIE pPabOThI
MOKa3ajik, YTO y TAIlMEHTOB C HEeIaBHO HaYaBIIMMCS
caxapHbIM AuabeToM | Tuma, MOJYYMBIIMX OIUH KypC
pUTyKCMMaba, CeKpeTopHasi aKTUBHOCTD [-KJIETOK ObITa
BBIIIE, a YpPOBEHb TNIMKUPOBAHHOTO TeMOTIIOOMHA
HbAlc HMXe, yeM y MalMEeHTOB, TMOJYYaBIIUX TOJBKO
WHCYIUHOTepanuo [15].

B wHacrostimee BpemMss Ha 0a3e Poccuiickoit met-
CKOIl KIMHWYecKoi OGombHUIEl (hrwman ®TAOY BO
PHUMY um. H.U. INuporosa Munsnpasa Poccun) npo-
BOAUTCS KIIMHUYECKAs arpodalis MeToaa UMMyHOTepa-
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MUY PUTYKCMMAOOM B COYETAaHUU C MHCYJIMHOTepanuei
y nioapocTtkoB 12—17 niet ¢ caxapHbIM nuabetoM | Tuma,
Yy KOTOPBIX C MOMEHTa TIPOSIBJICHUSI OOJIE3HU TPOIILIO
He 6oJiee YeThIpex MecsieB. [1pemmaraeMblii MeTO TIpeI-
ycMaTpuBaeT MHOTOKpATHOE B/B BBeJeHNE pUTYKCUMaba
Ha TIPOTSDKEHWM HECKOJBKMX MecsueB. OxXwumaercs,
YTO TIpeIyiaraeMblii MeTOI WMMYHOTEpaIriu caxapHOoTo
nurabeTta | TUITA MO3BOJIMT Ha JJUTEIBHOE BpeMs MOma-
BJISITh AYyTOMMMYHHYIO IECTPYKIIUIO B-KJIETOK U cOoXpa-
HSTb X CITOCOOHOCTD K CEKPELIMM MHCYJIMHA, YTO B CBOIO
odepeb MO3BOJIUT MHULIMMPOBATh U MPOAJIEBATh PEMUC-
CHUI0, YMEHBIIAThb J03bl WHCYJIMHA WM CHIXATh PHUCK
OCJIOKHEHUA.

BMmecte ¢ TeM, yUuTBIBasi, YTO KIMHHUYECKAST CTAIUSI
caxapHoro auabera 1 TuIa XxapakKTepusyeTcsl 3HaUMTeb-
HBIM CHIDKEHUEM (DyHKIIMOHATBHBIX PE3ePBOB B-KIETOK,
MpeANPUHUMAIOTCS YCUIIMSI, HaTpaBJIeHHBIe Ha Oolee
pPaHHIOI Teparuio 3a0oJieBaHUsI — Ha TEepBOil U BTOPOI
CTaIMsIX caxapHoro Auabera | TMIMA ¢ LETbIO 3aMeUTCHUST
MpOTpeccUpoBaHrs aAuabeTta OO0 KIMHUYECKOW CTaauu
(ctamus 3). B Hosi6pe 2022 roma YmpaBieHue Mo caHu-
TapHOMY HaA30py 3a Ka4eCTBOM IHIIEBBLIX MPOIYKTOB
un menukameHToB CIIA (Food and Drug Administration)
onobpunio termzymad (aHtTu-CD3) mist KITMHUYECKOro
MPUMEHEHUS Y B3POCIbIX U IeTei cTapile 8 JIeT ¢ BBICO-
KMM PUCKOM caxapHoro auadera 1 tuna.

Teruzymab — TyMaHM3MPOBAHHOE  MOHOKJIO-
HaJIbHOE aHTUTEJNO0, HalpaBlIeHHOE TMPOTHUB MoOJe-
kyasl CD3  Ha TOBEpXHOCTM  aKTUBUPOBAHHBIX

T-numbouuToB. MexaHusM JelCTBUS TeriM3ymada
3aKJI0YAETCS B CBS3BIBAHMM C OCJIKOBBIMU KOMILJIEK-
camu CD3 (monekysia, ydacTByolllasi B paclio3HaBa-
HUW aHTUTEHOB M aKTUBAIMU T-KJIETOK) Ha TTOBEPXHO-
cti T-KJIeTOK M M3MEHEHMM WMMYHHOTO TIOBEICHUS
T-KJIeTOK TSI CHMKEHMST LIUTOTOKCUYHOCTU. Termmay-
Mab nokaszan 3¢(GEeKTUBHOCTbh OJTHOKPATHOTO MPUMEHEe-
HUST 14-THEBHBIM KYPCOM B BUIIE 3aMeIUICHUST MPOTpec-
CUpOBaHMsI caxapHoro guabera 1 twmma co 2-if mo 3-#
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OB3O0PbI JINTEPATYPbI

AHTeHaTaJIbHASI IUATHOCTUKA U MPUMEHEHNe MeTOA0B (peTaIbHOI XUPYprum
00CTPYKTHBHBIX YponaTuii
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2CamapkaHackuin focynapCTBeHHbI MeamumHekmii yHnsepeuTeT, 140100, CamapkaHn, Y36ekmcTaH

Antenatal diagnosis and application of fetal surgery methods for obstructive uropathies

S.P. Yatsyk!, Yu. M. Akhmedov?, 1. Yu. Akhmedov?

'Russian Medical Academy of Continuing Professional Education, 125993, Moscow, Russian Federation
2Samarkand State Medical University, 140100, Samarkand, Uzbekistan

OOCTPYKTHBHBIE YPONATHH TPEACTABISIOT CO00M rpynmy 3a00/ieBaHuii, XapaKTePU3YIOMMXCSA HAPYIIEHHEM HOPMAJILHOTO OTTOKA
MOYM Yepe3 MOYEBbIBOJAIIME MYTH, YTO MOXKET BbI3BATh CepPbe3Hble MATOJIOTMH Y HOBOPOXKIEHHbIX M MianeHueB. Ilpumenenne
MAJIOUHBA3UBHBIX M INMPOKO PACHPOCTPAHEHHBIX METO/I0B TMATHOCTHKH, TAKHX KaK YJIbTPa3BYKOBOE HCCJIEI0BAHHE, UMEET BAXKHOE
3HAYEHHe ]I YCTAHOBJIEHUSI NMPABWIBLHOTO JUATHO32 M BbIOOPA ONTHMAJbLHOM TAKTHKHM BeaeHusi OepemenHocTu. Lleabio 0630pa
SIBJISIETCS MPOBeleHNe KOMILIEKCHOTO aHAIN3a BO3MOXKHOCTEN NMPEHATAIbHOI TMATHOCTUKH, KPUTEPUEB MPOrHO3a U COBPEMEHHBIX
METOJ0B BHYTPHYTPOOHOTO JIeYeHHsI 00CTPYKTUBHBIX YPONATHIA ISl Y Ty4IIeHHS TIePUHATAIBHBIX HcX010B. IIpoBeen cucremaTnye-
CKHii 0030p IaHHBIX YJIbTPA3BYKOBOIO U MATHUTHO-PE30HAHCHOTO MCCJIEI0BAHMII IU10/1a, olleHKA I deKTHBHOCTH KiaccHpUKaum-
onnbix cucteM (SFU, UTD), a TakKe aHAJIN3 Pe3yJIbTATOB BHYTPUYTPOOHBIX BMEMIATEILCTB (BE3MKO-aMHHAJIbHOE HIYHTHPOBAHME,
(eTanbHas NUCTOCKONHSA, He(hpOAMHUATbHOE IIYHTUPOBAHHE).

AHTeHaTaNbHbII rHApoHedpo3 BeTpeyaercs ¢ yactoroit 1:750—1:1500, npu arom 50—70% ciiyyaeB HOCAT TPAH3UTOPHBINA XapakTep.
KiroueBbie porHocTHYECKHE KPUTEPHH: TUAMETP JIOXAHKH >15 MM, IByCTOpPOHHEE MOpaXkeHue, MAJIOBOIME, TMIEPIXOTeHHOCTD MAPeH-
XHMMBbI, HAJIMYME KUCTO3HbIX u3MeHeHuii. CoBpeMeHHble MeTO/Ibl NMPEHATAIBHOM ANATHOCTHKH TMO3BOJISIIOT CBOEBPEMEHHO BbISIBJIATH
KpuTHyeckue ¢opmbl 00CTPYKTUBHBIX yponaTuii. IlpenaTaibHoe yabTpasByKoBoe uccieJOBaHHE 1EMOHCTPUPYET YyBCTBUTEIbHOCTD
78—91%, omHAKO B CJIOXKHBIX CJIyyasx TpedyeTcsi JONOJHUTEIbHOE NMPOBEJAEHHEe MATHUTHO-PE30HAHCHOM TOMorpadmu (4yBCTBH-
TeJLHOCTD 10 92%). BHYTpHyTpOOHBIE BMEIIATEIbCTBA (IIYHTHPOBAHNE, IIUCTOCKONNS) MOBBIIAIOT NEPHHATAJIBHYIO BbIKHBAEMOCTH
Ha 20—30%, HO WX BIMSIHIE HA IOJTOCPOYHYIO (DYHKIMIO MOYEK OCTAETCS MPeAMETOM JUCKyCCHii. MyIbTHANCIMIUIMHADHbII TOAXO,
BKJIIOYAIOIMIT IMHAMMYECKOE HAOI0IeHHE, KOHCYJIbTALMH CTIeNMATNCTOB U AHTEHATAJIbHbIE BMELIATEIbCTBA, CNIOCO0EH 3HAYUTETHHO
YJIYYIIMTh epUHATAIbHbIE HCX0bl. OIHAKO 1151 ONTUMM3ALMH TAKTHKH BeJeHUs1 He00XO0IMMbI 1ajIbHelile UCCIel0BAHNS, HANIPAB-
JIEHHbIE HA OLEHKY OTJAJIEHHBIX Pe3yJIbTATOB BHYTPUYTPOOHOTO JiedeHUs ¥ pa3padoTKy HOBBIX MAJIOMHBA3UBHbBIX T€XHOJIOTHIA.

Karoueevte caosa: yponamuu, nouku, npeHamansHas OUGeHOCMuUKA, GemanbHas Xupypeusl, eecmauusl.

Ans umtupoBanms: Supik C.M., Axmenos I0.M., Axmenos W.10. AHTeHaTabHas AMarHoCTUKa v NPUMeEHeHne MeToA0B eTanbHOM xupyprum
06CTPYKTUBHbLIX yponaTuii. Poc BeCcTH nepuHarton v neguatp 2025; 70:(6): 11-20. DOI: 10.21508/1027-4065-2025-70-6—11-20

Obstructive uropathies are a group of diseases characterized by an impairment of the normal outflow of urine through the urinary
tract, which can cause serious pathologies in newborns and infants. The use of minimally invasive and widely available diagnostic
methods, such as ultrasound, is essential for establishing a correct diagnosis and choosing the optimal management strategy for preg-
nancy. The aim of this review is to conduct a comprehensive analysis of the possibilities of prenatal diagnosis, prognostic criteria, and
modern methods of intrauterine treatment of obstructive uropathies to improve perinatal outcomes. A systematic review of fetal ultra-
sound and magnetic resonance imaging data was conducted, an assessment of the effectiveness of classification systems (SFU, UTD),
and an analysis of the results of intrauterine interventions (vesico-amniotic shunting, fetal cystoscopy, nephro-amniotic shunting).
Antenatal hydronephrosis occurs with a frequency of 1:750—1:1500, with 50—70% of cases being transient. Key prognostic criteria include:
pelvic diameter >15 mm, bilateral involvement, oligohydramnios, hyperechogenicity of the parenchyma, and the presence of cystic changes.
Modern methods of prenatal diagnosis allow for the timely detection of critical forms of obstructive uropathies. Prenatal ultrasound demon-
strates a sensitivity of 78—91%; however, in complex cases, it needs to be supplemented with magnetic resonance imaging (sensitivity up
to 92%). Intrauterine interventions (shunting, cystoscopy) increase perinatal survival by 20—30%, but their impact on long-term renal
function remains a subject of debate. A multidisciplinary approach, including dynamic monitoring, specialist consultations, and antenatal
interventions, can significantly improve perinatal outcomes. However, further research aimed at evaluating the long-term results of intra-
uterine treatment and developing new minimally invasive technologies is necessary to optimize management strategies.

Key words: uropathies, kidneys, prenatal diagnosis, fetal surgery, gestation.
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BHOCJ’IG[[HI/IC NECSITUIIETUST WCTIOIb30BaHUE YJIbTpa-
coHorpauy yBEJIWUYMIIO 4YacCTOTy OOHapyKeHUs
aHTEHATaJbHOM TATOJOTUM TMoYeK. [laTojoruss Mode-
BBIICJIUTEIBHON CUCTEMBI BCTpeYaeTcss C YacTOTOM
okosio 1:250 — 1:1000 6epemeHHocTeit. B To ke Bpemsi
AHOMAJIMA MOYEBBIICTUTETLHON CUCTEMBbI BCTPEYAIOTCS
B 38—80% [1]. AHTeHaTaJbHBIIA TUAPOHE(DPO3 ualle
SIBJISIETCSl TIOTPAHUYHBIM COCTOSTHUEM, OIHAKO B OTHOM
TPETH CJydaeB TUAPOHe(hPO3 KIMHUYECKU 3HAUYUM.
JunddepeHumanbHasi IMarHoCTUKAa aHOMAJIMI pa3BUTHUS
MOYeK JTOCTYITHA B HACTOsIIIee BpeMsl Yy TUIOJ0B OJiaro-
nIaps yIbTpa3ByKOBOMY MccienoBaHuio [1—3].

OOCTpyKIIMSI MOXET pa3BUTHCS Ha JT1000M 3Tare Gop-
MMPOBAHUST MOYEBBIBOISIINX TyTeil U 3aTPOHYTH JTIFOOO
nx otaes. OHa ObIBaeT Kak ITOJHOM, TaK M YaCTUYHOM,
a TIPOSIBIIAThCS MOXET KaK B paHHUE, TaK U B TTO3IHUE
cpoku OepeMeHHOCTH. Ilpomecc oOCTpyKLIMM MOXKET
OBITH OMHOCTOPOHHUM W IBYCTOPOHHUM. [To mokanu3a-
LIUY BBIIEJISIOT OOCTPYKIIMIO BEPXHETO OTHEesa, a TaKxXKe
HWKHETO, K KOTOPOMY OTHOCSIT aTpe3uI0 YpeTphl U Kia-
MaH 3aqHel YpeTpHhI.

B nmaHHOM cucTtemMaTMyecKoM 0030pe TMpelncTaBieH
KOMIIJIEKCHBIN aHaJIN3 COBPEMEHHBIX MOAXOI0B K Bele-
HUIO TIJIOAOB C OOCTPYKTUBHBIMU yporiaTusiMu. B paboTte
VIENSIeTCSl BHUMaHUE JMATHOCTUYECKUM KPUTEPHSIM,
BO3MOXHOCTSIM aHTEHATaJIbHOTO TIPOTHO3a W OLIEHKE
93 GEeKTUBHOCTU METOJIOB BHYTPUYTPOOHOI XUPYpruu
JUTSL ITy9IIeHYS] TIepUHATATbHBIX pe3YJIbTaTOB.

T'unponedpos sgBisieTcs: oMHOI U3 Haubosee BCTpe-
YaloIKUXcsd OOCTPYKTUBHBIX YpOTATHIA, JIUATHOCTU-
pyeTcss B TpW pasa 4Yallle y TUJIOJOB MYXKCKOTO IToJia.
Kak m3BecTHO, B OOJILINIMHCTBE CiIyyaeB TMApOHedpo3
MMeeT CIOpaAndecKUii XapakTep W 3aTparuBaeT OIHY
mouky. I1pu BoBJeYeHNU B MpoILiecC 00enX MoYeK Mpo-
THO3 MOXET OBIThb HeOJaronmpUuATHLIM. THUITMYHBIMUI
coHorpachuIecKUMH TTpU3HAKaMy TUApOHehpo3a sIBJIs-
I0TCS  paclIMpeHue YalleqHO-JTOXaHOYHOM CUCTEMBI,
MpY 3TOM pa3Mep U BHEITHWI BUI (heTaJTbHOTO MOYe-
BOTO My3bIpsI OOBIYHO HOpPMaJbHBIN 0e3 KaKux-1ubo
BUIMMBIX TIpU3HAKOB M3MeHeHMil. Pa3paboraHo
HECKOJIBKO CHUCTEeM TpaJallii, KOTOpble BKIIOUEHBI
B 00s13aTeIbHBIN MPOTOKOJI YJIBTPA3BYKOBOTO MCCIEN0-
BaHWS BO MHOTHX Pa3BUTHIX CTpaHaX IJIsT OTIPeneIeHUST
TSIKECTU aHTEeHATaJbHOTO TuapoHedpo3a 1 MpeaocTaB-
JISTIOT WH(POPMAILUIO O TTPOTHO3UPOBAHUM TTOCTHATANIb-
HOro IIouyeyHoro mporHo3a. Ecimm oOHapyxkeHO pac-
IMUpeHNue MOYEBBIBOASIINX IIyTeil TUIOAA, TO CJEAyeT
B 00s3aTeTbHOM TIOPSIAKE OLIEHUTh TSIKECTb THIPO-
Hedpo3a, 3XOTeHHOCTh MoYeK, UMEeeTCsl U pacuiupe-
HUS MOYETOYHWKA, 0ObEM M OMOPOKHEHWE MOYEBOTO
My3bIpsI, 00beM aMHHMOTMYECKOM KUAKOCTHU, HaU4due
COITYTCTBYIOIIMX TTOPOKOB pa3BUTUsA. B dvacTHOCTH,
clenyeT oOpaTUTh BHUMaHWE Ha YIbTPa3BYKOBBIE MPH-
3HAaKM JUCTUIa3UU MOYEK, TaKMe KaK MOBBIIIEHHAST 9X0-
TeHHOCTh MapeHXMMBbI TTOYEK, UCTOHYEHNE KOPKOBOTO
BelllecTBa MOYEK, HaIMYKMe KOPKOBBIX KUCT W COMYyT-
CTBYIOIIIEE MaJIOBOJIME.

OBb30PbI TEPATYPbI

Wccnenosanue MOYEBBIICTUTETLHOMN CHUCTEeMBbI
MpU YJIbTPA3BYyKOBOM CKAaHMPOBAHWU TLJIOJIa B TIEPBYIO
oyepenb BKIIOUAET BU3YaIM3alMI0 TIOYeK UM MOYEBOTO
ny3bipst [1-5]. Tlouku moma MOXHO OOHApYXXUTh METO-
JIOM TpaHCBarMHaJabHOMI yibTpacoHorpaduu nmocie 11—12
Henesb TPy KOTOPOI OHU BU3YaJTM3UPYIOTCS B OPIOIITHOM
MOJIOCTU ¢ 00EMX CTOPOH OT MO3BOHOYHMKA HA aKCUajlb-
HOI, TIPOIOJBLHON M KOpOHapHOM IutocKocTsax. [louku
BBIIVISIAST KakK JBE KPYTJIble MapaBepTeOpabHbIE CTPYK-
Typbl Ha aKCUaJIbHBIX MPOEKIIUSIX, a TToYeyHasl JIoOXaHKa
OpPUMEHTMpPOBAaHA TI0 HAlpaBJIEHUIO K CpeaHEel JMHUU.
B HOpMe Touka mmeeT dopmy dacoam Ha TTPOMOJBHOM
U KOpOHapHOM TIutockocTsaXx. Ha KopoHapHO# Miocko-
CTU €CTh BO3MOXHOCTb OTOOpa3uTh 00€ MOYKW B OJHOM
U TOM K€ CEYeHUM U CPAaBHUTH UX APYT ¢ ApyroM. Pasmep
OLICHMBAETCS TyTeM W3MEPEHMS] JUIMHBI OJHON TOYKHU
U COITOCTaBJICHUEM €€ C HOPMaJbHBIMMU JMarpaMMaMu.
B HOpMe TOYKM ONMMHAKOBOW 3XOTEHHOCTH C TEUEHbIO
un ceneseHkoil. [Ipu MX BBICOKON 3XOT€HHOCTH OTHO-
CUTEJIbHO CeJIe3€HKU WM TeUYeHU TIOoapa3yMeBaeTCsl
TUTIEPAIXOTEeHHOCTh TToYeK. Y TUIONOB cTapiie 18 Heaenb
KOPKOBO€ M MO3TOBOE BEIIeCTBO MOYeK MOXHO mudde-
PEHILIMPOBATh, U OTJIMYMSI CTAHOBSITCS 3HAYUTEIHHO OoJiee
3aMETHBIMU OJIMKe K TpeThbemy TpumecTpy. Kopkopoe
BEIIIECTBO IMOYEK MMEET HE3HAYUTEIbHYI0 3XOTe€HHOCTh
Ha nepudepr MO3roBOTO BellleCTBa.

ITocne olleHKM pacrnoJIOKEeHUST U TTapeHXUMAaTO3HBIX
0COOEHHOCTEl 00enX MoYeK CIeAYyeT MPOBECTH OLIEHKY
pacimiupeHust (TMENT03KTa3MM) TIOYEYHOUN JIOXaHKM.
C Havana BTOpPOro TpUMECTpa TMOYeYHasl JOXaHKa
CTAaHOBUTCS OOHapyXMBaeMoO#, M TIOYKU, Kak Ipa-
BWJIO, TEPSIIOT CBOU MPEXHUN TUIEPIXOTEHHBIN BHUII.
IIpu ynbTpa3ByKOBOM HCCJIENOBAaHUM JIOXaHKA MOYKHU
omnpenessieTcsl Kak y4acToK C MOHUKEHHOM 3XOTeHHO-
CThIO, PACIOJIOKEHHBIN B ee BHyTpeHHei yactu. [lue-
JIO9KTA3usl WM TUuapoHedpo3 OIEHUBAIOTCS B ceue-
HUSIX TIOTIEPEYHBbIX TIJIOCKOCTe OpIOMIHONW TIOJ0CTH
ioga MyTeM W3MEpeHMsl TMepeaHe3aTHero auamerpa
MOYEYHOI JIOXaHKH, TJIe 3TO BO3MOXHO, CITMHA TUioaa
MepreHAuKYJIsIipHa OaT4uKy. PacmimpeHune mnodeuyHom
JIOXaHKU MOET pa3indaTbCsl B 3aBUCUMOCTH OT HEeIeIu
OepeMEeHHOCTH, TUApaTallu¥ MaTepu WU PACTSKEHUS
MOUeBOro Iy3bIps [4, 5].

MoueBoil Ty3bIpb OIpeAensieTcss B Ta3y Iuiofa yxke
nocyie 10-it Henenu GepeMeHHOCTH, HO ¢ 12-ii Henmenu
pa3BUTHSI OH JIOJDKEH BM3YaJIM3UPOBATHCS KaK 3BY4YHas!
KHUCTO3HAsI CTPYKTypa MEXIY IBYMsI MYMOYHBIMU COCY-
mamu [5-8]. M3MepeHme TONIIMHBI CTEHKM MOYEBOTO
My3bIpsi MAaKCUMAaJIbHO IOCTYITHO PSIIOM C TyMOYHBIMU
apTepusIMU B aKCUAJIbHOMW TUIOCKOCTH Ta30BOM 00JIACTH.
BHe 3aBMCHMMOCTM OT Heneau BHYTPUYTPOOHOTO pa3BU-
TUSI B TIPEHATAJIbHOM TIEPUOJIe TOJIIIIMHA CTEHKM MOYe-
BOTO My3bIpsI HE MPEBOCXOMUT 2 MM. MoueBoil My3bIph
Tiofa B HOPME OMOPOKHSIETCS M HATIOJHSIETCS KaXKable
20—30 MUHYT BO BTOPOM U TpeTheM TpumecTpe. Cyonek-
TUBHBIN aHAJIU3 JaeT pe3yJbTaTUBHBIE TaHHbIC HECMO-
Tpsl Ha BO3MOXKHOCTh OLIEHKM pa3Mepa HOMOTpaMMaMU.
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Supix C.I1. u coaem. AHTeHaTaIbHAsI IMATHOCTHKA 1 IPUMEHEHIE METOIOB (heTaTbHON XMPYPriK OOCTPYKTUBHBIX YPOIIATHii

MOYeTOYHUKN U YPETPy YacTO He yaaeTcsl OOHApYKUTh
B TIpeHaTaJbHOM TIEPUOIE, TOJbKO TIPU pPaCIIUpPEeHUH,
€CJIM UMeeTCsT OOCTPYKIIMST BBIXOMHOTO OTBEPCTHUST MOYE-
BOTO ITy3bIpsI, MeTaypeTepe WU TIPU HAJTUIUU BBICOKOM
CTETNeHU IMy3bIPHO-MOYETOUYHUKOBOIO pedlitokca, Move-
TOYHUKU BU3YATM3UPYIOTCS.

OCHOBHOI MCTOYHUK aMHUOTHUYECKON KUIKOCTU
nociie 14—16 Heneab OepeMEHHOCTH — 3TO MOuYa IJI0/a.
JInst HopMaJlbHOTO (PYHKIIMOHUPOBAHUS TIOYEK M TIpa-
BWJIBHOTO pAa3BUTHUS JIETKUX TUTOAAa HEOOXOAMM HOP-
MaJIbHBI 00beM aMHUOTHUYECKON XKMAKOCTU. [ToaToMy
OlIeHKa MOYEBBIICIUTEIbHON CHUCTeMBI JOJIKHA TaKXKe
BKJIIOUATh OLIEHKY 00beMa aMHUOTUYECKOM XXUIKOCTH.

Takum 00pa3oMm, TIpU AMATHOCTHUKE aHTEHATaJIbHOTO
ruapoHedpo3a HEOOXOIUMO TMPOBECTU YJIBTPAa3ByKOBOE
WCClIeIoBaHNEe CJIIEAYIOIIMX TapaMeTpOB B OIpenesieH-
HOM TTOPSIZIKE:

— TSKECTh M TIPOTPECCUpOBAHME T'UAPOHedpo3a.
BeposSITHOCTh COIYTCTBYIOIIMX BPOKACHHBIX aHOMaJIUi
MOYEBBIJIEIUTEILHOW CUCTEMBI BO3pacTaeT TPOIOPIIM-
OHAJILHO TIpOTpecCUpoBaHMIO Tatojoruu. Heobxommumo
OLIEHUTh HAJIMYUe paCIIUpPEHMS JallleyeK U BOBJICUCHUE
LIEHTPaJIbHBIX WU TieprdepryecKkux varreyek. [ToBTop-
HbIE YJIBTPa3ByKOBBIE MCCIEIOBAHUS BO BTOPOM W Tpe-
TheM TPUMeCTpaxX HeOOXOMUMBI TSl TOCTAHOBKU HEOHa-
TaJlbHOTO TIporHo3a. HeoOxoaMMocTh oOrepaTuBHOTO
JIeYeHUsI B HEOHATaJIbHOM TepUoie 3HAUUMO TIPU HaJlh-
YUU TSKEJION TTUEI09KTa3U N,

— JaTepasibHOCTh. Eciu mopaxkeHue opraHa aBYCTO-
pPOHHee, BEPOSITHOCTh BOSHUKHOBEHMS TOTIOJTHUTETbHBIX
OCJIOKHEHWI U HApYIIEHUs TTOUYeYHON (PYHKILIMU 3HAYM-
TEJTbHO MOBBIIIACTCS;

— MapeHXUMAaTO3HbI BUI — O3XOTEHHAs ToYedHast
Kopa SBJSIETCS WHIWKATOPOM aHOMAaJlbHOTO W3MeHe-
HUST TIOYEYHOM MapeHXUMBbI. VIcTOHYeHWe TapeHXUMBI
WY KOPTUKAJBHOW KUCTBI MOXKET SIBJIATBCS CIIEICTBAEM
HapylmeHus: GyHKuuM mouek. [TpruBeaeHHbIE aHOMATUU
yalle SIBJISIIOTCS pe3yabTaTOM TUApOoHedpo3a M ocTasb-
HBIX OOCTPYKIIMIA HWXXHUX MOYEBBIBONSIIUX TTyTEH,
TaKWX KaK 3aIHUI ypeTpadbHbIi KJIAlmaH WA My3bIPHO-
MOYETOYHUKOBBIN peIIioKc;

— HaJIMyue ypuHOMbI/MOYEHCITYCKATETbHOTO aclIuTa.
YpuHomMa — 3TO WHKAaICyJMpoBaHHas TmapaHedpasb-
Has TICEBIOKWCTa, orpaHWuYeHHas acuueit [epoThl.
OHa yacTto pa3BUBaeTCs BTOPUYHO TI0 OTHOIICHUIO
K OOCTPYKTMBHBIM TTaTOJIOTUSIM. XOTSI 3TO JTOBOJIBHO
penkasi TaToJIoTHsI, OHa MOXET COUeTaThCsl C TUCTIIACTH-
YyecKoll He(YHKIMOHUPYIOIIeH ITOYKOl Ha TOpakeH-
Holt cTopoHe B 80% ciydaeB. [Tpn 0OCTPYKIIMY HUKHUX
MOYEBBIBOJSIIIUX ITyTEi BCJEACTBHE CIIOHTAHHOTO pa3-
pBIBa MMOYKHU WJIM MOYEBOTO TY3bIPST MOXET BOZHUKHYTD
MOYEUCITyCKATEeIbHBIM aCIINT;

— UCKJTIOUUTh pacimpeHue MOYETOYHUKA.
Yacto pacmimpeHue SIBISETCS CIEICTBUEM OOCTPYK-
M JIUCTATbHO OT MOYETOYHMKO-JIOXaHOYHOTO Cer-
MEHTa, Hamnpumep WHMpPaBe3UKaIbHble OOCTPYKIINU
WY TTY3BIPHO-MOYETOYHUKOBBIN pedIIIoKC;

— OLIEHWTh XapaKTEePUCTUKN MOYEBOTO Ty3bIPST U ype-
Tepoleyie. B HopMe nipu rupoHedpo3e MOUYeBOIt My3bIph
WMeeT CTaHIapTHbIe pa3Mepbl, (OpMy U TOJNIIMHY CTe-
HOK. OmgHako, ecau HaOMIoOgaeTcs yTONIIeHUe U Tpabe-
KYJISIPHOCTb CTEHOK, 9TO MOXKET YKa3bIBaTh Ha OOCTPYK-
LIUI0, PACTIONIOXKEHHYIO HIKE IIeMKN MOYEBOTO ITy3bIpsI.
VYperepoliesie IpeacTaBIsieT OO0 KUCTO3HOE paclInpe-
HUE MOYETOYHMKA BHYTPM MOYEBOTO TY3BIPSI, KOTOPOE
yalle BCEro BCTPEUaeTCsl MPpU YIBOCHUU COOUMpaTEIbHOM
CHCTEMBI 1 CBSI3aHO C PACTSIKEHNEM MOYETOYHUKOB;

— OLIEHUTh 00bEM aMHUOTUYECKO XUIKOCTU. MaJo-
BOJIME pa3BUBAETCS MPU CHIDKEHWM ITUYpe3a, YTO MOXKET
OBITb CIIEACTBUEM OOCTPYKIIMM MOYEBBIBOASIINX ITyTEi
WY YXyOIIeHWsT GYHKIUY TI0YeK, TTPUBOISIIETO K HElT0-
CTaTOYHOM BBIPAOOTKE MOYHM. DTO COCTOSTHUE pacCMaTpy-
BaeTCsl KaK TIPeIUKTOp HeOJaronmpHsITHOTO TIPOTHO3a,
MMOCKOJIBKY OOBIMHO CBHIETENIBCTBYET O TSIKEJIOM TOpa-
KEHUN 00euX ToveK.

IIpy BBIIBIEHUM BPOXICHHBIX aHOMAJIMIl pa3BU-
TUSI, TaKUX KaK 3aJHUEe ypeTpajbHble KIAIMaHbI, Ipy-
rue WH@paBe3WKadbHble OOCTPYKIWM WU TTy3BIPHO-
MOYETOYHUKOBBIN  peduioke, Oyayline  pOIUTENH
MPUHUMAIOT pellleHre O TPOIOIKEHUM OepeMEeHHOCTH
Mmocjie KOHCYJbTallUM Ha TIpeHaTaJIbHOM KOHCHJIMyMe.
Bo Bpewmst o6cyxneHust uX THGOPMUPYIOT O BO3MOXHBIX
OCJIOKHEHUSIX Y TIIoJa WM HOBOPOXKIEHHOTO, a TaKXke
0 JOCTYIMHBIX MeTOoHaX BHYTPUYTPOOHOTO M TTOCIEpPO-
noBoro JiedeHus [6—8]. B ciydasix BBIpakeHHOTO IBY-
CTOPOHHETO TTOPaXEHUST MOYEK, BBI3BAHHOTO OOCTPYK-
TUBHBIMU yPOTIATUSIMM, TSKECTh TIATOJIOTUM  MOKET
nmotpeboBaTh MEIUIIMHCKOTO TIpepbIBaHMS OGepeMeH-
Hoctu. Ecnu B Xome MpeHaTaabHON TUarHOCTUKY BhISB-
JIAI0TCS  (paTalbHble aHOMAaJIUM  MOYEBBIICTUTETHLHOMN
CHCTEMBI, Bpaul NMPUHUMAIOT COOTBETCTBYIOIIEE pelle-
HUE O TIpepbIBAHNY OEPEMEHHOCTH.

daragbHble TOPOKU PA3BUTHS TPEACTABISIOT COOO0IM
COCTOSIHMSI, HECOBMECTMMBIE C JKU3HBIO, MPUBOISIINE
K BHYTpPUYTpPOOHO# rmbenu rjofa Wiu paHHel HeoHa-
TanbHOU cMepTu [9—10]. B GosblIMHCTBE CyvyaeB Takue
YpOITaTUM  COIPOBOXIAIOTCSI ~ METAallMCTUCOM, KOTO-
pBIii XapaKTepu3yeTcsl HapylleHUeM MOYeUCITyCKaHMS
y T1oaa (CHUKEeHUeE Iuype3a, OTCYTCTBIE MoYeobpa3oBa-
Hus1, ManoBoaue). CriennduIecKUMU YIbTPa3ByKOBBIMUA
MPU3HAKAMM TSDKETBIX aHOMAaJIMii MOYEBBIIETUTETbHOM
CHUCTEMBI SIBJITIOTCSI CUHIPOM MeralucTUC-MeraypeTep-
MUKPOKOJIOH, CUHAPOM «CJIMBOBOTO 3KWUBOTa», 3aTHHE
ypeTpalibHble KJIalaHbl B COYETAHUU C JBYCTOPOHHHUM
OOCTPYKTUBHBIM WU peIIOKCUPYIOIINM  YPETEPOTH-
npoHedpo3oM. OTCYTCTBHE BU3yaJU3allUM MOYEBOTO
My3bIpsi, BBIpaXKeHHOE MaJIOBOVE W IBYCTOPOHHEE IMopa-
KEHHME TIOUEeK SIBIIIOTCS YIbTPa3BYKOBBIMU ITOKa3aTe-
JIIMU (haTaTbHBIX TTOPOKOB.

IMpu Taknx aHOMANMSIX KaK AETCKUM THUIT TTOJTUKH-
CTO3a MOYeK, areHe3us MovYeK, ABYCTOPOHHKE TTOYeTHBIE
aHOMaJIMM OOCTPYKTMBHOTO XapakTepa M WH(bpaBe3u-
KaJbHast 00CTPYKIIUS PEKOMEHIYeTCs IpephiBaHKe Oepe-
MeHHOCTH. CyYIIeCTBYIOT abCOJIOTHO TPOTUBOITOIOXK-
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HbIE B3MJISIABI TIO OTHOIIEHUIO K BEACHUIO OEpeMEHHOCTH
B TaKWX CHUTYallMsIX: OT ODBTaHA3UU HOBOPOXKIECHHBIX
B Hunepnanmax no abGCcoIOTHOrO 3ampeTa MpepbiBaHUsI
OepeMeHHOCTH B BOCTOUHBIX cTpaHax [9—12]. [Tpu oTkaze
OT TIpephIBaHKSI OEPEMEHHOCTH TIO PSITy MPUYUH CO CTO-
POHBI poauTeaelt HYXHO HEMEUIEHHO pPacCMOTPETh
METOIbl BHYTPUYTPOOHOTO JIeYEHMSI MOpPOKa ISl CHU-
SKEHMST pUCKa TepUHATaIbHBIX ocloxkHeHnit. Ho Takke
U BCTPEYAIOTCs TMaTOJOTUM, TaKMEe KaK OJHOCTOPOHHMIA
ruapoHedpo3, KOTOpbIe TOBOJBHO YCHEITHO TOAIaI0TCs
JIEYEHUIO.

OTHONOTUSI OOCTPYKIUU JIOXaHOYHO-MOYETOUYHUKO-
BOTO COEIMHEHMS HEesICHA, COOCTBEHHO OOCTPYKIIMST 00Y-
CJIOBJIEHA HaJM4YMeM aJlMHaMUYECKOTO y3KOTO CErMEeHTa
[13, 14]. I'mmponedpo3 I1UIOHA OOBIYHO BBISIBISIETCS
C TIOMOUIBIO YJIbTPa3BYKOBOTO MCCIIEIOBaHUSI BO BTO-
pPOM TPUMECTpPE U AMAarHOCTUPYETCS B Cilyyae auameTpa
MMoYevHoi JoxaHku 6onee >4 mM. [lo Mepe pocta mona
orpesieieHe TTOPOTOBBIX 3HAYEHUI UISl pacIIMpeHUsI
MOYEYHOM JIOXaHKM YBEJWYMBAETCS B TIpPeHATAJbHOM
nepuone. Mamepenue < 3 MM cuMTaeTCsi HOpMaJIbHBIM
Ha Bcex 9Tarnax recrauuu [15].

Jlerkast mnMenos’KTazusi MOXKET HOCUTb BpEMEH-
HBII XapakKTep W JIMIIb B PEIKUX CIIydasX acCOLMUpPY-
€TCST C TIOYEYHBIMM WU XPOMOCOMHBIMU aHOMAJTMSIMH.
OnHako npu 6oJiee BbIpak€HHOMW AulaTalliyd BO3pacTaeT
BEPOSITHOCTb BPOXACHHBIX TTOPOKOB DPa3BUTHS TOYEK
1 MoueBbIBoIsIINX ImyTeii. CorytacHo maHnHbeIM M. Malaki
U COaBTOPOB JieTKast U yMepeHHas muesioskTasus (<10—
15 MM) paspemraetcss camoctosaTebHO B 50—80% ciy-
yaeB [16]. TIpeHaranbHas Kiaccu@uUKaus MHUET0IKTa-
31U y TJIO/Ia OLIEHWBAETCS IO TepeaHe3aqHeMy pa3Mepy
noxanku (APPD, Antero-Posterior Pelvic Diameter)
U COMYTCTBYIOIIUM M3MEHEHMSIM U Mopasaessiercs Ha 3
tumna. [TepBblii TUIT — 3TO (PU3UOIOTHYECKAsT, UJTU TTOTpa-
HUYHasl, Mueao3KTasusi npu nuamerpe 4—7 mm Bo Il
tpumectpe 1 <10 mMm B III TpumecTpe, B OOJBIIMHCTBE
CJTy4yaeB MCUY€3aeT CaMOCTOSITEJIbHO TIOCIE POXKIACHMUS.
Bropoii Tunm — nerkasi MMenosaKTas3us Mpu NepeaHe3a-
HeM pa3mepe JioxaHku 7—9 mm Bo I Tpumectpe n 10—12
MM B III tpumectpe. Tperuit Tun — Tskenast MUEI09K-
Ta3usl, TIPU KOTOPOI TepenHe3aTHuil pa3sMep JOXaHKU
cocTaBisieT 7—9 mm >15 mm [16].

OnpeneneHre TOPOTOBBIX 3HAYEHMH I KaxKI0To
TPUMECTpPA WTPaeT BaXHYIO POJIb B OIIEHKE YacCTOTHI,
TaKTUKU HaOJIONCHUS U JIEYEHUS JIOXaHOYHO-3KTa3uu
Kak 10 poXIeHusI, Tak u rociie Hero. [1pu nerkoii nmpeHa-
TaJbHO BBISIBJICHHOM THUEJI0AKTAa3MM TOJbKO HeOObIas
YacTh HOBOPOXIEHHBIX CTAJTKUBAETCS C CEPbE3HBIMU
OCJIOKHEHUSIMU. B mocTHaTajabHOM Tiepuoje movyeyHast
MaToJorus MoATBepxkaaeTcs B 12—14% ciydaeB JIerKoid,
B 45% cnydyaeB ymepeHHoi u B 90% ciydaeB TsDKeNIOM
MUET09KTa3UM, JTUAarHOCTUPOBAHHOKW BO BTOPOM U Tpe-
TheM TpuMecTpax OepemeHHocTu [17]. Hamuume pac-
IIUPEeHUs YallleyekK M OmpeaeseHUe MapeHXMMaTO3HOM
SXOT€HHOCTH BaXKHO TSI IPOTHO3UPOBAHMS KITMHUYECKU
3HAYMMBIX ciydyaeB rumapoHedpos3a. Kormga pacuivpeHue

OBb30Pbl JINTEPATYPbI

yanieyek (KaJMKOOKTa3usl) COMPOBOXIAETCS paclIv-
peHUEM TIOYEYHO! JIOXaHKHM, MECTOTIOJIOXKEHUE TaKxXKe
cJIeIyeT OMpenesIsiTh KaK LIEHTpajibHOe WU Mepudepu-
YecKoe.

ITporHo3 3aBUCUT OT TOYHOTO BBISIBJICHUS TPUYUH
U BBIPAXKEHHOCTU OOCTPYKIIMM MOYEBBIBOASAIINX ITyTEi
y TI0JA, YTO TIO3BOJISIET BBIOPATH ONTHMABHYIO TaK-
TUKY BeIeHUsT 6epeMEHHOCTH, BKITIOYasi CBOEBpEMEHHOE
pelleHue o ee TpepbiBaHUU. OIHAKO TIPU BBISBICHUU
IMTOPOKOB Pa3BUTHS IPYTMX OPTAHOB U CUCTEM TTPOTHO3M -
poOBaHUE COCTOSTHUS pebeHKa Tocie POJIOB MOXKET OBbITH
ocJioxxHeHo [17, 18].

JInst TJIaHWUPOBAHUS TIOCIEPOIOBOTO HAOIIOACHMS
OBbLJIO TPEMTOXKEHO HECKOIbKO CHUCTEM KilaccuduKa-
LMW TUIaTallid MOYEBBIBOISAIIMX ITyTel, OCHOBAHHBIX
Ha pesyjbTaTax yiabTpa3ByKoBoro ucciemoBanus: SFU
(Society for Fetal Urology, O61iectBo ¢dheTanbHO ypo-
snorun), ONEN (OOieHanuvoHanbHasi Hedposornue-
ckag skcneptHas cetb), RAD (Radiological Association
Degree), UTD (Urinary Tract Dilation classification).
HaubGonee yacto ncnosib3yeMoit Kiiaccudukaiimei siBisi-
ercs cucTema Kiaccudukaiuy ruapoHedposa OO61ecTBa
deranpHoil yposoruu — SFU [19, 20]. Cucrema SFU
umeet 1sATh cteneHeir (0—4). B aroit cucteme kiaccu-
duKaMu CyOBEKTUBHO OIpeaessieTcss WHTpa- M JKC-
TpapeHaJbHasl AWIaTalusl MOYEUHOM JIOXaHKU, OLIeHU-
BaeTCs IWJaTallysl LEHTPATbHBIX U TMepupepruIecKux
yalieyek, a TakKe CyObeKTUBHO OMMCHIBACTCS TOJIIMHA

MapeHXUMBI.
IlpeHaranbHasi AUArHOCTMKA OOCTPYKTMBHBIX YpPO-
naTuii  METOAOM  YJIBTPa3BYKOBOTO  MCCJIEIOBAHMSI

¥ MarHUTHO-PE30HAHCHOW TOMOrpacuM JaeT BO3MOXK-
HOCTb HE€ TOJIbKO YCTAHOBUTH AWArHO3, HO U MO3BOJISIET
MPOBOINTh JWHAMHMUYECKOE HaOJI0AeHe 3a COCTOSI-
HUEM OPTaHOB MOYEBBIIEICHUS TUIOAA M OCYIIECTBIISIThH
HaBUTAIIMIO TIPU  BHYTPUYTPOOHBIX  XUPYPTUIECKUX
BMeIlIaTeIbCTBAX, KOTOPbIE TMpeAoTBpallaloT daJbHei-
1ee TPOTpPecCUpOBaHUEe IMOYEYHOUW HETOCTATOYHOCTH.
VbpTpa3ByKoBOe WCCIIeAOBaHUE TIPUHITO B KayecTBE
Haubojee WHOOPMATUBHOTO MeToHa JIsI BBISBICHUS
BPOXIEHHBIX TTATOJIOTUI MOYEBBIICIUTETLHON CUCTEMBI
101, YyBCTBUTEBHOCTh MeToma cocTaBisieT 78—91%.
Ho cymectByer mpobieMa  JIOXKHOIIOJIOXUTEIBHBIX
pe3yabTaTOB TIPU JAHHOM BHIE WCCIEIOBAHMS, YUCIO
KOTOPBIX MOXKET gocTurath 22% [21].

OCHOBHOIl TIPUYMHON TUApOHe(dpO3a  SABJISIETCS
OOCTPYKIIMSI Ha YPOBHE JIOXaHOYHO-MOYETOUHUKOTO
cermeHTa. HekoTopble OOCTPYKTMBHBIE W3MEHEHUS
MOTYT pPa3BUThCS OYEHb paHO B (heTATBHON XU3HU
W MOTYT BBI3BaThb KHUCTO3HO-AMCIUIACTMYECKYIO ITaTo-
Jloruio B Touke ruiofa. ['mapoHedpos siBsieTcs: omHOMN
U3 HauboJiee pacIpOCTPpAaHEHHBIX NPUUUH OOCTPYK-
TUBHBIX YpOIIATUii, [pyrMe IIPUYUHBI  BKJIIOYAIOT
My3bIPHO-MOYETOYHUKOBBIN  pedIIIOKC,  0OCTPYKIINIO
YPETPO-BE3UKAJBHOTO COEIWHEHUsI, 3aIHUIl ypeTpalib-
HBII KJIamaH U1 Apyrue peakue naronoruu [22]. Bee atu
MaTOJIOTUM BBI3BaHBI OOCTPYKIMSIMU Ha Pa3IUIHBIX
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Supix C.I1. u coaem. AHTeHaTaIbHAsI IMATHOCTHKA 1 IPUMEHEHIE METOIOB (heTaTbHON XMPYPriK OOCTPYKTUBHBIX YPOIIATHii

YPOBHSIX U OTJIMYAIOTCS YJIBTPa3BYKOBBIMU TTPU3HAKAMU.
KoppekTHast mpeHartanbHasi AMarHOCTUKA TAeT BO3ZMOX-
HOCTb IS TIOCJIEAYIOIIETO HAOMIOIeHUs U TIOATOTOBKHU
K TIOCJIEPOJIOBOMY TIepUOIY MallMeHTa. TUMUIHBIM TPU-
3HaKOM TuapoHedpo3a MpU MpeHaTaIbHOM YIbTPa3BY-
KOBOM MCCJIEIOBAHUM SIBJISIETCSI paclIUpeHNe TOYeqHOMN
JIOXaHKW C KaJIMKO3KTa3uel wiu 0e3 Hee, B TO BpeMsi
KaKk MOYETOYHWK HE paclIMpeH, a TOJIIMHA CTeHKU
U pa3Mepbl MOYEBOTO My3bIpsi He u3MeHstores. [1o mepe
MPOTPEeCCUPOBAHUS TTUET0IKTA3NM/KATUKOIKTA3UU TOJ-
IIMHA TTApEHXMMbl YMEHBIIIAETCsI, a 3XOT€HHOCTh YBEJIM-
YMBAETCS Ha MOPaKEHHOM MOYKe.

BonbmmHCTBO  aHOMaJIMKE ~ MOYEBBIICIUTETbHOMN
CHCTEMBl MOXHO JMarHOCTMPOBATh C TTOMOIIbIO TIpe-
HaTaJIbHOTO YJbTPa3BYKOBOIo wuccienoBaHus. OmHaKo
MpU OXKUPEHUU MaTepu, TTO3IHeN Henelle 6epeMeHHOCTH
WJIN HAJTMYU U MaJIOBOIMSI BU3YaJIM3A1IUsI CTPYKTYP MOXET
ObITh 3aTpylHeHa. MarHuWTHO-pe30HAHCHAasi TOMOTpa-
¢us rutona sBASIeTCs BaXXKHBIM JTOTOJHEHUEM K YJIbTpa-
3ByKOBOMY HCCJIEJOBAaHUIO TIpY OlIEHKE MOYEITOJ0BOM
cucteMbl. HecMOTpst Ha TO, YTO YJIbTPa3ByKOBOE MCCIIE-
JIOBaHUE SIBJISIETCSI OCHOBHBIM METOJIOM MCCJIeIOBaHUS,
K MarHMTHO-pPE30HAHCHOW ToMorpaduu MpuderamT
pu GoJiee TSKETBIX CAyJasixX WY MTPU HAJTUIUK TEXHUYE-
CKMX HETOJIaJI0K, TAKUX KaK TJI0X0e aKyCTUYeCKOe OKHO.
MarHuTHoO-pe3oHaHCHass ToMorpadusi IUIoAa MOXKET
OBbITh PEKOMEH/IOBaHA TPU BBISIBJICHHOW MUETI03KTa3uun
IIJIS1 YTOYHEHUS IMarHO3a U OLIEHKM COCTOSIHUSI MOYEBbI-
JIeJINTEIbHOI CUCTEMBI B CJIEIYIOIINX cydasx [24]:

— BbIpaX€HHasi WJIM TIpoTpeccupyronias THUeI0dK-
Ta3us (pacimpeHue jJoxaHku >10 mM Bo Il TpumecTtpe
wiu >12 mwM B 11 TpumecTpe);

— MOJ03peHNe Ha OOCTPYKIIMIO MOYEBBIBOISIIINX
nyTeit (Hampumep, TpU TUAPOHEDPO3e, ypeTeporuapo-
Hedpo3se, MerauucTuce);

— JIBYyCTOPOHHEE MopakeHue Mmovek (711 OLeHKU CTe-
MEeHU TIOBPEXIEHUSI TapeHXWMbl W TIPOTHO3MPOBAHMSI
(YHKIIMM TIOYEK TTOCTIe POXKIACHUS);

— covyeTaHHbIe aHOMaIuu (TIpY TTOO3PEHUU Ha CUH-
IIPOMBI, 3aTparvBalolIne Ipyrue opraHbl, WU TPU BbISIB-
JICHUU JOTIOJTHUTEJIbHBIX TOPOKOB Pa3BUTHS);

— OJIUTOTUAPAMHUOH (MaJIOBOJME, KOTOPOE MOXKET
YKa3blBaTh Ha TSKEJYI0 OOCTPYKIIMIO M TUIOILIA3UIo0
JIETKHUX);

— COMHUTEJIbHBIE UJIM HEOJHO3HAUHbIE JaHHBIE YIIb-
Tpa3ByKOBOTO MCCJIeOBaHUsI, KOraa TpeOyeTcsl yTou-
HEHME aHaTOMMU MOYEBOIO TpaKTa M OKPYXKAIIIUX
CTPYKTYP.

Taxke MarHUTHO-pe30HaHCHasi ToMorpadus MO3BO-
JISIET IeTalbHO OLIEHUTh TaKUe TMoKasaTelu Kak CTeleHb
pacuIMpeHusi 4alleyHo-JIOXaHOYHOM CUCTEeMbl, COCTO-
STHUE TIOYEYHOM TMapeHXUMbl (MCTOHYEHME, IuCIUIa-
3Usl), HaJau4yuMe OOCTPYKUMU (YypOBEHb M BO3MOXKHbIC
MPUYMHBI), COIMYTCTBYIOIIME AaHOMAIUU (Hampumep,
MO3BOHOYHWKA WJIW IPYyrux cucrtem). bosee Toro, mpe-
HaTaJibHasi MaTHUTHO-PE30HAHCHasi ToMOTrpacusi TaKxKe
HeoOxomuma Tipn  auddepeHIInaTbHON ITHUAarHOCTUKE

Merayperepa OT THUApoHedpo3a, OCOOEHHO B IMOJIOXKeE-
HUSIX, KOTJa Ta3 TUIofa 3aTPYIHSIET BU3yaau3alnio pac-
IIMPEHHOTO MOYeTOYHMKa. [23, 24].

Busyanuzanust B mocjieIoBaTEIbHOCTSIX MAarHUTHO-
PE30HAHCHBIX TOMOTpaMM ¢ B3BelnBaHueM T1-T2 sBisi-
eTCsT CKOopee PYKOBOICTBOM JIJIST OLIEHKU (DYHKIIMOHAIb-
HOTO cocTosTHMs TTouek 1mona. A.M. Kajbafzadeh ¢ coaBr.
COOOIIMIIM, YTO YYBCTBUTEIHLHOCTb TpeHATaJIbHOM
MarHUTHO-pe30HaHCHO#W Tomorpadum npu muddepeH-
LIMATBHOM AMATHOCTUKE aHOMAJIMI MOYEBBIIETUTETbHOM
cucTeMbl coctaBuia 92% B ux ucciaenoBanuu [2]. B yact-
HOCTH, MAarHUTHO-pe30HaHCHast ToMorpadus HhopMa-
THUBHA, KOTJA TUIT paclIMpeHUsl Yallleyek TPyIHO pasin-
YUTH B CIyYasiX MpeHaTaJbHOTO THAPOHe(hpo3a.

J171s1 BOBMOKHOCTH OLIEHKU KPOBOCHAOXEHUS MapeH-
XMMBI TIOUEK TII0[a TIPUMEHSIETCST PEXKUM JOTUIEPOBCKOTO
cKkaHupoBaHUsA. MCTOHYeHMe TapeHXUMBI MOXET OBITh
BBI3BAHO OOCTPYKIMEN MOYEBBIBOOAIINX TyTeil. B maH-
HOM cJTy4ae KPOBOTOK B TTapeHXHUMe OOeTHEeH, a COCYIM-
CThIIi PUCYHOK BBIpaXKeH €1ab0 U TO3TOMY He JOXOAUT
JIO TIOYE€YHO Karcysibl. MoryT BU3yaJu3upoBaThCs JTUIITh
pacIIMpeHHbIe DJIEMEHTBl COOUPATENIBHOM CHCTEMBI,
CMeIaolre cerMeHTapHbIe U MeXKIO0JIEBble BETBU KO-
BEHOCHBIX COCY/IOB TTOUKH.

HoponoBoe HaOJioIeHME 3a TallMeHTaMu C T1aTo-
JIOTHE ToYeK 3aBHCUT OT CpoKa OepeMeHHOCTH, TpOo-
TPEeCCUPOBAHUST OOCTPYKLIMU, HAIWYUS pacIIMpeHUs
B YallIeYKOBOI CHCTEMEe M COCTOSTHUST TTIOYEYHOM MapeH-
XMMBI, TaAKXKe BaXKHYIO POJib 3aHMMaeT HaJu4due OIHO-
CTOPOHHETO WJIM IBYCTOPOHHETO TOPAKEHUS U IPYTUX
COITyTCTBYIOIINUX TTOPOKOB. [TpK BHISIBACHUU IBYCTOPOH-
Hell OOCTPYKILIMU, aHOMAJWil Pa3BUTHUS B IPYTMX Opra-
Hax, aHOMaJIMi1 APYroil MOYKU WIIK MAJOBOIMS TTPOTHO3
HeOJIaronpusITHBIN.

L. Jiang ¢ coaBT. BBISIBWJIM CITOHTAHHYIO YacTOTY
perpeccun (61%) w yactory coxpaHeHus (23%) B ciy-
yasgx, Korga OBbUI JMarHOCTUPOBAH aHTeHATaJTbHBII
JIBYCTOPOHHUIT TunpoHedpo3 [26]. TlocTHaTaabHBIE
XUPyprUYecKre BMeEIIATeNIbCTBA BBHITIONHSIIUCE B 15%
cllydgaeB, Korja JuaMeTp ITOYEeUHOM JOXaHKMU ObLT >15
mMm. [lpu nuamerpe uvamedyek >10 MM 4ymciO ciydyaeB
CIIOHTAHHOTO pa3pelneHus coctaBmio 37%, a moTpe6-
HOCTh B XMPYPrMUECKOM BMeIIaTeJIbcTBe — oKoJio 33%.
OpHako B clyJasx, KOrJa paclIMpeHue Jaiiedek ObUIO
<5 MM, a auametp JioxaHkKu Obu1 <10 MM, cooOIIanoch
0 90—100% perpeccun, u pakKTUUYECKU He OBIJIO HEOOXO-
IVMOCTU B XHpypruueckoMm BwmetnareiabcTBe (0—3,7%).
DTO ucceqoBaHWE TTOKa3ajo, 4YTO OUAMETP JIOXaHKU
WTpaeT OCHOBHYIO POJIb HApsIIy ¢ paclIMpeHUeM dvalle-
YyeK B OTpene/ieHUH poliecca Mocyieayoliero Habome-
HUS 1 HEOOXOAMMOCTH BMeIIaTeIbCcTBa [25].

IlnomaM ¢ JMAarHOCTUPOBAHHBIM TUAPOHE(DPO30M
TpeOyeTcs PETYISIpHBINA  YIBTPa3BYKOBOW MOHUTOPUHT
JUTSI TMTHAMUYECKOM OLIEHKM COCTOSTHUSI MOUYEBBIBOASIINX
MyTei, peKOMeHIyeMblii mHTepBal — 4—6 Heaenb [26, 27].
CrnioHTaHHOe pa3pellleHre TUApoHedpo3a YacTo CBSI-
3aHO ¢ HEOOJBIINM pacIIMpeHUeM IWaMeTpa MOYeYHOM
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JoxaHku. [Tpy pacimpeHMM AuameTpa JIOXaHKU B TIpe-
nenax oT 4 1o 8 MM perpecc npoucxonuT B 80% ciydaes,
TOTIA TOTJa KaK MpH paclIMpeHnH Ha Ooliee, ueM 9 MM,
perpecc IpouCXoauT MeHee, yeM B 15% ciyyaeB BO BTO-
pom TpuMecTpe. ['pyrmna HU3KOTo prcKa BKITIOYaeT Tali-
€HTOB C HOPMAJIBHOM 3XOT€HHOCTHIO TT0YEK, HOPMAJTBHOM
KOPTUKO-MENYJUISIpHOM I hepeHIIMPOBKO,  OTCYT-
CTBUEM Tiepr(epUUECKOTO PAaCIIMPEeHUsT Jalledek, Mod-
TOMY MOXET OBITH 11€J1eCO00pa3HO MOBTOPHO OOC/IeT0BaTh
TIJIOM, M3 TPYIITBI HU3KOTO PHCKA BCETO ABAXKIBI U BTOPOIA
pa3 B TpeTbeM TpumecTpe. HeGmarompusiTHbie MPOTHO-
cTUYecKue (hakTopbl: TsDKedas IWIaTalus TOYSUHOM
JIoXaHKM (>7 MM j10 28 Henenu uiav >10 MM 11ocsie), MoBbI-
IIEHHAsT 9XOT€HHOCTh TMOYKM, UCTOHYEHUE TapeHXUMBbI,
repudepudeckas IuIaTaus Yauieuyku, HaTnIue MajoBO-
IIVsI, aHOMAJIUSI B KOHTpaJlaTepaJbHOU MOYKEe W HaJIW4ue
JIBYCTOPOHHETO TTOpaXkKeHUsT TToYeK. BOoNBIIMHCTBO aBTO-
POB PEKOMEHIYIOT TIpeHaTaIbHOE YIBTPa3BYKOBOE MCCITe-
JIOBaHYE B TPYIIIE ¢ BLICOKMM PUCKOM C MHTEPBAJIOM B JIBE
HeJeNu.

Heob6xonumo mpuBieKaTh AETCKUX XUPYPTOB K OTpe-
JIeJICHUI0 TaKTUKW BEIEHUST B MPEHATaIbHOM TIEpPHUOIE.
IMonoXuTeTbHBI TOCAEPOAOBBIM MCXOA BO MHOTOM
3aBUCUT OT MHOTOMPOMUIHHOTO TOIX0Aa NP BeJIeHUU
TaKUX CJIy4aeB.

Heckonbko wcciaemoBaHUi TOKa3ajau, 4YTO BpeMs
WO TUIT POIOB HE BIMSIOT Ha TOCTHATaJbHOE Teue-
HUE B Cilyyasix ¢ moudevyHoil marosiorueit. R.H.Benjamin
C COaBT. WCCIENOBaIM BJIUSHUE TeCTAllMOHHOTO BO3-
pacTta Ha ypoJIOTUYECKUE MCXOABI IS TUIOAOB C TUAPO-
He(hpO30M M TIPUIIUIM K BBIBOAY, YTO TO3IHUE TPEXK-
JeBpeMEHHbIE WJIM pPaHHUE CPOYHbBIE POIBI TPUBOIST

16

Pucynox 1. Knaccudukanum, HCIOIb3yeMble IS ONpeAe/eHUsl CTeNeH: PacIipeHns YaueqHo-I0XaHoYHo# cucTembl [20]
Figure 1. Classifications used to assess the severity of calyceal-pelvic system dilatation [20]

K XYAIIUM KPaTKOCPOYHBIM MTOCTHATAIBHBIM TTOYEUHBIM
ucxonam [14]. B To xe BpeMsi, mpu AByCTOPOHHUX TATO-
JIOTHSIX, TIPUBOISIINX K CHUKEHHIO TTOYeYHON (DYHKIINU
B TPETheM TPUMECTPE, MHOTA MpeiaraioT 6ojiee paHHee
pomopa3spelieHne, Ho ero 3 (GeKTUBHOCTL COMHUTEIbHA.

B HacTosiee BpeMsi, MpyU HAJTMYUU OOJIBIIIOTO KO-
YecTBa METOIOB IMPEHATAJIbHOTO JIEUEeHUST OOCTPYKTUB-
HBIX TIOpaXK€HU MOYEBBIIEIUTEIbHON CHUCTEMBI, eCTh
IIAHC YAYYIIUTh TTepUHATATbHBIE UCXOIBI TIPU TXKETbIX
OIHOCTOPOHHUX U IBYCTOPOHHUX MATOJIOTUSAX. OOCTPYK-
TUBHBIE YPOMATHU aCCOLUMPYIOTCI C YBEIMYECHHEM
pucKa TIepMHATaJbHONM W MJTafeHYeCKOW CMEpPTHOCTH,
a TakxKe BBICOKOI 3a00JIeBaeMOCThIO, UTO TpedyeT b0
TIIATEJIBHOTO MOHUTOPWHTA, JTMOO TMPOBEACHUS TOPO-
JIOBBIX BMEIIATEJbCTB ISl TIPENyNPEeXIeHUs] OCI0XKHE-
HU MOYEBBIICIUTEILHON CUCTEMBI Y HOBOPOXKIECHHBIX.
IMocne AMArHOCTMKM ¢ TIpUMEHEHWEM HEWHBA3WBHBIX
METOIIOB M OLIEHKU MOYEUHOM (DYHKIIUU CIIeAyeT OIpe-
NEJUTh 11eJeco00pa3HOCTh MajibHEelIIero HaOoIeH s
WA HEOOXOOMMOCTH BHYTPUYTPOOHOTO WCIPaBICHUS
marosioruu. CeromHsl JOCTYITHBI pa3TWYHBIE METOIBI
BHYTPUYTPOOHOI KOPPEKIIMU OOCTPYKTHBHBIX Hapyllie-
HUI B MOYEBBIIEIUTEIILHOM CHUCTEME, CIIOCOOCTBYIOIIE
(GopMUPOBAHUIO HOPMATBHOTO OTTOKA MOYM B AMHUOTH -
YECKYIO TTOJIOCTh, K HUM OTHOCSITCSI BE3UKO-aMHUAJIbHOE
IIYHTUPOBaHWE, BHYTPUYTPOOHAs! LIMCTOCKOTIMS Y TUTOA
1 MaJIOMHBa3MBHOE He(ppoaMHUATbHOE IIYHTUPOBAHHUE.

Besnko-aMHMaIbHOE IIIYHTHPOBaHME HanOoJIee 4acTo
MpUMeEHsIETCS TIPU KJIallaHax 3aJHeil ypeTphl. Brepsbie
0 JJAaHHOM METOIe OIEPaTMBHOTO BMeENIaTeIbCTBA OBILIO
ynomsiHyto M.S. Golbus u ero xosuteramu B 1982 rony,
KOTZa OHM BHEIPWJIM IIIYHT B MOYEBOW ITy3bIPh IIIOAA
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Hyvix C.I1. u coaém. AHTeHaTaIbHAs IMarHOCTUKA U IPUMEHEHKE METOI0B (heTabHOIM XMPYPriK 0OCTPYKTHBHbBIX YPOTIATHii

Myzkckoro mona [3]. OmHako omnepaiius Ha 3Tare BHYyTpU-
YTPOOHOTO PAa3BUTHSI TTPU OOCTPYKIIUM BbIXOJA MOYEBOTO
My3bIPsl y TUIOMOB MYXCKOTO T0JIa YBEJIMYMBAET BEPOSIT-
HOCTb BBDXKMBAHUSI IOCJE POXICHUSI, HO HE YJIydlllaeT
(yHK1IMIO TOYEK B TOJATOCPOYHON MIEPCIEKTUBE U HE Mpe-
MSITCTBYET MPOrPECCUPOBAHNIO TEPMUHATBHOM MOYEUHO
HenocTaTrouHocTU. Omnepanusi MpeacTaBisieT codboit pas-
MellleHe TBOMHOTO KaTeTepa C 3a0CTPEHHBIM KOHIIOM
(myntel Ponexka/Pakerra mnau XappucoHa) Ton yiabTpa-
3BYKOBbIM KOHTPOJIEM W MECTHOW AaHECTe3Wei, C IucC-
TaJIbHBIM KOHIIOM B TUIOJTHOM IY3bIPE U MPOKCUMATIbHBIM
KOHIIOM B aMHUOTHYECKOW TMOJIOCTU, YTOOBI 00ECIEeYUTh
NIpeHaXx TIJIOAHOM Mouu. B ciywasix Tspkesnoro maino-
BOIMS TIEpe/l BBEICHUEM IIIYHTa 4acTO PEKOMEHIYeTCsl
nHY3UST aAMHUOTUYECKOH XUIKOCTHU, YTOObI 00ECTIEYUTh
npoctpaHcTBo st BBeneHusi [28—30]. UccnenoBaHust
MOKa3bIBAIOT, YTO TMEPUHATAIbHAS BbIKMBAEMOCTb TUIO-
JIOB TIOCJIE BBITIOJIHEHUSI BE3UKO-aMHUAIBHOTO IIYHTH-
pOBaHUsl BbIllle, YeM MPU MTPUMEHEHUN KOHCEPBATUBHOM
taktukd. B 2017 ronmy A.A. Nassr BMecTe ¢ KoJuleraMu
OMNyOJMKOBAJIM HOBbIM CUCTeMaTUYeCKUii 0030p U MeTa-
aHamu3 2(G@EKTUBHOCTU BE3UMKO-aMHUAJIBHOTO IIYHTHU-
poBaHus [31]. OCHOBHBIMU KPUTEPUSIMU OLIEHKU ObUIU
TOKa3aTeu MEePUHATAIBHOM M TTOCIEPONOBON BbIKMBAE-
MOCTH, @ BTOPUYHBIM PE3YJILTATOM CTAJIO UCCIIENOBAHKE
BJIMSIHUSI TIPOLIEAYPHI Ha (PYHKIIMIO TTOYEK MOCse POXKIe-
HMSI U €r0 CpaBHEHUE C pe3yJbTaTaMU BbDKUAATEIbHON
TakTUKU. [10 MEpBUYHBIM KPUTEPUSIM OLIEHKHU (TepuHa-
TaJIbHOI Y TIOCJEPOIOBOI BBKMBAEMOCTH) UCCIETOBAHUE
MPOJEMOHCTPUPOBAIO YETKOE U CTATUCTUUECKU 3HAYUMOE
MPEUMYIIECTBO IIYHTUPOBAHUSI TIO CPABHEHUIO C BbIXKU-
nareibHOM TakTUKOM. [1porieaypa 10CTOBEpHO MOBbIIIAIA

Vesico-Amtiotic

shunting
procedure

Fully flexsible
Lblepigtail

obire 1aHchl pebeHKa Ha BbDKMBaHue. bosee Toro,
Obl1a I0Ka3aHa TMOBbIIIEHHAs! BbIKMBAEMOCTb 0€3 HEoO-
XOIIMMOCTH 3aMECTUTEJIbHOM TMOYEUYHOI Teparuu, TaKou
KaK AManu3. DTO O3HayaeT, YTO IETU He TOJIBKO poXIa-
JIVCh XXMBBIMU, HO U UX COCTOSIHME TIO3BOJISIIO U30€XaTh
HEME/UIEHHOTO Hauyajla JMajiu3a B HEOHATaJbHOM Iepu-
one. OnHaKO OLIEHKA BTOPUYHOIO pe3ysbTaTa — COXPaH-
HOCTM (DYHKLMU TOYEK MOC/Ie POXIEHUS — TMoKasaia
vHo pe3ynbtar. UccnenoBaHue He BbISIBUJIO CTATHUCTHU-
YECKM 3HAUUMOTO yijydilleHus: (byHKIUU TOYeK y JeTeit
rnocJjie NyHTUPOBAHUS 10 CPABHEHUIO C TEMU, KTO HAXO-
JWIICS TIOZT HAOTIOAEHNEM.

BHyTpuyTpoOHast IUCTOCKOMUS Y TJ10Aa TIPEACTABIISIET
€000l THHOBAIIMOHHBIN MOAXO/ K JIeUeHUI0 MHGhpaBe3u-
KaJIbHOW 0OCTpYKIIMU. OHa MCHOJb3yeTcs sl TUarHo-
CTUKU U JIeYeHUs1 OOCTPYKTUBHBIX yporaTtuii. B otinunn
OT BE3MKO-aMHUOTUYECKOTO HIYHTUPOBAHUS, LIMCTOCKO-
MU BBIIEJSIETCS] PSIIOM TaKUX TIPEUMYILECTB TOCTAHOBKA
TOYHOIO TPEHATAIbHOIO NHUArHo3a, BU3YaIU3UPOBAHUE
YPETpBI TUIOJA U TNPOBEIEHUE JIeYeHUsI. DTa MpoLenypa
couetaeT B cebe D2JeMEHTbl JUATHOCTUKU W JIEYEHUS,
MO3BOJISISI HE TOJIBKO BU3YaJIM3UPOBATh aHATOMUUYECKUE
CTPYKTYPbl MOUEBOI CUCTEMBI TIJI0/I, HO U B PSIJIE CIIyyaeB
YCTpaHSITh MPUIUMHY OOCTPYKIIMU. Takoe BMeIaTeabcTBO
MOXET MPUBECTU K BOCCTAHOBJIEHWIO HOPMAJIBHOTO pa3-
BUTHSI MOYEBOTO TY3bIPSI, TAK KaK COXPAHSIETCS €ro ecre-
CTBEHHBbII 1TUKJT HATIOJTHEHUSI U OTIOPOKHEHUSI.

Ilepen npoBeneHMEM BMeILIATEIbCTBA OCYLIECT-
BJISIETCS KOMIUIEKCHOE OOCIeOBaHUE, BKIIIOYAOILEE
JeTalbHOE YIbTPa3ByKOBOE UCCIIEA0BAaHKE IUI0JA C OLIEH-
KOW pa3MepoB MOYEBOIO IMy3bIpsi, CTENEHU pacllupe-
HUSI MOYETOYHMKOB U YalllEYHO-JTOXaHOUYHOU CUCTEMBI

Fully flexible
amerniotic
cathotor

Double-piglible
cathoter

Fully flexible
double-gigtail
amnotic sac

Fetal blaoder

Pucynox 2. CxemaTHyecKoe H300paxKeHne Be3NK0-aMHUOTHYECKOTO IYHTHPO-
BaHUs [creHepHPOBAHO MCKYCCTBEHHBIM HHTEJUIEKTOM IO 3anpocy aBTopa]
Figure 2. Schematic representation of vesicoamniotic shunting [Generated by
artificial intelligence at the author’s request]
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MoYyek, a TakxKe oO0beMa OKOJIOIJIOMHBIX Bom. B o0siza-
TEJTHLHOM TIOPSIIKE BBITIONHSIETCS (heTalabHasT IXOKapIv-
orpadust I WCKITIOYEHUs COIYTCTBYIOIIUX TTOPOKOB
pa3BUTHUSA cepala M MeIUKO-TeHETUYEeCKOe KOHCYJIBTHU-
poBaHKME C KapUOTMIIMPOBAaHWEM TPU HAIUYUKM TTOKa-
3aHuii. CoBpeMeHHBbIE ITOAXOMAbI IPEANoJaralT Ipo-
BeJleHe MarHUTHO-PEe30HAHCHOI ToMorpaduu Iiona,
KOTOpasi TPEIOCTaBJsIeT NOTMOJHUTEIbHYI0O WH(bOpMa-
IIMI0 O COCTOSTHUM TIapeHXWUMBI TIOUeK W Tororpaduu
MOYEBBIBOISIINX TyTeil. Ha OCHOBaHWM TIONy4eHHBIX
JAHHBIX MYJIbTUIUCHMTIUTMHAPHBIA KOHCUJIUYM, BKITIO-
Yalolnii (heTaJbHOTO XMpypra, akyllepa-THHeKoJIora,
JIETCKOTO ypoJIora M HEOHAToJIora, MPUHUMAET pellleHue
0 11eJ1ec000pa3HOCTH BMEIIaTeIbCTRA.

BMelaTeTbcTBO BBITIOTHSIETCST B YCIIOBUSIX OIepa-
IIMOHHOM TOJ KOMOWHUPOBAHHBIM  YJIBTPA3BYKOBBIM
U DHIOCKOTHWYECKUM KoHTposieM. [locie o06paboTku
OTEPaIlMOHHOTO TIOJNISI W TIPOBENCHUST MECTHOW aHe-
CTE3MM OCYILUECTBJISETCS IyHKILMUS IIOJIOCTH MAaTKHU
Yyepe3 TepeIHIo0 OPIOIIHYI0 CTEHKY MaTepy Crielralib-
HBIM TpoakapoM nuametpom 1,2—2,0 mwm. Ilox mocto-
STHHBIM YJIbTPa3BYKOBBIM KOHTPOJIEM XUPYPT MPOBOAMT
(eTockom K MOYEBOMY My3BIPIO TT0OAA. JIJIS YIydIIeHUST
BHM3yaJu3aluy MOJOCTh MOYEBOTO TY3bIPST 3aTTOJTHSAETCS
CTePWIBHBIM (DPU3UOJIOTMUECKUM pacTBOpoM. Mcrionb3yst
MMHUATIOPHYIO ONTUYECKYI0 CHUCTEMY, XUPYPT TMOCTe-
JIOBATEJIbHO OCMATPUBAET YCThss MOYETOUHUKOB, HIEHKY
MOYEBOTO Ty3bIpsI U TPOKCUMAJIBHBIN OTIOEN YPETPHI.
ITpu BBISIBIEHUY 3aIHUX YPETPATbHBIX KIalmaHOB, KOTO-
pble SBISIOTCS Hanbojiee Y4acTOM TPUYMHON OOCTPYyK-
LIMU Y MaJbUMKOB, BBITIOJHSIETCS WX Jla3epHast aOJsTiust
C UCTTIOJIb30BaHUEM AUOTHOTO WJIW TOJbMMEBOTO Jia3epa.
B ciydasix, Korma BocCTaHOBJIEHHUE MPOXOIUMOCTH YPET-
pbI HEBO3MOXKHO, paccMaTpUBaeTCs BapHaHT YCTAHOBKH
BE3MKOAMHUOTUYECKOTO INyHTa JUIST  OOecTieueHUsT
OTTOKAa MOYU B OKOJIOTUIOAHBIE BOMBI.

B panHeM mociieonepallMoHHOM TIepUOJe OCYIIECT-
BJISIETCS THIATEbHBIA MOHUTOPUHT COCTOSIHUSI TUTOAA
C eXeIHEBHBIM YIbTPa3BYKOBBIM KOHTPOJIEM B TeUCHHUE
nepBbIX 48 wacoB. OueHMBaeTcs] TMHAMHMKA pa3MEpOB
MOYEBOTO MY3bIPS, COCTOSTHME BEPXHUX MOUYEBBIX ITyTEi
1 KOJIMYECTBO OKOJIOIUIOOHKIX Box. JlanbHeliee Ha0Oi0-
JIeHWe TIpedroiaraeT peryjsipHble  YJIbTPa3BYKOBBIE
HUCCIeAOBaHNSI ¢ MHTEepBajioM 2—4 Hemeau OO0 MOMEHTa
pomopaspetreHus. Ocoboe BHUMaHWE yAeIsIeTcs OlleHKe
COXPaHHOCTH ITOYEYHOI MapeHXUMBI U IPU3HAKaM MaJio-
BOIMSI, KOTOPOE MOXKET HETaTUBHO BIIMSITH HA Pa3BUTHE
Jlerkux Tioga. HecMoTpst Ha MUHMMAaJTbHO WHBAa3UBHBIT
XapakTep, TIpolieaypa COMpsikKeHa C OrmpeneeHHbIMU
puckamMu. Haunbosee 4YacTbIM OCIOXHEHUEM SIBJISIETCS
MpeXIeBPEMEHHBIN pa3pbIB TUIOAHBIX 000J0YeK, KOTO-
pbiii Bctpevaetcst B 5—10% cinydaeB. CylliecTBYeT pUCK
pPa3BUTUS XOPMOAMHUOHUTA, KPOBOTEYEHUS U SITPOTEH-
HOTO TIOBPEXAEHUS OpPTaHOB TUTOMA.

HecmoTpst Ha Bblllle TIpUBEACHHBIC TTPEUMYIIE-
cTBa, IJIs1 orpeaesneHust 3(PHEeKTUBHOCTU 3TOTO METOIa
JIedeHUsT HEeOOXOAMMO TMpOBeAeHWE TOTOJTHUTETbHBIX

OBb30PbI TEPATYPbI

WUCCIIeIOBaHWI B CBSI3W C BBICOKOW BEPOSITHOCTHIO BO3-
HUKHOBEHMST OCTOXHeHWIM. DeTanbHast LHUCTOCKOMUS
MOKa3bIBa€T BBICOKYIO JIUMAarHOCTUYECKYHD TOYHOCTD:
YYBCTBUTEJIBLHOCTh MeToAa mocturaeT 100%, a crel-
npuyHocte — 85,7% B onpeneleHUU OTHOJOTUU
OOCTPYKTMBHOI ypomnaTuM y IUIoAa, HanboJjiee pacrpo-
CTpaHEHHOW M3 KOTOPBIX SIBJISIETCSI KJIallaH 3aaHel ype-
Tphl [31]. OmHaKo rMokas3aTe/iv NepuHaTaIbHONH CMEPTHO-
CTU U 3200J1€Ba€MOCTHU TPU LUCTOCKOMUU JIJIST JIEUYSHUSI
OOCTPYKIIMM HUKHUX MOYEBBIBOISIINX TYTe MOTYT
OBITh COMOCTABUMBI C TTOKA3aTeJISIMU MPU TTPUMEHEHUN
TaHHOI TIpoueaypsI [32].

C 2017 roma uccnemoBarefbcKasi TpyIina Mmoj pyKo-
BoacTBOM R. Ruano mpoBonuT nujaoTHOE nUccienoBaHUE,
KOTOpOE€ HaIlpaB/ieHO Ha ofpenejieHue 0e30MacHOCTH
1 3(PGHEKTUBHOCTU UYPECKOXHOW ITMCTOCKOINUU TII0/a
MOJ yJAbTPa3BYKOBBIM KoOHTpoJieM (detockornuu) [33].
DTa 3KCneprMMeHTaJbHasl Tpoleaypa paccMaTpuBaeTcst
Kak croco0 MpeaoTBpalleHUs TIeprUHATATBHON CMEPTHO-
CTU Y TIOYEYHOU HEeOCTaTOYHOCTH Y TIJIOMOB C OOCTPYK-
1IMel BBIXOAHOTO OTBEPCTUSI MOUYEBOTO My3bIps. [1epBbie
pe3yJIbTaThl KIMHWYECKUX MCIBITAHUI TTOKa3ajJiu OOHa-
NeXMBaIOIIe JaHHBIE.

CoBpeMeHHbIE METOIbl BHYTPUYTPOOHON KOppeK-
LIMM BPOXKIECHHBIX aHOMAJIUN aKTUBHO pPa3BMBAIOTCS,
W OJHWM W3 TIEPCTIEKTUBHBIX HaIpaBICHUI SIBJISETCS
MaJIONHBAa3UBHOE He(ppoaMHUAIbHOE IIYHTUPOBAaHUE.
DTOT METOJ UCIMOJb3YeTCs He TOJIBKO ISl YCTpaHEeHUS
WHOpaBe3UKaTbHON OOCTPYKIIMU, HO M TIPU TKETbIX
dopmax ruapoHedposa (I1I-1V crenens) y muionos. Ero
MPUMEHEHUE CHUXAeT BepOSITHOCTb (hOPMUPOBAHMSI
BTOPUYHO CMOPIIEHHBIX MOYEK, B TOM YMCJIE TPU OTHO-
CTOPOHHUX TTopaxkeHus1x. OnHaKo, HECMOTPST Ha OUYeBU/I-
HbIe TPEMMYIIECTBA, B MUPOBON MEIUILIMHCKON TpaK-
TUKE OH TTOKa He TMOJYYMJI IIMPOKOTO pacrpoCTpaHeHUsI
Ccpeay CTaHIAPTHBIX METOMOB JIEUeHUSI OOCTPYKTUBHBIX
NOpaXXeHU I MOYEBBIBOISIIMX MyTEN y M104a.

Omnpenenenue Haumbosnee 3(P@PEeKTUBHOIO Criocoda
Teparnuu BPOXACHHON OOCTPYKTMBHOM yponaTuu ruioaa
OCTaeTCsI Cepbe3HOM MPo0IeMOil peTaTbHON MEIUIINHEI.
IIpenaranbHasi AMarHOCTHKA Ha paHHUX CTaIMSIX, CBOEB-
peMeHHbIe BHYTPUYTPOOHbBIE BMeIaTeJIbCTBA M TOCIE-
NyloIlee XUPYpruyeckoe JiIeYeHUe TIocie POXIESHUs
MO3BOJISIIOT B OOJIBIIMHCTBE CJIy4aeB TPelOTBPAaTUTh
OCJIOXKHEHUSI M YJAYYIIUTh MPOTHO3 3a00JIeBaHNUIT MOYe-
BBIIETUTETLHON CUCTEMBI Y MJIAZICHIIEB.

3aknovyeHue

OOCTpYKTHBHBIE YpOTIaTUM CUUTAIOTCSI OMHOM U3 IJIaB-
HBIX TIPUYMH (HOPMUPOBAHUSI XPOHUYECKON ITOYEUHOM
HEJ0CTATOYHOCTH y neTeil. IMeHHO TouHOoe U CBOeBpe-
MEHHOE BbISIBJICHWE TIATOJIOTUM B TIEPUOJ BHYTPUYTPOO-
HOTO Pa3BUTUSI UTPAET KIIIOUEBYIO POJIb B MIPOTHO3MPOBA-
HUY BO3MOKHBIX HEOJIAarOTPUSITHBIX MTOCIEICTBUMA.

BHyTpuyTpoOHOE IIYHTUpOBAaHUE TPU  TTOAOOHBIX
MaToOJOTUSIX 3HAYUTEIBHO CHUKACT PUCKU  TSIKETBIX
OCJIOXKHEHUH, COCOOCTBYET MPEIOTBPALEHNUIO Hapyllle-
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Supix C.I1. u coaem. AHTeHaTaIbHAsI IMATHOCTHKA 1 IPUMEHEHIE METOIOB (heTaTbHON XMPYPriK OOCTPYKTUBHBIX YPOIIATHii

HUI1 B paboTe IPYruX OpraHOB M CUCTEM, a TAKKe YMEHb-
IIIaeT BEPOSITHOCTL PA3BUTHUSI MHBAJIMIHOCTU y peOeHKa
110 CPaBHEHUIO C KOHCEPBATUBHLIMU METOJaMM HAOJIIOe -
Hust. OMHaKO HEOOXOMUMBI TOTIOJIHUTENIbHBIE UCCIIeI0BA-
HUS T 00Jiee TOYHOM OLEHKM 3(P(PEKTUBHOCTU TTOI00-
HBIX BMEIIIATEJIbCTB U UX OTIAJICHHBIX ITOCIICACTBUIA.
PasButiie  HOBBIX JIMArHOCTMYECKMX  METOIOB,
HaIpaBJIeHHBIX Ha M3y4YeHME KPOBOCHAOXKEHUS ITOYeYU-

JINTEPATYPA (REFERENCES)

1. Jlonaesa b.M., Jluceaues H.II., J[3yuesa M.P., Kecae-
6a M.M., I'abucosa FO.B. Ponb aHTeHaTaIbHOI YJIbTPa3BYy-
KOBOW JNHMAarHOCTUKM B JICYEHUM BPOXAECHHOW MATOJOTHUU
MOUEBBIJIEJIUTEbHOM cucTeMbl. Poccriickuii BECTHUK JeT-
CKOW XUPYPIrUH, aHECTE3NOJIOTUM U peaHnMartojoruu. 2020;
10(3S): 96. [Lolaeva B.M., Dzheliev 1.S., Dzutseva M.R., Kes-
aeva M.M., Gabisova Y.V. The Role of Antenatal Ultrasound
Diagnosis in the Management of Congenital Abnormalities
of the Urinary System. Russian Journal of Pediatric Surgery,
Anesthesia and Intensive Care. 2020; 10(3S): 96 (in Russ)]

2. Kajbafzadeh A.M., Emami S.H., Esfahani S.A. Prenatal di-
agnosis of urinary tract anomalies: the role of MRI. Pe-
diatric Radiology. 2018; 48(4): 534—542. DOI: 10.1007/
$00247-017-4010-0

3. Sinha R., Sharma A., Gupta A., Wakhlu A., Kureel S.N., Tan-
don A., et al. Fetal urinary tract anomalies: Review of patho-
physiology, imaging, and postnatal management. Ameri-
can Journal of Roentgenology. 2018; 210(5): 1007—1017.
DOI: 10.2214/AJR.17.18371

4. Iyc A.U., Kocmiokos K.B. 3HaueH1re COBPEMEHHBIX TPEXMEp-
HBIX 3XOTpa(UUECKUX TEXHOJIOTUI B TMArHOCTUKE BPOXKIEH-
HBIX OOCTPYKTUBHBIX yporatuii y miona. 2KypHas akyiiep-
cTBa M XeHCKUX Oosesneit. 2014; 63(1): 50—-51. [Gus A.1L,
Kostyukov K.V. The Value of Modern Three-Dimensional
Ultrasonic Technologies in Diagnosing Congenital Obstruc-
tive Uropathies in the Fetus. Zhurnal Akusherstva i Zhenski-
kh Boleznei 2014; 63(1): 50—51.(in Russ)] DOI: 10.17816/
JOWD63150-51

5. Zhang L., Wang Y., Li Y., Liu Y., Zhang Q., Li H., et al. Appli-
cation of 3D multislice ultrasound in analysis of fetal urinary
tract anomalies. Ultrasound in Obstetrics & Gynecology.
2017; 49 (Suppl. 1): 182. DOI: 10.1002/uog.18493

6. Cmonosa D.H., Hmeavoaee A.U. Ponb yIbTpa3ByKOBOTO UC-
cleI0BaHUsSI B JIUArHOCTHKE OOCTPYKTMBHOI ypomaTtuu
y nereit. Busyanusanust B menuuumne. 2020; 2(2): 26—33.
[Stolova E.N., Imelbaev A.I. The role of ultrasonography
in diagnostics of obstructive uropathy in children. Vizualizat-
siya v meditsine 2020; 2(2): 26—33. (in Russ)]

7. Khan A., Khan F., Ahmed S., Ali S., Khan M., Hussain S., et
al. Prenatal diagnosis of congenital renal and urinary tract
malformations. Radiology Research and Practice. 2014; 2014:
723021. DOI: 10.1155/2014/723021

8. [Ilaerosa B.C., Kprwuxo /.C., Ilodyposckas F0.JI., [lexape-
6a H.A. BpoxneHHbIe TTOPOKU Pa3BUTHS TTOYEK U MOYEBBI-
BOJSILMX IyTei: aHAJIN3 COBPEMEHHBIX TIPUHIIUIIOB IMarHO-
CTUKM U TIPOTHOCTMYECKM 3HAUYMMBbIX MapKePOB MOPaKeHUsI
MOYEeYHOU TKaHU. HeoHaTomorusi: HOBOCTH, MHEHUSI, 00Y-
yenue. 2018; 6(2): 78—86. [Paviova V.S., Kryuchko D.S.,
Podurovskaya Y.L., Pekareva N.A. Congenital Malforma-
tions of the Kidneys and Urinary Tract: Analysis of Current
Diagnostic Principles and Prognostically Significant Markers
of Renal Tissue Damage. Neonatologija: novosti, mnenija,
obuchenie 2018; 6(2): 78—86 (in Russ)] DOI: 10.24411/230
8-2402-2018-00020

9. Chow J.S., Koning J.L., Back S.J., Nguyen H.T., Phelps A.,
Darge K. Classification of pediatric urinary tract dilation:

HOU TTapeHXMMBbI, a TAKXKe MOUCK OMOXMMWYECKUX Map-
KEepOB TSKECTU OOCTPYKTUBHBLIX YpONAaTUH TTO3BOJISIT
HE TOJIbKO ONTHMMHU3UPOBATH TAKTUKY JICUCHMS IIally-
€HTOB, HO 1 BOBpeMsI IIPUHUMATD PEIIeHNe O BHYTPUY-
TPOOHOI KOPPEKIIMU. DTO MOXKET CTaTh BAXKHBIM IIaTOM
B TIpodIIaKTUKE TSDKEJBIX (OpM ITOYEYHON HemocTa-
TOYHOCTH U YJIYYIIEHWM KadecTBa KM3HU TMAIIMEHTOB
B OyIyIieM.

the new language. Pediatric Radiology. 2017; 47(9): 1109—
1115. DOI: 10.1007/500247-017-3883-0

10. Mileto A., Itani M., Katz D.S., Siebert J.R., Dighe M.K., Du-
binsky T.J., Moshiri M. Fetal urinary tract anomalies: review
of pathophysiology, imaging, and management. AJR Amer-
ican Journal of Roentgenology. 2018; 210(5): 1010—1021.
DOI: 10.2214/AJR.17.18371

11. Robinson R., Woodward A.J., Whitten M.J. Fetal lower urinary
tract obstruction: a review of the literature and proposed mul-
tidisciplinary approach to management. Journal of Maternal-
Fetal & Neonatal Medicine. 2019; 32(5): 785—792. DOI: 10.1
080/14767058.2017.1399121

12. Capone V., Gacci A.P., Giannotti M.L. Prenatal diagnosis and
management of congenital anomalies of the kidney and uri-
nary tract. Journal of Pediatric Urology. 2021; 17(2): 145—
153. DOI: 10.1016/j.jpurol.2020.12.005

13. Farrugia M.K., Braga J.C., Drake A.J. Fetal bladder outlet ob-
struction: embryopathology, in utero intervention, and out-
come. Journal of Pediatric Urology. 2016; 12(5): 296—303.
DOI: 10.1016/j.jpurol.2016.05.047

14. Benjamin R.H., Stephenson A.J., Sajous M.S. Gestational
age at delivery and neonatal outcomes in fetuses with hy-
dronephrosis. Journal of Urology. 2020; 203(4): 789—795.
DOI: 10.1097/JU.0000000000000615

15. Dobert M., Wright A., Varouxaki A.N., Wright D., Nico-
laides K. H., Akolekar R., et al. STATIN trial: predictive per-
formance of competing-risks model in screening for pre-ec-
lampsia at 35—37 weeks’ gestation. Ultrasound in Obstetrics &
Gynecology. 2023; 62(3): 359—365. DOI: 10.1002/u0g.26218

16. Malaki M.Dr. Mild Renal Pyelectasis: A Practical and Sim-
ple Approach in Neonate and Infant. Saudi Journal of Kid-
ney Diseases and Transplantation 2017; 28(5): 1201—1202.
DOI: 10.4103/1319-2442.215127

17. Braga L.H., McGrath M., Farrokhyar F., Jegatheeswaran K.,
Lorenzo A.J. Society for Fetal Urology classification vs.
urinary tract dilation grading system for prognostication
in prenatal hydronephrosis: a prospective cohort study.
Journal of Pediatric Urology. 2017; 13(4): 377.e1-377.¢7.
DOI: 10.1016/j.jpurol.2017.02.007

18. Elmaci A.M., Dincer S.E., Tarcan A.T. Spontaneous reso-
lution of antenatal hydronephrosis: a single-center experi-
ence. Journal of Pediatric Urology. 2019; 15(4): 345—350.
DOI: 10.1016/j.jpurol.2019.04.012

19. Jiang X., Zhang L., Wang Y. Antenatal hydronephrosis: a re-
view of current concepts and management strategies. Fron-
tiers in Pediatrics. 2021; 9: 722. DOI: 10.3389/fped.2021.722

20. Onen A. Grading of hydronephrosis: an ongoing chal-
lenge. Frontiers in Pediatrics. 2020; 8: 458. DOI: 10.3389/
fped.2020.00458

21. Society for Fetal Urology (SFU). Grading system for fetal
hydronephrosis. Journal of Pediatric Urology. 2015; 11(3):
123—130. DOI: 10.1016/j.jpurol.2015.01.009

22. Garcia-Rojo E., Cordido A., Garcia-Cenador M.B., Garcia-
Criado F.J., Gil M.T., Gonzalez R., et al. International Con-
sensus on Antenatal Hydronephrosis: Definitions, Classifi-

POCCUVCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2025; 70:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025, 70:(6)




OBb30Pbl JINTEPATYPbI

23.

24.

25.

26.

27.

28.

Ilo

20

cation, and Follow-up. Pediatric Nephrology. 2022; 37(12):
2859—2871. DOI: 10.1007/s00467-022-05606-1

Lagies R., Udink ten Cate F.E.A., Feldkotter M., Hoppe B.,
Beck B.B., Habbig S., et al. Subclinical myocardial disease
in patients with primary hyperoxaluria and preserved left ven-
tricular ejection fraction: a two-dimensional speckle-tracking
imaging study. Pediatric Nephrology. 2019; 34: 2591—2600.
DOI: 10.1007/s00467-019-04330-7

Kermond R., Mallett A., McCarthy H. A clinical approach to tu-
bulopathies in children and young adults. Pediatric Nephrol-
ogy. 2023; 38: 651—662. DOI: 10.1007/s00467-022-05606-1
American College of Radiology (ACR), Society for Pediatric
Radiology (SPR). Practice Parameter for the Safe and Optimal
Performance of Fetal MRI. 2023. Available from: https://www.
acr.Clinical-Resources/Practice-Parameters. \ Ccblika ak-
THBHA Ha 25.10.2025

Jiang L., Zhao H., Wang C., Zhang Y., Li X. Predictive value
of urinary biomarkers for postnatal surgery in antenatal hy-
dronephrosis. Urology. 2020; 136: 210—215. DOI: 10.1016/j.
urology.2019.11.018

Braga L.H., Rickard M., Farrokhyar F., Jegatheeswaran K., Lo-
renzo A.J., DeMaria J., et al. Society for Fetal Urology recom-
mendations for postnatal evaluation of prenatal hydronephro-
sis. J Pediatr Urol. 2017; 13(3): 221-231. DOI: 10.1016/j.
jpurol.2017.02.022

Sidhu G., Beyene J., Rosenblum N.D. Antenatal hydrone-
phrosis: An update. Clin Radiol. 2019; 74(3): 167—176.
DOI: 10.1016/j.crad.2018.09.012

crynuia: 17.07.25

Kongauxm unmepecos:

Aemopbl dannoil cmambvl OOMEepousU OMCymcmaue KoH-
@aukma unmepecos u PUHAHCOB0L NOOOEPICKU, 0 KOMOPHIX
Heobxo0umo coooujums.

29

30.

31

32.

33.

. Morris R.K., Malin J.A., Khan K.S. Percutaneous vesicoam-
niotic shunting versus conservative management for fetal
lower urinary tract obstruction (PLUTO): a randomised
trial. Lancet. 2013; 382(9903): 1496—1506. DOI: 10.1016/
S0140-6736(13)60992-7

Kocosuosa H.B., [laéauuenko M.B., Makapos P.A., Ilocne-
noea A.10., Yyoaxoe B.B., bpeinux A.JI. BHyTpuyTpoOHas
KOPPEKIIMsI OOCTPYKTHUBHBIX YpOIAaTUil CIIOCOOOM JIBYCTO-
pOHHEro HepoaMHUAIBHOTO IIYHTUPOBAHHUS MOYEK TUIO/A.
AxymrepctBo 1 ruHekosiorust. 2020;(12): 200—208. [ Kosovtso-
va N.V., Pavlichenko M.V., Makarov R.A., Pospelova Y.U.,
Chudakov V.B., Breinik A.L. Intrauterine correction of ob-
structive uropathies by bilateral nephroamnionic shunting
of the fetal kidneys. Akusherstvo i ginekologiya. 2020;(12):
200—208. (in Russ)] DOI: 10.18565/aig.2020.12.200-208
Nassr A.A., Saad G.R., Shamshirsaz A.A. Effectiveness of vesi-
coamniotic shunt in fetuses with congenital lower urinary
tract obstruction: an updated systematic review and me-
ta-analysis. Ultrasound Obstet Gynecol. 2017; 49(6): 696—
703. DOI: 10.1002/uog.17317

Kilby M.D., Whittle M.J., Beattie B.R., Khan K.S., Mor-
ris R.K., Deeks J.J., et al. Prenatal intervention for isolated
congenital hydronephrosis: a systematic review and me-
ta-analysis. Lancet. 2017; 389(Suppl. 1): S45. DOI: 10.1016/
S0140-6736(17)31135-9

Ruano R., Duarte A.W., Zugaib M.M. Fetal cystoscopy
for severe lower urinary tract obstruction—initial experi-
ence of a single center. Prenat Diagn. 2010; 30(1): 30—39.
DOI: 10.1002/pd.2392

Received on: 2025.07.17
Conflict of interest:

The authors of this article confirmed the lack of conflict
of interest and financial support, which should be reported.

POCCUCKWIA BECTHUK MEPUHATOJIOMMV U MEANATPUM, 2025; 70:(6)

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2025; 70:(6)



ITepcneKTHBBI NPUMEHEHNS CPEAN3EMHOMOPCKOI JUETHI B TEPANINH BOCIAIUTEIbHBIX
3200J1eBAHMIT KUIIICYHUKA

A.B. Hanemos', A.U. Xasxun®’, A.H. Maybinun’

'Oreoy BO «[doHeLkunii rocyiapCTBEHHbIV MEOULIMHCKUI YHUBEPCUTET MMeHN M. lopbkoro» MuHaapasa Poccun, 283003,
LoHeuk, Poccuiickaa ®epepaums

2HayyHo-unccnenoBatenbCkuii KIMHUYECKUIA MHCTUTYT aetcTea Munagpasa MO, 115093, Mockea, Poccuiickas ®epnepauns
SPrAQY BO «benropoackuii rocyaapCTBEHHbIV HAaLMOHabHbIA CcCcneaoBaTensckuii yHneepcuteT», 308015, Benropoga,
Pocculickas ®enepaums

Prospects of using the mediterranean diet in the treatment of inflammatory bowel diseases

A.V. Nalyotov', A.1. Khavkin®’, A.N. Matsynin’

'Gorky Donetsk State Medical University, 283003, Donetsk, Russian Federation
?Research Clinical Institute of Childhood, Ministry of Health of the Moscow Region, 115093, Moscow, Russian Federation
SBelgorod State National Research University, 308015, Belgorod, Russian Federation

B TeyeHHe MHOIHMX JIET CPEAM3EMHOMOPCKAS IMETA CYUTAETCA 00PA3LOBLIM PERUMOM IS MOANEPKAHUSA 300POBbs U MPOPUIAK-
THKH XPOHHYECKHX 3200 1eBanmii. Pe3yIbTaTel COBPEMEHHBIX HCCJIEIOBANMIA IIOKA3BIBAIOT, 9TO COOII0AEHHE JAHHOTO THIIA TUTAHMS
CBSI3aHO C YJIydYlIeHHEM KJINHHYECKHX CHMIITOMOB, IMOKAa3aTelieil KA4eCTBa JKM3HM M 0o0Jiee HU3KAMH MOKA3aTe/sAIMH CMEPTHOCTH
Y NAMEHTOB C BOCIAJINTEILHBIMH 3200JeBaHASAME KulnevyHnka. Llebio cucreMaTHyeckoro 003opa ObLIO MPEICTABICHHE JAHHBIX
HEIABHO MPOBEIEHHBIX HCCIE0BAHMIA O POJI KOMIIOHEHTOB CPEIN3eMHOMOPCKOIA IUETHI B OTHOLMIEHHH MX BJIMSHHS HA T€YEHHE BOC-
NAJIMTEIbHBIX 3200/1eBaHMii KMIIeYHuKa. Cpean3eMHOMOPCKAs JHeTa IMPOKO U3BECTHA CBOEH MOJIb30i 114 310POBbs, HO JaHHbIE
a(h(heKThI MOTYT MOIXOIUTH HE BCEM NMANMEHTAM C BOCIAIATEIHHBIMH 3200/ I€BAHUSMH KHIIEYHHKA H3-32 BHICOKOI BapHAOEIbHOCTH
TeyeHus1 3a00seBanus. VI3ydeHne CJIOKHBIX B3AMMOCBS3ell MeXKIy 00pa3oM KH3HH, MATATEIbHHIMH BEINECTBAMM, BXOIANIMMH
B COCTAB JMETHI, H NATOT€HETHYECKAMH ACEKTAMH BOCTIAIMTE/ILHBIX 3200/IeBAHMII KHIIEYHHKA MO3BOJIMT B OyIyIIeM pa3padoTaTh
NEPCOHATM3UPOBAHHYIO CTPATETHIO JIEYEHNS 3200 1€ BAHMIA.

Karoueewte caosa: duemomepanusi, 6ocnaiumensvHole 3a001e6aHUs KUWEYHUKA, cpedu3eMHOMOpcKas duema, boae3ns Kpoua, s3eem-
HbLI KOAUM.

Ana umtupoBanus: Hanetos A.B., XaBkuH A.U., MaubiHnH A.H. [epcrnekTvBbl NpUMeHeH s cpean3eMHOMOPCKOV ANeTsl B Tepanuu Bocna-
JIMTENbHBIX 3a607eBaHWIi KulLeyHuKka. Poc BeCcTH nepuHaton n neavarp 2025; 70:(6): 21-28. DOI: 10.21508/1027-4065-2025-70-6-21-28

For many years, the Mediterranean diet has been considered an exemplary regime for maintaining health and preventing chronic
diseases. The results of modern research show that following the Mediterranean diet is associated with improved clinical symptoms,
quality of life, and lower mortality rates in patients with inflammatory bowel diseases. The aim of the systematic review was to present
data from recent studies on the role of components of the Mediterranean diet in relation to their effect on the course of inflammatory
bowel diseases. The Mediterranean diet is widely known for its health benefits, but these effects may not be suitable for all patients
with inflammatory bowel diseases due to the high variability of the disease course. Studying the complex interrelationships between
lifestyle, nutrients, and pathogenetic aspects of inflammatory bowel diseases will allow us to develop a personalized treatment strategy
for the disease in the future.

Key words: diet therapy, in flammatory bowel diseases, Mediterranean diet, Crohn’s disease, ulcerative colitis.

For citation: Nalyotov A.V., Khavkin A.l., Matsynin A.N. Prospects of using the mediterranean diet in the treatment of inflammatory bowel dis-
eases. Ros Vestn Perinatol i Pediatr 2025; 70:(6): 21-28 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-21-28
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BocnannTeanHe 3a001eBaHUS KUIIEUHUKA, KOTO-
pble TPaAVIMOHHO pa3leNsioTcs Ha sSI3BEHHBIN
KouT 1 6ose3Hb KpoHa, mpeacTaBisiioT coboit rpyrminy
XPOHUYECKUX MANOTIATUYECKUX PELMINBUPYIOIINX BOC-
MaJIUTETbHBIX ~ 3a00J€BaHUIl  XKETyTOYHO-KUIIIEYHOTO
TpakTa. Ha ceromHsiiHuii 1eHb Bce OOJIbIIe BHUMAHUS
HccienoBartesieil HalpaBieHO Ha W3yYeHWE POJM JIve-
TUYECKUX (DaKTOPOB B MX IMAaTOTeHe3¢ M MCIOJIb30BaHME
IETOTepariu B KayecTBE IOIMOJTHUTEIBHOTO MeETona
nedeHus. [1pu 3TOM yCTaHOBJIEHO, YTO MEXAY JAUETOM,
KUIIIEYHBIM MUKPOOMOMOM W MMMYHHBIM TOMEOCTa30M
CYIIIECTBYET CJIOXHast B3aMMOCBS3b [1].

B TeyeHme MHOrMX JIeT cpenM3eMHOMOpCKas AueTa
CYUTAETCS OOPa3IOBBIM PEXUMOM JIJIST TOIIEPXKAHUS
3M0POBbSI W TPOMPUIAKTUKA XPOHUYECKUX 3a00jIeBa-
HUM. JIaHHBIN TUTT TTUTAaHUST XapaKTepU3yeTcsl BHBICOKUM
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noTpedieHneM (PPYKTOB, OBOIIEH, 371aKOB, OOOOBBIX,
HEHACBIIIEHHBIX XUPOB, TAKUX KaK OJMBKOBOE MAacCJO
MepBOTO OTXKMMa, OPEXOB, CPEIHUM TMOTpebIeHEeM
MOJIOYHBIX TTPOAYKTOB M PBIOLI, YMEPEHHBIM MOTPebJIe-
HUEM KPacHOTO BMHA W HU3KUM IMOTpebJIeHNeM Kpac-
HOTO MsIca, HACHIIIIEHHBIX XXUPOB U cliagocTeit [2].

B HemaBHO MpoBeieHHOM 0030pe Pe3yIbTaTOB KIIMHU-
YeCKUX MCCIIeAOBAaHUIM, TTOCBSIIIEHHBIX BIUSTHUIO COOJTIO-
JIEHUST CPEIM3eMHOMOPCKOI IMEThI Ha TeUeHWe BOCIIAIM-
TeMbHBIX 3a0o0sieBaHuit KuieyHnka, L. Godny u I. Dotan
YCTAaHOBWJTV OOPATHYIO CBSI3b MEXITY CPEIM3eMHOMOPCKOIM
mretoii m passutueMm Oose3nn Kpona [3]. Kpome Toro,
COOMIONEHNE CPETU3EMHOMOPCKON MUETHI OBbLIO CBSI3aHO
C YJIyYIlIeHWeM KIMHUYECKWX CUMITOMOB NMPU aKTUBHOM
6os1e3H1 KpoHa M CHIDKEHUEM YPOBHSI BOCTAJIUTETLHBIX
MapKepoB TIPU SI3BEHHOM KOJIUTE, a TAKXKe C YITydIlIeHheM
KauecTBa XKMU3HM M O0Jiee HU3KUMHU TIOKa3aTeIsIMU CMEPT-
HOCTH Y TIAIIUEHTOB C BOCITAJIMTEIbHBIMU 3a00JIeBAHUSIMU
KuIeyHrka. MccremoBaHus BBISIBUIM TIOTEHIIUATBHYIO
POJTb CPeIU3eMHOMOPCKOM TUETHI B MOIYJIMPOBAHUH 9KC-
MPECCUM TEHOB, CHWKEHWM YPOBHSI MapKepoB BocTialle-
HMSI U OKMCITUTETIbHOTO CTpecca, a Takke HOpMaIn3alluy
cocTaBa MUKPOOMOTBI KMIIIEYHUKA Y TTAlIMEHTOB C BOCTIA-
JIUTETbHBIMU  3a00JIeBaHUSIMU  KUIIeuHMKa. Mccnemona-
TEJIA CYMTAIOT, YTO B KIIMHWYECKOM TIPAKTUKE CPETU3EMHO-
MoOpcKasi AreTa MOXeT ObITh afanTHUPOBaHa K Pa3TMYHBIM
(beHoTHTIAM 3a00JIEBAaHUIT U KYJIETYPHBIM TIPEATOYTEHUSIM
U SIBJISIETCS YCTOMYMBBIM, MPOCTHIM B COOJTIONEHUN JTHE-
tyeckuM noaxonom [3]. Ilo cpaBHeHUIO C ApYyrUMU Tue-
TaMU, U3y9aeMbIMHU TIPU BOCTIAIUTELHBIX 3a00JI€BaHMSIX
KUIIeYHWKa, CPeaIM3eMHOMOpCKasl AreTa MeHee OrpaHu-
yuTeJIbHA M, CJIeJOBaTeJIbHO, MOXET 00ecIeuynTh Ooliee
JUTUTETbHYIO TTPUBEPXKEHHOCTh MAllMeHTOB [4].

HenaBHO omyOaMKoBaHHBIE OOHOBJIEHHBIE pPEKO-
MeHAAUUU AMEpPMKAHCKOW TracTpO3HTEpPOJOTUYECKOM
accolMaly o IUeTOTeparuy MalueHTOB ¢ BOCTIAIM-
TeTbHBIMU 3a00JIeBAaHMSIMM KHUIIIEUHUKA YKa3bIBaIoOT,
YTO 3I0pOBasi, cOaTaHCUPOBaHHAs CPEeAN3eMHOMOPCKast
nueta, Oorartasi pa3HOOOpa3HBIMM (DpYKTaMU M OBO-
IaM#, U CHIDKEHHOE IOTpedJieHne YiabTpaoopaboTaH-
HBIX TIPOIYKTOB CBSI3aHBI ¢ O0Jlee HU3KUM PUCKOM pa3-
BUTHST BOCITAJINTEILHBLIX 3a00JIeBaHWI KHIIeYyHUKa [5].
BaxkHO OTMETUTD, YTO TPAIMIIMOHHAS CPEIU3EMHOMOP-
CKas IMeTa — 3TO OOJIbIIE, YeM MTPOCTO PEKUM MTUTAHUS;
9T0 00pa3 XXU3HU, B KOTOPOM 0CO0O€ BHUMaHUE YNess-
eTcsl cOalaHCUPOBAHHOMY TTOTPEOICHUIO MU U PEry-
JIIPHOM (hU3NIECKOM aKTUBHOCTH, YTO B COBOKYITHOCTHU
CMOCOOCTBYET €€ TT0JIb3€ ISl 310pOBbs [3].

Lenbto cucremarnyeckoro ob3opa ObLIO TpeacTaB-
JIEHUE IaHHBIX HeZaBHO TPOBEICHHBIX WCCIeIOBaHUI
O pOJM KOMITOHEHTOB CPEIM3eMHOMOPCKOM TUETHI
B OTHOIIEHUW WX BIUSHMUS Ha TeYeHUE BOCTIATUTEIb-
HBIX 3abosieBaHuii kuineyHuka. B PUHI], PubMed
n Google Scholar OblT MpoOBeneH MOUCK aHTIOSI3bIY-
HBIX TyOauKanuii mo tepmuHaMm «Mediterranean diet»,
«inflammatory bowel disease, BocnanuTenbHble 3a00e-
BaHMUS KuIlleuHUKa», «Crohn’s disease, 6ose3Hb KpoHa»,

OBb30PbI TEPATYPbI

wim «ulcerative colitis, sI3BeHHBI KoJauT». bubanorpa-
¢um BBIOpAaHHBIX MCCIIETOBAaHUI 1 0030POB TaKXKe ObLIN
MPOCMOTPEHBI BPYYHYIO IS BBISIBJICHUSI JTIIOOBIX IPYTUX
COOTBETCTBYIOIIMX MCCIEIOBAHUM, HAWIECHHBIX B XOJe
MOKCKa B Hallelt 6a3e maHHBIX. [Ipyn TTOMCKe He WCIOJb-
30BAJINCh A3BIKOBBIE OTPAHUYECHUSI.

B psime mccienoBaHmMii IPOJEMOHCTPUPOBAHO ITOJIO-
KATETbHOE  BIWSIHUE  CPEAU3eMHOMOPCKOW  TMEThI
Ha COCTOSIHME KHIIEUYHOM MMKpPOOMOTHI y TalMeH-
TOB C BOCHAJMTEIbLHBIMUA 3a00JIeBAHUSIMU KUIIEYHUKA
1 MOAYJSLIMIO TTaTOreHe3a M TeueHus 3abojeBaHus [6].
Taxk, F. Chicco u coaBT. IpoBen MccienoBaHe Ha 142
MalMeHTax ¢  BOCIAJUTENBHBIMU  3a00JI€BAaHUSIMU
KUIIEYHWKA, KOTOphle COONIONAIN CPeArn3eMHOMOP-
CKYIO THUeTy B TeueHUe 6 MecsueB. [IpuMeHeHne TMeTo-
Teparmuy TIO3BOJUJIO YJIYYIIUTh AHTPOTIOMETPUUYECKUE
MOKa3aTejiu, CBSI3aHHbIE C Pa3BUTUEM METa0OJIMYECKOTO
CUHIpPOMA, YMEHBIIWTh CTEaTO3 TMEUEeHW W YIYYIIUTh
MoKa3aTeJn BOCTAJeHUs W aKTUBHOCTH 3a00JieBaHUS
cpenu TanneHToB [7]. Pe3ynbraThl MccienoBaHus, TIPoO-
BeneHHoro E. Papada u coaBT., ycTaHOBMIN CBSI3b MEXIY
COOJTIOZICHUEM CPEAM3eMHOMOPCKON AUETHI W YIIydlle-
HUeM KauecTBa XU3HM y MallMeHTOB ¢ 0oJie3Hbio KpoHa,
a TaKkkKe CHIKEHHEM YpOBHS (heKaJbHOTO KaJlbITPO-
tektrHa [8]. B padote L. Godny 1 coaBT. y malmeHTOB
C S3BEHHBIM KOJIUTOM IIOCJIE OTEPATUBHOTO JICUCHUS
3a00J1eBaHUSI YCTAHOBJIEHA B3aMMOCBSI3b MEXIY BBICO-
KO TIPUBEPXKEHHOCTBIO K CPEIU3eMHOMOPCKON HUETe
U CHMXKEHUEM YPOBHSI (heKaJTbHOTO KaJIbITPOTeKTUHA [9].
ABTODHI JIeIat0T BBIBOM, YTO COOIIONEHUE TAHHOI TUEThI
MOXET CHU3UTb BOCTAIMTEbHBINA TMPOLECC B KHIINEY-
Huke. OmHako B ucciemoBanum J. Vrdoljak m coaBrT.
Ccpeny MalMeHTOB ¢ BOCTIAIMTEIbHBIMU 3a00J1eBAHUSIMU
KUIIEYHWKA B 1I€JIOM BBISBIEHa HM3Kas TPUBEPXKEH-
HOCTB K cpeam3eMHoMopcKkoii auete [10].

®pyKTbI ¥ yrnesoabl

YnorpebseHne  HEKOTOPBIX  (DPYKTOB,  BXOMSIINX
B COCTaB CPEIM3EMHOMOPCKON TUEThI, 32 CUET COMepXKa-
IIMXCS B HUX KJIETYaTKH, COPOMTA U TIOJM(EHOIOB, MOXKET
BIVATH HA (PYHKIMIO KUIIIEYHUKA, COCTOSIHHE €T0 MUKPO-
ouotrhl M KauyectBo dekanmmit [11]. Crnoxnast mmieBast
MaTpuiia Kaxmoro (pyKTOBOTO TPOAYKTAa MOXKET WIpaTh
BaXXHYIO pOJIb B OTHOIIEHWU OMOMOCTYITHOCTH (DUTOXU-
MMUECKUX COeAMHEeHM. Peakiusi Ha TMIEeBble BOJOKHA
MPU BOCTIAJIMTEIBHBIX 3a00JIeBAaHUSIX KUIIIEYHUKA 3HAYM-
TeJbHO BapbupyeT. Ha 310 BAMSIIOT MHIUBUIyaIbHbIE pa3-
JINYMS B MCXOAHOM COCTaBE MMKpPOOUOTHI KUIIIEYHUKA,
aKTUBHOCTH 3a00JIeBaHMsI, a TAKXKe B 00BbeMe TTOCTYITHBILICH
kieryatku. [1pu aTOM (hepmMeHTaIMsT BOJIOKOH KUIIIEUHOM
MMKpPOOUOTON TOJCTON KMILIKWA TIPUBOAUT K BBICBOOOXK-
NeHNI0 (PUTOXMMUYECKUX COEIMHEHWIA, TMOBbIIIasi OMO-
JOCTYMMHOCTb MOJIU(DEHOJOB 11 MECTHBIX OaKTEpUATbHbBIX
COOOIIECTB Y OpraHU3Ma XO3sIMHa, OKa3bIBasl PsiI TMOJIOXKM-
TeTbHBIX 3((HEKTOB IJIsT 310POBbsI YesoBeka [ 12].

JIviis HeMHOTME KJIMHUYECKUEe MCCIeN0BaHUs pac-
cMmaTpuBaiu  3(POEKTUBHOCTL  YIOTpedsieHusT  (ppyK-
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Hanemos A.B. u coaem. TlepcrieKTHBbI NPUMEHEHMs CPEAN3EMHOMOPCKOM IMEThI B TEPATIMU BOCTIAIUTEIbHBIX 3200/1€BaHM I KMIIEYHUKA

TOB B OTHOILUIEHWM W3MEHEHMI KUIIEYHOTO TPaH3MUTa,
cocTaBa KMIIEYHON MUKPOOMOTHI M AMHAMUKM TacTpPO-
MHTECTUHAJIBHBIX CUMNOTOMOB. Tak, YCTaHOBJIEHO,
YTO KJTFOKBA HOPMAaJIU3yeT U3MEHEHUsI B COCTaBe KUIIIeU-
HO# MUKPOOMOTHI, BEI3BAHHBIE JUETOM XXKMUBOTHOTO IPO-
WCXOXIEHNS, y 3M0POBLIX B3pocibix [13]. YmoTpebiaenue
NIBYX KUBU Actinidia callosa B neHb B TeyeHue 4 Henenb
YMEHBIIAIO BpeMsl TPaH3WTa Kajla IO TOJICTON KUIIKe
y malyeHToB ¢ 3amopoM [14]. YacToTa medexamy TakKe
YBEJIMUMJIACh, a BpeMsl TpaH3WUTa Kajla YMEHBIIMIOCH
y TIAlIMEHTOB ¢ CUHIPOMOM pa3IpakeHHOTO KUIIeUHUKA
¢ mpeoOyamaHreM 3aropa Ha (oHe mpuema kuBH [15].
IMoTtpebaeHue MIkKoTH ABYX KUBU Zespri Sun Gold B neHb
B TedeHMe 12 Heae b MPUBOIIIO K YBEJIMYECHUIO COAEP-
KaHUg BoAbl B hekanusix Ha 6 u 12 Henene. Kpome Toro,
Ha (poHe YMOTpeOJIeHUsT KUBU YBEIMUMBAIACh YUCIIEH-
HOCTh Actinobacteria [16]. YcTaHOBJIEHO YMEHBILIEHUE
BpeMEHM TpaH3WTa Kaja 1Mo TOJICTOM KHUIIKE IO CpaB-
HEHUIO C MCXOOHBIM YPOBHEM TIOCNIE YIOTpeOICHUS
WHXWPHOM ITacThl y MALIMEHTOB ¢ 3artopoM [17].

Benkn

IMoTpebaeHne GENKOB XUBOTHOTO TPOUCXOXKIEHUS,
OCOOEHHO COIEepXKalUXcs B KPaCHOM U 06paboTaHHOM
Msice, CBSI3aHO C YCUJIEHUEM BOCTIAJIEHUST M 000CTpeHEM
CUMIITOMOB BOCIAJIUTEIBHBIX 3a00JIeBaHMIT KUIIIEYHNKA
B MOJIEJISIX HAa KUBOTHBIX, B TO BpeMsT KaK OeJTKN pacTH-
TEJIBbHOTO TIPOMCXOXACHUST 00JIafaloT MPOTUBOBOCIIA-
JINTEJIbHBIMUA CBOMCTBAMM M MOTYT CHU3UTh aKTUBHOCTD
3aboeBanus [18]. OmHaKO B KIIMHMYECKUX MCCIIETOBA-
HUSIX COOJTIONeHVE TUEThl ¢ HU3KKMM COAepKaHUeM Kpac-
HOTO 1 00paboTaHHOTO Msica He T0Ka3aJio CBOIO 3(PdeK-
TUBHOCTh B OTHOIIEHUU NPOPWIAKTUKU PELMINBOB
o6one3nu Kpona [19].

Benku XMBOTHOTO MPOMCXOXICHUS, COIepKAIIUecs
B pbiOe, TITUIIE ¥ MOJIOUYHBIX TTPOMYKTAX, SIBIISIOTCST BaK-
HBIMU KOMITOHEHTAMM CPEeIU3eMHOMOPCKOM TUEThI, 00e-
CITEYMBAIOIIUMH OPTaHU3M HEOOXOAMMBIMUA aMWHOKMC-
JIOTAMM, BUTAMUHOM B, ¥ TeMOBBIM XeJe30M, KOTOPhIE
MMEIOT pelaloliee 3HaYeHWe TSI MeTa0OTUUECKHUX TTPO-
1IECCOB U MOAAEePXKaHWS Pa3BUTHST U (PYHKITMOHUPOBAHUST
MBIIIEYHOM Macchl. JIpyriMu MCTOYHUKAMU OeJika B Cpe-
JIM3eMHOMOPCKOW JUETe SBISIOTCS KUCIOMOJIOYHBIE TPO-
nykTel. Kedup — depmeHTMpOBaHHBIN TIPOAYKT, Oora-
Thiit Lactobacillus spp., 0COOEHHO TIpUBJIEKAaeT BHUMaHUE
B KayeCTBe KOMITOHEHTA TUETOTEPAITMH TIPU BOCTIATUTEITb-
HBIX 3a00JIeBaHUSX KUIeuyHWKa. KimHWYeckoe wuccle-
noBanue I. Yilmaz m coaBT. mokazajio, 4To ITOTpeOJieHre
kedupa (400 MJ1 B IeHb) MOy IMPYET MUKPODIIOpY KUIIIeU-
HMKA 1 yJIy4dlIaeT KaueCTBO XKU3HU MaIlMeHTOB ¢ BOCTIAIN-
TeJIbHBIMU 3a0oyieBaHMsIMU KuiedHnka [20]. BuisiBieHO,
yto Lactobacillus spp., conepxkartiuecs: B Keprpe, CHUXKAIOT
AKTUBHOCTb T-KJIETOK B COOCTBEHHOM BOCHATUTEIHHOM
IJIACTUHKE Y TIAIlMEHTOB C aKTUBHBIM BOCHAIUTEIbHBIM
3a00sieBaHMEM KMIlIeyHMKa [21].

B nononHeHue K OejikaM >KMBOTHOTO TTPOUCXOXKIIE-
HUSI, OCIKU PACTUTEIHLHOTO TMPOUCXOXICHUS IIHPOKO

MpeACTaBleHbl B CPeIM3EMHOMOPCKOM THUeTe W Comep-
XaTcst BOOOOBBIX, OpexaxX U ceMeHax. JlaHHbIe HyTPUEHTHI
MOTYT YBEJTMYMBATH KOJUYECTBO OAKTEPUil — MPOIYLIEH-
TOB OyTMpaTa, 00JagaloINX MPOTUBOBOCHAIUTEILHBIMU
CBOICTBAMHU, MOBBIIIAThL OaKTepuajbHOE pa3HOOOpa3ue
W YMEHBIIATh KOJNYECTBO OAKTEPUil ¢ TIPOBOCTIATUTEIb-
HbIMU cBolicTBamu [22]. Tak, B Momessx Ha XUBOTHBIX
YCTaHOBJIEHO, UYTO TaKWe€ aMUHOKUCJIOTHI KaK TITyTaMUH
W TJyTaMaT CTUMYJHUPOBAIM POCT OakTepuii — TMpo-
nyneHToB Oytupara (Ruminococcaceae, Oscillospiraceae
u Christensenellaceae) [23, 24].

W3menennss B Merabonmu3me TpunrtodaHa CBs-
3aHBl C HapylleHWeM peryJsiiui WMMYHHBIX peak-
LU TIPU BOCHAUTEIbHBIX 3a00JIeBAaHUSAX KHUIIIEUHHWKA.
Kuireynass MuKpoOMoTa MOKET TIpeBpallaTh TPUIITO-
¢daH B MHIOJBbHBIE METAaOOIUTHI, KOTOPbIE IOBBIIIAIOT
GapbepHble (PYHKIIMU SMUTEINS U OKa3bIBAIOT MPOTUBO-
BocnanuTeabHbll apdext [25]. UccnenoBanue C. Zhu
W COaBT. MPOJAEMOHCTPUPOBAIO M3MEHEHUSI B COCTaBe
MUKpPOOMOTHI M yBEJWYEHUE COIEPKAHUST METabOIUTOB
TpunTodaHa 1mocjie YeTblpex MTHeH COOJIONECHUST Cpelu-
3eMHOMOPCKO# aueTnl [26]. M3yueHue wmeTtaboamu3Ma
TpunrtodaHa W BIUSHWE Ha JaHHBIE MEXaHU3MBI OCTa-
eTCsI MHOTOOOEIIAIOIIEel cTpaTerueit mist 60pbObI ¢ BOC-
MaJlecHWeM M BOCCTAHOBJICHHMEM WMMYHHOro OajlaHca
B OpraHu3Me y MalyeHTOB ¢ BOCTIAIMTEIbHBIMU 3a00J1e-
BaHUSIMU KUIIEUHUKA.

Xupbi

Wcronb3oBaHne AUETbI C BBICOKUM COAepKaHUEM
HACBIIIEHHBIX XUPOB (3armagHasi aueta) B psiie Ucclie-
NIOBaHWI CBSI3aHO C YCUJIEHUMEM aKTUMBHOCTHU BOCIIajie-
HUS KWIIIEYHOW CTEHKM M OOOCTPEHUEM CHUMIITOMOB
BOCITAJIUTETHHBIX 3a00JIeBAaHUI KUIIEYHUKA B MOJIEISIX
Ha XWBOTHBIX, YTO BBHI3BIBAET Y HUX AUCOATAHC KHIIIeY-
HOI MUKpOOMOTHI M HapyllIeHUe IeJIOCTHOCTU KHIIIeU-
Horo Oapbepa [27—29]. CpenuszeMHOMOpCKasi auUeTa
COZIEPXKUT MAJIoe KOJMYECTBO HACBIIIEHHbIX KUPOB, XOTSI
1 OoJiblliee KOJIMYECTBO HEHAChIIIeHHBIX. [lokaszaHo,
YTO IHMeTa C HU3KUM COIEPXKaHUEM KUPOB U OOIBIINM
KOJIMYECTBOM KJIETYATKM CHIKAET YPOBEHb MapKepOB
BOCITAJICHWST M TIOBBIIIAET KAa4eCTBO XXU3HU TALIMEHTOB
C SI3BEHHBIM KOJINTOM, a TaKKe BBI3bIBACT OBICTPBIN KITU-
HUYECKUIT OTBET y IeTell ¢ aKTUBHBIM TeUeHUEM OOJIe3HN
Kpomna [28].

HexkoTtopbie XXUpHBIE KUCTOTHI, TaKUe KakK -3 moyu-
HeHAaCHIIIeHbIE XUPHBIE KUCIIOTHI, MOTy4aeMble U3 PHIObI,
00J1a1a10T TPOTUBOBOCTIAIUTEIBHBIMIA 1 UMMYHOMO/TYJT! -
pyroiuMu cBoiicTBamMu [29]. BoIsIBJIEHO, UTO peKTaabHOE
BBENIEHUE PbIObETO XK1pa (2 MJT), KOTOPbIiA, KaK U3BECTHO,
COIEPXKUT OOJIBIIIOE KOJTMYECTBO $2-3 TTOIMHEHACKIIIIEHBIX
SKUPHBIX KUCJIOT, OKa3bIBaeT IPOTUBOBOCIAIUTEIHLHOE
BO3JEICTBYE HA CTEHKY KUIIKH, aHAJIOTUYHOE JICUCHUIO
mecanaszuHoM [30]. TTokaszaHo, 4TO peryjspHbIi TprueM
siiKo3aneHTaeHoBOW KucaoTel (500 Mr aBa pasa B JeHb)
CHIKAeT YPOBEeHb (heKaJbHOTO KaJIBIIPOTEKTHHA W TIpe-
MOTBpAIllaeT pelruarBbl siI3BeHHOro KoiuTa [31]. OmHako
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HEJAaBHUII MeTa-aHaJIM3 PaHIOMM3UPOBAHHBIX KOHTPO-
JINPYEMBIX MCCJIEIOBAHUI TOKa3aJl, YTO JOOABKM MOJIU-
HEHACBIIIEHBIX KUPHBIX KUCIOT MPAKTUYECKU HE BIUSIIN
Ha Tpo(WIAKTUKY WK JIeYeHEe BOCTIAJIMTEIbHBIX 3a00J1€-
BaHMSIX KUIIeYHUKa [32].

Apyrue 6uonoruyecku akTUBHbIE BELLLECTBA

Keepuyumun — pacTUTENbHBIA MUTMEHT W MOIIHBIN
AHTUOKCHIAHTHBIN (DJIAaBOHOWMI, KOTOPBIA COAEPIKUTCS
B OCHOBHOM B JIyKe, BUHOTpaJe, SIrofax, BUIITHE, OPOK-
KOJU M LIMTPYCOBBIX [36]. BelllecTBO obGNamaeT 3alIuT-
HBIMA MEXaHM3MaMU OT TIOBpPEXICHUST TKaHel, BhI3BaH-
HOTO TOKCUYHOCTBIO Pa3TMYHBIX JIEKAPCTBEHHBIX CPEACTB,
a TakKe aHTMKAHIIEPOTEHHBIMU, TPOTUBOS3BEHHBIMU,
AHTUANAOCTUUECKMMHU Y aHTUTUIIEPTEH3WBHBIMU CBOM-
crBamu [33]. PesynbTaThl ucciaenoBaHWiI Ha KWBOT-
HBIX TTOKAa3ajii, YTO KBEPUETWH 3alUIIAeT SHTEPOLUTHI
OT aronTOo3a, BBI3BAHHOTO OKHUCIIUTEIBHBIM CTPECCOM,
YTO TIpeAoTBpamiaeT pa3sutue Koiaura [34]. Kpome Toro,
OH YBEJIMYMBAET pa3HOOOpa3ne KUIIEUHOH MUKPOOUOTHI,
croco0cTBys1 pocTy Bacteroides spp., Bifidobacterium spp.,
Lactobacillus spp. v Clostridium spp., OMHOBPEeMEHHO CHU-
xast ypoBHU Fusobacterium spp. w Enterococcus spp. [35].
KBeprieTiH yMeHBIIAeT TIPOHMIIAEMOCTh KUIIEUHHUKA
32 CUET YCWIEHMSI O3KCIPECCHM IIOTHBIX KOHTAKTOB
u o06yamaeT WMMYHOMOIYJIUPYIOIIUM W TMPOTUBOBOC-
MaJUTEbHBIM ~ IEUCTBUSIMUA, yMEHbIIAsT WHGUIbTpa-
LIMI0 HeUTpodmiIaMu U MakpodaraMu CTEHKHU TOJCTOM
KUIIKW, CHIKAsI YPOBEHDb TPOBOCTIAMTETBHBIX [IUTOKHU-
HOB (TNF-a), IL-1B, IL-6 u [L-17), akTUBUPYST CEKPEITIIO
IL-10 B TKaHSX TOJICTOM KUIIIKY B MOJIEJISIX HA MbIIIax [36].

Acmaxcanmun — MOIIHBIM aHTUOKCHUAAHT, OTHO-
CAIMICA K ceMeicTBy KapoTuHoumoB. Ero mojydaror
B OCHOBHOM M3 MHUKPOBOIOPOCIEH, JTOCOCS, KPEBETOK
U KpWisi. ACTaCKaHTMH 00JiaaeT BbIpaXXeHHBIM TPO-
TUBOBOCHAJIUTETLHBIM CBOWCTBOM, UYTO OOYCIIOBJIEHO
€ro aHTMOKCHUIAHTHOW CIIOCOOHOCThIO M HWMMYHOMO-
nymupyomnM 3¢ dekrom. CpeanzeMHOMOpPCKas IHeTa
pPEKOMEHIyeT YIMOTpeOJIeHrne MTPUMEPHO TpeX IMOPLNiA
PBIOBI MM MOPETPOAYKTOB B HEIENIO, YTO MOXET TPU-
BECTM K YBEJIMYEHMIO MOTpeOIeHUsT acTakcaHTuHa [37].
B JOKIMHMYECKUX MCCIIeOBAaHUSAX aCTaKCAHTHH IPO-
NIEMOHCTPUPOBa CBOIO 3((HEKTUBHOCTh B OTHOIIEHUU
YMEHBIIEHUS BOCTAIEHUSI, COXPAaHEHUS ILETOCTHOCTH
CIIM3UCTOM 000J0YKY U PETYJISIINN SKCITPECCUN TPOBOC-
MaJUTEIbHBIX IIMTOKUHOB U MEIMATOPOB, YYaCTBYIOIINX
B TIaTOTeHEe3e¢ BOCIAIUTENIBHBIX 3a00JIeBaHUSIX KUIIEY-
Huka [38, 39]. Knunuyeckue ucciaenoBaHusi, olleHUBA-
folIKe TIpUMeHeHre T00aBOK acTaKCaHTUHA TIPU IPYTUX
3a00JIeBaHUSIX, TaKMX KaK caxapHblii auabeT 2 Tuma,
apTPUT W BHIOMETPUO3, TOKa3aJu MHOTooOeIaloNnIne
pe3yJbTaThl B MOIYJTUPOBAHUU BOCITAJICHUSI M CHUKEHUM
TskecTH 3a0oeBaHus [40—42].

Jlukonun — KapOTMHOWIHBINA TMIMEHT, KOTOPBIi
B OCHOBHOM COJEPXUTCS B TTOMUIOPAX U APYTUX Kpac-
HBIX (pyKTax, oOJagaeT TMPOTHUBOBOCTATUTEILHBIMU
cpoiictBamu [43]. JIMKOMMH MOXET ITOIJIONIATh aKTHB-
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Hble (OPMBI KUCTOpOJa, TOAaBAATh 3(PDGHEKTH TPO-
BOCITAJIUTEIbHBIX ITUTOKMHOB W M3MEHSTh CUTHAIbHBIE
MyTH, CBSI3aHHbIE C UMMYHHBIMU peakuusmu. Cyle-
CTBYIOT MHOTOOOEIIAIoIIMe Pe3yJbTaTbl B OTHOIIEHUU
BIMSIHUSI JIMKOTIMHA Ha CHUWXXEHUE OKMCIUTEIbHOTO
cTpecca M TIO[JEpXKaHWE 1EJOCTHOCTU KHUIIEYHOTO
o0apbepa. McciremoBanmst B MOIEIsIX Ha MBIIIAX MTOKa3aJIn
MOJIOXKUTEbHBIC PE3YJIbTaThl B OTHOLIEHUU CIIOCOOHO-
CTH JIMKOTIMHA YMEHBIIIATh BOCITAJIEHNE U TSIKECTh 3a00-
JIeBaHUS 3a CYET YIydlleHUs] 6apbepHbIX (DYHKIMI 211~
Tenus M MHruoupoBaHud anre3un E. coli [44].

Kypxymun Bce yaie ncroib3yeTcsl B Cpeau3eMHOMOP-
CKOW IMeTe M 3aBoeBaJl MHTepec Ojarogapsi CBOEMY BO3-
MOXHOMY 0JIarOTBOPHOMY BO3JIEWCTBUIO TIPU Pa3TUYHbBIX
3a00J1eBaHUSIX, BKJIIOYAsl BOCIAJUTEIbHbIC 3a00J1eBaHUS
kuiieyHuka [45]. TIporuBoBocnanureabHble 3(h(MEKTHI
KyPKYMMHA OTMOCPEIYIOTCS HECKOJbKUMU MYTSIMU, BKJTIO-
yast peryJIsIiuio PYyHKIIMY UMMYHHBIX KJIETOK, THTUOMPO-
BaHWE BOCTIAJIUTEIbHBIX IMTOKWUHOB U TIOJABJIEHUE CUT-
HaigbHOTO Myt NF-kB. Kpome Toro, KypkymMuH o6mamaer
AHTUOKCUJIAHTHBIMU CBOMCTBAMM, HEWTPaIU3ysl CBOOO/I-
HbIe PaIUKabl U CHUXKAsl OKUCIUTEIbHBIN CTpecc — JBa
BaXKHBIX acTieKTa MaToreHe3a BOCIaIuTeIbHbIX 3a00IeBa-
HUI KuedHuka [46, 47]. Tak, T. Zheng u coaBT. mpoaHa-
JIM3UPOBAIA PE3YJIbTaThl MIECTU KIMHUYECKUX HUCCIIEA0-
BaHWUi1 ¢ yuactieM 349 nmanyeHTOB C SI3BEHHBIM KOJUTOM,
U ToKasaju, YTo Teparusi Mecaja3uHOM ¢ J00aBJIeHUueM
KypKyMMHa siBjisieTcst 6e3omacHoi 1 3(p(heKTUBHOM cTpa-
Teruell B OTHOIIEHWM MHIYKIIMW KJIMHUYECKON U 3HIO-
ckonmueckoit pemuccum 3aboneBanus [48]. M.R. Coelho
U COaBT. B CBOEM CHUCTEMaTUYECKOM 0030pe MpoBeau
aHaJIM3 1IeCTU KJIMHUYECKUX MCCIIEIOBAaHUIN C yJacTUeM
372 malueHTOB C SI3BEHHBIM KoJMTOM. KccnemoBaHust
MoKa3aJu XOPOIIyI0 MepPeHOCUMOCTh KypKyMUHA B COYe-
TaHWUU CO CTAaHAAPTHLIMU METOMAMMU JIeUYEHUS Y TallMeH-
TOB C JIETKOW M YMEPEHHON aKTMBHOCTBIO 3a00JIeBaHUsI.
Kpome Toro, msitb U3 11€CTU UCCIEIOBaHUN TTPOJEMOH-
CTPUPOBAJIM XOPOIIIUE Pe3yJbTaThbl, CBSI3aHHbBIE C JOCTH-
JKeHUEM KJIMHUYECKOU 1/WY SHAOCKOIMYECKOM peMuc-
cuu 3aboneBanus [49]. R.A. Goulart 1 coaBT. B cBoeM
MeTa-aHaJlu3e TIPOBEJIM H3YyYeHME YeThbIpeX KIMHUYE-
CKMX MCCIIeOBaHUI C ydyacTheMm 238 TaiMeHTOB C Jier-
KOW M YMEPEHHOU TSIKECThIO SI3BEHHOTO KOJIMTA, TIIE
oleHUIM 3¢ GEKTUBHOCTD MIEPOPATILHOTO MpUeMa KYpPKY-
MMWHA B OTHOUIEHUW WHIYKIIMWA PeMUCCUN 3a00JIeBaHMSI.
ABTOpPBI TPUIILTK K BBIBOMY, UTO 00ABJIEHUE KypKyMUHA
B KaueCTBe IOTMOJHEHUST K CTAHIAPTHOW Tepanuu si3BeH-
HOTO KOJIUTa OKa3ajo OJaroTBOPHOE BIMSIHUE B OTHO-
IIeHNM pa3BUTUS KanHMYeckoit pemuccunu [50]. Hemas-
HUIl cHUCTeMaTUYecKuit 0030p, BbIMOMHEHHBIH J. Yin
M COaBT., MOCBIIIEHHBIN olleHKe 3 (GEKTUBHOCTI 1 0e3-
OIMaCHOCTH Tepanuu KypKYMUHOM Yy TIAIIUEHTOB C SI3BEH-
HBIM KOJIUTOM, BKJTIOYANT 6 KIIMHUYECKUX MCCIeIOBAHUIA
¢ obOmuM yyactueM 385 mauueHToB. ABTOPBI COOOIIMIIN,
YTO MpUEeM KypKyMUHa B JOMOJIHEHME K CTaHAapTHOM
Teparuu SI3BEHHOTO KOJIUTa MOXET ObITh 3(h(eKTUBHOI
cTpaTerveil B OTHOIIEHUM MOCTUXKEHMSI KIMHMYECKOU
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peMuccuy 3a00JIeBaHUsI, He BbI3bIBasl Pa3BUTUS CEPhe3-
HBIX MTOOOYHBIX 3hekTOoB [51].

Bumamun D. CpegyzeMHOMOpCKasl AueTa IO CBOeH
CyTH He oOecIieYynmBaeT BBICOKMI YpOBEeHb BUTaMWHA
D. Opnako motpebieHue ButTamMmrHa D ObLIO MOJIOXU-
TEeJbHO CBSI3aHO C 0oJjiee CTPOrMM COOJIIOIEHUEM Cpe-
JMU3eMHOMOPCKOM JMETBl HECMOTPsI Ha TO, YTO TIPO-
IIYKTBI, 6OTaTble BUTAMMHAMU, TaKWe KaK ChIP, TOBSIKbS
MeYeHb, SWYHBINA KEeJTOK, TyHell, MaKpelb U JIOCOCH,
caMM 110 cebe He SBJISIOTCS TUITMIHBIMU KOMITOHEHTaMU
CPemM3eMHOMOPCKOM IHMEThI, 3a WCKIIOYEHUEM HEKO-
TOpBIX crerGUuIeckKux ChIpoB U pbiObl [52]. JlaHHas
JTeTa MOBBIIIAET YCBOSIEMOCTh BUTAMUHA D, 4TO MOXeT
OBbITb OOYCJIOBJIEHO pOJIbIO KMIIEYHONH MUKPOOMOTHI.
B yactHOCTH, cOOMIONEHNE CPEeIM3EMHOMOPCKOM TUETHI,
MO-BUAMMOMY, OKa3ajio 0oJjblliee BIUSHIE Ha OakTepu-
aJIbHbIE TIOMYJISIIIMM OCHOBHBIX TUTIOB — C YBEJTMYeHUEM
Firmicutes n cumxenuem Proteobacteria [53].

Oaugrosoe macao nepeoeo omicuma, KOTOpoe Coep-
JKUT BBICOKYIO KOHIIEHTPALIO ITOJMU(PEHOJIOB, TOKODe-
POJIOB, MOHOHEHACHITIIEHHBIX JKUPHBIX KUCJIOT, SBIISICTCS
OIHUM M3 OCHOBHBIX OMOJOTUYECKH aKTHMBHBIX KOMITO-
HEHTOB, BXOISIINX B COCTaB CPEAN3EMHOMOPCKOMN TUETHI
1 OKa3bIBAIOIINX MOJIOXUTETbHOE BIUSHUE Ha 3I0POBBE.
VYHukanpHass KOMOUHALMSI MOHO- M TOJMHEHACHIIEH-
HBIX XHMPHBIX KUCJIOT, BXOIAIIAsl B COCTaB OJIMBKOBOTO
Macjia TIepBOrO OTXKMMa, CBSI3aHa C 3alllUTHBIMU CBOW-
CTBaMM OpraHu3Ma TpU CepAeYHO-COCYIMCTON TaToJIO-
YU, ayTOUMMYHHBIX U BOCTTAJTUTEIBHBIX 3a00JIeBaHUSIX.
CopepskaHue XKUPHBIX KUCIOT B OJIMBKOBOM MacJe Tep-
BOTO OTKMMa 4acTO pa3IMyaeTcsl B 3aBUCMOCTH OT paii-
OHa MPOM3BOJICTBA, €r0 IMPOTHI, KIIMMaTa, cCopTa U cTa-
UM cO3peBaHusT TUI0AO0B. [loMMceHOIBI OJMBKOBOTO
MacJjia TIepBOTO OTXKHMMa, JOCTUTast BHICOKOM KOHIIEHTpa-
LIMU B KUIIEYHUKE, MOTYT OKa3bIBaTh MPSIMOE MPOTUBO-
BOCITAJIUTEIbHOE M aHTUOKCUIAHTHOE JICUCTBUS, MOMIY-
JINPYsI TOMEOCTa3 SMUTENINS KUIIEUHUKA, TTOJIOXKUTETHHO
BJIMSISI HA COCTOSIHUE KUIIEYHOI MUKPOOUOTHI [6].

B mepekpecTHOM paHIOMU3UPOBAHHOM KJIMHUYE-
ckoM wuccienoBaHuu M. Morvaridi u coaBT. U3y4eHO
BJIMSTHAE OJIMBKOBOTO Macjia TIepBOTO OTXKMMa U par-
COBOTO Macjila Ha TedeHUe s3BeHHoro Kojuta. Ilocie
MOTpebIeHNsT OJIMBKOBOTO Macja y TallMeHTOB HabJIio-
JIaJloCh JTOCTOBEPHOE CHUKEHUE CKOPOCTU OCEIaHMs
sputpounToB n C-peakTuBHOro 6enka [54]. Kpome Toro,
YCTAHOBJIEHA PETPECCUsi TAKUX CUMIITOMOB, KaK METeO-
pU3M, 3amop, MO3bIBBI K Je(eKallii U YyBCTBO HEMOJI-
HOTO OMOPOXHEHUS KuilleyHuKa. Oo1me 3¢h@eKThl yro-
TpeOJIeHWsT OJIMBKOBOTO Macja TepBOTO OTXMMa MOTYT
OBITH CBEIIEHBI K TTPOTUBOBOCITAJIUTEILHOMY AECTBUIO,
KOTOpO€ 3aKJIIoUaeTcsi B TTOJABIIEHUM TPOBOCTIATM-
TEJIbHBIX CUTHAJBHBIX TyTel (YMEHbIIeHUE BKCIpec-
cun COX-2 (umknookcureHasa-2), iNOS, p38SMAPK,
a Takke curHasibHoro nmytu NF-kB) 1 BeIpaboOTKHM 1IUTO-
kuHOB (TNF-o, IL-6), yay4iieHUM THCTOIOTUYECKUX
MPU3HAKOB BOCTAJIEHUST B CTEHKE KUIIKU, HOpMan3a-
LMY GMOPa3HOOOpa3uss MUKPOOMOTHI KUIIIEYHMKA [6].

Opexu. Opexy IIMPOKO UCIIOJB3YIOTCSI B CpElu-
3¢MHOMOPCKOI JHeTe. BOJBITMHCTBO OpexoB 6O0raTo
JIUTTUIAMUA U COIEPXKAT BBICOKHME KOHIIEHTPAIlM MOHO-
W TIOJIMHEHACHIIIIEHHBIX XKUPHBIX KUCIOT. Bo MHOTrMX
HCCIIEIOBAHUSAX COOOIIAeTcsl 0 OJAarOTBOPHOM BIUSTHUM
MOTpebIeHUsT OPeXOB Ha 3M0POBbe YeJOoBeKa, BKITIOYAS
KapIUOTMPOTEKTOPHbBIE, HEMPOIIPOTEKTOPHEIE, MPOTUBO-
nabeTUIecKre, MPOTUBOBOCTIAINTEIbHBIE 1 AaHTUOKCH -
JNAHTHBIE CBOMCTBA. JlaHHBIE TTOJIOXUTEIbHBIC ST 310-
pPOBBST A(PGHEKTHI TIPEXIe BCETo 00YCIOBICHBI HATMINEM
OOJIBIIIOTO KOJIMYECTBA TOJU(MEHOIOB B HUX COCTaBe.
TTpu 5TOM KaXXablii BHI OpPEXOB MMEET CBOW OTIUYM-
TeJbHBI TIPOWIL OMOJIOTMYECKU aKTUBHBIX COEIM-
HeHuit [55]. BwickazaHO mpenmnoJjiokeHue, 4To IuTa-
TeJIbHBbIE BEIECTBA, HAXOASIINECS B Opexax, OCOOEHHO
IPELIKUX, B TIpoOllecce MepeBapuBaHUS MOTYT VIYYIIUTh
LIEJIOCTHOCTD CTPYKTYPBI KJIETOYHOM CTEHKH, TEM CaMbIM
3alIUIIas KMIIeYHbI 6apbep U HOpMaIu3ys TpOHUIIAe-
MOCTb CJIM3UCTON OOOJOYKM KUIIEUHUKA, YTO SBJISIETCS
BaXHBIM aCITEKTOM JIEUEHMSI TAlMEeHTOB, CTpaJaloIInX
BOCTIAJIUTEILHBIMU 3a00JIEBAHUSIMUA  KUIIIEUHUKA [56].
KiauHudeckue uccieqoBaHUs TTOKa3add, YTO PallMOH,
o0OralieHHbId  TPEeKUMU  OpeXaMu,  YBeJIUIMBaCT
BBIPAOOTKY  TMOJWMHEHACHIIIEHHBIX KUPHBIX  KHUCIIOT
¥ TIOBBIIIAET B KUIIEYHUKE OTHOCHUTEJBLHOE COmepKa-
Hue Prevotellaceae v Allobaculum. Tak, B KIMHUYECKOM
uccnenoBaHuu, nposeaeHHoM C. Bamberger u coasT.,
KoTopoe BKIoYajio 194 B3pocibiX, BBISIBIEHO, UTO YIIO-
TpebsieHre TPEUKUX OpexoB (43 T B CYTKM) JJIMTEJIbHO-
CTBIO B 8 HeleNlb 3HAYUTEBbHO TOBBICHIIO KOJUYECTBO
Ruminococcaceae na done cumxenust sunos Clostridium
sp. XIV knacrepa (Blautia; Anaerostipes) [57].

Kpacrnoe 6uno. ViccienoBaHust okas3aiu, 4TO yMEpPEeH-
HOe MoTpebieHe KpacHOTO BUHA, XapaKTepHOe JJIST Cpe-
JMN3eMHOMOPCKOIM IHEThI, MOXET OKa3bIBaTh 3alllUTHOE
JEHCTBUE B OTHOLIEHWM PA3BUTUS W TPOTPECCUPOBAHUS
BOCITAJIUTEJILHBIX 3a00jieBaHni knimeyHnka [58]. BaxkHo
OTMETUTb, YTO B HEKOTOPBIX KIMHUYECKUX WCCIIEIOBa-
HUSIX COOOIIANIOCH O CBA3W MEXIY YMEPEHHBIM MOoTpeoie-
HUEM KPacHOTO BMHA M CHIDKEHHMEM PHCKa BO3ZHMKHOBE-
HUS M TSDKECTU T€YEHUST BOCTIAJIMTENbHBIX 3a00JIeBaHUIA
KUIIEYHUKA, YTO OOBSICHSIETCS €ro MPOTUBOBOCTIATATEITb-
HBIM M aHTMOKCUIAHTHBIM JelicTBueM. Peceepampoar —
CcoeIMHEHMe, BXOISIIee B COCTaB KPaCHOTO BWHA, 00Ja-
JAeT TTPOTUBOBOCITATTUTETLHBIM, HMMYHOMOIYJIUPYIOIIM
W aHTUOKCUJAHTHBIM CBOWCTBAMU M, TaKUM OOpa3oM,
MOXeT yMeHbIlaTh BocmajeHue. OIHAKO CIIeAayeT TOM-
HUTb, YTO Ype3MEePHOE YITOTPeOIeHUE aTKOTOJIsI, BKITIOUast
KpacHOe BUHO, MOXET yCYIyOUTb CHUMIITOMBI BOCITAJIU-
TEJIBHOTO 3a00JIeBaHUST KUIIIEYHUKA W YBEJTMUUTD TSKECTh
3aboeBanus [59].

Cpenm3eMHOMOpCKasl AueTa Oorarta pas3IMYHBIMU
MOTEHIMAIBHO TIOJIE3HBIMUA COECAMHEHUSIMU, KOTOpPBIE,
COITACHO MOKJIMHUYECKUM MCCIEIOBaHUSIM, B COBOKYII-
HOCTH OKAa3bIBAIOT MPOTUBOBOCIAIUTELHOE W aHTHOK-
CUIAHTHOE NIEeWCTBUS, a TaKXKe PEryJUPYIOT COCTOSTHHE
MUKpodIIOpkl KUIlIeuHUKa. Tem He MeHee, ClIeyeT OTMe-
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TUTb, YTO TTIOHUMAHUE POJIU OMPEAETIEHHOTO KOMITOHEHTA
JIMETHI B OTHOIIIEHWY TTOJIE3HBIX €70 CBOMCTB B OTHOIIIEHUHT
3M0POBBSI OPTaHU3MA SIBIISIETCST TPYAHOM 3amadeit, yIuThI-
Bas CJIOKHYIO XUMHUUECKYIO CTPYKTYPY MUIIEBBIX TTPOLYK-
TOB M PA3INIUSI B CYTOYHOM KOJMYECTBE MOTPEOIISIEMBIX
KOMIIOHEHTOB JHeThl. YacTo OTHOeNbHBIE COeTUHEHUS
WJIW TIPOAYKTHI, MOKa3aBIne 3(hGeKT Ha JOKIMHUUECKOM
aTamne, He 00JamaloT IOCTAaTOYHOU 3(PEPEKTUBHOCTHIO
NPy TIPOBEACHUM KIMHUYECKUX HccaenoBaHuit. Tem
He MeHee, WCITOJNIb30BaHUE CPEIM3eMHOMOPCKOM THUETHI
CBSI3aHO C MOJIOXKUTETbHBIMY Pe3yJIbTaTaMU B OTHOIIIEHUN
YMEHbIIIEHHS BOCTIAJIEHHUS KUTIIEYHUKA, OCOOEHHO B OTJIN-
yye OT 3amlamHbIX AWET. DIMUAEMUOJIOTHYECKUe TaHHbBIe
CBUIETEIBCTBYIOT O TTOTEHILIMATBLHOM CBA3W MEXKIY COOJTIO-
JIEHUEM CPeIN3eMHOMOPCKOI TUEThI M CHIDKEHUEM PHCKa
pasButus Oone3nn Kpona. Kpome Toro, cobGmomeHue
JAHHOW TUETHI MTOKa3aJI0 YMEPeHHOe YITyJIlIeHre KIMHU-
YeCKMX TOoKa3aTesieil 1 MapKepoB BOCITAJIEHUST y TIallueH-
TOB C aKTMBHOI (DOPMOIi SIBBEHHOTO KOJIUTA W TTOMOTJIO
MTOAAEePXXUBATh HU3KUI YPOBEHb (DEKATBHOTO KaJbIpO-
TeKTMHA Y MAlMEHTOB C SI3BEHHBIM KOJUTOM B CTaauK
pemuccun [4]. CpenuzeMHOMOpPCKas TMeTa CIIOCOOCTBYET
pOCTY TIOJIE3HBIX OaKTEepHWil B KUIIEYHUKE W YBEJIMUYU-
BaeT pa3HooOpa3ue MMKpoOHOro coobmiectBa. Colio-
JIEHWEe CPeIn3eMHOMOPCKON AUETHI MOXET TPEITOXKUTh
pa3HOHAINpaBJIeHHBIN ToaXoA K 60pbOe ¢ BOCIMAJIeHUEM
npy 3a00JIeBaHMSIX KUIIEUYHWKA OJlarofapsi MHOXKECTBY
TMTOJIE3HBIX COEMMHEHU, KOTOPBIE HE TOJIBKO (POPMUPYIOT
MUKPOOHOE COOOIIECTBO OpraHm3Ma, HO W M3MEHSIOT
MuKpocpeny. Kpome Toro, Hapsimy co MHOTMMM TTOTEH-
LIMAJIBHO TTOJIE3HBIMU COEIMHEHUSIMU U TTUTATETbHBIMU
BellleCTBAMM, CPEIN3EMHOMOPCKAsT TUETa CONEPXKUT Orpa-
HUUYEHHOE KOJIMYECTBO BPETHBIX BEIIECTB.
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B HacTosimem 0030pe MpoBeAeH aHAIN3 HAYYHBIX MyOJIMKAIMIA, NIPEICTABJIEHb COBPEMEHHbIE B3IJISAbI 0 NMPUMEHEHHI0 OAKTEPHO-
tharos 114 ieyenuss uHGEKIMHU, JIOKATN30BAHHO! B KOCTHOI TKaHH, B YACTHOCTH, 0OCTeoMHeMTa. KpaTKo paccMoTpeHbI 3Tanbl pas-
BUTHS HH(EKIIMOHHOTO MPoLecca, 0COOEHHOCTH OAKTEPHAIBHON WHBA3KM, XapAKTEPHbIE Il KOCTHOW TKAHH, MEXAHU3MBbI 3aLIUTHI
DaKTepUAIbHBIX KJIETOK, HAN0O0Iee YacTO SIBJISIONIMXCS BO30YMTEIAMH ocTeoMueuTa. Takue 3amuTHbIe MEXaHU3MbI, KaK (opMu-
poBaHue OHOIIEHOK, 00pa30BaHie HOBBIX (DEHOTHIIOB BHYTPH KOJIOHUI MUKPOOPraHU3MOB, 3HAYMTEILHO CHIZKAIOT 3()(PeKTUBHOCTD
HMMYHHO# CHCTeMbl, AHTHOAKTEPUAIbHOM Tepanuu. /[0arocpoynoe BbIKMBAHME NMATOTEHOB MPUBOIMT K 3HAYMTEJILHOMY YIEepOy
OKPYZKAIOIIMM TKaHSM, IOTepe KOCTHOI MACChI.

Bakrepuodarn — 310 yHHKAJIbHbIIi TepaneBTHYECKHi pe3epB, OHM HMEIOT OTJIMYHBIA OT AHTHOAKTEPUAJIBHBIX MPENAPATOB MEXaHU3M
Pa3BUTHS YCTOYMBOCTH, Y3KO CHEUM(UYHBI, CIOCOOHDBI K IPAIUKANMH OUOIUIEHOK M MH(UIMPOBAHUIO MATOTEHOB C M3MEHEHHbIM
(heHoTunom. B Hamem 0030pe MbI IPUIILIHA K BHIBOLY, YTO, HEB3UPAsH HA IOKA3aHHYIO 3()(DeKTHBHOCTH NPUMEHEHHUS DakTepuodaro
B OT/IEJIbHBIX MCCJIEIOBAHUSX, METOAMKA HAXOIUTCS HA ITANe U3YYEeHHUs1 M ee HeJib3sl MACIITAOMPOBATH JI0 OTPACJIEBOTO CTAHAAPTA,
TpedyeTcs NpoBe/ieHHe NAJTbHEHIIX HCCIe0BAHMIA.

Karoueevte caosa: 6axmepuoghaeu, xpoHuveckuii ocmeomueaum, OUONAEHKU, Pe3UCMEHMHOCMb, OaKkmepuanbhsle (peHomunbl.

Ans ynrupoBaumsa: 3uHruc B.A., KewwuwsH P.A., WasbipuH U.A., Unbukos W.B., YuHukoB M.A., KonbinoB U.B. MecTtHoe npuvmeHeHve
bakTepuogaroB 415 ne4eHns ocTeoMmennTa, BoiaBaHHoro Staphylococcus aureus. Poc BecTH nepuHaton v neguatp 2025; 70:(6): 29-35.
DOI: 10.21508/1027-4065-2025-70-6-29-35

This review analyzes scientific publications and presents current views on the use of bacteriophages for the treatment of infections
localized in bone tissue, in particular, osteomyelitis (hereinafter referred to as OMT). The stages of the development of the infectious
process, the features of bacterial invasion characteristic of bone tissue, and the mechanisms of protection of bacterial cells, which are
the most common causative agents of OHT, are briefly considered. Protective mechanisms such as biofilm formation and the forma-
tion of new phenotypes inside microbial colonies significantly reduce the effectiveness of the immune system and antibacterial therapy.
Long-term survival of pathogens leads to significant damage to surrounding tissues and loss of bone mass.

Bacteriophages are a unique therapeutic reserve, they have a different mechanism of resistance development from antibacterial
drugs, are highly specific, capable of eradicating biofilms and infecting pathogens with an altered phenotype. In our review, we came
to the conclusion that, despite the proven effectiveness of the use of bacteriophages in individual studies, the technique is at the stage
of study and cannot be scaled up to the industry standard, further research is required.
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OCTCOMI/ICHI/IT oCTaeTcs aKTyaJlbHOW Ipo0JIeMOid,
SIBJISIETCST OMHMM W3 3a00JIeBaHUI, TPYIHO TOIIa-
fouuxes jedeHuto [1, 2]. BaxHo yduThIBaTh, 4TO KOCT-
Hasl TKaHb MMeEET OCOOCHHOCTU CTPOSHMSI M TEYEHMSI
MHQEKIMOHHOTO TIpoliecca, KOTOPbIE OCIOXHSIOT TPO-
HUKHOBEHME aHTHOAKTEpUaIbHBIX MperapaToB, a TaKXKe
KJIETOK M (DaKTOpOB MMMYHHOI CHCTEMBbI K Oyary BOC-
nasieHus [3—5]. Takum oO6pa3oM, KOCTb SIBJISIETCS «UJIe-
aJTbHBIM» JIOKYCOM JIJIST TIPUKPETUIEHUST, Pa3MHOXEHUST
MUKPOOPraHU3MOB U (OPMUPOBAHUSI OMOIIEHOK —
KOJIOHU MMKPOOPTaHM3MOB C WU3MEHEHHBIMU (heHO-
tunamu [6—10]. Takue hakTOphl, KaK POCT KOJUIECTBA
MMaTOTeHOB, YCTOMYMBBIX K aHTUOAKTepHaJIbHOW Tepa-
MUK, 0COOEHHOCTU TeUYeHUsT MH(PEKIIMOHHOTO IIpoliecca
B KOCTHOW TKaHM TMOMYEPKUBAIOT HEOOXOAMMOCTb pas-
pabOTKM HOBBIX METOJIOB JIEUEHUsI U CIOCOOOB TOCTAaBKU
JIEKapCTBEHHBIX CPEACTB B oOYar BocrmajlieHust [3, 3,
11—15]. BaxxHO y4uThIBaTh, YTO TeparieBTUUECKUE CPe-
CTBa JOJDKHBI OBITh BBICOKOCIEIM(UUHBI, HE CITOCOO-
CTBOBaTb Pa3BUTHUIO YCTOMUMBOCTH K aHTUMHUKPOOHBIM
npemapatam [16, 17]. bakrepuodarn COOTBETCTBYIOT
BhIlIeTIEpeyrcieHHbIM  ycroBusim  [18—20]. CornacHo
MOKJIIMHUYSCKUM MCCIIeOBaHUAM, (parv CIIOCOOHBI pa3-
pyliath OMOTIJIEHKM, CHUXKATh 103y aHTUOAKTEepraTbHBIX
npenapaToB, HEOOXOIMMYIO Ui AOCTUXEeHUST 3Ppdek-
TUBHOU KoHleHTpauuu [17, 21—23]. Dt pe3yabTaThl
JIAl0T OCHOBAHME TOJIaraTh, YTO MMOTEHIUATbHBINA CUHEP-
ru3M (aroBoii 1 aHTMOAKTepUATIbHOI TeparTuU MO3BOJIUT
MOBBICUTH 3(PGEKTUBHOCTh JiIeYeHUsT WHOEKIIMOHHBIX
3aboneBaHuit [17—19, 24]. BeimenepeuncieHHble dak-
TOPHI SABJISIOTCSI MOTUBAIIMEH IS TPOBENEHUS UCCIIE0-
BaHUi1 B obyactu arorepanuu [16, 17, 25].

bakreprodaru ObutM OTKpBHITHI B Hayane 20 Beka
[16, 20]. daroTepanust nMela MHOTOOOEIIIAIOIINE TTep-
crniektuBbl [20, 23]. [1o naHHBIM OTEUECTBEHHOM JIUTEpa-
Typbl OakTepuodaru ycriemurHo MpuMeHsIIMCh IS Jieue-
HUSI paHEBBIX W KWIIEYHBIX WHGEKIN, B TOM 4YHUCIIe
IIJIST JIOKAJM3aluu BCTIbIIEK Xouepbl B 20 Beke, HaNpu-
Mep, Bo Bpemst Benukoit OteuectBeHHo# BoiiHbl [17, 20].
IMTocne wm3oOpereHUsT aHTMOAKTEpUATBHBIX MperapaToB
WHTEpEeC K U3Y4YeHUIO haroreparnuu IMOCTENeHHO yrac,
TaK KakK aHTUOMOTUKM Oojiee MPOCThl B U3TOTOBJICHUHU,
MPUMEHEHUU M XpaHeHWH, O0JaJaroT IUPOKOW CIIell-
N(UIHOCTBHIO ¥ OTHOCUTENLHO aelieBsl [14, 16]. Hecmo-
Tpst Ha 3T0 B CCCP OblIM MpOa0IKeHBI MCCIeq0BaHUS
9TOM TEMBbI, HaJlaK€HO TIPOMBIIIJIEHHOE MPOU3BOICTBO
nperapaToB 6akTteprodaros [17]. B HacTosgmmii MOMEHT
eIMHCTBEHHOI CTpaHOMi, Mpou3Bojsilei bakrepuodaru
B MEIMIMHCKUX LIEJISIX B MPOMBIIUICHHBIX MaciiTadax,
apisierca Poccuiickas @enepanus [16, 20].

Ha ¢done rnobanuszaiuu mpodiemMbl aHTUOMOTUKO-
PE3MCTEeHTHOCTH BO3POXKIAETCS MHTEpPEC K MCCIeno-
BaHUIO TIOTEHIIMAJbHON TIONb3bl TIPUMEHEHUsT (haros
U KaK MOHOTeparnuu, U B COYETAHUU C aHTUOMOTUKAMU
[3, 18, 25]. YuuTeiBasi pa3BuTHEe T€eHHOW WHKEHEPUM,
BO3MOXHOCTh TPOU3BOAUTH CHHTETUYECKUE OaKTepu-
oarn ¢ HeOOXONUMBIMU CBOMCTBAMMU M BHOCUTH M3MeE-

OBb30Pbl JINTEPATYPbI

HEHUsI B TEHOM YK€ CYIIECTBYIOIINX BUIOB OakTeproda-
TOB, OTKPBIBAIOTCS HOBBIE MEPCIEKTUBBI IS, Ka3aloCh
ObI, 3aKpbITOil TeMbl (parotepanuu [25]. B Hactosiiee
BpeMsl Bce yallle TOSBISIIOTCS OTIEJIbHbIE COO0OIIIe-
HUs 00 3(P(PEeKTUBHOCTU MpPUMEHEHUsT OakTepuodaron
y TTAallMeHTOB, MH(MUIIMPOBAHHBIX MATOTeHAMU ¢ MHOXe-
CTBEHHOI aHTMOMOTUKOYCTOMYMBOCTHIO [21, 23].

JlaHHBI TUTEpaTypHbBIT 0030p OBLT HaIMCaH Ha OCHO-
BaHWM CHCTEMAaTUYECKOTO aHaJin3a U 000OIIEeHUsT COBpe-
MEHHBIX Hay4YHBIX JaHHBIX 00 3ddekTuBHOCTH, Oe3-
OTACHOCTH, METOIOJIOTUN MPUMEHEHUST U TIePCIIEKTUBAX
HUCTIoJIb30BaHUST OakTeprodaroB U (haroBbIX MPOIYKTOB
B Tepanuu octeoMueuTa. st BRISIBICHUSI pesieBaHTHBIX
MyGIMKALMA OBUT TIPOBEIEH KOMITJIEKCHBIN TOUCK B Clie-
IYIOIIMX 3JIEKTPOHHBIX 0aszax maHHbIX: PubMed/MED-
LINE, Scopus, Web of Science Core Collection, Cochrane
Library, ScienceDirect, Google Scholar (mnst mouncka
«Cepoil» IUTepaTypbl U aKTyaJIbHBIX TIpeNpuHTOB). [Tonck
OTpaHUYMBAJICS TTYyOIMKALMSIMU Ha aHTJIUCKOM WM pycC-
CKOM $I3bIKaxX, 0€3 CTPOTUX OrpaHUYEHMIT IO 1aTe TyoJIn-
Kallii, HO C aKIEHTOM Ha paboThl, OMyOJUKOBaHHBIE
3a mniocinenqaue 10 et (2015—2025 1r.), IS OTpaskeHUsI
HanboJIee COBPeMEHHBIX ITOAX0I0B. []0OIHUTETEHO TIpOo-
BOIMJICST PYYHOI TTOMCK CCBIJIOK B HAMIEHHBIX 0030PHBIX
CTaThsIX U KITMHUYIECKUX CITyJastx.

Oco6eHHOCTU TeYeHUs BOCNanuTeNIbHOro npouecca
B KOCTHOW TKaHu, o6ycnoBneHHoro Staphylococcus
aureus

30JI0TUCTHIN CTapMIOKOKK — HanboJjiee 4acTo BCTpe-
YalOIINICS BO30YyIUTETh WHGMEKIIMOHHOTO Tpoliecca
B KOCTHOI TKaHM. COTJIacCHO JaHHBIM Pa3IUIHBIX UCCIIe-
JNOBAaHUM, OH SBJISIETCSl TIPUYMHOM pPa3BUTHSI OCTEOMU-
exuta 6osee yeM B 50% cnyvaes [1, 2, 8]. CymiecTByeT
MHOXECTBO U3BECTHBIX (haKTOPOB MATOTEHHOCTH cTau-
JIOKOKKOB — BHYTPUKJIETOYHOE TIEPCUCTUPOBAHNUE, TIpe-
MATCTBUE W PE3UCTEHTHOCTD K (harolmTo3y, WHIYLIUPO-
BaHHBIN JIU3UC KJIETOK, WHAKTUBAIIUS aHTUMHUKPOOHBIX
MEeNTUIOB, Pa3pbiB OeTa-JIAKTAMHOTO KOJIbIIa B COCTaBe
AHTMOMOTUKOB, MHTMOUPOBAaHUE CUCTEM KOMILIEMEHTA,
XEMOTaKCUC HEUTpOGhHIIOB, (hopMUpPOBaHNE GUOIIIEHOK
n npyrue [3, 7, 14, 15]. HanGonee monHbIit Habop dakTo-
POB BCTpeUyaeTcss UMEHHO Y 30JIOTUCTOTO CTaMIOKOKKA
[2, 3]. Hammpumep, St. aureus odbpa3yeT KaTanasy, KOTopast
3aluinaeT 0aKTepruu OT BO3AEHCTBUSI aKTMBHBIX (hOpPM
KHCIIOpo/ia, TaK KaK paspyliaeT TMepeKUuch BOIOPOIA,
YTO JeJTaeT BO3MOXKHBIM BBDKMBaHME GaKTepuii B (haro-
LIUTaX, SIUTENATbHBIX KJIETKaxX, OCTeOLHTax, (puopo-
Onactax M SHAOTeNWaNbHBIX KieTkax [3, 14]. Takxke
IMOBEPXHOCTHBIE OEJIKM CTa(MIOKOKKA HAPSIMYIO B3au-
MOJIEMCTBYIOT C OCTEOKJIACTAMM U OCTeO0acTaMU, aKTH-
BUPYS Y1 MHTUOUPYS UX COOTBETCTBEHHO |3, 4]. Crioco6-
HOCTb K BHYTPUKJIETOUYHOM TTEPCUCTEHIIMU CITIOCOOCTBYET
peruanBy MH(PEKIIMOHHOTO Tpoliecca. [1o qaHHBIM pa3-
JINYHBIX MUCTOYHUKOB, 9acTOTa XPOHU3ALMU OCTEOMME-
jmta coctapiset ot 20% no 65% [1-3].
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Suneuc B.A. u coasm. MectHoe nmpuMeHeHHe 6akTeprodaros [JIsl IeYeHHsI OCTEOMUETMTa, BhI3BaHHOTO Staphylococcus aureus

OnHako, OCOOEHHOCTU TeueHUsl WHGEKIIMOHHOTO
npoiiecca OOYCJIOBJIEHbI HE TOJIbKO (haKTOpaMM TaTo-
TeHHOCTM MUKPOOpPraHU3Ma, HO M CTPOEHUEM KOCTHOM
TKaHu. Tak, OCTEOIMTHI JeXaT B TPEXMEpPHOU CeTH,
B KOTOPOIi JJaKyHbl — TIPOCTPAHCTBA, CoJepXKalliue Tejaa
OCTEOLIUTOB — COEAMHEHBI KaHAJIbIITaMU, KOTOPbIE TIpeI-
CTaBJIEHbI IIMTOIIA3MAaTUYECKMMU OTPOCTKAMU OCTEO-
uuToB. Tak HasbiBaeMmasi JJaKyHOKaHAaJMKYJIsIpHasl CeTh
o0pa3oBaHa KJIETKaMu, BBICTUJIAIOIIMMU TOBEPXHOCTh
KOCTH, OCTEOLIMTaMM W KJIETKAMM KOCTHOTO MO3ra
[4, 5]. COBOKYIMHOCTb COOOIIAIOIINXCSI MEXIY COOO0M
KaHaJIblIeB M JIAKyH SIBJISIETCSI «MICaIbHBIM» JIOKYCOM
NI a[ire3Uu W pa3MHOXEHUsI 6aKTepuil 1 00pa3oBaHUs
6uorieHoK [3, 6, 18]. BeposiTHO, 4TO BHYTpH JJaKYHOKa-
HAJIMKYJISIPHON CeTUM HEBO3MOXHO MOCTUYb MUHUMAJb-
HOM MHTUOMPYIOIIEH KOHLEHTpAllMM aHTUOAKTepUab-
HBIX TIpeniapatoB [11, 15].

B monenu ocreomuenuTa in vivo ObLIO 3aJ0KyMEH-
TUPOBAaHO HE TOJbKO TOMNagaHue 30JIOTUCTOrO CTa-
(GUIIOKOKKA BHYTPb JIAKYHOKQHAJIUKYJISIDHOW — CETH,
HO W TepeABMKeHUWe OakTepuii BHYTpU (HECMOTPSI
Ha HeTIOJIBUKHYIO TIPUPOAY St. aureus — TIpeaIionaraeTcs,
YTO 3TO TPOUCXOIUT TIOCPEACTBOM aACUMMETPUYHOTO
ouHapHoro paeneHusi) [4]. CToutr OTMETUTh, YTO M-
TeJIbHOE TIEPCUCTHPOBaHUE WH(MEKIMOHHBIX areHTOB
B KOCTHO# TKaHUW TIPUBOIUT K aKTUBAIIUUA OCTEOKIACTOB,
MHTIOMPOBAHUIO OCTEO0JIACTOB, WHAYKIIMM 3KCIIPEC-
CUU IIMTOKMHOB U, KaK CJIEJICTBUE, K TOTEPE KOCTHOM
TKaHu [3, 4]. ®akrtopsl Bocrmanenus (IL-1, 6, 12) Takke
CMOCOOCTBYIOT pa3pylIeHNI0 KOCTHOTO MaTpuKca U Tpa-
O0ekyn. HapymieHue Backynsipu3allid B CBSI3W C BbIpa-
JKeHHOM IeCTPYKIIMEeN OKPYXKaIIIMX TKaHEe! 3aTpyaHSIET
rnonajaHue aHTUOAKTepUATbHBIX TpernapaTtoB U (hakTo-
POB UMMYHHO 3aIIMTHI B o4ar BocrnajieHus |5, 11].

Ho omHa w3 T7aBHBIX NpUYMH (POPMHUPOBAHUS
MHGEKIIMOHHOTO ovyara U peluuaIuBUPOBAHUST BOCITAIM-
TEJBHOTO Tpollecca B KOCTHOM TKaHM — OMOTIIEHKO-
o0pa3oBaHMWE TATOreHOB. BUOIIEHKM — MHMKpPOOHbIE
€o00111eCTBa, BCTPOCHHBIE BO BHEKJIETOYHYIO MaTpUILY,
MPOAYLUMPYEMYIO TTATOT€HAMU, MOTYT COCTOSITh M3 TOJIN-
caxapuioB, JTUMUAOB, 0eakoB U BHekaeTouHoit JTHK [6,
9, 10]. CocrosiHue OWOIUIEHKM TO3BOJISIET TaTOreHaM
OBbITb YCTOMYMBBIMM K JICUCHUIO aHTUOMOTUKaMu (Oak-
Tepuun BHyTpu OmoruieHku B 10—1000 pa3 ycroitumBee
K aHTUOMOTHUKAM) U BO3IEUCTBUIO (paKTOPOB UMMYHHO
CHCTEMBI M3-3a CTPYKTYPHON M MeTabOJMYEeCcKOi reTe-
POTEHHOCTH, KOTOpasi OOYyCJOBJIEHa OIHOBPEMEHHBIM
COCYIIIECTBOBAHMEM MUKPOOHBIX KJIETOK B pPa3IUYHbBIX
COCTOSTHUSIX, COYETAIOIIUXCSI C aKTUBHBIM CUHTE30M
MEXKJIETOUHOro MaTpukca [15, 25].

BuyrpubuoruieHouHasI cpena XxapaKTepu3yeTcs HeJ0-
CTaTKOM TIUTATEJbHBIX BEIIECTB M KUCIOPOa, YTO TPU-
BOJAWUT K BO3HMKHOBEHMIO TaK Ha3bIBAEMBIX <«CIISIIIIAX»
KJIEeTOK — TepCUCTEeHTOB. [lepcUCTeHTHl — KIIETKHU
B COCTOSTHUM CHUXXEHHOM MeTab0JIMYeCKOil aKTUBHOCTH,
XapaKTepU3ywIlIiecs: MOBBIIIEHHONH  YCTOMYMBOCTHIO
K aHTUOMOTUKAM:

SCV — small colony variants — xapakTepHbl KOJJOHUMN
HEOOJBIIIOrO pa3Mepa, MEIJICHHBIA POCT U OOMEHHBIe
MpoIecchl (B 4aCTHOCTH, CHWXXeHUe BbIpaboTKU ATD),
CHIDKEHHBI MeMOpaHHBIM TOTeHIMal (BaXXHO B KOH-
TEKCTE YCTOMIMBOCTU K aHTUOMOTUKAM — MOXET YMEHb-
IIUATKLCS MTOCTYTUIEHUE BHYTPD KJIIETKA aMUHOTJIMKO3UIOB),
a TakKe yCHJieHHOe oOpa3oBaHue OuoruieHKu |14, 26];

VBNC — viable but non-culturable — meTaboauye-
CKU HaMeHee aKTUBHBI, He pacTyT Ha MTUTATEbHBIX Cpe-
JlaX, BO3HUKAIOT MO, IeCTBUEM aHTUOMOTUKOB, U3 BCEX
(deHOoTUITOB HanboJiee yCTOMYnBHI |3, 25].

Hcxons w3 BBHINIEU3TIOXEHHOTO, MOXHO CHIeaTh
BBIBO, 4YTO JIEUEHHE OCTEOMHUEUTA JOKHO OBITh
KOMOWMHMPOBAHHBIM W  HamNpaBlIeHHBIM HE TOJBKO
Ha BHe- W BHYTPUKIETOUHYIO aKTUBHOCTh OaKTepHii,
HO M Ha (opMHMpOBaHUE OMOTUIEHOK, a Takxe Auddy-
3110 Yepe3 HUX U ux aectpykuuio [18, 19, 21]. OnHum
W3 TeparieBTUUECKUX PEe3epBOB U pa3pabOTKU TaKOTo
JIeYeHUsT MOTYT cTaTh 6akrepuodaru [10, 16—18, 20, 23].

CeoiicTBa 6akTepuodaros, LOCTOMHCTBA
1 HepocTaTku daroTepanuun

bakrepuodaru — Bupycol 0aKkTepuii, OHU SIBISIIOTCS
OIHOI M3 NpeBHeNIIeil (opM XU3HU Ha 3eMJie U BO3-
HUKJIM IPUMEPHO B OJHO BpeMd ¢ Gaktepusimu [7, 16].
B Teuenme cBoeii aBoIOIIMM 0akTeprodaru mprucroca-
OJIMBAIMCh TIPEONOJIeBaTh MEXaHU3MBI 3aIlllUTHl CBOUX
KJIETOK-XO0351eB M, KaK CJIEICTBUE, MOKA3bIBAlOT BHICO-
Kyl0 OaKTepULMIHYI0 aKTUBHOCTb. Ho um OGakrtepun
TaKKe BBIPaOOTAIM MEXaHU3MBI 3alUTHI, OJIOKHUPYIO-
muye OakTtepruodaroB Ha pasMYHBIX 3Tanax MUX Oei-
crBus [3, 14].

B Hopme MHOXecTBO BUIOB OakTepuodarop Ipu-
CYTCTBYIOT B OpTaHM3Me YeJIoBeKa, HallpuMep, B KHUIIIeU-
HUKE, U PEryJIUPYIOT TOMYISALINI0 MUKPOOOMa, youBas
1ieJieBble TTaTOTeHHBbIEe OAaKTepWH, TIPU 3TOM HEe HAHOCS
Bpena HopmaiabHOI Mukpodope [10, 20]. Jdxs TpaHc-
MopTa BHYTPU OpraHu3Ma (aru MCTOJb3YIOT MEXaHU3M
TPaHCLIMTO3a, KOTOPBIN TT03BOJIIET WM MUTPUPOBATh
yepe3 CJIOM KJIETOK BITUTENNs] M CITOCOOCTBYET ITOIa-
JAHWIO K MECTY JIOKaJiu3aluy OaKTepuajJbHOrO odvara
B opranu3me [5, 11]. Taxke Gakrepnodarm criocoOOHBI
IPOHUKATh Yepe3 TreMaTrodHIedalIndecKuii Oapbep
¥ TIoIaaTh B MHPUIIMPOBAHHYIO KOCTHYIO TKaHb [4, 18].

W13 npeumyiiectB OakreprodaroB XouyeTcsh OTMe-
TUTh UX TIPUPOITHOE MPOUCXOXKICHNE, OTCYTCTBUE Bpeaa
IUISI opraHM3Ma 4ejioBekKa (OHM KiacCU(UIIMPOBaHbI
FDA xak «Generally Recognized As Safe»), BbICOKYyIO
CMeM(PUIHOCTD, Pa3MHOXEHHME TOJBKO B TPUCYTCTBUU
6aKTepUaTbHOTO XO3SIMHA W CAMOCTOSITEbHYIO SJTMMU-
HaIMIo TIOC]ie YHUYTOXEHUS IIeJIeBBIX KiIeToK [16, 18,
24]. B nmpotiecce yruin3saiyu paroB yuacTBYIOT TKAHEBbIE
Makpodaru. B HEKOTOPBIX UCCIEI0BAaHUSIX OTMEYAIOCh,
YTO TIPU BBeIEHUU GaKkTeprodaroB B odar BOCITAJCHUS
MPOVCXOANIIO CHIKEHUE YPOBHSI TIPOBOCITAUTEIBHBIX
LIMTOKWUHOB ¥ WHMUIbTPALIMU JIEWKOILIUTOB B OKPYKaro-
IMX TKaHsx [21].

POCCUVCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2025; 70:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025, 70:(6)

31




O4YeHb BaXXHBIM TPEUMYIIECTBOM (haroB SIBIISICTCS
CMOCOOHOCTb OTHEIbHBIX BUIOB K pa3pylleHUIO OHO-
mwieHok [6, 9, 25]. Ha manHOM 3Tarie He CYIIECTBYET
npernaparoB, 00JlaJalIIUX TaKUM CBOMCTBOM, XOTSI
BeleTcsl OOJIbIIIOE KOJMYECTBO MCCIENOBAHUI B 3TOM
HampasjiaeHuu [25].

CymiecTByloT Tpu Kateropuu (hepMeHTOB OaKTepHuo-
(aroB, CrMOCOOHBIX BIUSITH HAa OUOIUIEHKY: (hepMEHTHI,
MOABEPTalolIe TUAPOJIN3Y BHEKJIETOUHBIC MOJUMEpPHbBIC
BellleCTBa OMOTUTEHKU; (hepMEHTHI, pa3pyllaloliye Kar-
cylly OakTepuaibHOW KIETKU, W (epMeHTbl, paspylia-
Iolle KJIETOUHYIO CTeHKy Oaktepuii [9, 10, 26]. Taxxke
CYILIECTBYET IO KpaiiHel Mepe ofuH BUJ ¢ara, poaylm-
pyrommii JIHKa3y, uto, BepositHO, obecrieuynBaeT OOJIb-
1IIyI0 CKOPOCTb MPOJIBUXKEHUSI 110 OMOTIJIEHKE, TaK KaK B €
COCTaB MOXeT BXoauTh BHeKJieTouHast IHK [15, 26].

Hcxonst U3 pe3ynbTaToB aHaiu3a OOCTYITHOW Ham
JUTepatypbl, 3(POEKTUBHOCTL 3pajguKaluu OuOoILIe-
HOK C MOMOIIbI0 (aroB MOXeT OBITh 3HAYMUTEJbHOM,
0COOEHHO B Cllyyae, ecid HampaBiIsiTb UX HE Ha cpemy,
a Ha camu OMoTUIeHKH [6, 26]. OTnebHOE BHUMAHKE yie-
JICHO TOMY, YTO IJIsSI TIOJIHOTO pa3pyllieHusi OMOTUIEHOK
TpedyeTcsl MpUMEHEHUE BBICOKMX 103 OakTeprodaros,
JIOJKHBI MICTIOJTB30BaThCsl KOHIIEHTpauu He MeHee 10°
(aroB/mi1 11 maxke GoJiee BBICOKUE TO3UPOBKU [22, 26].

XoueTrcsi OTMETUTbh, YTO CYILIECTBYET MCKYCCTBEHHO
CMHTE3MPOBAaHHBINM IITaMM CTa(MIOKOKKOBOro ¢hara,
CIIOCOOHBIN K 3paauKayuy OMOIIEHOK M O0JIagaroIinii
IMAPOKUM CIIEKTPOM JINTUYECKOW aKTUBHOCTH B OTHO-
meHnyn 6akTepunii poma Staphylococcus. JJaHHBIN ITAMM
3amareHToBaH (RU 2565824 C1) u xpaHUTCS B KOJIJICK-
unu ®BYH THIL Bb «BekTop» mox Homepom Ph-1312.
INoxoxuMu cBOMICTBaMHU 00IamaeT mTaMM bakTepuodara
SA18, HO OH cnieun@UIeH TOJIBKO IIJIsI 30JIOTUCTOTO CTa-
dunokokka. On nenonuponaH B ['ocynapctBeHHoi Kos-
JIEKIIMM TATOTeHHBIX MUKPOOPTaHU3MOB U KJIETOYHBIX
kynetyp (FKIIM — OBOJIEHCK) Tl'ocynapctBeHHOTO
HAy4YHOTO 1LIEHTpa MPUKIATHON MUKPOOMOJIOTUM U OMO-
texnoiorun (PBYH THII TIMB) mon peructpaiimoH-
HBIM HOMepoM Ph 62.

Ho ectb Takxe u oTpuliaTesibHbIE CTOPOHBI MPUMe-
HeHMs1 OakTpuodaros. Tak, BbicoOKas crelU(PUIHOCTH
MOXET OBITh HE TOJBKO TTIOCOM, HO M MUHYcoM [16, 17].
OnpeneneHHbI mTaMM OakTepuodara oyner a3¢hdheKkTr-
BEH TPOTUB Y3KOTO psifia MUKPOOPTraHU3MOB, W HE3Ha-
YUTEJIbHAST MyTaLlUsI B HUX B XOJIE Pa3BUTHUST MHMEKIIN-
OHHOTO TIpolIecca MOXET MPUBECTU K HEA(D(PEKTUBHOCTH
npuMeHsiemoro Oakrtepuodara [3, 14]. B ciyuae, ecnm
BO30OYAUTENSIMU UH(EKIINU SIBIISIIOTCS HECKOJIBKO BUIOB
OakTepuii, TpeOyeTcsl MpuMeHeHue (HaroBOro KOKTEMIsI,
B KOTOpPOM OyayT crienu@uuHble s KaXJaoro BHIa
MUKpoopranm3MoB b6aktepuodaru |18, 23]. CymiecTBeH-
HBIM MUHYCOM SIBJISIETCSI JOPOTOBM3HA U CJIOKHOCTD ITPO-
MU3BOJICTBA, TPEOYIOIIAsl UCTIOIb30BAHUSI METOIOB TEeHHOM
1 OMOMHKEHEPUH, a TaKXKe HEYCTOMUYMBOCTD TTPEIapaToB
nipu xpaHeHnu [16, 22]. CTOUT OTMETUTH, YTO TMPU BBE-
neHun 6akTepruodaroB B OpraHU3M pa3BUBAETCs UMMYH-
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HBI OTBET U, KaK CJICJICTBUE, BEIPAOOTKA aHTUTENT, MHAK-
TUBUpYIOIINUX OakTepuodar, HO TIO pe3yJbTataMm psiaa
9KCTIEPUMEHTOB ObLIO BBISICHEHO, YTO JUISI JOCTUKEHMUSI
KJIMHUYECKM 3HAUMMOTO MMMYHHOTO OTBeTa TpeOyeTcsl
BBeJicHWE OOJBIINX 103, YeM HYXHO s darorepa-
nuu [17].

Taxske Henb3st He CKa3aTh O OIOPOKPATUUECKUX CIIOXK-
HOCTSIX, BO3HUKAIOIIMX TIPU TIOMBITKE MCIOIb30BaTh
bGakTeproarn B MeIMIMHCKUX lemax [16, 24]. U3-3a
y3Koit crnieuuuyHOCTH (aroB HEBO3MOXHO pa3pabo-
TaTh CTaHIAPTUM3UPOBAHHBIN TIperapaT, KOTOpbIii OymeT
MOIXOANUTh OOJIBIIMHCTBY TAIIMEHTOB. 3ayacTylo Tpe-
Oyercs pa3paboTKa WHIWBUIYAJTLHOTO (ParoBOro KOK-
TeWJI JUISI KOHKPETHOTO OOJIbHOTO, M, COOTBETCTBEHHO,
MOJIyYeHUe pa3pellieHus Ha ero ucrojb3oBaHue [18, 24].
3HaunT, HeoOXxoaMMa pa3paboTKa YIPOIIEHHBIX TPaBUI,
KOTOpBIE TTO3BOJIUIM Obl OBICTPO peliaTh BOMPOC O BO3-
MOKHOCTHU TIPUMEHEHUsI TIepCOHATM3UPOBAHHOTO TIpera-
parta. K coxaneHuto, B Hallleil cTpaHe TIPUMEHEHUE TaKuX
VHAVBUIYaJIbHBIX ITpErapaToB 3amnpelieHo [16, 20].

bakreprodaru Moryr ObITh BBEIEHBI B OpTaHU3M
JIFOOBIM 13 U3BECTHBIX METOJI0OB — MECTHO WUJIX CUCTEMHO.
B Hamem 0030pe MbI yzmejisieM BHHUMaHME cIiocoOam
MECTHOTO TIpUMEHEHHUSI TIperaparoB OakTepuodaros.
B tabnuie 1 mpencraBieHbl pe3yabTaThl 9KCIEPUMEH-
TOB Ha >XMBOTHBIX MO TpUMEHEHUIO OakTeprodaron
TSI JIEUeHUSI OCTEOMUENTUTA.

B 2020 romy ObUIO TIpOBEAEHO 3KCIEPUMEHTANIb-
HOe MHCCleloBaHWe Ha MbIlaXx, B KOTOPOM HCCIIEI0-
Bajach 3(P@PEKTUBHOCTH MOHOTepanmuu OakTeproda-
raMM TIpU XPOHUYECKOM 14-THEBHOM OCTEOMUETUTE,
BBI3BAHHOM METUIIMJUIMH-PE3UCTEHTHBIM ST, aureus
[26, 27]. ZKuBOTHBIe GBI pa3iejicHbl Ha JABE TPYIIIIbI:
KOHTpOJIbHAs — CO CTaHJAPTHBIMU METONAMU JICUCHUSI,
W TPyIIia, B KOTOPO MPUMEHSTUCH TOJIbKO OaKTepuo-
¢haru, UCIoab30BaIOCh CUCTEMHOE U MECTHOE IMPUMEHe-
Hue. B rpymme ¢ ¢paramMu KoJm4ecTBo GaKTepuii B KOCTH
yYMeHBIIMI0Ch Ha 99% 1O cpaBHEHUIO ¢ KOHTPOJBHOI
rpynrmoii. Takke oTMevasoch CHUXXEHUE YPOBHS TPO-
BOCITAJIUTEIbHBIX ITUTOKMHOB W MEHbIIas IeCTPYKIIUS
KOCTHOI TKaHM, He ObLIO BBISIBJIEHO Pa3BUTUS YCTONUM-
BocT MRSA (MEeTULIMJUTMH-PE3UCTEHTHBIN 30JI0TUCTHIN
cTaUJIOKOKK) K TIpUMeHsieMbiM ¢araM. B TaGnuue 2
MpeacTaBleHbl KIMHUYECKUE MPUMEpPbl MCITOJIb30BaHMS
OakTepuodaroB y JIitojieil C OCTEOMUEIUTOM.

Xorenoch ObI CKa3aThb O pe3yJibTaTaX KOMIUIEKCHOTO
JIGYEHUST XPOHUYECKOTO OCTEOMUENIUTa C MPUMEHEHUEM
OakTteprodaroB, BBITIOJJHEHHOE HAIIMMU COOTEUECTBEH-
Hukamu B 2013 romy [17]. B uccrenoBaHumn yvyactBoBasiv
40 mauyeHToOB C XpOHWYECKMM ocTeomuenutoMm. [larm-
eHTBbI ObLIM pas3/ieieHbl Ha TP TPYIIIbL: TiepBasi rpyrina
rnojydyaja KOMIUIEKCHOE JIeYeHUe, BKIIIOYalollee XUpyp-
TMYECKYIO caHalldlo, aHTUOMOTUKM, BBEACHUE Crieludu-
yeckoro Oakrepuogara u o3oHOTepanuio. Bropas rpymnmna
ToJjIy4yasia TOJIbKO XMPYpPruyecKkoe JieueHUe U aHTUOMOTHKY,
a TpeThsl — TOJIbKO aHTHOAKTEpUAIbHYIO Tepanuio. B mep-
BOW TpyIire TOJOXUTENIbHBINA pe3yabTaT (KynmupoBaHUE
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Suneuc B.A. u coasm. MectHoe nmpuMeHeHHe 6akTeprodaros [JIsl IeYeHHsI OCTEOMUETMTa, BhI3BaHHOTO Staphylococcus aureus

MHMEKIMOHHO-BOCTIAJIUTEILHOTO Tpoliecca) ObLT TOCTUT-
HyT y 82,4% mauueHToB, BO BTOpoit rpynmne — y 31,3%,
a B TpeTheil — y 14,2%. DT0 MOXET CBUIETEILCTBOBATh
0 BBICOKOH 3(h(heKTHBHOCTU MPUMEHEeHUsT OakTepruodaron
B COBOKYITHOCTH C IDYTUMU METOIAMMU JICUSHUSI.

B cucremarnyeckom 0030pe KIMHUYECKUX CIIyvaeB
OCTEOMMUEJINTA, JIJIsI JIeUEHUsI KOTOPOTO MCIMOJIb30Bajlach
¢darorepanus Kak B MOHOBapHaHTe, TaK U B KOMOWHa-

UM ¢ aHTUOMOTUKAMM, OOIIUIT TTOKa3aTesb ycrexa jJede-
HUS XpOHUYECKOTo ocTreoMmuesnrta coctanui 71% [18].

3akoyeHme

darorepanust npeactabiasgeT coOON  YHUKAJIbHBIA
TepaneBTUUYECKUI pe3epB IS MalleHTOB, CTpamaloiInx
oT MHGEKINH, BEI3BAHHBIX ITATOTeHAMU ¢ MHOXKECTBEH-
HOI aHTUOMOTUKOYCTOMYNBOCTBIO, @ TAKXKE IJIST OOJIBHBIX

Tabauya 1. Pe3yabTaThl IKCIEPUMEHTOB HA JKUBOTHBIX N0 MPUMEHEHUIO OakTeprodaros Jis ieYeHHs] 0CTEOMUETUTA
Table 1. Results of animal experiments on the use of bacteriophages for the treatment of osteomyelitis

. MogzeabHoe Cnoco0 BBezieHust
MOIle.J'll) 3200J1eBaAHNS I/IH(l)eKIlPIOHHbll‘[ are’Lr Pe3an>TaT JICUCHUA CcpLiKa
JKHBOTHOE 0akTepuodara
Nupexumm
OCTpEBIil OCTCOMHUEITUT St. aureus Kpomuk B 00J1aCTb OpaXxe- [NonHoe nuzneueHue [23]
HUS
Knuaugeckoe ymyd-
o Mubexkuyu Yy
XpoHUYeCKUit LIEHUE, TTOATBEPXK-
St. aureus Kpomuk B 00J1aCTb MOpaxe- [23]
OCTEOMMEJIUT st JIEHHOE TMCTOJIOTH-
YeCcKu
. IlonHoe uznevyeHue,
XPpOHUYECKUIA OCTEO- Nubexunn
MOATBEPKAEHHOE
MMEJUT (MHOXKECTBEH - St. aureus B 00J1aCTb MOpaxe-
» . Cobaka MUKPOOUOJIOTH - [28]
Hasl yCTOUINBOCTD P. aeruginosa HWSI 1 BHYTPUBEH-
YECKUM U JIy4eBbIMU
K aHTUOMOTHKAM) HbIe UHBEKIINHT
MeTolaMu
Tabauya 2. KnnHuyeckue nNpuMepbl UCTOIb30BaHUS 0aKTeprodaroB y Jojieii ¢ 0CTeOMUETNTOM
Table 2. Clinical examples of the use of bacteriophages in people with osteomyelitis)
3aboseBanue Bo3oyaurenn AHamHe3 Crioco0 BBeeH st PesyabTaT JeyeHus

XpOHMYECKUIT OCTE-
OMMEIUT Ha (hoHe
Ma0eTUYECKOM
SI3BBI TOJICHU [23].

XPpOHUYECKUIA OCcTe-
OMMEJIUT Ha (hOoHE
MabeTUIeCKOn
SI3BBI CTOIBI [23].

XpoHUYeCKUit octe-
OMUEIUT Ha (hOoHE
MabeTnIecKoi
SI3BBI IIEPBOTO
ajiblia cTomsl [21].

Staphylococcus aureus

Staphylococcus aureus
Burkholderia cepacia,
Enterococcus faecalis
Bce BhIsIBIICHHBIE
BO30yIUTE M OOHA-
PYXKWJIM MHOXKECTBEH-
HYIO YCTOMIMBOCTD
K aHTUOMOTUKAM.

Staphylococcus aureus

Peumnus s13BeHHBIX qedeK-
TOB TIOCJI€ XUPYPTUUYECKOTO
JieyeHust, HeapdekTuB-
HOCTh IIPUMEHEHUS aHTH -
GaKTepHaIbHBIX ITperapa-
TOB.

B niepuon ieueHus charamMmu
He IoJjyJyaja aHTUOMO-
TUKH .

HesaxuBaoiasi B Te4eHMe
HECKOJIbKUX MECSIIeB Ira-
OeTUyecKas s13Ba CTOIIbI,
Hea(hGEKTUBHOCTh AaHTU -
0aKkTepUaJbHOTO JIEUESHUSI.
PentreHorpadus cTomsl
BBISIBUJIA TUITMYHbIE TP -
3HAKU OCTEOMUEIINTA.

B nepuon neuenus haramu
He 0JIyJal aHTUOMOTUKMU.

ITanueHT B TeUeHUE M-
TEJbHOTI'O BPEeMEHU TOIydasl
Teparuio aHTHOMOTUKAMM
0e3 BBIPAKEHHOM T10JI0-
XKUTEIbHOU TMHAMMKH,
ObLTa yrpo3a aMImyTaluu
NMACTATbHOM (haJlaHTH.

B nepuon neuenus charamMmu
He ToJTyJyaJl aHTUOMOTUKH .

[lepopanbHo -UHTE-
ctudar u Cradu-
Jnodar
MectHo — Cradu-
sodar 10 M1 Ha Map-
JIeBO candeTke
KaXIbli 1eHb

IlepopaibHO
Hurectudar u Cra-
dunodar
MectHO
Cradunodar
MHBEKIIMS B 00J1aCTh
nopaxeHust 20 Mt
(dar npotus Bur-
kholderia cepacia
He ObLJT HalIeH)

Wnbeknus B 001acThb
nopaxenus: Crau-
nocara 0,7 Ky0.cMm.
OJIVIH pa3 B HEJEIIO.

[NonHoe uzneueHue
Ha 18-oii Henee
JIYCHUSI, TIO TaHHBIM
peHTreHorpaguu
TOJICHU B TeUCHUE
2 JIeT TocIie Tepanuu
peuuanBa OCTeOMUe-
JIATA HeT.

Knuangeckoe
yaydieHue, yepes 6
HeJleslb HabJII01a10Ch
3HAYUTEITHbHOEC YMEHb-
LIEHUE TUIOIIAIN
PpaHeBOU MOBEPX-
HOCTH, IO TaHHBIM
KT cromnbl nmpu3Ha-
KOB OCTEOMUEIUTA
He OBLJIO BBISIBJICHO.
B TeueHue roma nocie
Tepanuy pelauBa
HET.

[NonHoe uznevyeHue,
3aKpbITUE paHE-
BOU MTOBEPXHOCTH.
I1o naHHBIM peHT-
reHorpauu CTOIbI,
MPU3HAKOB OCTEOMU-
enuTta HeT. B Teue-
HUE Tpex JIeT Mocje
Tepanuu MpU3HaKoB
peLuuanBa HeT.
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C PEUMINBUPYIOIIMMU THOMHBIMU MHMEKIUAMHU, B 4ACT-
HOCTH, UH(EKIIMIMU KOCTHOI TKaHu. OgHaKO BHeIpe-
Hue (arorepanuy B KIMHUYECKYIO TTPAKTUKY CIEePKUBa-
€TCsl MHOXKECTBOM (paKTOPOB.

Heobxonuma cranmaptusanmsi (aroBbeIX Tperapa-
TOB, BKJIIOYasi OIpejiesieHrWe CIeKTpa WX aKTUBHOCTH,
CTabUJIBHOCTM M 0e30TMacHOCTU. BaXXHbIM acriekToM
SIBJISIETCSl  TaKKe pas3paboTka 3(PdEeKTUBHBIX METOIOB
IIOCTaBKM (paroB K ovyary MHGEKIINM, 0COOEHHO B CIIy-
yae TJyOOKO pacCIOOXEHHBIX WJIM TPYTHOAOCTYITHBIX
nopaxeHuii. KpoMme Toro, HeoOXOaMMO MPeoaosieTh
peryisiTopHble Gapbepbl, TPEIMSITCTBYIOIINE IIMPOKOMY
BHEAPEHUIO (harorepanuu B KIMHUYECKYIO TPAKTHUKY.
Pa3paboTka 4eTKMX MPOTOKOJIOB MPUMEHEHMS, OCHOBaH-
HBIX Ha MPUHIIUIIAX 10Ka3aTeJIbHOW MEIUIIMHBI, U TIOJTy-
YeHHue pa3pelieHuil OT peryaupyIolIuX OpraHOB SIBJISI-
JOTCS KJIFOUEBBIMU IaraMy B 3TOM HarpaBJICHUU.

Xots1 GakTepuodarn He MOTYT ITOJTHOCTBIO 3aMEHUTh
AHTUOMOTUKM, MX TTOTEHIIMAJIbHBIN CUHEPTU3M OTKPLIBAeT
MHOTOO0OEIIAIOIINe TOPU3OHTHI, a TIPUMEPHI YCITEITHOTO
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OPUINHAJIbBHbBIE CTATbU

JoarocpoyHoe BiusiHue Kejae3a, BuTaMuHa E u ¢o/imeBoil KMCI0ThI HA MOKa3aTe/
KPaCHOI0 POCTKA KPOBETBOPEHHs Y JieTell, POAUBIINXCS HeJOHOIEHHBIMHA
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Long-term effects of iron, vitamin E, and folate on hematopoiesis red germ parameters
in preterm infants

N.V. Korotaeva'?, L.I. Ippolitova’

'Burdenko Voronezh State Medical University, 394036, Voronezh, Russian Federation
2Voronezh Regional Clinical Hospital N2 1, 394066, Voronezh, Russian Federation

Pannsasa aneMust HeIOHOMIEHHBIX — O/IHO U3 HaH0OJIee YACTBIX MATOJIOTHYECKUX COCTOSIHHUI, BCTPEYAIOMIMXCS Y HEIOHOLIEHHBIX HOBO-
poxKneHHbIX. B HACTOSIIEE BPeMs OCTAIOTCS AKTYAJIbHBIMU HCCJIEIOBAHNS, HANPABJICHHbIE HA BbIsIBJIEHHE HOBbIX METO/I0B KOHCEPBa-
THBHOI KOPPEKIMM AHEMHUIi Y HEIOHOUMIEHHbIX HOBOPOXK/IEHHBIX C LEJIbI0 MPEA0TBPALIEHUS MPOTPECCMPOBAHNUS JAHHOTO MATOJIOTHYe-
CKOTr'0 NMPOoLecca U CHIKEHUS YACTOThI HHBA3MBHBIX METO/I0B KOPPEKIMH TSKEJION0 AHEMUYECKOT0 CMHIPOMA.

Ienb uccaenoBaHus: OLEHKA CPABHUTENIBHOI () (heKTHBHOCTH NPUMEHeHHs XkKeie3a, BuTamuHa E u doimeBoii KUCJI0THI B KauecTBe
NpenaparoB BbIOOPa 1S NPO(UIAKTHKY U JIedeHHs] AaHEMUU HEIOHOLIEHHBIX JeTeil.

Marepuaisi u Metoabl. VccienoBanue BKIIOYAIO0 B ce0sl 85 HeJOHOMIEHHBIX /IeTeil U3 rPYNIbl PUCKA MO PA3BUTHIO PAHHE aHeMUH,
HAXOMBIIMXCS HA JICYEHUH B OT/IEJIEHUH MATOJIOTMM HOBOPOXK/IEHHBIX M HEJIOHOIIEHHBIX JieTeil. B paMKax cTaHaapTHOro mpoToKoJa
JiedeHHsI ¥ BBIXOKMBAHHUS JAHHOTO KOHTUHTEHTA JIeTeil, ObLIM HA3HAYEHbI JIeKapCTBeHHbIE npenapatsl (BuTamuH E, hosmesas kuciora,
npenaparsi xkeJje3a). B yctanoB/ieHHbIe JeKpeTHPOBAHHbIE CPOKH — 3 Mecsna, 6 mecsues, 9 Mecsiue u 12 MecsiieB — y BOIIEIUINX
B HCCJIeIOBAHKE JeTeil MPOU3BOIUIACH OLIEHKA YPOBHEii reMOor100MHa, SpUTPOUMTOB U heppUTHHA.

Pe3ynbraThl Hccsie10BaHus. BbLI0 yCTAHOBIIEHO, YTO B 10JTOCPOYHO MEPCIIEKTHBE UCTIOJIb30BAHKE NPENAPATOB XKeJjie3a B 103e 2 Mr/Kr/
CYT C 1eJbi0 NPOGUIAKTHKYA PA3BUTHS AHEMHH Y HEIOHOUIEHHBIX HOBOPOK/IEHHBIX MMEJI0 HanOobIyio 3¢ ¢eKTHBHOCTD (MOKa3aTem
(heppuTHHA K KOHIY 7 HeJe/M XKU3HH B IAHHON TPyNIe JeTeil UMeJd caMble MAKCUMAIbHbIE 3HaYenus, p<0,05). B oTHomeHuu ucnoJnb-
3oBaHus BuTaMuHa E u (osmeBoii KMCI0THI HAOMOTAIACH 00pATHAS TMHAMUKA — Y HOBOPOXKIEHHbIX, HE MOJYYABUIMX PYTHHHO JAHHbIE
JIEKApCTBEHHbIE MpPenapaThbl, MOKa3areiy (heppuTHHA, IPUTPOLIUTOB, TEMOIVIOOMHA 1 TeMATOKPUTA MPEBATMPOBAIA WM K€ OCTABAJINCH
B PABHBIX 3HAYEHUSIX C AHAJIOTHYHBIMH NOKA3ATEISIMU Y JIeTeld, MOTyYaBIINX JAHHbIE JIEKAPCTBeHHbIe cpencTBa pyTuHHO (p<0,05).
3akmouenue. Onpenesiensl Hanbosee 3(peKTUBHBIE 103bI MPENAPATOB, UCIOJb3YIOIMeECs i MPOGUIAKTHKA PA3BUTHS AHEMHUH
HEJIOHOIEHHbIX, COIVIACHO YCTAHOBJIEHHBIM CTAHJAPTHBIM NPOTOKOJIAM JIEUEHHS.

Karouesvte cao6a: Ho8oposicoeHHbie, HEOOHOWEHHbIC, PAHHASL AHeMUsl, hoauesas Kucioma, sumamun E, npenapamel ycenesa, nepewlii
200 JCU3HU, KAMAMHe3

Ansa untuposanus: Koporaesa H.B., VinnonutoBa J1.W. [jonrocpo4Hoe BavsiHWe xenesa, ButamuHa E v @onveBori KucnoTel Ha roka-
3areniv KpacHoOro pocTka KPOBETBOPEHUS Y AETeM, POANBLUMXCS HEAOHOLIEHHbIMW. Poc BecTH nepuHaton v neguatp 2025; 70:(6): 36-43.
DOI: 10.21508/1027-4065-2025-70-6-36-43

Early anemia of premature infants is one of the most common pathological conditions found in premature newborns. Currently, there are
still relevant studies aimed at identifying new methods of conservative correction of anemia in premature newborns in order to prevent
the progression of this pathological process and reduce the frequency of invasive methods of correction of severe anemia syndrome.

The aim of the study was to evaluate the comparative effectiveness of iron, vitamin E and folic acid as drugs of choice for the prevention
and treatment of early anemia in premature infants.

Materials and methods. The study included 85 premature infants at risk of developing early anemia who were treated in the Depart-
ment of Pathology of newborns and premature infants. As part of the standard protocol for the treatment and care of this contingent
of children, medications (vitamin E, folic acid, iron preparations) were prescribed in appropriate preventive dosages. Within the pre-
scribed time limits — 3 months, 6 months, 9 months and 12 months — the children included in the study were assessed for hemoglobin,
erythrocytes and ferritin levels.

The results of the study. It was found that in the long term, the use of iron preparations at a dose of 2 mg/kg/day to prevent the develop-
ment of early anemia in premature newborns was most effective (ferritin values by the end of the 7th week of life in this group of children
had the highest values, p<0.05). With regard to the use of vitamin E and folic acid, the opposite dynamics were observed — in newborns
who did not receive these medications on a routine basis, the indicators of ferritin, erythrocytes, hemoglobin and hematocrit prevailed or
remained in equal values with similar indicators in children who received these medications on a routine basis (p<0.05).

Conclusion. The most effective doses of drugs that are routinely used as drugs of choice for the prevention of early anemia in newborns
have been determined.

Key words: newborns, early anemia, folic acid, vitamin E, iron preparations.
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Kopomaesa H.B. u coasm. [loirocpouHoe BivsiHue xesie3a, Butamuta E 1 homeBoit KMCIOTh Ha TOKa3aTeNld KpaCHOTO POCTKA KPOBETBOPEHHUS Y IETEIA. .

BHaCTOﬂH_Iee BpeMsi  Hauboisiee  MMPOOJEMHBIM
HampaBJieHMEM  TIPAaKTUYECKOM  HEOHATOJOTHU
SIBJISIETCSI  M3yYeHWEe OCOOEHHOCTEN  BBIXaKMBAHUS

IyOOKO HETOHOIIEHHBIX NeTeil B CBSI3U C pa3BUTHEM
y JaHHOW KOTOpThl OTPOMHOIO KOJIMYECTBA OCJIOXK-
HeHnit [1]. OmHUM U3 TaKUX OCJIOXKHEHUU SIBJIS-
eTcsl pa3BUTHE paHHEN aHEeMWU HEIOHOIIEHHBIX [2].
OCHOBHBIMU TMPUYMHAMU peau3aliyi JAaHHOTO I1aTo-
JIOTUYECKOTO COCTOSTHMSI ~ SIBJISIETCS  HeIOoCTaTOuHast
BBIPa0OTKA 3PUTPOIIO3THHA, (hJIeOOTOMUYECKUE TTOTEPHU
BBUIlY TIJIAHOBBIX 3a00POB aHAJIM30B KPOBU (C LIENbIO
MpoBeAeHUsI HEOoOXOAMMOTro CcreKTpa J1abopaTopHO-
NIMAarHOCTUYECKUX MCCIIeIOBaHUIT), HeOJaronpusiTHbIe
¢akTopbl Tpe- M MOCTHATAJILHOTO Tepuona (Harpu-
Mep, TSDKeJTBIN BPOKIeHHBIM MH(MEKIIMOHHBIN TIpoliecce,
remopparunyeckoe mnopaxkenve LHHC wu t.1.) [3]. Hdau-
TeJIbHOE CYIIECTBOBAHME y HEJOHOIIEHHOro pebeHKa
aHEMUYECKOT0 CHUHIpOMa IPUBOAUT K HAPYIIEHUIO
amekBaTHOUN mepdy3uu B pa3IMYHBIX OpraHax M TKa-
HSX, 9YTO TIPUBOAUT K UX KUCIIOPOJHOMY TOJI0AaHUIO |5,
6]. TIpu TsoKEIOM TeYEeHWU JAHHOTO MaTOJOTMYECKOTO
COCTOSIHMSI TaKWM JIeTSIM 4acTo TpedyeTcsl TpoBeje-
HUe TpaHchy3UU TOHOPCKUX IPUTPOLIUT-CONEPKAIIUX
Ccpell, YTO COTPSIKEHO C OOJIBIINM KOJTUYECTBOM OCIOXK-
HeHuii [7]. Takum obOpa3zom, B HacTosilliee Bpemsl BCe
elle OCTAaloTCsl aKTyaJbHBIMM HCCJIeI0BaHUs, HalpaB-
JICHHBIE Ha BBISIBIEHWE HOBBIX METOIOB KOHCEPBATUB-
HOI KOPPEeKIMU aHeMU Yy HETOHOIIEHHBIX HOBOPOXK-
NIEHHBIX C 1IeJbI0 MPeIoTBpalleHNs] TTIPOrPecCUpOBaHUS
JIAaHHOTO TIaTOJIOTMYECKOro TIpolecca W CHUXKEHUS
YacTOThl MHBA3UMBHBIX METOIOB KOPPEKIIUU TSKEJIOTO
aHeMMYeCcKOoro cuHapoma [8].

Ileab uccnenoBanus: olieHKa CpaBHUTEIbHOM 3 heK-
TUBHOCTU TIpUMEHEHUS Xeje3a, BuTamuHa E u ¢onue-
BOI KMCJIOTBI B Ka4eCTBe IMpernapaToB BbIOOpa IJIsl TIPO-
(pUTAKTUKK U JIeYeHUST aHEMUU HEJOHOIIIEHHBIX JeTEe.

XapaktepucTtuka peteu U MeToAbl UCCNeA0BaHUSA

IIpoBeneHo paHIOMU3UPOBAHHOE TIPOCTIEKTUBHOE
HCClIeIoBaHNe C yJacTueM 85 nmeTeid ¢ BeCOM TpU pOX-
nenun MeHee 1500 r (rectauMoHHBI Bo3pacT 24—33
Heneau), HaXOAMBIIMXCS Ha JIEYEHUM B OTIEJICHUU
MaTOJOTMU HOBOPOXIEHHBIX U HEIOHOIIEHHBIX JETEH.
HccnenoBanne MHUIIMMPOBAHO Ha Kadeape HEOHATOIO-
run u negratpun @I'bOY BO «BopoHexckuii rocygap-
CTBEHHBII MEIULIMHCKU YHUBEPCUTET». 3a00p U MPOBE-
JIeHVe BCeX HEOOXOMMMBIX JJAOOPATOPHBIX UCCIIETOBAaHUI
MPOBOIMINCH B paMKaxX CTaHAAPTHBIX IMPOTOKOJIOB Jieye-
Hus. Habop y4yacTHUKOB MCClIeOBaHUSI U PEerucTpaims
pe3yabTAaTOB IpOBOINWINCH ¢ siHBapst 2022 1o sTHBaph
2024 roma. IlaumeHTH HaOMIOZATNMCHL C MOMEHTA yCTa-
HOBKM JMarHo3a <«paHHSIS aHEeMUSI HOBOPOXKIEHHBIX»
U 10 NOCTMXKEeHUsS UMM Bo3pacTa 12 mecsiuieB. Kpurepu-
SIMW MICKJTIOUEHMST ObUTM OTKa3 O(UILIMAIBHBIX 3aKOHHBIX
npeacTaBuTeNiel pebeHKa B ydyacTue Ha KaKoOM-JIMOO
9Tane MCCIeNoBaHUs; OTCYTCTBHME HEOOXOAMMBIX MaH-
HBIX B MEIWIIMHCKOW JOKYMEHTAUMU peOeHKa; HaJli-

yype B aHaAMHe3e y JIeTeil MH(popMaluu o TpaHCHY3UsIX
3PUTPOLIUT-CONEPKAIINX KOMITOHEHTOB.

YV HOBOpPOXIEHHBLIX B Bo3pacTe 7—8 Hemesb C yCTa-
HOBJIEHHBIM JUATHO30M «paHHsSS aHeMUsI HeTOHOIIEeH-
HBIX» WM HaXOISIIUXCS B TPYIIIE pUcKa MO Pa3BUTHIO
JAHHOTO COCTOSTHMSI OBUT TIpOM3BEAEeH 3a00p KpOBU
C 1IeJIbIO OTpee/ieHUs] ypOBHS (peppUTUHA (TOBTOPHbBIE
3a00pbl YPOBHS (PeppUTHUHA HE MPOU3BOAUIUCH BBUIY
TeXHUUYECKMX BO3MOXKXHOCTel Jtabopatopun). CoraacHo
CTaHIAPTHOMY TPOTOKOJY JIEYEHUST ¢ MpodUIaKTUIe-
CKOW IIeJTbIO Y JTaHHOW TPYIITHl HOBOPOXKIAECHHBIX ObLITHA
HazHauyeHbl BUTaMuH E — 5-10 mr/cyT, donueBast Kuc-
snora - 100 MKr/cyT, mpemnapaThl xene3a — 2-5 mr/kr/
CyT TIOCJie OKOHYAaHUS Kypca 3PUTPOTNO3TUHA B J103€
750 EJ[/xr/Hem B TeyeHWe 6 Hemenb (OLIEHWBATAach
3¢ (HEKTUBHOCTb MCITOTB30BaHUS JAHHBIX JIEKAPCTBEH-
HBIX CPEICTB B KauyecTBe Mephbl MPOMUIaAKTUIECKOTO
JIeYeHMST TIO3MHEeN aHeMUM HOBOPOXKAEHHBIX). B ycra-
HOBJIEHHBbIE JEKpPETUPOBAHHBIE CPOKM — 3 Mecsdla,
6 MecsueB, 9 MecsueB 1 12 MecsleB — y BOIIEIIINX
B MICClIeOBaHME AeTeil MPOU3BOIMIIACH OIIEHKA YPOBHEM
reMOTJIO0MHA, SPUTPOLIUTOB U (DeppUTHHA B COOTBET-
CTBUU CO CTaHAAPTHBIM MPOTOKOJIOM BeleHUs TaHHOM
KOTOpTHI feTeil. Heobxomumble tabopaTopHbIe TTOKa3a-
TeJIW OpajiiCh U3 TaHHBIX MEAUIIMHCKOM TOKYMEHTAIIUN
OTIeJIeHUsT KaTaMHe3a.

ITo xaxmoMmy U3 OIEHUBAeMBIX KpUTEPUEB ObLTH
copMUPOBaHBI TI0 2 UCCIeAyeMble TpyImbl. s mpe-
MmapaTtoB XeJjie3a: | rpymnma — JeTH, MOJydYUBIIUe TIpera-
paThl Kejie3a B 1o3e 2 Mr/Kr/cyrt, 2 rpymnmna — 5 mr/kr/
cyt. lng Buramuna E u ponmesoit kucnotsl: 1 rpyrnmna —
JIETH, TIOJIyJaBIlIe BBHIOpAHHBIN TIperapar, 2 rpymnmna —
JIETH, B Ube JIeUeHNEe TaHHBII MperapaT He ObIJT BKITIOYEH.

Bce HOBoOpoXIeHHBIE, BOIISAIINE B UCCIIEIOBa-
HUe, TIONyYaJu HEOOXOOMMYIO HYTPUTHUBHYIO TIOMI-
JEpKKY B BUJAE DHTEPAJIbHOTO KOPMIIEHUs (MPU HaJM-
YUY TPYIHOTO MOJIOKA — BCKapMJIMBaHWE MPOBOIMIOCH
C WCMOJh30BaHUEM JTaHHOTO cyOcTpaTa, MpHU HeIoCTa-
TOYHOI GEIKOBO-3HEPreTUYEeCKO Harpy3ke — ¢ 100aB-
JeHreM ¢dopTudukaropa; TPU OTCYTCTBUU TPYIHOTO
MOJIOKA — CHeNUaTM3UPOBAaHHONW CMeChblo Ul Helo-
HOIIIEHHBIX HOBOPOXAEHHBIX). JlomoaHuTe bHOEe pas-
JieNleHWe B MCCIIEMYeMBIX TPYIIax MO BUIY SHTEPAbHOTO
BCKapMJTUBAHUS He MPOBOAMIOCH. [IpMKOPMBI BBOTUINCH
COITACHO HAIllMOHAJIBHOMY KaJleHIapio B CITEIHUaTbHO
YCTaHOBJIEHHBIE IEKPETUPOBAHHBIE CPOKU C 4 MeCSIIIEB.

JlaHHOE MccaeaoBaHNe OM00pPEeHO STUYSCKUM KOMMU-
tetom PI'BOY BO «BopoHeXCKHMi TOCYTapCTBEHHBIM
MenuuuHckuil yHuepcuter uM. H.H. Bypnenko» (yi.
Crynenueckas, 1. 10, r. Boponex, 246000, Poccuiickast
®enepanust), mpotokos Ne 4 ot 05.12.2019 rona).

Cmamucmuveckuii anaaus. Pa3Mep BBIOOpPKU TIpen-
BapUTEJIbHO HE PAaCCUMTHIBAIIM. B ciydae OTCYTCTBUS
WHpOpMALIMM TI0 KaKOMY-JTUOO M3 OIEHMUBAEMBIX
KpUTEepUEeB JaHHbIE HOBOPOXIECHHBIE WCKIIOUAINCH
n3 ucciaenoBaHus. CTaTUCTUYECKUN aHAJIM3 TIPOBO-
JIAJICSI C UCITOJIb30BaHueM TiporpamMmel StatTech v. 4.0.6
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(pazpabotunk — OOO «CratTtex», Poccust). Konnue-
CTBEHHBIE TTOKa3aTeJd OLEHUBAINCh Ha TIPEAMET COOT-
BETCTBUSI HOPMAJIbHOMY pacHpeleeHUI0 ¢ TTOMOIIBIO
kputepus lllanupo-Yunka (ripu umcie uccienyemMbix
meHee 50) unm kputepuss Koamoroposa-CmupHoBa
(ripu yucne ucciaenyembix 6osee 50). KonmyectBeHHbIE
MoKa3aTeIv, MUMeIole HOpMallbHOe pacripeesieHue,
OIMKCBLIBAIMCH C TTOMOIIIBIO CPETHUX apUOMETUISCKUX
BesmynH (M) u ctaHmapTHBIX oTKIoHeHu#t (SD), rpa-
Hut 95% noseputenbHoro natepsana (95% JAN). B ciy-
Yyae OTCYTCTBUSI HOPMAaJIbHOTO pacrpeneeHusT KoJaude-
CTBEHHBIE JaHHBIE OTTMCHIBAIMCH C TIOMOIIBIO MEANAHBI
(Me) n HmxxHero u BepxHero kBaptwieir (Q1 — Q3).
KarteropuanbHble TaHHBIE OMUCHIBAIUCH C YKa3aHUEM
aOCOJTIOTHBIX 3HAYEeHU M TPOLEHTHBIX mojei. CpaB-
HEHMEe IBYX I'PYMI MO KOJUYECTBEHHOMY MOKa3aTeio,
MMeoIIeMy HOPMaJlbHOEe pacIipeleicHue, TP YCIo-
BUM paBEHCTBA OUCIEPCUI BBITTOTHSIIOCH ¢ TTOMOIIBIO
t-xputepusi CTbIOIEeHTA, TPU HEPABHBIX IUCIIEPCUIX
BBITIOJTHSIJIOCH C MOMOIIBIO t-KpuTepus Yamua. CpaB-
HEHWEe IBYX I'PYMI MO KOJUYECTBEHHOMY MOKa3aTelo,
pacnpeneieHre KOTOPOrO OTIMYAIOCh OT HOpPMAajb-
HOTO, BHITIOJTHSIOCH ¢ omolibio U-kputepust MaHHa-
Yuthu. CpaBHeHUE MPOILEHTHBIX HOJIeil TIpU aHaIu3e
YETBIPEXTOJbHBIX TaOJUIl COMPSIKEHHOCTU  BBITIOJ -
HSJIOCh € TIOMOINBIO, KpuTepust xu-kBampaTt [MupcoHa
(ipy 3HAYEHMSAX oOXumaemMoro sBjaeHus Oojee 10).
CTaTuCTUYeCKN 3HAYMMbIe TOKa3aTeIu OIpeaesIuch
ipu p<0,05.

Pe3ynbraTbl

Brita mpowu3sBeneHa olleHKa J1abOpaTOPHBIX MOKa-
3aresiell 85 HeTOHOIIEHHBIX HOBOPOXIEHHBIX C recTa-
IIMOHHBIM Bo3pacTtoM oT 27 mo 33 nHemennr (Me 29,5
[28, 00; 31,00]), ¢ Becom Menee 1500 r (Me 1240
[997,50; 1405,00]), u3 KOTOPBIX HA MYXCKOI1 ITOJI TIpU -
xomutcsa — 48% (n=41), Ha xeHckuil — 52% (n=44).
CpenHue 3HaYeHUS OKPYKHOCTU TOJOBBI MPU POXK-
menun 26,00 [24, 00; 28,00], OKpY:KXHOCTH TpyI-
Hoi kiaetku 25,00 [22, 50—26,00]. CpenHss oleHKa
no mkane Anrap Ha 1 muayte 4,00 [3, 00—5,00], Ha 5
muHyTe 6,00 [5, 00—6,00].

Hamu ObuT TIpoBeneH aHaNIW3 BIMSTHUST Pa3IMYHBIX
nMpoduJIaKTUYECKUX 103 TperapaToB xkene3a (2 Mr/Kr
U 5 MI/KT) Ha TOKa3aTeJu 3PUTPOIIUTOB, TeMOTI00MHA
1 TeMaTOKpUTa y JIeTeil B Bo3pacte 3, 6, 9 u 12 Mmecsiies.
IMony4yeHHBIE pe3yabTaThl TIPEeACTaBICHBI B TabuIIEe 1.

Bbuto ycTaHOBIEHO, UTO IETH, TTOJydYaBIIME Tpera-
paThl Xesie3a B 103€ 2 MI/KI/MWH, UMeIU 0osiee BbICO-
KWe mokasarenu ¢heppuThHA B Bo3pacte 7—8 Hemenb,
YyeM Te, KTO ToJtydas mpernapat B go3e 5 mr/kr (p<0,01).
ITpu otileHKe B3aMOCBsI3eil MeX1y TTOKa3aTeJIsIMU TeMO-
IJTI0OMHA/3PUTPOLIUTOB y AeTeil B Bo3pacTe 3, 6, 9 u 12
MecsIlIeB U 0301 Mperaparta kejie3a CTaTUCTUIECKU 3Ha-
YUMBIE pa3IM4sl MOJy9eHbl He ObLTH. [1laHCchl Ha HacTy-
MJIeHWe KOMOMHMPOBAHHOTO McXola (CHMXXKEHUE TeMO-
rnoduHa Huxe 105 r/n u/vnm depputrHa HUXe 15 MKr/n

OPUINHAJIbBHbBIE CTATbU

Ha | romy XW3HUM) B TpyMIie IeTel, KOTOpble MoJydaau
JKeJe30 B 103e 5 MT/KT, ObUTH HIKe B 1,946 pasa 1mo cpaB-
HEHMIO C TPYyMNIOW TOJyYaBIIUX 2 MT/KT (pa3inyuusi
1IaHCOB He ObLIM cTaTUCTUYecKn 3HaYMMbiMu — OILII =
0,514;95% ON: 0,179 — 1,479).

Taxke Hamu ObUT TIPOBENEH aHAJIU3 BIUSHUS
HazHayeHUs] BUTamMyMHa E B mpodunakTuyeckoit mose
5—10 Mr/cyT Ha rokasaTeju reMorjJo0MHa, 3PUTPOIU-
TOB U TeMaTOKpUTa Yy JeTeil B Bo3pacte 3, 6, 9 u 12 Mec.
ITonydyeHHbIe pe3yJIbTaThl MPENCTABICHBI B TA0IUIIE 2.

Bblio  ycTaHOBIEHO, YTO y JAeTeid, MOJy4aBIIUX
ButamuH E B mosze 5—10 mr/cytr mokasarenu ¢eppu-
THUHA B Bo3pacTe 7—8 Henesb OB B 2 pa3a BbIIIE, YeM
y TeX, KTO He TToJiydyaj nMpoIakKTUIeCKH JaHHbIN Tpe-
napat. IllaHchl Ha HacTyrieHUe KOMOWHUPOBAHHOIO
ucxona (CHUXXeHue remoriobuHa Huxe 105 r/n u/unu
¢depputuHa HUXe 15 MK/ Ha | roay >KU3HU) B TPyIIIIe
neTeil, KOoTopbie Moyiydasiu BUTamMuH E, ObutM HMXe
B 2,738 pa3za, 1o cpaBHEHMUIO C TPYIINON HEe TTOTyYaBIINX
NAaHHBIN JIEKapCTBEHHBIN Tpernapar, pas3ivudus IaH-
coB ObUTM cTaTHcTUYecKu 3HaumMbiMu (OLI = 0,365;
95% OW: 0,135 — 0,992). OngHaKo eciu AeTadbHO U3Y-
YUTh TIOJYyYEHHbIE CpelHUE 3HAaYeHUs OIIEHMBAeMbIX
rnokasaTeseil MeXIy MCCIeIyeMbIMU TpyMIamMu IeTei,
TO MOXHO YBMUIIE€Th, YTO y T€X HOBOPOXIEHHBIX, KTO
PYTUHHO HE MOJIydyasl C 1eJbl0 MPOPUIaKTUKU U Jieue-
HUS paHHE aHEMUU HEJOHOIIEHHBIX MperapaThl BUTA-
muHa E, 3HaueHus1 remorsioOnHa, 3pUTPOLIMTOB, dep-
pUTMHA U TeMaTOKpPUTa MPaKTUUYECKU HE OTJIMYAIUCH,
npuyeM B OOJILIIMHCTBE Cy4yaeB y aeTeil u3 1 rpymiibl
(metu, He TOJy4YaBIIMEe PYTMHHO NAaHHBIN JIEKAPCTBEH-
HBII Mpernapar) olleHUBaeMble 1oKa3aTeJ v ObLIN BhIIIE.
Wcxonst M3 BhIIECKa3aHHOTO MOXHO CleJlaThb BBIBO/I
0 TOM, YTO BbIpakeHHOU 3(GheKTUBHOCTU BUTaMUHa E
B KauecTBe TpenapaTta BbIoopa B MpoduIakTUKe paHHEN
aHEeMUU HEJOHOIIIEHHBIX HeT.

Taxxke HamMu ObUT MPOBENEH aHAIW3 BIWUSHUST TPU-
MeHeHus (hoIMeBOIl KUCIOTHI B 103¢ | MI Ha moKazartesu
¢eppuTHHA, TeMOTJIOOMHA, SPUTPOLIMTOB U TeMaTOKpUTA
B Bo3pacte 3, 6, 9 u 12 mecsaues. JJaHHbIE MTPeACTaBICHbI
B Tabsauiie 3.

Ilpu nerasbHOM W3yYEeHUU TOJYYEHHBIX PeE3yJibTa-
TOB MOXHO CJ/ieJ1aTb BBIBOJ O TOM, YTO AETH, TOJIy4aB-
1IMe B KadyecTBe Mpo(UIaKTUKM paHHEH aHEeMUU HeI0-
HOIIIEHHBIX TIpernapaTtbl (OJMEeBON KUCIOThbI, WMEJU
0oJiee BBICOKME TTOKA3aTeIM 3PUTPOLIMTOB, TeMOTJI0O0MHA
U reMaTokpuTta B Bo3pacte 3 mec. OnHaKO B AMHAMUKE
NaHHasi TeHaeHUus usMeHsietcs. [lpu dusmonoruye-
CKOM pocTe pebeHKa OlleHMBaeMble TTOKAa3aTeJIv B IPYTITIe
NeTeli, He ToJIydyaBIIMX PYTUHHO Tipernapartbl (hoaueBoit
KUCJIOTHI, UMeJIN 0oJiee BBICOKME aOCONIOTHBIE 3Haye-
Hus. Ha ocHOBaHMM JaHHOTO 3aKJIFOYEHUS MOXKHO CHe-
J1aTh BBIBOJI, UTO PYTUHHOE TTPUMEHEHMe TaHHOTO TIpera-
paTa B KauecTBe MpernapaTa-BbiOopa 1isl MpohUIaKTUKI
aHEMMU Y HEIOHOIIIEHHBIX HOBOPOXKIEHHBIX 000CHOBAHO
TOJIbKO 1O JOCTVIKEHUSI UMU TPEXMECSTYHOTO BO3pacTa,
JajbHeIee ero UCIob30BaHue HelleJecoo0pasHo.
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Kopomaesa H.B. u coasm. [loirocpouHoe BivsiHue xesie3a, Butamuta E 1 homeBoit KMCIOTh Ha TOKa3aTeNld KpaCHOTO POCTKA KPOBETBOPEHHUS Y IETEIA. .

006cyxaeHue

B Hacrosgiiee BpeMsl CyILIEeCTBYET OrpaHUUYEHHOE KOJIN-
YECTBO JAHHBIX, OTpaXKalOIIMUX BJIUsSHUE BUTaMKMHA E
Ha IoKa3aTeJIM KpaCHOTO pocTKa KPoBH. M3ydeHO TOJIBKO
JIUIIb  HECKOJIbKO OCHOBOMOJIATAIONINX MEXaHU3MOB:
BO-TIEPBBIX, BUTaMUH E B opraHnsMe pedbeHKa BBITTOIHSIET
POJTb AaHTUOKCHIAHTA, 3AIMINAIONIETO MEMOPaHy pUTPO-
LIMTOB OT BHELIHMX 3K30T€HHBLIX arpeCCUBHBIX BO3MIEiH-
CTBUIi1; BO-BTOPBIX, OH HEBHAUUTEILHO CTUMYJIMPYET IPO-
1IECChI PUTPOITOA3a TUT0Ia U HOBOPOKIEHHOTO. B MTaHHBIX
COBPEMEHHOI JTUTEPATyphl €IMHOr0 MHEHUSI 00 3dhdeK-
TUBHOCTU TIPUMEHEHUS JTaHHOIO JIEKAPCTBEHHOIO Cpel-
CTBa B KayecTBe Iperapara BeIOOpa sl JIEUEHUsT U TPo-
(GWIAKTUKY aHeMUN Ha JaHHBIM MOMeHT HeT [9, 10].

ITo pesyiabTaTaM TPOBEIEHHOTO HaMU MCCIeI0Ba-
HUs ObUIO YCTAHOBJIEHO, YTO CPEeIHME 3HAYEHUST reMO-

IJIOOWHA, J3PUTPOLUTOB, (EeppUTUHA W TeMaTOKpUTa
y JeTeil, pyTUHHO IMOJyyaBIIMX BUTaMuH E, B cpaBHeHME
¢ TeMHM, KTO He TIOoJydasl TaHHBIX Tpernapar, pakThde-
CKHM He OTIWYalnch. B wMccrnemoBaHWM, TPOBEICHHOM
M.A. Pathak u coaBTOpamu, ObLIM TMOJyYEeHbI aHaIO-
TMYHBIE JaHHBIE. ABTOPBI YCTAHOBWIM, UTO IE€pOpaib-
Heiit ipueMm ButamuHa E B mosze 50 EJl/cyt He ycuim-
BaeT peakiMio ToKazaTejell KpacHOTO pPOCTKa KpOBU
Yy HEIOHOIIEHHBIX HOBOPOXIEHHBIX Ha IPOBOAMMYIO
Tepanuio. B ToM unciie He OBUIO BBISIBJIEHO ITOJOXM-
TeTBHOTO 3 (heKTa OT KOMIUIEKCHOTO MPUMEHEHMS TaH-
HOTO TIperapaTa B KOMITUWJISILIMY C TIpernapaTtaMiy XKelie3a
M 3PUTPONOSTUHA B CPaBHEHUM C TpyImIoi mame6o [10].
PerpocnektuBHbI aHamm3 70 MCITAHCKUX MJIAACHIIEB,
MOCTYIUBIINX B OTAEJIEeHWEe MHTEHCUBHOW Tepanuu [V
YPOBHS C YCTaHOBJIGHHBIM IUATHO30M TeMOJUTUYeCKast
aHeMMsI, TTOKa3aJjl, YTo y NeTeil, B Ybe JICYeHUE PYTMHHO

Tabauya 1. Anamm3 1a00PaTOPHBIX MOKA3aTeieil B 3aBUCMMOCTH OT J03bI penapaToB xkene3a, M = SD / Me (n=85)
Table 1. Analysis of laboratory parameters depending on the dose of iron preparations, M = SD / Me (n=85)

Jlo3a npenaparos xeesa

11 K
OKa3aTen aTeropuu M+SD/ Me 95% A ; p
Qi—Qs

®epputn B 7—8 2 MI/KT 79,33 + 12,83 65,87 — 92,80 6 OB

HeJie/b (MKT/JT) 5 Mr/Kr 34,77 + 13,18 26,81 — 42,73 13 ’
2 MT/KT 109,37 + 13,87 105,38 — 113,35 49

Hb 3 mec. (r/mn) 0,635
5 Mr/KT 111,38 + 12,17 104,03 — 118,74 13
2 MI/KT 120,00 111,00 — 129,00 45

Hb 6 mec. (/1) 0,313
5 Mr/Kr 117,50 112,00 — 124,25 12
2 MI/KT 124,00 117,00 — 129,00 39

Hb 9 mec. (r/n) 0,628
5 MI/KT 119,50 118,00 — 127,00 10
2 MT/KT 124,37 + 10,11 121,37 — 127,37 46

Hb 12 mec. (r/m) 0,128
5 MI/KT 129,23 + 9,65 123,40 — 135,06 13
2 MI/KT 3,64 £ 0,49 3,50 — 3,78 49

Op 3 mec. (10%12/m) 0,846
5 Mr/KT 3,67 £0,42 3,42 — 3,93 13
2 MI/KT 3,96 £ 0,45 3,83 — 4,09 45

Bp 6 mec. (10%12/1) 0,403
5 MI/KT 4,03 +£ 0,20 3,91 — 4,16 12
2 MI/KT 4,06 + 0,45 3,91 — 4,20 39

Op 9 mec. (10%12/) 0,677
5 Mr/KT 4,12 £0,30 3,90 — 4,34 10
2 MI/KT 4,11 £+ 0,60 3,93 — 4,28 46

Bp 12 mec. (10%12/m) 0,303
5 MI/KT 4,31 £ 0,66 3,91 — 4,70 13
2 MI/KT 31,57 £ 3,45 27,94 — 35,19 6

Ht 3 mec. (%) 0,627
5 MI/KT 32,58 £2,38 28,79 — 36,36 4
2 MI/KT 31,83 £ 5,64 22,86 — 40,80 4

Ht 6 mec. (%) 0,679
5 MI/KT 33,06 +£2,79 29,59 — 36,53 5
2 MI/KT 36,00 35,42 — 36,95 6

Ht 9 mec. (%) 0,302
5 MI/KT 33,60 32,45 — 36,30 3
2 MI/KT 37,37 £3,22 34,39 — 40,35 7

Ht 12 mec. (%) 0,412
5 MI/KT 35,00 £ 6,11 25,27 — 44,73 4

umMeyaHue: — s — , Ht — = U0,
Ipumeuanue: Hb OBEHb reMorjioonHa, D rokasaTeJib 3puTpolnToB, Ht — rmokasatesib remMaTokpura; * <0,05
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ObLT BKJIIOYEH BUTaMUH E, jmabopaTopHbIe MoKa3aTenan
ObICTpEE BBLIPABHUBAINUCH 1O HOPMATUBHBIX, IPUYEM
HauOoJiee BbIpaKeHHBI JieueOHbIi 3¢hGheKT HaboaanCs
Yy TeX HOBOPOXJIEHHBIX, KTO MCXOAHO MMEJ TTOKa3aTesn
rematokpuTa < 26% u peTukysouuTsl 6osee 36,1% [9].
AHaJOrMYHasT KapTUHA CKJIAJBIBA€TCS U B OTHOIIIE-
HuU (GHOJIMEBOI KUCTOThI. B opraHn3me HeTOHOIIEHHOTO
HOBOPOXIACHHOTO (posieBasi KUCIOTa BBITIOIHSIET POJib
Ko(akTopa, CTUMYJUPYIOLIETO MPOIEecChl Tpoaudepa-
UM 3PUTPOOIACTOB HA BcCexX dTamax ux auddepeHIm-
poBku. Ilo pesynbraTaM TpPOBEJEHHOTO HaMHU UCCIe-
IIOBaHUSI, ObUIO YCTAHOBJIEHO, YTO 10 3 MECSIIeB JIeTH,
TMTOJTy4YaBIlKe B Ka4eCTBe MPOMUIAKTUKY paHHEN aHEMUT
HEJOHOIIEHHBIX TIperapathl (DOJIMEBOI KUCIOTHI, UMETN
0oJiee BBICOKME TTOKA3aTeIM SPUTPOLIUTOB, TEMOTI00MHA
u rematokputa. [lpum TmocienyiolieM TOCTHaTaIbHOM
poCcTe M pa3BUTUN CTATUCTUYECKU 3HAYMMOM pPa3HUIIbI

OPUINHAJIbBHbBIE CTATbU

B 3HAUGHUSIX OIIEHMBAaEeMBIX J1TAOOPATOPHBIX MapKepoB
BBISIBIEGHO He OBbLIO, YTO KOCBEHHO MOXET TOBOPUTH
0 HelleJIecoo0pa3HOCTU MCITOJb30BaHUs JAaHHOTO TIpe-
nmapara y OoJiee CTapliMX BO3PACTHBIX TPYMIT JETEH.
B nmaHHBIX COBpeMEHHOI JTUTepaTyphbl CBEACHUS O Tepa-
neBTUYECKON 3(P(HEKTUBHOCTU TIpUMEHEeHUs (PoIMeBOi
KHCJIOTHI Y HOBOPOXIIEHHBIX OYeHb OrpaHWYeHHBI. Tak,
B paHee MPOBENECHHBIX MCCIEAOBAHUSIX OBIJIO YCTAaHOB-
JIEHO, YTO HCIIOJIb30BaHWE KOMITMJISIIMU TaKWX Tpera-
paToB Kak BUTamMuH B12 (B mo3e 3 MKr/Kr/cyT), doaue-
Boi1 KucaoThl (B 1o3e 100 MKT/Kr/CyT) U 3pUTPOIIOITUHA
crioco0cTByeT Oonee 3 (HEKTUBHOMY JCYECHUIO aHEMUU
y HOBOpoXneHHbIX nereir [11]. TTomuMo 3Toro, ObuIM
HaWIeHbI TaHHBIE O TOM, UTO Y IETe ¢ IJIUTETbHO CoXpa-
HSIIOIIMMUCS  TPU3HAKaMM aHEMHUYECKOro CHHIApOMa
Ha TIPOTSKEHUU 3 MECSILIEB psifi eBPOTEHCKUX METUITMH-
CKMX ILIEHTPOB MCITOJB3YET (POJIMEBYIO KUCIOTY B 03¢

Tabauya 2. AHAIM3 TMHAMMKM JTJa00PATOPHBIX NMOKA3aTeJieii B 3aBUCUMOCTH 0T mpuMeHeHns Butamuna E, M £ SD / Me (n=85)
Table 2. Analysis of the dynamics of laboratory parameters depending on the use of vitamin E, M £ SD / Me (n=85)

Buramun E
1T Ka
0Ka3aTeIn Teropuu S 95% TN . P
Qi—Qs
_ 2 Tpynna 86,50 85,25 — 87,75 2
QBDDMTI/IH B7—8 Py’ 0’045*
Henesb (MKr/) 1 rpynima 40,00 30,00 — 55,00 17
2 rpymmna 108,98 £ 13,85 104,82 — 113,14 45
Hb 3 mec. (r/m) 0,444
1 rpynma 111,94 + 12,51 105,51 — 118,37 17
2 rpymra 120,00 112,50 — 129,25 40
Hb 6 mec. (r/m) 0,432
1 rpynma 118,00 110,00 — 125,00 17
2 rpynmna 126,00 117,00 — 129,50 35
Hb 9 mec. (r/mn) 0,268
1 rpymmna 119,50 118,00 — 123,25 14
2 rpymmna 124,47 £ 9,70 121,37 — 127,58 40
Hb 12 mec. (r/71) 0,292
1 rpymma 127,47 £ 11,00 122,17 — 132,78 19
2 rpymma 3,65+ 0,50 3,50 — 3,80 45
Bp. 3 mec. (10*12/1) 0,915
1 rpymma 3,64 £ 0,42 3,42 — 3,85 17
2 TpyImna 4,01 £0,43 3,87 — 4,15 40
Bp. 6 mec. (10%*12/1) 0,300
1 rpymma 3,90 £0,33 3,73 — 4,07 17
2 rpymma 4,09 + 0,45 3,94 — 4,25 35
Bp. 9 mec. (10*12/m1) 0,559
1 rpymma 4,01 £0,34 3,82 —4,21 14
Dp. 12 mec. 2 rpymma 4,17 £ 0,60 3,98 — 4,36 40 f
(10*12/1) 1 rpynma 4,10 + 0,66 3,78 — 4,42 19 ’
2 TpyIna 31,57 £ 3,45 27,94 — 35,19 6
Ht 3 mec. (%) 0,627
1 rpymma 32,58 + 2,38 28,79 — 36,36 4
2 rpymma 31,83 £ 5,64 22,86 — 40,80 4
Ht 6 mec. (%) 0,679
1 rpymma 33,06 £ 2,79 29,59 — 36,53 5
2 TpyImna 36,00 35,42 — 36,95 6
Ht 9 mec. (%) 0,302
1 rpymmna 33,60 32,45 — 36,30 3
2 TpyImna 37,37 £ 3,22 34,39 — 40,35 7
Ht 12 mec. (%) 0,412
1 rpynma 35,00 £ 6,11 25,27 — 44,73 4

IIpumeuanue: Hb — ypoBeHb reMorjiodmHa, Dp — rnokasaresib 3putTpoiuTos, Ht — nokasaresnb rematokpura; * — p<0,05.
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250 mkr/cyt [10]. Eme B omHOM HCClIeIOBaHWUM, MPO-
BeneHHoOM Ha 0aze HMMII akymiepcTBa, ruHEKoOJIOTMA
u niepuHarosioruu uMm. B.U. Kynakosa B 2022 romy, Obu10
YCTaHOBJICHO, YTO Ha (poHEe IMpUMeHeHUST (POTMEeBOI KIC-
JIOTBI B YCTAHOBJICHHBIX TTPOMMIAKTUIECKUX J03aX (IeTH
meHee 1500 r moayyanu o 100 MKr/cyT) 3HaUY€HUS YPOB-
Hell (oJTaTOB B CHIBOPOTKE KPOBU M 3PUTPOIIUTAX ObLIN
HECKOJIbKO BBIIIE YCTAHOBIEHHBIX pe(epeHCHBIX Trarna-
30HOB, B CBSI3U C YeM ObLI cieJIaH BBIBOI O TOM, YTO Tpa-
MOTHasl M KOppeKTHasl HyTPUTHUBHAST TOIIEPXKKA ITOJTHO-
CThIO O0ECTIeYMBaET CYTOYHYIO MOTPEOHOCTh B (hojaTax
U JIOTIOJTHUTEIbHOEe PYTMHHOE Ha3HaueHue (PojeBoi
KMCJIOTHI B JTaHHOI KOropTe AeTell He TpedyeTes [4].

B HacTtosiiiee BpeMsi CyIIECTBYET OOJbIIOE KOJW-
YeCTBO pPabOT, TMOKA3bIBAIOIIMX BJIUSHUE IpErapaToB
Xele3a Ha TPOIECChl KPOBETBOPEHUSI W DPUTPOITO33a.
DTO CBSI3aHO C TeM, YTO HETOHOIIEHHbIE HOBOPOXICH-

HbIE HAXONSITCSI B TPYIIE BBICOKOTO pHCKa IO pa3BU-
THIO Xene3omedunuTHoir aHemuu, [12]. B Hacrosee
BpeMsI YCTaHOBJIEHO, YTO Haubojiee aKTMBHO Tiepeaayda
NAHHOTO MWHepajia OT MaTepu K IUIOAY TTPOUCXOAUT
Ha TPOTSKeHUM 3 TpuMmecTpa OepeMeHHOCTU, JAOCTH-
rasi CBOero MakCMMyMa HeIoCpeACTBeHHO K 41 Hexerne.
COOTBETCTBEHHO, TMPEXIEBPEeMEHHOE poJopa3pelieHne
MpensaTcTBYeT (OPMUPOBAHUIO TIOJHOLIEHHOTO JIETO
B OopraHmsMe pebeHKa, 4TO B TOCJEIYIOIIEM 3HAaYMMO
MOBBIIIAET PUCKKM Pa3BUTHS KeJae30me(ULIMTHON aHe-
MUM Y JAaHHOTO KOHTUHTeHTa aeTeii [13].

B mpoBseneHHOM HaMM HcClieTOBaHUM OBLIO ycTa-
HOBJICHO, 4YTO MpemnapaThl Xejie3a SIBJSIOTCS 3HauM-
MbIM (DaKTOpOM, BJIMSIIOIIMM Ha IMOKa3aTeJIu KPacHOTO
pocTKa KpoBu. [leTu, mojyyaBiliuMe mperapaThbl Xkejes3a
B J103€ 2 MT'/KI/MUH, UMeJIU 0oJiee BBICOKUE MOKAa3aTeIn
(epputnHa B Bo3pacte 7—8 Hemesnb 4eM Te, KTO TMOJy-

Tabauya 3. AHAIM3 TMHAMMKY JJa00PATOPHBIX MOKA3aHUIi B 3aBUCUMOCTH OT puMeHeHus (osmeBoii Kucaorol (n=85)
Table 3. Analysis of the dynamics of laboratory indications depending on the use of folic acid (»=85)

®DoneBas KACJIOTA B 103e 1 Mr

IToka3zaremm Kareropnu P
M+ SD/Me 95% ITA / Q1 — Qs n
®epputnH B 7—8 2 rpyImna 62,00 £ 35,99 17,31 — 106,69 5 055
HeJesnb (MKr/I) 1 rpymma 44,14 19,02 33,16 — 55,13 14 ’
2 rpyrma 106,98 £+ 12,38 103,26 — 110,70 45
Hb 3 mec. (/1) 0,006*
1 rpymma 117,24 £ 13,74 110,17 — 124,30 17
2 rpynmna 120,00 113,00 — 129,00 41
Hb 6 mec. (r/m) 0,582
1 rpymima 118,00 109,75 — 125,25 16
2 TpyImna 124,50 117,50 — 129,25 36
Hb 9 mec. (r/71) 0,454
1 rpymma 120,00 118,00 — 126,00 13
2 rpymia 124,91 £ 10,16 121,82 — 128,00 44
Hb 12 mec. (/1) 0,495
1 rpynma 127,00 £ 10,26 121,32 — 132,68 15
Dp. 3 Mec. 2 rpymnmna 3,61 £0,50 3,46 — 3,75 45 i
(10*12/m) 1 rpyrmna 3,76 + 0,41 3,55 — 3,97 17 ’
Dp. 6 mec. 2 TpyImna 4,00 £ 0,42 3,86 — 4,13 41 Q55
(10*12/mm) 1 rpymma 3,92+ 0,36 3,73 — 4,11 16 ’
Dp. 9 Mec. 2 rpymima 4,09 + 0,45 3,93 —4,24 36 fsi
(10%12/m) 1 rpynna 4,02 40,35 3,81 —4,23 13 ’
Dp. 12 mec. 2 rpymnma 4,17 £ 0,58 3,99 —4,35 44 0.669
(10%12/m) 1 rpynma 4,09 0,70 3,70 — 4,48 15 '
2 rpymnmna 31,05+ 3,17 27,73 — 34,37 6
Ht 3 mec. (%) 0,251
1 rpymma 33,35+ 2,33 29,64 — 37,06 4
2 rpymmna 33,08 £ 6,27 23,11 — 43,05 4
Ht 6 mec. (%) 0,770
1 rpymma 32,06 £ 1,57 30,11 — 34,01 5
2 rpynma 35,50 35,25 — 36,80 7
Ht 9 mec. (%) 0,770
1 rpynma 35,15 33,23 — 37,08 2
2 rpyrrma 37,37 £ 3,22 34,39 — 40,35 7
Ht 12 mec. (%) 0,412
1 rpymma 35,00 £ 6,11 25,27 — 44,73 4

IIpumeuanue: Hb — ypoBeHb reMorioonHa, Dp — rnokasaresib apuTporuton, Ht — moka3zatenb rematokputa; K — donmeast kucioTa;

* — p<0,05.
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yaj npernapat B go3e 5 Mr/kr (p<0,01). C yBenuueHuem
IMOCTHATAILHOTO BO3pacTa CTATUCTUYECKU 3HAUYMMBIX
JT0303aBUCUMBIX Pa3IMUWii BBISIBIEHO He ObLI0. B nccie-
noBaHuUM, TipoBeaeHHOM S. Ruan m coaBTrOpamu ObLIO
YCTaHOBJIEHO, YTO TIpMEM IIperaparoB Xejie3a B J103€
2—4 Mr/Kr/cyT y HENOHOUIEHHbIX AETel 3HAUYMTETbHO
CHMXAeT 4acTOTy BCTPEUYaeMOCTHM Kejie30Ae(ULNTHBIN
aHemuit [14]. PacnpoctpaHeHHOCTb neduidTa Keinesa
V paHHUX W TIO3MHMX HEIOHOIIEHHBIX IeTel cocTaBuia
11,3% n 5,1% CcOOTBETCTBEHHO NPU CKOPPEKTUPOBAH-
HOM CpoOKe OepeMeHHOCTH 3 Mecsilia; Mpu CKOPPEeKTU-
POBAaHHOM CpOKe OepeMEeHHOCTH 6 MecsleB pacripo-
CTpaHeHHOCTh coctaBuia 5,3% u 6,3% cOOTBETCTBEHHO.
Hu B omHoit u3 rpynm He ObLIO OOHapyXXeHO AeTeit
¢ AedunmMTOM Xeye3a MpU CKOPPEKTHUPOBAHHOM CPOKeE
OepeMeHHOCTH 12 MecsIeB.

B npyrom wuccienoBaHWM, BKJIIOYUBIIMM B ceOst
108 HemoHOIIEHHBIX HOBOPOXIEHHBIX, POIUBIINXCS
Ha 0a3ze KJIMHWYECKOW OoJibHUIIBI B PyMbIHUM, OLIEHM-
Bayich 3G @GEKTH U MTOTEHIIMAbHBIE HEOJIarorpusITHBIC
WUCXONbl BBEICHMS TIperaparoB xejiesa Ha 7-if u 21-i
IHU ku3HU. [TojydeHHBIE AaHHBIE YyKa3bIBAlOT Ha TO,
YTO TMpHUEM O00aBOK Keje3a 3HAYMTEbHO YBEJIWYUBas
PUCK DPa3BUTHSI aHEMHWU B TIEPUOJ HETOHOIIEHHOCTH
(Ha 21-ii AeHb XU3HU), YTO MOATBEPKAEHO KaK OJHO-
(hakTOpHBIM, TaK U MHOTO(AKTOPHBIM PErpecCUOHHBIM
aHaiu3oM ¢ oTHolleHueM 1aHcoB (OR), paBHbIM 2.40
(95% O, 1,01—5,68) — cKOppeKTUPOBAHHOE OTHOIIIE-
Hue 1rancos (AOR) 2,75 (95% AU, 1,06—7,11) cooTBeT-
crBeHHO. [ToMuMo 3TOTO, aBTOpaMM OBIJIO YCTAHOBJICHO,
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YTO TIpHeM H00aBOK Kejie3a CYIMIECTBEHHO HEe M3MEHILT
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OPUINHAJIbBHbBIE CTATbU

CapkoneHusi, NaToJI0rus NeYeH! ¥ OMIMAPHOTO TPAKTA Yy JI€Tel C BOCIATUTEIbHBIMI
3200/1eBAHMSIMM KAIICYHUKA

A.P. Taiihymounosa’, U.X. Baneesa', A.A. Manos'?, M. A. Xanaguna', A.A. Kamanosa'?

'Pre0y BO «KasaHckuii rocyaapCTBEHHbI MeOVLIMHCKUIA yHUBepcuTeT» Munsgpasa Poccuun, 420012, KasaHb,
Poccuiickaa ®epepaums
2TAY3 «[eTckasa pecnybnukaHckas knnHudeckas 6onbHuuax», 420138, KasaHb, Poccuiickasa ®enepaums

Sarcopenia and hepatobiliary disorders in children with inflammatory bowel disease

A.R. Gaifutdinova', I.Kh.Valeeva', A.A. Malov'?, M.A. Khanafina', A.A.Kamalova'?

'Kazan State Medical University, 420012, Kazan, Russian Federation
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CapkoneHusi, XapaKTepu3YIOIIAsACsA CHIKEHUEM MbIIIeYHOil Macchl M ee (DYHKUMOHAJIbHOM AKTHBHOCTH, SIBJISETCH aKTyaJbHOIA,
HO HeJIOCTATOYHO M3YYEeHHO! MPo0JIeMOoii y JeTeil ¢ BOCIAIUTEbHBIMHA 3200/1eBAHUAMI KMIeYHUKA. CHIXKEeHUe MbIIIEYHO# MaCChl
MOZKET HeQJArONPUATHO BJIMSATH HA TeYeHHe BOCTAIUTEIbHBIX 3200JI€BAHMII KMIIEYHHKA, TIOBBIIATH YACTOTY OCJIOKHEHHIl U CHH-
2Kath 3¢ (eKTUBHOCTD Tepanuu. B nmociienee BpeMsi NOSBJISIOTCS JAHHbIE O B3AaMMOCBSI3M CAPKONEHNH M renaToOMIMapHOii naTo-
JIOTHM Y MAIMEHTOB C BOCHAJIUTEILHBIMA 3200JI€BAHMAMH KulIeYHNKa. OTHAKO B CBSI3M C OrPAHHYEHHBIM YHCJIOM HCCIIETOBAHMIA
M OTCYTCTBHEM €MHBIX KPUTEPHEB JUATHOCTHKM YACTOTA CAPKONEHMH Y JieTell ¢ BOCTIAIMTEIbHBIMH 3200/1€BAHUAMU KUIIIEYHUKA
U COMYTCTBYIOLIEl renaTo0uINAPHOi NATOIOTHEl 0CTAETCS HEYCTAHOBJIEHHOI.

Lleas uccie10BaHNSA — OLEHUTb YACTOTY CAPKOIEHHUH Y IeTeil ¢ BOCIAINTEIbHBIME 3200JIeBAHMSME KHIIEYHNKA M ONIPEIENTH B3a-
HMOCBSI3H MEKIY CHHKEHHEM MbIIEYHO MACChl M MAPKePAMH MOPAXKEHHS TeUYeHH.

Martepuanst u MeToabl. O0cieoBaHbl 36 JeTeil ¢ BOCHIAINTEIbHBIMHA 3200/IeBAHUAMY KUIIeYHUKA: 18 ¢ s3BeHHBIM KosuToM 1 18
¢ 0ose3nbio Kpona. OueHeHbl J1a00paToOpHbIe MOKA3ATEIH COCTOSIHUS renaToOMIMAPHOI CHCTEMBbI, MPOBEIEHA OMOMMITEIAHCOME-
TPHUS U OLEHKA IJIOIAH NOSICHUYHBIX MbIi (tPMA) no JaHHbIM KOMIBIOTEPHOI M MATHUTHO-PE30HAHCHOI TOMOrpadum.
Pesyabratel. [Ipu3naku capkonenun no tPMA sbisiienbl y 61% namuentoB. CHUXKeHHE CKeJIeTHO-MbIIIEYHOI MACCHI 110 TAHHBIM
ouonmnenancomerpun otmevanocsh y 19,4% nereii, yame npu HAIMYMK renaToOuIMapHoii narosorud. Mexny tPMA u napame-
TPaMH COCTABA TeJIa YCTAHOBJIEHA BHICOKAS CTENEHb KOPPeJISIuu.

BoiBoapi. ITosyuenHbie pe3yJabTaThl MOAYEPKUBAIOT BAXKHOCTh KOMIUIEKCHON OIEHKHM HYTPUTHBHOIO CTATyca y JeTeil ¢ BOCHAJIHM-
TeJIbHBIMH 3200/IEBAHMAMH KMIIEYHUKA, 0COOEHHO NMPH COYETAHWM C renaToduaMapHoii narosorueil. HeoOxoqumsl najibHeiinme
MPOCHEKTHBHBIE UCCJIEOBAHNS CAPKOIIEHNH B IAHHOI IPYIIe NANHEHTOB.

Karoueswte caosa: demu, éocnarumenvHole 3a001e6aHUS KUWEYHUKA, CAPKONEHUS, NeYeHb, OUOUMNEOaHCOMempPuUs, m. psoas

Ansa untupoBanus: lavigpyTamHoBa A.P., Baneesa WN.X., Manos A.A., XaHapuHa M.A., KamanoBa A.A., CapkorneHvs, naTtosorus ne4eHu
v BUAMapHoOro TpakTa y AeTeri ¢ BocrnaamTesibHbIMY 3ab0aeBaHnsaMy kuedyHrka. Poc BecTH nepuHaton v neguatp 2025; 70:(6): 44-52.
DOI: 10.21508/1027-4065-2025-70-6-44-52

Sarcopenia, characterized as a reduction of skeletal muscle mass and functional capacity, remains a relevant but insufficiently studied
issue in pediatric patients with inflammatory bowel disease. Loss of muscle mass may negatively affect the course of inflammatory
bowel disease, increase the frequency of complications, and reduce treatment effectiveness. Recent studies have highlighted a pos-
sible association between sarcopenia and hepatobiliary manifestations in patients with inflammatory bowel disease. However, due
to the limited number of studies and the absence of diagnostic guidelines, the prevalence of sarcopenia in children with inflammatory
bowel disease and concomitant hepatobiliary manifestations remains unclear.

Objective. To assess the prevalence of sarcopenia in children with inflammatory bowel disease and to determine associations between
reduced muscle mass and laboratory markers of liver injury.

Materials and Methods. Thirty-six children with inflammatory bowel disease were examined, including 18 with ulcerative colitis and
18 with Crohn’s disease. Laboratory markers were analyzed. Body composition was assessed using bioelectrical impedance analysis,
and total psoas muscle area (tPMA) was measured via computed tomography or magnetic resonance imaging.

Results: Sarcopenia based on tPMA (z-score < —2) was found in 61% of patients. A decrease of skeletal muscle mass measured by
bioimpedance analysis was observed in 19.4% of children, more frequently in those with hepatobiliary manifestations. A strong cor-
relation between tPMA and body composition parameters was found.

Conclusion: These findings emphasize the importance of comprehensive nutritional assessment in children with inflammatory bowel
disease, especially in the presence of hepatobiliary manifestations. Further prospective studies on sarcopenia in these patients
are needed.

Key words: inflammatory bowel disease, children, sarcopenia, liver, bioimpedance analysis, m. psoas

For citation: Gaifutdinova A.R., I.Kh.Valeeva, Malov A.A., Khanafina M.A., A.A.Kamalova, Sarcopenia and hepatobiliary disorders in children
with inflammatory bowel disease. Ros Vestn Perinatol i Pediatr 2025; 70:(6): 44-52 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-44-52

CapKOHeHI/IH — OTO IMPOrpeCCHUpyromee CHUXKCHHEC N aAKTUBHO M3YYaC€TCAd B HACTOAIICEC BpPEMHI. BHCDBBIG
obobema u beHKLII/IOHaJTbHOﬁ pa60TOCHOC06HOCTH Hp06neMa CapKOINMEHMU B JE€TCKOM BO3pacCTe CTajia Inmoa-
CKECJICTHBIX MbIIII B OPraHMU3MeE. DTO MOHATHE HINPOKO HuUMatbest B 2018 roay. IOSIBUINCH ITICPBBIE HAay4YHbIC
MN3BECTHO B TepaHeBTH‘-IeCKOfI ITPaKTUKE, 0COOEHHO CTaTbM IO M3YUYCHUIO BJIUAHUA CHUXKCHUSA MBILLIEYHOM
B Trepuarpun, HO ABJIACTCA HOBBIM [JId TNEAUATPUUN MacCCbl Ha BBIKMBAcMOCTb z[eTeﬁ, NIEPpEHECHINX TpaHC-
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Taiihymounosa A.P. u coaem. CapKOTeHHUs1, ATOJIOTUS TIeYeHW M OMIIMAPHOTO TPAKTa Y IETei ¢ BOCMAINTEIbHBIMU 3a00IeBAHUSIMY KUILIIEYHUKA

rutaHTauuto nedenu [1, 2]. s meauaTpuyeckux namm-
EHTOB aKTyaJlbHa BTOPUYHAasl CapKOMEHMSsI, BO3ZHUKaO-
11asi TPy pa3IMIHbIX XPOHUUECKUX 3a00JI€BaHUSIX, B TOM
Yucyie TIpU BOCTAJIUTEIBHBIX 3a00JieBaHUSX KHIIEY-
HUKa: sI3BeHHOM Kojute u OosiesHu Kpona. [ledbunur
MBIIIEYHON Macchl y NeTel ¢ BOCHAIUTEIbHBIMU 3a00-
JIEeBAHUSIMU KHIIIEYHUKA OOYCIIOBJIEH COBOKYITHOCTBIO
¢dakTopoB. Bo-mepBbIX, XpOHUYECKOE BOCIMAJIEHNE
COTPOBOXIAETCSI TTOBBIIIEHHOW TPOAYKIIMEH TMpPOBOC-
manuTebHBIX TUTOKUHOB (TNF-0, wuHTepiaeikuH-6,
UHTENENKUH-1), KOTOpble CITOCOOCTBYIOT KaTaboIU3My
MBIIIEYHON TKAHU U OJIOKUPYIOT OeHCTBUE WHCYIMHO-
nomooHoro ¢axkropa pocta-1. Bo-BTropwix, mpu Boc-
MaJIMTENIbHBIX 3a00JIEBAaHUSIX KUIIIEYHUKA YacTO PEeru-
CTPUPYETCSl HENOCTATOYHOCTh TMUTaHUsI, CBSI3aHHAs CO
CHUIXEHUEM TIOTpeOJIeHrsT TUIM, aAedUuIuToM Oeska,
BUTAaMMHOB U MUKPO3JEMEHTOB, a TakKXe Majabal-
copOLMeit BCIEACTBME BOCHAIUTEIbHBIX W3MEHEHUI
B KUIIIEYHUKeE. B-TpeThbHX, TpUMeHEeHNE TIIIOKOKOPTHUKO-
WUI0B, OCOOEHHO TPU JJTUTEILHOCTU Tepanuu 0ojee Tpex
MecsI1IeB, OKa3bIBaeT MPSIMOI KaTaboamyeckKuii aphexT:
MoJaBJieHNe CHHTe3a Oeka B MbIIIIAX U YCUJIeHUEe UX
pacriana. Hakonen, K aeduUIUTy MBbIIMIEYHON MaccChl
MPUBOAUT OrpaHUYeHUEe (PU3NIECKON aKTUBHOCTH, 00Y-
CJIOBJIEHHOE 0OJIEBBIM CMHIPOMOM M YaCThIMU PELIMIIM-
BaMU 3a00JieBaHUSI, TPEOYIOIIMMHU rocriuTann3amnuu |3].
CHuxeHne o0beMa MBIIIEYHONH MacChl MOXET OKa-
3bIBaTh HETaTHBHOE BJIMSIHME HAa TEUEHUE BOCTATUTENb-
HBIX 3a0o0JieBaHUII KHWIIIEYHUKA, YBEJIMYUBAs 4YacTOTY
rocniuranu3anuii. Takxke ObUIa BBISIBJIEHA TeCHasl CBS3b
CapKOIeHWM C YacTOTOW OCJOXHEHHBIX (hOpM BOC-
MaJINTENIbHBIX 3a00JIeBaHUI KWIIIEYHUKA, CHUXXEHUEM
9(hGEeKTUBHOCTU TIPOBOAMMON Teparnuyd M 4acTOTOM
MoCJIeoTNepallMOHHbBIX MH(MEKIIMOHHBIX OCIOXHEHUN [4].
ITo naHHBIM MCClIeIOBaHUI, HAJTMYME CAPKOTIEHUN acCco-
LIMMPOBAHO C TOBBIIIEHUEM pUCKa OOOCTPEHMST BOCIA-
JINTEJILHOTO 3a00JIeBaHUs KMUIIIEYHWKA B 9 pa3, a Takxke
C PMCKOM YTpaThl OTBeTa Ha 0Aa3MCHYIO Teparuio U Heoo-
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XOIMMOCTBIO 3CKaJallMM C TIEPeXOJOoM Ha Ouosiormye-
CKYIO Tepanuio [5].

Mertabonmyecku accolMUpOBaHHas SKMPOBast
00JIe3Hb TMMEUeHU SIBJISIETCS OAHOW M3 HanboJjiee YacThIX
MaToJIOTUI TeYeHW Yy MAlMeHTOB C BOCTAIUTETbHBIMUA
3a0oyieBaHMSIMU KullleyHuKa. Ee uyacrtora koseOseTcs
ot 20 10 40% B 3aBUCUMOCTH OT TIPUMEHSIEMBIX METO-
noB guardHoctuku [6]. ITo maHHBIM MeTaaHanu3a A. Lin
un coanT. (2020), pacmpocTpaHEeHHOCTbh MeTabOINYECKU
aCCOIIMMPOBAHHON 0O0JIE3HU TIEYEeHU y MAllMEHTOB C BOC-
MaJIUTETbHBIMU 3a00JIEBAHUSAMU KUIIEUHUKA TIPUMEPHO
Ha 30% BbIIIIe IO CpaBHEHUIO C OOIIEl momysiuueit [7].
B otnnuune ot Kilaccuyeckoro MeTaboiamyeckoro (peHo-
TUMa MeTabOJMYEeCKN acCCOLMMPOBAHHOW KMPOBOIA
00JIC3HU TIEUEeHU, CBSI3aHHOTO C OXKUPEeHUEM, TTpY BOCTIa-
JIUTETBHBIX 3a00JIEBAHUSAX KUIIIEYHNKA €€ pa3BUTHE 00y-
CJIOBJIEHO JIOTIOJTHUTEIbHBIMU (paKTOpaMu pHUCKa: OCO-
OEHHOCTSIMM TIPUMEHSIEMOI Teparuu, OTepaTUBHBIMU
BMellIaTeIbCTBAMU Ha KUIIEUHUKE W TMapeHTepalbHbIM
MUTaHWEM B aHaAMHe3e, TSKECThIO TeUeHUST 3a00JIeBaHMS,
M3MEHEHUSMU KUIIEYHONH MUKPOOUOTHI U CIBUTOM PaB-
HOBECHSI B OCU «KUIIIEYHUK-TIEUeHb» [§].

B mocnenHee BpeMsl TOSIBISIIOTCSI HOBBIE ITaHHBIE
O B3aMMOCBSI3M MEXIy MeTa0oJIMYeCKu acCOLMUPO-
BaHHOM XXUPOBOI OOJIE3HbIO TMEUYeHW W CapKOIeHUen
y TALMEHTOB C BOCHAJMUTEIbHBIMUA 3a00JIeBAaHUSIMU
KUIIIeYHUKA. B MPOCITEKTUBHOM KOTOPTHOM MCCJIeI0Ba-
Hun M.K. Kang u coasr. (2020) yctaHOB/IEHO, 4YTO cap-
KOTIEHWSI MOXET SIBJIAThCS HE3aBUCUMBIM (PaAaKTOPOM
pPa3BUTHST METAOOIMYECKU aCCOLMMPOBAHHON XKUPOBOI
0o0JIe3HM TIEYEeHU, YBEeJIMYUBas ee PUCK B TpW pasa [9].
Ilpennonaraercst, 4To MeTabOIMYECKU ACCOLMMPOBAH-
Has XUpoBas OOJE3HUb MEeYEeHW W CApKOIEHMST MOTYT
WMETh OOIIMe MaTO(U3NOIOTUIECKNe MEXaHU3MbI pa3-
BUTHST: XPOHUYECKOE CUCTEMHOE BOCTIAIEHUE, CHIKEHHE
(Gu3NYecKoll aKTUBHOCTHM, HApYIIEHUS HYTPUTUBHOTO
cTtaTtyca M MUKPOOMOTHI; MeTaboIMuecKrue W3MEHEeHUs
MPpU BOCTIAIMTELHBIX 3a00JIeBaHUSX KUIIEYHUKA CITO-
COOCTBYIOT KaK IMOTepe MBIIIEUHOM MAacChl, TaK U OJHO-
BpPeMEHHOMY HaKOTUIeHUIO X1poBoii Mmacchl [10]. Kpome
TOTO, y MallMEHTOB ¢ OoJie3HbI0 KpoHa onucaH heHOMEH
«TIOJI3YYero Xupa» (creeping fat), XxapakTepu3ylolIUiics
M30BITOYHBIM OTJIOXEHHEM BHUCIEPATLHOTO ME3eHTEPH-
aJTbHOTO XKMpa BOKPYT BOCITAJICHHBIX YYaCTKOB KHIII€U-
HOI cTeHKM. M3BecTHO, YTO Me3eHTepHualbHble amu-
MOLIMTBI MOTYT CEKPETUPOBATh TPOBOCIATUTEbHBIE
LIUTOKUHBI U CBOOOIHBIE XUPHBIE KHUCJIOTBI, KOTOpHIE
CTMIOCOOCTBYIOT Pa3BUTUIO CAapKOMNEHUW W MeTaboiamye-
CKUX HapyIIEHWI, CBI3aHHBIX C METAOOIMYECKU acCOL-
MPOBAHHON XMPOBOIl Oosie3HbIO MeyeHu. BaxkHo oTme-
TUTh, YTO yBEJIMYEHHE KOJMYECTBA ME3eHTEPUATBHOTO
KMpa He BCera CBA3aHO C MHIEKCOM MacChl Tejla — OHO
MOXKET HaOIIOJAThCS TaXke y TAallMeHTOB ¢ HOpMaJTbHBIMU
rnoxasaressiMy WU TP HeIOCTaTOUHOCTH nuTaHus [11].

ITo maHHBIM 3apyOeKHBIX MCCIeNOBAaHUI capKoIe-
HUs1 Habmomaetcs y 17% B3pOCHBIX MAllMEHTOB C BOC-
MaJUTETbHBIMU 3a00JIeBAHUSIMA KUIIIEYHUKA, WU OKOJIO
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34% MOTyT MMETh IPECapKOIEHNI0 — HadyalbHYIO CTa-
A0 CapKOIIeHWW, TIpM KOTOpPOIl HaOIIomaeTcss CHU-
KEHME MBIIIEYHONM Macchl 0e3 SBHOTO YXYIIIeHUS
dyHK1uMOHaNbHOTO coctostHus Mbitl [4]. [To maHHBIM
MeTtaaHanu3a 2023 roma y meTeil ¢ BOCHAJIUTEIbHBIMU
3a00/IeBaHUSIMU  KUIIIEYHUKA PETUCTPUPYETCS 3HAYM-
TeJTbHOE CHIKEHNE 00beMa MBIIIIEYHOM MacChl TT0 CpaB-
HEHUIO CO 3IOPOBBIMM CBEPCTHMKAMM, TIPU STOM TTalli-
eHThI ¢ Oosie3Hblo KpoHa moaBepXeHbl 00JIbIlIeMY PUCKY
CapKOIeHNH, YeM C SI3BeHHBbIM KojuToM [12]. OnHako,
pacIpoCTpaHEHHOCTh CApKOMEHUM y NeTell ¢ BOCITAIu-
TeTbHBIMU 3a00JIeBAaHUSIMU KUIIEYHWKA TOYHO HEW3-
BECTHAa U BapbHpPYyeT B 3aBUCUMOCTU OT MPUMEHSIEMOTO
MeTola AWATHOCTUKU. DBBIIM TIpoBeleHBbI HECKOJIbKO
ONHOILIEHTPOBBIX  PETPOCIEKTUBHBIX  MCCIIETOBAHUIA,
B KOTOPBIX MCIOJIb30BAIUCH JIy4eBbIe METOIBI JTUAarHO-
ctuku. CorjacHo MX pe3yIbTaTaM, 4acToTa CapKOIeHUN
y neTeii ¢ 6one3npio KpoHa cocrasnsina okono 15% [13].
VY neteit ¢ BOCaJUTEIbHBIMU 3a00JIEBAHUSMU KUIIIEU -
HUKa C COMYTCTBYIOIIMM TIOpajkeHWeM IeueHu (Tep-
BUYHBIM  CKJIEPO3UPYIOLINI XOJAHTUT) CapKOIEHUS
JMMarHOCTUpPOBajiach B 4 pa3a yalle, 4YeM B OTCYTCTBUE
COITYTCTBYIOIIIEW TernatoOuanapHoit rmarojoruu [14].
B HeKOTOpBIX MCCIeNOBaHUSX, TAE IS ITUarHOCTUKU
CapKOIeHUU WMCITOIb30BAIM JaHHbBIE OMOMMITeIaHCOME-
TPUU U AUHAMOMETPHUU, YaCTOTa BBISIBICHHBIX HapyIlle-
HUIi cocTaBiisuia okoiio 34% [15].

Ha cerognsiiiHuii 1eHb He CyILIECTBYET €AMHbBIX CTaH-
JMApTU30BAaHHBIX TIOIXOMOB K JUArHOCTHUKE CapKoIle-
HUU y Aeteil. Pa3pabotaHHbIe METOABI KOJMIECTBEHHOM
OLIEHKM MBIIIIEYHOM MacChl BKIJIIOYAIOT: aHAJIN3 KOMITO-
HEHTHOTO COCTaBa TeJia ¢ TMTOMOIIbI0 OMOMMITeIaHCOME-
TPUM; JBYXOHEPTreTUUYECKYI0 PEHTTEHOBCKYI abcopO-

muomerpuio (DEXA), a Takke u3MepeHHEe TUIOLIAIN
CKEJIETHBIX MBI U OLIEHKY MX TJIOTHOCTH Ha ToTepey-
HBIX cpe3ax Ha ypoBHe [.3-1.4 nu6o L4-L5 Ha cHumMKax
KOMITBIOTEPHOIM WJIM MarHUTHO-PE30HAHCHOW TOMOTpa-
¢um Opro1rHOM nosiocT. B 60bIIMHCTBE MCCie0BaHU
y JIeTeil MCTOIb3yeTcsl TMoKa3aTeb TUIOIIaau OOJbIINX
MOSICHUYHBIX MBI (M. psoas). B 2019 rony mo pesyinb-
TataM KPYITHOTO TTOMYJISIIIMOHHOTO MCCIeA0BaHUS, TIPO-
BEIEHHOTO KaHAICKUMU HMCCIEA0BATEISIMU CPEIn 310-
POBBIX JeTeil, ObIIM CO3MaHBl CpPeIHUE HOPMATUBHbBIE
3HAQYEHUs CYMMAapHOM TUIOLIAAU m. psoas, U3MEePEeHHOM
MpU  KOMITBIOTEPHON ToMorpacdun OpIONIHOW T0JI0-
ctu. Ha ocHOBe mosydyeHHBIX JaHHBIX ObIT pa3padoTaH
OHJIAMTH-KaNbKyJsITOp (pHc. 1) [16].

OmHUM M3 KOCBEHHBIX METOIOB OLIEHKU MBIIIEYHOM
MacChl, KOTOPBII He SIBJISIETCST TOYHBIM, HO MOXET UTpaTh
pOJIb CKPUHWHTA B PYTMHHOW OIlEHKE HYTPUTHUBHOTO
craryca, SIBJISIETCSI U3MEePEeHNEe OKPY>KHOCTH Tijiedya v TOJI-
IIWHBI KOXHOM cKiIanku. st OUeHKM (yHKIIMOHATb-
HOTO COCTOSIHUSI KOCTHO-MBIIIEYHON CUCTEMBI y HeTei
HCTIONB3YeTCsS KUCTeBask TMHAMOMETPHS, a TaKKe Bau-
JIVPOBAHHbBIE OIMTPOCHUKH C OLIEHKOM (PU3MUeCKO aKTUB-
HOCTU M pucKa TameHus. ONTUMalbHO MCIOJBb30BaTh
HECKOJIbKO METOJ0B OTHOBPEMEHHO, TIPY 3TOM (DYHKIIU-
OHaJTbHasl OlIeHKA TaKKe BajkHA B IUATHOCTUKE CapKoTie-
HUU, TTOCKOJIbKY MBIIIEUHAsl CUJIa He MMEET JIMHEHHOM
3aBUCHMMOCTH OT KOJIMUECTBA MbIIIIEYHOH Macchl [17].

Kaxnas u3 nmepeunciaeHHbIX METOAMK 00JlagaeT mpe-
WMYILIECTBAMU W OTpaHWYeHMSIMU. Tak, B OTHOILICHUU
KOJIMYECTBEHHBIX METOMIOB CYIIIECTBYET HECKOJIBKO HIOAH-
coB: 1) He Bceraa AOCTYITHBI pehepeHCHbBIE TTOMYISIIMOH-
HbIe 3HaUEHMSI, T.K. CYILIECTBYeT BapraleIbHOCTh COCTaBa
Tejla B 3aBUCMMOCTM OT BO3pacTa M ToJjia, a TakKe 3THU-

Pediatric Total Psoas Muscle Area (tPMA) z-score Calculator

Patient Age Calculation
O From birth and CT imaging dates 3500
@& Direct entry
Age (years) 3000
14
2500

Age (months)

tPMA (mm®)
-
-

sex 1500
O Male

g 1000

Lumbar Level
& 134
O a8

500

tPMA from CT (mm?)

1350

Girls 1 to 16 Years: tPMA (L3-4)

Patient Age: 14y Om
tPMA Z-Score:  -1.57
Percentile: 5.82%

A L

2 3 4 5 6 7 8 95 10 11 12 13 14 15 16
Patient Age (years)

Puc. 1. ntepdeiic onnaitH-KaIbKyISATOPA /ISl OIIEHKH CYMMBbI ILIOLIA/IN MOSICHUYHBIX MbIIIL, N3MEPEHHBIX MO JAHHBIM KOM-
nbloTepHo# ToMorpaduu oprommnoii mosoctu (https://ahrc-apps.shinyapps.io/sarcopenia/)
Fig. 1. Online calculator for the assessment of total psoas muscle area based on computed tomography
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Taiihymounosa A.P. u coaem. CapKOTeHHUs1, ATOJIOTUS TIeYeHW M OMIIMAPHOTO TPAKTa Y IETei ¢ BOCMAINTEIbHBIMU 3a00IeBAHUSIMY KUILIIEYHUKA

YeCKOU NMPUHAJIEKHOCTH; 2) MaJloe KOJTMYECTBO JaHHBIX,
Kacarollmxcsi 0COOEHHOCTEl cocTaBa Tejla U KOJM4ecTBa,/
pacripeie;IeH!s] MBIIIIEYHO MacChl TIPY BOCTIAJIMTETbHBIX
3200J1€BaHUSIX KUIIEYHWKA B 3aBUCUMOCTU OT CTaauu
3a0071eBaHUS; 3) OCOOEHHOCTH METONOB AUArHOCTUKU —
HEOOXOIMMOCTb HAaXOAMUThCSl HETOABMKHO TIpU OMOUM-
MeIaHCOMETPUH, a TaKKe BO3MOXHBIN PUCK MCKaKEHUSI
pe3yIbTaToOB TpU JAeTUApATAlIMU U Y AeTeil paHHEro BO3-
pacra, JydeBasli Harpy3ka IMpu KOMITbIOTEPHOI TOMOTpa-
¢umn n neHcutomerpuu. HecmoTpsi Ha mepeuyncieHHbIC
OCOOEHHOCTH, WCCJIENOBaTeIM CXOMSATCS BO MHEHWM,
YTO B KJIMHMYECKOHN MpaKTUKE CJeIyeT MPUMEHSITb BCE
JTIOCTYITHbIE METObI TMATHOCTUKU CapKOTIEHWU W OLICHU-
BaTh TMOJy4YeHHbIE JaHHbIC KOMIUIEKCHO, C YY4ETOM JIOTION-
HUTEJIbHBIX MapaMeTPOB HYTPUTUBHOTO CTaTyca W MHIM-
BUJIyaJIbHBIX OCOOCHHOCTEN MalneHTa.

Ileabto Hallero MccienoBaHUS SIBUJIACH ONMTUMM3a-
1I1sI TMarHOCTUKU CApKOTIEHUU Y JIeTeil ¢ BOCTAIUTEb-
HBIMU 3200JIEBAHUSIMU KUIIIEYHUKA C TTOMOIIBIO JTYYeBBIX
METOMOB MCCJIENOBaHUS JUISI OMpPeneIeHUsI BO3MOXHOM
CBSI3 MEXIY CHUXXEHMEM MBIIIIEYHOM MacChl U rernaTo-
OMJIMapHOI ITaTOJIOTHUEH.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUS

B nmorepeyHoe HabmoaTebHOE PETPOCTIEKTUBHOE
HCCIeToBaHe BOIIH 36 eTeil ¢ YCTaHOBJICHHBIM TMAarHO-
30M «SI3BeHHbII KOUT» (n=18) 1 «6ose3nb KpoHa» (n=18).
AHTpOITIOMETpHYECKME AaHHBbIE MallMEeHTOB (POCT, Macca
Tesa) OLIEHUBAIUCH C TIOMOIIbIO riporpammbl Anthro Plus.
V Bcex TAlMEHTOB, BOLISIIINX B MCCIIEAOBaHUE, OTpeme-
JISITU TabopaToOpHBIe TTOKA3aTeIM COCTOSTHUS TeraToOMI-
apHOW CUCTeMBI (aJTaHWH- W acrapTaTaMUHOTpaHC(epassbl,
raMMa-TJIyTaMWITpaHCIIeNTHAa3a, ejaodHas docdoTasa,
o0t 6mpyouH). B KauecTBe 1OMOTHUTENIBHOTO J1ab0-
pPaTOpHOTO MapKepa TermaToOMIMAapHON TaToJIOTMK Oblia
BeIOpaHa chIBOpoTOYHas S’-Hykineornpaza (5°-HT) —
(epMeHT, CBsS3aHHBIM ¢ MeMOpaHaMU TeraToLM-
TOB M KeMYHBIX KaHajibleB. Konnentpamus 5-HT
B CBIBOPOTKE KPOBM ONpeneisiach y 24 TalMeHTOB
METOIOM UMMYHO(EPMEHTHOTO aHAIM3a C UCTTOTb30-
BaHMeM Habopa peareHToB «RayBio Human 5’-Nucle-
otidase/CD73 ELISA Kit» (CLLIA).

IMpoBeaeHa oleHKa JAHHBIX JYYEBBIX METOIOB
HcclieoBaHUs (MarHUTHO-PE30HAHCHAsT W KOM-
nbploTepHasi Tomorpadusi OpPIOUIHON  TOJOCTH),
BBITTOJTHEHHBIX paHee MO Pa3TuIHbIM MOKAa3aHUSIM:
HaJlMuve CUHApOMA IIUTOJM3a U XojiecTa3a B aHa-
JIn3axX KPOBM, TOMO3pEHME Ha CBUIIEBYIO (hopMy
oone3nn KpoHna, ocTpasg moyeyHast IaTOJIOTHS,
MaTOJIOTUST TTOMXKETYIOYHON Xenesbl. Mccmeno-
BaHMe OBIJIO BBINIOJHEHO Ha ToMmorpadax Siemens
MAGNETOM Aera 1.5T n Siemens SOMATOM
Perspective, TommuHa cpe3a 5 MM.

C menpio yrIyoJIeHHOW TMAarHOCTUKM COCTOSTHMS
revyeHn ObITa TMpOBeAeHA KOJIMYECTBEHHAsT OIEHKa
CTeaTo3a MeYeH! 10 JaHHBIM JIyYeBbIX METOIOB Ira-
THOCTUKA (n=26). Ha HaTWBHBIX CHUMKaX KOM-

MBIOTEPHOI TOMOTpanK U3MePSIIaCh TUTOTHOCTh TEYEeHU
W CeJIe3eHKM, TTOPOTOBBIM 3HAUYeHUWEM IS TUArHOCTUKK
cTearo3a CYMTaJoCh CHUXKEHUE TIJIOTHOCTU TiedyeHn < 48
equnuil XayHchunna (HU) [18]. Ha cHuMKkax MarHuTHO-
pEe30HAHCHOI ToMorpaduy TIPOBOIUJIOCH U3MEpeHue
MHTEHCUBHOCTM CUTHaJla OT TIEUEHU U CeJIe3eHKU B hase
(in-phase) um mnpotuBodase (out-phase). Beruumcasuics
nHaekc PSIL — mporieHT moTepyt ”THTEHCUBHOCTU CUTHAJIA,
OTpakalolIHii CTeNeHb XUPOBOW MHMUIBTPAIIUU TICUSHU.
JlaHHBII TTOKa3aTeNIb BEIMUCIISUIN 110 hopMmydie [19]:

PSIL = (SIP-SOP)/2(SIP)*100%,

roe: SIP — oTHoIlleHWe CUTHajia TeYeHU K CUTHAJY
cene3eHKM Ha nzoopaxeHusix B pasy (IP); SOP — otHo-
IIeHVe CUTHAJIA TIeYeHH K CUTHAITY CeJIe3eHKH Ha h300pa-
xeHusx B mpotuBodasy (OP). IToporobiM 3HaueHUEM
JMWAarHOCTUKM CTeaTo3a IMeYeHM SIBJISITIOCh TOBBIIIEHUE
nokasarenst PSIL Gosee 5% [20].

C 1eNnpl0 OLEHKM CAapKOMEHWM IUIONIaab M. psoas
usMepsiiacb Ha ypoBHe L3-L4 (puc.2), 3arem mony-
YeHHas cyMMa MBI ¢ 00enX CTOPOH COIOCTaBJIsIIach
CO 3HAYEHUSMU Z-SCOre, PACCUMTAHHBIMU C TIOMOIIBIO
oHJaltH-KabKyJssTopa tPMA z-score calculator (puc.1).
KputeprieM TMarHOCTUKU CapKOTIEHUU CUYMTAIOCh CHU-
xeHue z-score tPMA meHee —2.

OlleHKa HYTPUTMBHOTO CTaTyca W KOMITOHEHTHOTO
cocTaBa Tejla ¢ MOMOIIBI0 OMOMMITETAHCHOTO aHalln3a-
topa ABC01—-0362 «Memacc» GblIa IpoBeneHa 28 marnm-
eHTaM. OLIEHUBAIU CJIEAYIONIME TTOKa3aTeId: CKEeJIETHO-
MBIIIIEYHAsT, KUPOBasi, Tollas, aKTUBHAs KJIETOYHAsI
macca, (azoBbliit yrona (puc. 3).

Cratuctnueckasi 00paboTKa IaHHBIX TPOBOAMIACH
¢ ucroiab3oBaHueM Tporpammbl StatTech v. 4.8.0 (paspa-
6otunk — OO0 «Cratrex», Poccust). KonuuectBeHHbIE
MoKa3aTeJM OLEHWBAJIUCh Ha TPEAMET COOTBETCTBUS
HOPMAaJIbHOMY pAacCHpeAesIeHUIO ¢ TTOMOIIbI0 KPUTEPUS

Puc. 2. Tlonepeunslii cpe3 KOMIBIOTEPHOIT TOMOTpauy OPraHoB OPIOLI-
Hoii mosoctu (yposenb L3-14), nanmentka 10 net ¢ 6ose3nsio Kpona
(coOcTBeHHDBIE JaHHBIE). BbiieseHbl rpaHUIbI 0OJBIIHX MOSCHUYHBIX
MBIIIIL ¢ 00€MX CTOPOH

Fig. 2. Abdominal computed tomography in 10-year girl with Crohn’s
disease. The borders of psoas muscle signed at both sides (own data)
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[Hampo-Yunka. Ilpum HOpManmbHOM paclpenesieHuN
MMOKa3aTe I OMUCHIBAIIMCH C TIOMOIIBIO CPETHUX apud-
MeTHYecKuX BeJuunH (M) U cTaHIApTHBIX OTKJIOHEHUIA
(SD), rpanui 95% nosepuTenbHOTO MHTepBaia. B ciy-
Yyae OTCYTCTBUSI HOPMaJIbHOTO pacripeieieHus — ¢ TTIOMO-
mpto Meauansl (Me) u kBaptuieit (Q1-Q3). Kareropu-
aJIbHbIE TAHHbBIE OMMCHIBAJICH C YKa3aHUEM a0COTIOTHBIX
3HAYEHUI U MPOLIEHTHBIX nosieil. CpaBHEHWE ABYX IPYTIII
MO0 KOJMYECTBEHHOMY TIOKa3aTeslo, pacripeiesieHne
KOTOPOTO OTJIMYAIOCh OT HOPMAJbHOTO, BBITIOJHSIOCH
¢ momomnsio U-kputepus ManHa-Yuran. Paznmuns
CYNTAJIUCh CTATUCTUYECKU 3HaUMMbIMU TIpu p< 0,05.

Pe3ynbraThl n 06CcyXxaeHue

O06e rpyIInbl ObUTM COMTOCTABUMBI 1O TIOJTy M BO3PACTY
(p>0,05). CpeaHuii Bo3pacT B TpyIine AeTeil ¢ 60JIe3HbIO
Kpona cocraBun 15 ner, B rpymnrme OOJbHBIX SI3BEHHBIM
konmutoM — 11,5 ner. Ha MoMeHT BKItoueHuUs1 OoJIbIIast
4acTh TMAIlMEHTOB HAXOAWJIACh B aKTUBHOW CTaIWU BOC-
MaJUTETLHOTO 3abojieBaHUsI KUIIEUHUKA — B JAe0IoTe
(36%, n=13) n oboctpennu (30%, n=11). Ilo crenenun
TSDKECTH B TPYIITE I3BEHHOTO KOJIUTA MpeodIagaiv malm-
€HTHI C Jierkoi creneHblo (oT 10 1o 34 GayuioB Mo 1iKaie
PUCAI, 38,9%, n=7), B tpynmne 6one3nu KpoHa —

OPUINHAJIbBHbBIE CTATbU

C TSDKeJIBIM TeueHueMm 3abosieBaHus (6osee 30 OauioB
no mkaje PCDAI, 44,4%, n=8). MenuaHa JUTeTbHOCTH
3a00J1eBaHMST HA MOMEHT BKJIIOUeHUsI Ipu 6os1e3Hu KpoHa
coctaBuia 17 mecsilieB, MpU SI3BEHHOM KojuTe — 12.

HauGonee pacmpocrpaHeHHOll (GOpMOil SI3BEHHOTO
KOJINTA SIBIISICA ToTajdbHBIM Komut (77,8%, n=14).
Ilpu Gonesnu KpoHa wuaiie Bcero AMarHOCTUPOBAJICS
uneokoaut (66,7%, n=12), a Takke BOCHAJTUTETbHAs
dopma mopaxkenust (61,1%, n=11).

B rpynre g3BeHHOTrO KojuTa nuarHo3 HenuddepeH-
LIMPOBAHHBIN TeMaTUT paHee ObLT BBICTABIEH § TMalu-
eHtam (44,4%), ayroummyHHbIN renmatut — 1 (5,6%),
MEePBUYHBIN CKJIepo3upyommit xoaaurut — 3 (16,7%).
AYTOMMMYHHBII TernatuT B rpymre Oone3Hu Kpona
nuarHoctupoBaH y 2 maumeHToB (11,1%), mepBUYHBIM
CKJIEpPO3UPYIOIINI XOJIAaHTUT — TakkKe y 2 MallMeHTOB
(11,1%). OnHOMY TIALIMEHTY C SI3BEHHBIM KOJIWTOM OBLIT
BBICTaBJIEH AMarHO3 MeTabOJIMYECKN acCOUMUPOBAHHOM
JKMPOBO# 0oyie3HM TledeHn. TakuM oOpa3oM, B Halleit
BBIOOpKE COMYTCTBYIOIIAsI reraToOMIMapHast maToJIOTHUsT
oTMevasachk y 17 yenosek (47,2%).

BenkoBo-sHepreTnUeckass HeIOCTATOYHOCTh ObLTa
BbIsIBIIeHa y 12 nmeteit ¢ 6one3nbio Kpona (66,7%)uy 7 —
¢ s3BeHHBIM kosmtoM (38,8%). Tlpu sTOoM B mepBoOii

Bospacr,net /Tlon 15 M |¥asossnk yron (50 xI'm), rpaz. 5.01
Pocr,cu /Bec, k1 164 380 |Enerowmas xemeocTs | MuHepansHaa Macca Tema, kT 2.0
Osp. Tamun / Oxp. Gemep, cu 6l /73 |Ocnoenoit ofuer, man/cyT.
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Puc. 3. IIpoTOKOJI OMOMMIIETAHCHOTO HCCJIEIOBAHMS MANKEHTa 15 J1eT ¢ A3BeHHbIM KOJIUTOM (COOCTBEHHbIE JAHHBIE)
Fig 3. Bioimpedance analysis protocol in a 15-year-old patient with ulcerative colitis (own data)
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rpyrrme mpeobianaia 6eIKOBO-dHepreThUecKast HeIoCcTa-
TOYHOCTh YMepeHHO! 1 Tsikenolt crerrenu (50%), Bo BTO-
poit — nerkoit crenenu (27,8%). M36bITouHast Macca
Tesa BeIsiBlieHa y 22,3% TallMeHTOB C SI3BEHHBIM KOJTUTOM
(n=4), B To BpeMs Kak Tipu 6one3Hn KpoHa — TojbKO
y OIHOTO TMaleHTa. XapaKTepuCcThKa JeTell ¢ BOCITau-
TEJIbHBIMU 3a00JIeBAHUSMM KHIIIEUHWKA, BKITIOYEHHBIX
B MCCJIeIOBaHMe, MpeACTaBlieHa B Tabuie 1.

YV naumMeHTOB ¢ SI3BEHHBIM KOJIMTOM CPaBHUTETHLHO
yalle OTMeUYaJuch M3MEHEHUs OMOXMMHUYECKUX J1abo-
paTOpHBIX TIOKa3aTejell I0 CpaBHEHMIO C TPYMNIoi
6osie3nu Kpona (ta6:. 2). CuHapom IMTOMM3a B cOYeTa-
HUU ¢ XojiecTa3oM ObLT BeIsiBIIEH y 11 (30%) manneHToB.
V2 (5%) manmeHTOB OTMEYaIOCh N30JIMPOBAHHOE TTOBBI-
IIeHWe YPOBHS OMIMpyOUHa.

Cpennuii ypoBeHb 5’-HT He nmen 10CTOBepHBIX pa3-
JIMUWIA MEXIy TPYIIaMu M TakKe He 3aBUCe] OT BO3-
pacTta, CTEIeH! TSKeCTH BOCITAJTUTEIbHOTO 3a00JIeBAaHUS
KUIIeYHWKa U (a3bl 3a00yieBaHUSI HA MOMEHT BKIJIIO-
yenus. Ilpu anammse 3aBucumoctu 5’-HT ot Hammums
renaToOMIMApHOI MaTOJOTMU OBUIO BBISIBJIEHO 3HAYM-
MOe pas3iiuue: y TalMeHTOB ¢ ee HaJudueM YpOBEHb
¢epMeHTa ObUT JOCTOBEPHO BhIIIIE (TA0. 3).

Ha ocHoBaHMM aHaM3a COBOKYITHBIX TAHHBIX KOM-
MbIOTEPHONW W MArHMUTHO-PE30HAHCHOW ToMoTrpabuu,
MPU3HAKU CTeaTo3a MeYyeHU ObLIN BhIsIBIEHBI Y 10 13 26
nauneHToB (38%), BKiTovast 6 MalMEHTOB C I3BEHHBIM
KoiuToM U 4 — c Oone3npio Kpona. MennaHa Bo3-
pacrta mauueHToB coctaBwia 12,5 roma [7, 5—16,0],
MeauaHa JUTMTEJIbHOCTU 3abojieBaHusi — 38 MecsliieB
[8,25-78,25].

IMomoBrHA TALIMEHTOB ¢ TIpU3HAKaMU CTeaTro3a
MeYyeHW Ha MOMEHT BKJIIOUEHMST B MCCIIeTOBAaHME HAXO-
IIMJach B aKTUBHOW cTamny 3abojieBaHUWil. Y OoJblIeil
YacTU JeTeil OTMeYaluCh HapylleHUs HYTPUTUBHOTO
cratyca: OelTKOBO-IHEpreTU4ecKas HeIOCTaTOYHOCTh
(70%) v n36BITOK Macchl Tena (20%).

VYV 60% nauneHTOB, UMEBIIIMX CTEaTo3 TIeYeH! 110 JaH-
HBIM JIy9E€BBIX METOIOB, HE OTMEYaJOCh IOBBIIICHUS
MapKepoB LIMTOJNIM3a M XojiecTasa. [lpu aHaam3e KOH-
neHTpaunu 5’-HT B 3aBUcMMOCTH OT HaJIW4YMSI CTeaTo3a
TMeYeHM BBISIBIEHO OCTOBEPHOE MTOBHBIIIEHUE TTIOKa3aTeIs
y mauueHToB co creato3oMm (p<0,05) (puc. 4).

Ilo paHHBIM  OMOMMIIETAHCOMETPUU,  AeDUINAT
CKEJIETHO-MBIIIEYHOM MacChl BBISIBIISIICS B 00€HMX TPYII-
Max ¢ cornocraBuMoil yacroroit (p>0,05) y 7 nmauueHTOB

Ta6auya 1. XapakTepuCTHKA NAMEHTOB C BOCIATHTEIbHBIMH 3200/1€BAHUAMY KHIIIEYHHKA
Table 1. Characteristics of patients with inflammatory bowel disease

Juarno3
ITapameTpbi P
BK (n=18) AK (n=18)
Bo3spact, nonubix ietr Me [IQR] 15[11;16] 11,57, 5;14,75] 0,123
MyxXCcKou 12 (66,7%) 15 (83,3%)
Ton, n (%) 0,443
Kenckuit 6 (33,3%) 3(16,7%)
Jle61oT 7 (38,9%) 6 (33,3%)
Szg,f)”" gabuicpe Pewymus 5(27,8%) 6 (33,3%) 0,920
Pemuccus 6 (33,3%) 6 (33,3%)
JTATETbHOCTh 3a00JIEBAHISI HA MOMEHT BKITFOUEHUS . .
N — 17 [7, 5;62,5] 12 [6, 25; 52,25] 0,612
Jlerkas - 7 (38,9%)
CreneHb TSKECTU 10 KA~ VyepeHHast 4(22,2%) 5(27,8%)
nam PCDAI u PUCAL, -
n (%) Tsoxenas 8 (44,4%) -
Pemuccus 6 (33,4%) 6 (33,3%)
Hopma 6 (33,3%) 11(61,1%)
Jlerkas 3(16,7%) 5(27,8%)
BBH, n (%) 0,088
VMepenHas 6 (33,3%) 1(5,6%)
Tsaxenas 3(16,7%) 1(5,6%)
W36bITouHbIi Bec, n (%) 1(5,6%) 4 (22,2%) 0,318
Henl' 0 8 (44,4%) 0,003*
Conyrersytowasi reratroou- AWT 2(11,1%) 1(5,6%) 1,0
JuapHasi matonorust, (%)  [ICX 2(11,1%) 3(16,7%) 1,0
MAXBIT 0 1(5,6%) 1,0

Ipumeuanue: * — paznuuust cratuctTudecku 3HaunMbl; BK — 6one3nb Kpona, IK — si3BeHHblii konut, Henll — HennddepeHIMpoBaHHbII
renatut, AL — ayroummyHHBbIIi renatut, [TICX — nepBUYHBII CKIepo3upyroLnii XonaHrut, BAOH — GeskoBo-3HepreTryeckast HeI0CTaTou-
HocTh, MAXKBIT — MeTabomyecku accollMupoBaHHast XXMpoBasi 00J1e3Hb MEUeHU.
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n3 Bceit BeIOOpKU (19,4%). edumr XupoBoil Macchl
OTIpENeIISIICS TOJBKO y TALMEHTOB ¢ 6ojie3Hbi0 KpoHa
(38,5%, n=5), B TO BpeMsT KaK M30BITOK XKUPOBOW MacChl
BCTpeYaJicsl MPEUMYIIECTBEHHO Yy IAlMEHTOB C SI3BEH-
HBIM KonuToM (40%, n=6). CHIKeHUEe TOIIeH MacChl
BBISIBJICHO B 00eux rpynmax: 76,9% (n=10) npu 601e3HU
Kpona u 46,7% (n=7) nipu s13BeHHOM KoiuTte. Y 0OJb-
LIMHCTBA JIETEI OTMEYATIOCh CHIDKEHUE aKTUBHOM KJIETOY-
Holi Maccel — y 84,6% (n=11) B rpyrme 6one3un Kpona
ny 60% (n=9) B rpymnre AeTeii ¢ I3BEHHBIM KOJUTOM.
Taxkxe 10 pe3yabraraM OMOMMITETAHCOMETPUU
OBbLJIO YCTAHOBIIEHO, YTO HOJSI CKEJIETHO-MBIIIEYHON

100%
90%
80%
70%
60%

50%
° 38,5%

LOedunuut CMM Oednumt KM

OPUINHAJIbBHbBIE CTATbU

Macchl y JeTeil ¢ TremnaToOMJIMapHO TMaToJioThei
(BKITIOUAST HATTUIWE CTeaTo3a MeYeH! 110 JaHHBIM JTyde-
BBIX METOJIOB OOcCJieoBaHUsI) OblJla HUXKE 10 CpaBHE-
HUIO C TPYIIOW MAIIMEHTOB, He MMCIOIMNX W3MEHEHUHI
CO CTOPOHBI MEYEeHU U OuarMapHoro tpaxkrta (tadna 4).
B oTHomeHWM Opyrux TMmapaMeTpoB KOMITOHEHTHOTO
cocTaBa Tejia JIOCTOBEPHBIX PA3IUYUA  ITOJTYICHO
He ObLIIO.

Mennana cyMMapHOM TUIOIIAIN TTOSICHIYHBIX MBIIIIIT
(tPMA) He mMena 3HAUMMBIX PA3IUYUN MEXIy TpyIIi-
namu (tabnuua S). CapkorneHus (cHmxeHue tPMA < —2)
ObITa BBIsIBIICHA y 22 TanueHToB (61%), ¢ comoctaBUMOit

84,6%
76,9%

60,0%

46,7%
40,0%
40%
0,
30%  231%2%7%
20%
: 7,7%

10% 0,0%

0%

MN36bITOK KM

CHuxeHne TM  CHmkeHne AKM

BK mAK

Puc. 4. XapakTepHCTHKH KOMIIOHEHTHOTO COCTABA TeJia Y IeTeil ¢ BOCHAIMTEIbHBIMHI 3200/1€BAHUAMU
KHIIIeYHHKA N0 JaHHBIM OuonmnenancomeTpud. CMM — ckejieTHO-MbIeyHas Macca, 2KIM — kupo-
Bast macca, TM — romas macca, AKIM — akTuBHAas KJIeTOYHAsI Macca

Fig. 4. Results of body composition analysis in children with inflammatory bowel disease. CMM — skel-
etal muscle mass, 2KM — fat mass, TM — lean mass, AKM — active cell mass

Tabauya 2. Tloka3aTeau OMOXMMHYECKOTO AHAJIM3A KPOBH Y JIeTeil C BOCTAJIUTEIbHBIMH 3200/IeBAHUAMHU KHIIEYHHKA
Table 2. Biochemical blood test results in children with inflammatory bowel disease

TMokasatenu BK (n=18) Me [IQR] SIK (n=18) Me [IQR] P
AJIT, E/n 8 [6,0;12,75] 76,516, 25;153,0] <0,001*
ACT, E/n 14,55 [13, 0;18,3] 49,5 [31, 75;123,5] <0,001*
I[TTII, E/n 13,0 [11, 3; 17,5] 107,0 [37, 0; 234,0] <0,001*
®, E/n 116,0 [89, 0; 148,0] 277,0 [153,75; 418,5] <0,001*
Bunupy6ouH ob1mii, MMOJIb/1 5,33, 78; 8,88] 8,717, 28;12,6] 0,028%*

Tpumeuanue: * — paznuuus craTuctTrdecku 3HaunMbl; BK — Gonesnb Kpona, IK — s3BenHbIit kout, AJIT — anaHnHamuHoTpacdepasa,
ACT — acnapraramuHotpaHcdepasa, [TT — ramma-rinyramuirpancdepasa, [P — mienounas docdarasza

Tabauya 3. Cpeanue 3HaYeHHs 5’ -HYKJIEOTHIA3bI B 3aBUCHMMOCTH OT TMATHO32 U HAJIMYMS reNaToOWINAPHOI NATOIOTHH
Table 3. Mean 5’-nucleotidase levels depending on diagnosis and presence of hepatobiliary manifestations

5’-HyKJIe0THAa3a,

I'pynna cpaBHeHust Kareropus Me [Q1-Q3] n p
BK 1633 [531,4 — 8479] 9
Juarnos B3K 0,387
AK 2359,6 [1870,9 — 4036,2] 15
OtcyrcTBUE 1716,5 [531,4 — 1990] 13
ComyrcrByiomrag ['BIT 0,019*
Hanmane 3456,8 [2602,05 — 7061,9] 11

Tlpumeuanue: * — paznuuusi nokasarenei cratuctudecku 3Hadyumsbl (p <0,05), I'BIT — remaroounuapHas narosorus, BK — 6onesns KpoHa,

SIK — sI13BeHHBI KOJIUT

POCCUCKWIA BECTHUK MEPUHATOJIOMMV U MEANATPUM, 2025; 70:(6)

50

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2025; 70:(6)



Taiihymounosa A.P. u coaem. CapKOTeHHUs1, ATOJIOTUS TIeYeHW M OMIIMAPHOTO TPAKTa Y IETei ¢ BOCMAINTEIbHBIMU 3a00IeBAHUSIMY KUILIIEYHUKA

Tabauya 4. TlokazaTeu MbIIIEYHO MACCHI IO IAHHBIM OHOUMIIEIAHCOMETPHUM Y JI€Teli ¢ BOCTIAJIMTEIbHBIMH 3200J1eBAHUSAMI KU~
HIEYHUKA B 3aBUCMMOCTH OT HAJIMYMS renaToOWINAPHOI NATOIOTHI

Table 4. Bioimpedance-based muscle mass parameters in pediatric inflammatory bowel disease with and without hepatobiliary

involvement
IToka3zaremm I'bII Me ?;%_Igf n p
CKeJIeTHO-MBbILIeuHasT Hammaue 12,8 8,8—19,5 13 kT
Macca, Kr OtcyTeTpie 19,9 14,0-22,3 15 '
J10J151 CKeJIETHO-MBIILIEYHOM Hanmnune 49,4 46,4—51,9 13 -
Maccel, % OrcyTcTBHE 56,6 52,6—60 15 ’

Tpumeuarue: * — pa3nuuus cTaTucTudecku 3HaunMbl, I'BIT — remaToOuiIrapHas maToaorus
s

Ta6auya 5. Cpennue 3Hadenust tPMA B 3aBUCMMOCTH OT JMATHO32 BOCHAJUTEILHOTO 3200/1€BAHUs KUIIEYHHKA
Table 5. Mean tPMA levels depending on inflammatory bowel disease diagnosis

IToka3zaTem BK, n=18 AK, n=18 ]
tPMA, MMm2 1090,00 1005,00 0.527
Me [IQR] [924,75; 1375,00] [667,50; 1357,50] ?
tPMA z-score . .
Me [IQR] -2,35[-2,88; —1,44] -2,31[-2,73; —1,45] 0,862

YacTOTOM B 00enX Tpyrmax. YactoTa capKoreHU He pas3-
JIn4ajach B 3aBUCUMOCTHU OT TI0JIa, TUArHO3a M CTEIIeHU
TsKecTn 3a0oyieBaHus. OgHako, cHIDKeHne tPMA ugame
PETUCTPUPOBAJIOCH y JIeTeil B aKTUBHYIO a3y 3abojeBa-
Husl, B ne6tore u nipu peuuause (p<0,05).

BrisiBeHa mipsiMast KOppessiiiiOHHAsT CBSI3b BEICOKOM
TecHOTHI 1o 1mKaje Yemmoka mexny tPMA u ckeneTHO-
MBIIIIEYHON MacChl MO JaHHBIM OMOMMITIETaHCOMETPUU
(p=0,720, p<0,001). Kpome TOro, BbISIBIECHBI CBSI3U
3aMeTHOI TecHOThl Mexay tPMA u obbemom Tomiei
1 aKTMBHOM KJeTouyHoit Macchl (p=0,694 u 0,693 coot-
BeTcTBeHHO, p<0,05). [lpu aHann3e KOppeasIInuu MEXILY
ypoBHeM 5’-HT m poneii cKelaeTHO-MBIIIEYHON MacChl
(%) 1o GronMIIeTaHCOMETPUY ObLTa BHISIBJIeHA OOpaTHast
CBSI3b YMEPEHHOI cuiibl 1o 1ikane Yennoka (p=-0,331).
OpmHako, OHa He JTOCTUTJIA CTATUCTUIECKON 3HAYMMOCTHU
(p=0,133), uyTO, BepOATHO, OOYCIOBJICHO OrPaHUYCHHBIM
pa3MepoM BBIOOPKH U TPeOyeT JaTbHEHIIIETO N3yIeHHUS.

CoracHO TOJYYeHHBIM HaHHBIM, TIPU3HAKU cap-
korteHun (tPMA z-score < —2 mo pesyiabTaTam Jyde-
BBIX METOIOB OWArHOCTUKU) BBISBISIIUCH ¥ 61% nerteii
C BOCIAJUTEIBHBIMU  3a00JIeBAaHUSIMU ~ KUIIIEUHUKA.
Ilo pe3yabraram OMOMMIIETAHCOMETPUU CHIDKEHUE
CKeJIETHO-MBIIIIEYHOI MacChl oTMevanoch y 19,4% neteii.
Hecmotpst Ha pa3nuuust B YyBCTBUTEIBHOCTH METOIOB,
mexnay tPMA u nmapamerpaMu KOMITOHEHTHOTO COCTaBa
TeJa yCTAaHOBJIEHA BBICOKAsl CTEMEeHb KOPPEISUU. DTO
MONTBEPKAAET BO3MOXKHOCTb MCIIONb30BaHUS tPMA
B KayeCTBE IOIMOJHUTEIBHOTO TOCTOBEPHOTO MapKepa
B KOMIUIEKCHOI OlLIeHKE CapKOIIEHUH.

CHIXeHWe JOJIM  CKEJETHO-MBIIIEUHOM  MacChl
M0 JaHHBIM OWOMMIIEIAHCOMETPUN TOCTOBEPHO Yallle
BCTPEYaoch y JAeTeil ¢ COMyTCTBYIOIIEH TrernaToouImap-
HoIi Tatoyorueit. CTaHmapTHbIe OMOXUMUYECKUE Map-
Kepbl LIUTOJIM3Aa U XOJIecTasa, MpUMeHsieMble B PYTHHHOM
MpaKTUKe, He OTPaKaJau CTeNeHb CHUKEHUST MBIIIIEYHOM

Macchl. BolgBieHHas oOpaTHasi KOPPEJISILUMOHHAS CBSI3b
MEXIY 5’-HYKJIeOTUIAa301 1 JoJIeil CKeJIeTHO-MBIIIEUHOM
Macchl HeE JOCTUIJIa CTAaTUCTUYECKON 3HAYUMOCTH,
YTO MOXET OBbITh CBSI3aHO C OrPaHUYEHHBIM OOBEMOM
BBIOOPKMU.

3aknoyeHue

CapkornieHust  sIBJISIETCSl  aKTyaJIbHOK — TTpOOJIEeMOid,
KOTOpasi OCTaeTCsl HEeOOCTATOUYHO M3YyYEeHHOW y nerei
C BOCTAJIUTEJIbHBIMU 3a00JIeBaHUSIMU KHUIlleYHUKa. Ee
CBOEBPEMEHHOE BBISIBIIECHME MMEET BaXKHOE 3HauyeHUe,
MOCKOJIbKY CHMXKEHME MBIIIIEYHOM MacChl MOXET HeOJ1a-
TOTIPUSITHO BJIUSITH HA TEUEHNE OCHOBHOTO 3a00J1eBaHNsI,
yYXyAIIaTh Ka4eCTBO XXU3HU U TIOBBIIIATh PUCK PA3BUTHUS
BHeKkMIIeyHoi Tmaroinoruu. Ocoboe BHUMaHUE CTOMUT
yIeJATh TallMeHTaM C COMYTCTBYIOIIEH rernaroouamap-
HOW TIaTOJIOTHEH, Y KOTOPBIX CapKOIEeHUSI MOXET OBbITh
0oJiee BbIpaXKEeHHOM.

TlonyyeHHble naHHBIC TIOAYEPKUBAIOT HEOOXOMU-
MOCTh KOMILJIEKCHOW M YIJIyOJIEHHOW OIIEHKM HYTpH-
TUBHOTO CTaTyca y JeTeil ¢ BOCTaJWUTeIbHBIMU 3a00-
JIEBAHUSIMU KHUIIIEYHUKA, OCOOCHHO TIpU COYeTaHUU
¢ rernaroouiMapHoi maTtoyioruei. s u3ydyeHus: BbISIB-
JICHHBIX 3aKOHOMEpHOCTell TpeOyeTcs maibHelIee
MpOBeNeHNEe TPOCTIEKTUBHBIX MCCIIENOBaHUI B TaHHOM
TpyIIe MalueHTOB.

B cBsI3M ¢ yCTaHOBJIEHHBIMU B3aUMOCBSI3SIMU MEXIY
CapKOIEeHUEe 1 rernaroOMIMapHoOil TaToIoTueit, MOXHO
MpPeanoaoXuTh, yto namueHT ¢ B3K, uMerommii omHo
M3 9TUX COCTOSTHUA, TOJIKEH ObITh 00C/IeIOBaH Ha HAJIM-
yue gapyroro. Koppekiusi HYTPUTMBHOTO CTaTyca,
ONTUMU3ALIMS Tepanmuyd MOTYT CIIOCOOCTBOBAaTh pas-
PBIBY MOPOYHOTO Kpyra, TPy KOTOPOM TIOTEPST MBIIIeU-
HOW Macchl U TIOpaXkeHUE TeYeHU B3aMMHO YCHJIMBAIOT
HeOmaronpusTHble 3(G@EKTh ApYyr Apyra, U YJIy4llUTh
Ka4yeCcTBO XXU3HU TMallMeHTa U ITPOTHO3 3a00JIeBaHUSI.
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Ocoo0ennoctu Tedenuss COVID-19 y nereii ¢ rumoxpoMHoii anemuei

C.I. Topoynos'?, A.B. buyyesa’, H.Jl. Odunaesa’, A.A. Yebypxun’

TBY3 MO «Hay4Ho-nccnenoBaTenbCkuii KIMHNYECKNI MHCTUTYT aetctea» Munagpasa MO, 115093, Mockea,
Poccuiickas ®enepaums

2preoy Ano «Poccwuiickas MeanumMHeKasi akaaemMusi HenpepbIBHOrO NPOGheCcCUoHaNbHOro 06pa3oBaHKs»
Munsgpasa Poccun, 125993, Mocksa, Poccuiickas @enepaums

SFBY3 MO «MockoBckuii 06/1aCTHOM HAyYHO-UCCeA0BaTENbCKUI KNUHNYECKMIA MHCTUTYT UM. M., Bnaammmnpckoro»,
129110, Mocksa, Poccuiickas @enepaums

Features of the course of COVID-19 in children with hypochromic anemia

S.G. Gorbunov'?, A.V. Bitsueva', N.D. Odinaeva'’, A.A. Cheburkin?

'Research clinical institute of childhood, 115093, Moscow, Russian Federation
2Russian Medical Academy of Continuing Professional Education, 125993, Moscow, Russian Federation
3Vladimirsky Moscow Regional Research and Clinical, 129110, Moscow, Russian Federation

TTanmenTbI C rTMMOXPOMHO¥ AHEMHUEIi COTJIACHO JINTEPATYPHBIM JAHHBIM SIBJISIIOTCS «TPYNIOi PUCKA» 1O HEOIArONPUSATHOMY TEYEHUIO
COVID-19. YcTaHOBJIEHO, YTO THIIOXPOMHAS Keyie30/e()MINTHASI AaHEMHUSI OKA3bIBAeT HETAaTUBHOE BJIMSTHHE MPAKTHYECKU HA BCe
3BeHbsl IMMYHHTETA, UTPAIOLIHEe BAXKHYIO PoJib B 3ammTe opranu3ma ot Bupyca SARS-CoV-2. Paszsutue COVID-19 npusoaut
K N3MEHEHHSIM rOMeoCcTa3a JKeJjie3a — TaK Ha3bIBaeMOil AHEMHH BOCIAJIEHH S, YTO HETaATUBHO OTPAXKAETCS HA TeYEHUH ITOI MH(EKIMH.
Iesb: onpenesienne 0cOOEHHOCTEl KIMHMYECKOTO T€YEHHs, JAHHBIX JA00PATOPHOr0 M HHCTPYMEHTAJILHOIO 00C/IeI0BAHMS U AHAJIN3
3 dexkTusHOCTH PpoBoaAMMOTO Jeuenusi COVID-19 y nereii ¢ runoxpoMHoii anemueii.

Marepuannbi u Metoabl. B 2022—2024 rr. oocaenosano 60 neteii ¢ COVID-19, crpaaaBimmx runmoxXpoMHoii aHemueii (rpynma HaoJo-
neHust), u 60 nereii ¢ IToii uH(ekmeii 6e3 anemuu (rpynna cpaBHenusi). Bcem naiyeHTaM npoBoanioch 00IEKIMHUYECKOe (pr3HKaIbHOE
00cJIe10BaHNe, BBINOIHSIMCD JJadopaTopHbie uccienopanus (I11IP-anamm3s ma3kos u3 poro- u Hocoriotku Ha PHK SARS-CoV-2, kiu-
HUYECKHi 1 OMOXMMUYECKHIA AHAJIM3bI KPOBH, OOIIMIi AHAJIN3 MOYHM, KOATYJIOTPAMMA, AHAJIM3 KPOBH HA OeJIKM 0CTpOii (ha3bl BocnajieHus),
HHCTPYMEHTAJIbHbIE MCCIeN0BAHUS (MY IbCOKCMMETPHS, KOMIBIOTEPHASI TOMOTPa(usi OPraHOB IPYIHON KJIETKH, dJIeKTPOKapanorpadus).
Pesynbrarsl. TskecTh COCTOSIHMS B TpyIie HAOMIOAEHHS ONpee/isiach CTENEeHbI0 MOPAXKEHHS PeCHMPATOPHOTO TPAKTa, JIMXO-
PaIKoii M MHTOKCHKALMEl, a TaKxKe auapeeii. 113 1adoparopHbix gaHHbiX A1 nanueHToB ¢ COVID-19 u runoxpomMHoii aHeMuei
XapakTepHa KPoMe COOCTBEHHO CHUIKEHHUSI YPOBHSI SPUTPOLMTOB M FeMOIJIO0OMHA, CKIIOHHOCTb K rMIepKoary isiuuu. BeipakeHHOCTh
BOCHAJIMTEILHOTO NMPoLecca y HUX B OoJiblleii cTeneHn oTpaxkai C-peakTuBHbI 0eJoK, yem deppurun. Jlns nocTmkenus 6aro-
NPUATHOTO MCX0/A NMANMEHTAM 3TOW Ipynmbl TPedOBANIOCH OOJiee AJTUTE/IbHOE JiedyeHHe Mo BCeM BHIAM NMPOBOJUMOI UM Tepanun
OTHOCHTEJIbHO JieTeii 0e3 aHeMuH.

BoeiBoa: COVID-19 y nerteii ¢ runoXpoMHoii aHemueii npoTekaer §oJiee TSKEJIO MO CPABHEHUIO C NMAIMEHTAMH, MEPEeHOCSIUMHA
JIAHHYI0 HH(EKIMIo 0e3 aHeMuUH.

Karoueswte caosa: demu, COVID- 19, cunoxpomuas anemusi, KAUHUYECKOe MeveHue, mepanusl.

Ans yntnposauuns: lopbyHos C.I., buuyesa A.B., OguHaeBa H./[., YebypkuH A.A. OcobeHHocTu TedeHns COVID-19 y neteii ¢ rurnoxpoMHo
aHemueri. Poc BecTtH nepuHaron n neguatp 2025; 70:(6): 53-60. DOI: 10.21508/1027-4065-2025-70-6-53-60

According to the literature, patients with hypochromic anemia are considered a "risk group" for an unfavorable course of COVID-19.
It has been established that hypochromic iron deficiency anemia has a negative impact on virtually all aspects of the immune system,
which play a key role in protecting the body from the SARS-CoV-2 virus. The development of COVID-19 leads to changes in iron
homeostasis—the so-called inflammatory anemia—which negatively impacts the course of this infection.

Objective: to determine the features of the clinical course, laboratory and instrumental examination data, and to analyze the effective-
ness of COVID-19 treatment in children with hypochromic anemia.

Materials and methods: in 2022—2024, 60 children with COVID-19 suffering from hypochromic anemia (observation group) and 60
children with this infection without anemia (comparison group) were examined in accordance with regulatory documents.

Results: The severity of the condition in observation group was determined by the degree of damage to the respiratory tract, fever
and intoxication, as well as diarrhea. From laboratory data, patients with COVID-19 and hypochromic anemia are characterized by
a decrease in the level of red blood cells and hemoglobin, and a tendency to hypercoagulation. The severity of the inflammatory process
in them was more reflected by CRP than ferritin. In order to achieve a favorable outcome, patients in this group needed longer treatment
for all types of therapy they receive in children without anemia.

Conclusion: COVID-19 in children with hypochromic anemia is more severe than in patients suffering from this infection
without anemia.

Key words: children, COVID- 19, hypochromic anemia, clinical course, therapy.

For citation: Gorbunov S.G., Bitsueva A.V., Odinaeva N.D., Cheburkin A.A. Features of the course of COVID-19 in children with hypochromic
anemia. Ros Vestn Perinatol i Pediatr 2025; 70:(6): 53-60 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-53-60

I IOBaH kopoHaBupycHasg wuHpekunss COVID-19 BOBJIEKAIOTCSI B BMUAECMUUYECKMIA TTPOLECC U TMEePEHOCST

MPOMNOJIKAET OCTABAThCsl aKTYalIbHOW MJIsl 3IpaBo-  3abosieBaHWE OOBIYHO JIeTYe MO CPaBHEHMIO CO B3pOC-
OXpaHEeHMs MPAKTUYECKU BCeX CTpaH MUpa, HE UCKIIO-  JIBIMHU, y OTIEIbHBIX UX KATETOPWI MOTYT HaOIIOMAThCS
yasg u Poccuiickyio @enepaunio [1]. Hecmotpst Ha TO, ocobeHHoctu COVID-19, koTtopble CITOCOOCTBYIOT

4TO JETU W TOAPOCTKU B IIEJIOM B MEHbIIEH CTEIEHU OOJIBIIIE TSIKECTM KJIMHMYECKOTO TeyeHMsl 3aboJjieBa-
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HUS M 3aTITUBAHUIO TIpoOliecca BBI3NOPOBICHUS [2—4].
K takum «rpymnmnam prcka» MOXKXHO OTHECTH MAlIMEHTOB,
CTpafalolIX TUITOXPOMHOM aHeMUel, 4TO JO HACTOSI-
IIETO0 BPEMEHM HEIOCTATOYHO OTpPaXkeHO B MEIUIIMH-
cKoit muteparype [5].

CornacHo MeTaaHanu3y, onyoiaukoBaHnHomy K. Graff
¢ coanT. B 2021 romy, paKTOpoM pucCKa TSKEJIOTO Tede-
Husg COVID-19 y neteit saBAsitoTCSl OXXUpeHUE, OPOHXU-
ajbHas acTMa, OOCTPYKTMBHOE altHO® BO CHe, caxap-
HBI auabeT WM TpeaauabeT, a TakkKe MOBBIIIEHHAS
GasoBasl MMoTpeOHOCTh B Kucjaopoae [6]. MccnenoBanue
TaKKe CBSI3bIBACT TOBBIIIEHHBIN PUCK TSIKEJIOro Teue-
Husg COVID-19 ¢ neroyHbIMu, XeJIyT0uHO-KUIIIEYHBIMHU,
SHIOKPUHHBIMUA, HEBPOJOTUIECKUMU U TICUXUIECKUMU
3a00IeBaHUSIMU, HapyIIeHUSIMU WMMYHUTETa W TIpe-
KIEBpPEeMEHHBIMU pOJaMM B aHaMHe3e. AHeMUs TakKxke
cBs13aHa ¢ TseKenbiM TedeHneM COVID-19 [7-9].

B nacrostiee Bpemst BcemupHast opranuzaims 3apa-
BooxpaHeHusi (BO3) ompenensier aHeMUI0 KaK COCTOSI-
HUE, TIPU KOTOPOM HaOJII0JaeTCsl HU3Kast KOHIIEHTPALIHST
TreMOMJIOOMHA WJIM HHM3KOe KOJUWYECTBO DSPUTPOLIMTOB
110 CpaBHEHMIO ¢ HOpMoil. HecMoTpss Ha ouYeBUIHBIN
Mporpecc B MeIUIIMHE U OypHOe pa3BUTHE (hapMaKoJo-
My, TUTIOXpOMHas kejeszonaeduimtHas aHemust B XXI
BeKe cTajia OJHON W3 HEeWH(MEKUMOHHBIX TMaHISMUIA.
A JnaTeHTHBIH neUIUT Xeje3a — CUACPONCHUST —
Mo oleHKaM BceMMpHOI opraHu3aluvu 3apaBoOXpa-
HEHUsI CETOMHST UMEETCS ¥ KaXIOTO0 BTOPOTO-TPETHETO
yenoBeka Ha 3emie. [locnencTBus neduiura xenesza
U OCJIOXKHEHUS 3TOTO COCTOSTHUS WCITBITBIBAIOT JIFOIU
BCEX BO3PACTHBIX KaTeTOPU U COLMATBLHBIX TPYIIT. DTa
MpobJieMa JaBHO yKe He aCCOIMUPYETCS ¢ HU3KUM COLIM-
aJTbHBIM CTaTyCOM U HEIOCTATOYHOCTBIO MTUTAHUS, SBJISI-
SICh CBOETO pOJIa TTapaToKCOM LIMBUIU3AIINH.

CTONb IIMPOKUM  pacIpOCTpaHEHWEM aHEeMUU
Y COBPEMEHHBIX JIIO[Ieldi BO MHOTOM OOBSICHSIETCST Oec-
npeueaeHTHBI  Macmtab mnanmemuun  COVID-19,
MHOTOO0Opa3ye KIMHUYECKUX (OpM, OCIOXKHEHUIA
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W TIOCIEACTBUIA 3TOM MH(MEKINU, ITOCKOJBKY KeJIe30
SIBJISIETCSI HE3aMEHMMBIM 3JIEMEHTOM IS (DYHKIMO-
HUpPOBaHUS WMMYHHOW CHCTEMbl — TIJIABHOW 3alllUT-
HUIIBI OpraHMW3Ma OT BHEIIHUX M BHYTPEHHUX (aKTO-
poB arpeccun [8]. HemocpencTtBeHHast 3aBUCUMOCTH
WUMMYHHOM 3alllUTBl OT YPOBHSI Xeje3a U3BeCTHa
naBHo. MccrnenmoBaHusi, mpoBeneHHbIE BO BpeMsl TaH-
memuu COVID-19, moxkaszanm, 49TO IIpU HEIOCTaTKe
Kejle3a B OpraHU3Me CHMXAETCS CHHTE3 MOJIEKYJ
HecneuuduuecKoit UMMYHHOM 3aIlIUThI, (harourTapHasi
aKTUBHOCTh MakpodaroB M HelTpoduaoB, mpoaude-
pauus T-nmuMmdounToB u BeipadboTKa B-numdonuramu
aHTUTEJI, YBEJIMYUBAIOTCS AKTUBHOCTb I€PEKUCHOTO
OKMCJIEHUs JUTIUIOB U MOBpexnaeHue TkaHei. Creno-
BaTeJIbHO, UMEHHO TUITIOXPOMHAs Keje301ehUuluTHas
aHeMUs OKa3bIBaeT HEraTMBHOE BIMSIHUE MPAKTUYECKU
Ha BCe 3BE€Hbss UMMYHUTETA, UTPAIOIINE BaXXHYIO POJIb
B 3amuTe oT Bupyca SARS-CoV-2 [10].

AHemus BocniajieHus, Habmongaemas npu COVID-19,
XapaKTepu3yeTcsl CHUXKEHUEM YPOBHSI ChIBOPOTOYHOTO
KeJe3a, TpaHcepprHa M HAChIIEHUST TpaHC(EPPUHOM,
MOBBIIIIEHUEM YPOBHSI OEJIKOB OCTpoil (ha3bl Bocmaje-
HUs — (eppUTHHA, TeNCUANHA, JTUTOKAJINHA-2, a TAKXKe
KaTaJuTUUECKOro Xejie3a M pacTBOPMMOIO pelenTopa
TpaHcdeppuHa; ypoBeHb reMOTJI001MHA MOXKET ObITh HU3-
KUM WJIM HOPMAJIbHBIM, T.€. aHEMUS SIBJIIETCSI THUIIOX-
poMHoIi. CBSI3aHHBII ¢ MeMOpaHOI pelenTop TpaHC-
¢depprHa MOXET CMocOOCTBOBaTh MPOHUKHOBEHUIO
Bupyca SARS-CoV-2 B kietkn. JlakrodepprnH MoxKeT
obecrieyrBaTh E€CTECTBEHHYIO 3alllUTy, TpeaoTBpalias
npoHukHoBeHue Bupyca SARS-CoV-2 u/unu mHruom-
pys ero perikanuo [11].

Takum o6pazom, koppensuusi mexay COVID-19
U TUTMOXPOMHOM aHeMMEN HOCUT CJIIOXHBIA Xapak-
tep. M anemuss, 1 COVID-19 BbI3bIBalOT HapylleHUe
WUMMYHHOW peryisiiiuu, Tipeapacrioyiarasi TaiyueHTOB
K ayTOUMMYHHBIM ocjiokHeHusM [12, 13]. Tak, y maum-
eHToB ¢ COVID-19 MoxeTt pa3BUThCS aHEMUS, a TTAll-
EHTBI C aHEeMUell MoABePKEHbI PUCKY TSKEJIOM MH(pEK-
uun COVID-19. bonee Toro, COVID-19 knuHuuecku
CBSI3aH C TPOMOOTHMYECKUMM SIBJICHUSIMU, BbI3bIBac-
MBIMHM HECKOJILKMMHU MexaHu3Mamu |14, 15]. Paspurue
9TON MH(MEKUUU TMPUBOAUT K TUMTUYHBIM U3MEHEHUSIM
romMeocTasa xeje3a — Tak Ha3bIBaeMOIl aHEMUU BOCIIA-
nenus [16, 17].

Wcxonst U3 mepeuyncieHHbIX BbIle (DaKTOB, LeEIbI0
HACTOSIIIIETO MCCIEIOBAHUS SIBUJIOCH OTIPeNe/IEeHUEe OCO-
OEHHOCTEN KJIMHWYECKOTO TeUeHUsl, JaHHBIX Jiabopa-
TOPHOTO W WHCTPYMEHTAJIbHOTO OOCJIeIOBaHUSI M aHa-
3 3pdekTrnBHOCTH TTpoBOoAMMOTo nedeHns COVID-19
y IIeTei C TMITOXPOMHOUN aHEMHUEN.

XapakTtepucTtuka petei U MeToabl UCCNeA0BaHUSA

3a nepuon ¢ 2020 mo 2022 rr. B AETCKOM OTAENEe-
aun I'bY3 MO «KpacHoropckast ropoackasi 00JbHMIIA
Ne 2» MunznpaBa MoCKOBCKOI 061acTH Haxoauiaoch 60
neteit ¢ COVID-19, cTpagaBIIMX TUIIOXPOMHOI aHEMUE
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(rpymima HaGmoaeHus1), u 60 meteil ¢ 3Tol MHMeKIMEH
0e3 aHemuu (rpyrra cpaBHeHus1). B o6eux rpynax netu
OBbUIM COMIOCTaBUMBI 1O Bo3pacTy (ot 1 mecsitia 1o 17 ner,
cpennuit Bo3pact — 3,1+0,7 roma B o0eux rpymnmax)
U 10 ToJ1y (B IpyIire HaOMoaeHUST MaTbunKoB — 56,3%,
neBouek — 43,7%; B TpyIre cpaBHEHUST MaJbuUKOB —
66,7%, nesouek — 33,3%). Bce maumeHTBI TOCTIATATM-
3MPOBAJIMCh B CpeITHEM Ha 4-ii IeHb OT Hauyajia 00JIe3HU.
B 06eux rpyrmax KOHTakT ¢ O0JbHBIM OCTPBIM pecriupa-
TOPHBIM 3a00JIeBaHUEeM UMeNu 65% neteid.

JIJ1s1 IMarHOCTUKU aHEMUM MCTIOJIb30BaHbI KPUTEPUU
BO3 (2001 r.): y meteit B Bo3pacTe OT 6 MecsIIIeB 10 5 JieT
ypoBeHb remorjgoouHa Huxe 110 r/m, y mereit or 5
1o 11 net — Huxe 115 v/, y neteit ot 12 et u crapiie —
Huwxke 120 r/n1. B mepudepnueckoit KpoBU MMOMUMO
colepXaHusi TeMOrJo0MHAa OLIEHUWBAJIMCh TaKue IMOoKa-
3aTe/IM KaK KOJIMYECTBO IPUTPOLIMTOB, CPEAHUN OOBEM
sputpouutoB (MCV), cpenHee comepxkaHUE TeMOTJIO-
ouna B sputpouute (MCH), cpenHsisi KOHLIEHTpaLMsI
remoryioouHa B aputporute (MCHC), mupuHa pacrpe-
JleJIeHUs] 9PUTPOLIUTOB 1Mo 00beMy (RDW).

Bcem manumeHTamM TpOBOAMIOCH OOIIEKIMHUYECKOE
(usukanbHOE 00C/IEeN0BaHUE, BBIMOJHSIUCH Jlabopa-
topHble uccnenoBanust (IMLP-ananu3 maskoB u3 poro-
n Hocornotku Ha PHK SARS-CoV-2, ximHunueckuii
1 OMOXMMMYECKUI aHaJIu3bl KPOBU, OOIIMI aHAJIN3
MOYH, KoaryjorpaMma, aHaju3 KpOBU Ha OEJIKU OCTpOM
¢as3pl BocnaneHust), UHCTPYMEHTaIbHbIE MCCIIEIOBAHUS
(TTyJIbCOKCUMETpPHsI, KOMITbIOTEpHAsi ToMorpadusi opra-
HOB TPYAHOM KJIETKU, 3JIeKTpoKapauorpadust), Mo noka-
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3aHUSM — KOHCYJIBTAllMU Pa3JIMYHbIX CIEIMaIMCTOB.
JleyeHre MaLMEHTOB TPOBOAMIOCH B COOTBETCTBUU C
NEUCTBYIOIIMMM Ha TOT MOMEHT BPEMEHHBIMU HOpMa-
TUBHBIMU JIOKyMEHTaMMU.

Craructuueckasi 06padboTka MOJYYeHHbIX pe3yJibTa-
TOB OCYUIECTBJISIACh C UCMOJb30BAHMEM HeMapameTpu-
yecKoro Kputepusi MaHHa-YUTHU U TTapaMeTpUIeCcKoro
t-xpurepust CTblofeHTA.

Pe3ynbratbl

B o0eux rpymmax y Bcex JeTeil OTMEYaluCh JIMXO-
paJKa ¥ MHTOKCUKAlMs, OOJM B TOpJe — TOJIbKO Yy 8%
MMAaLIMEHTOB B 00euX rpyIax. SIBieHns] puHUTa OT™MeYa-
JINCh HECKOJIBKO PEXeE Y JeTe ¢ aHEMHUEN OTHOCUTEIBHO
rpynnbl cpaBHeHust (30% npotuB 48%), omHaKo 3Ta
pasHuia He Oblia moctoBepHoil. JocrosepHo (p<0,001
110 t-kpureprio CThIOAEHTa) Yallle y MAlUeHTOB C TUITOX-
POMHOII aHeMUEN HAOJIIOIAINCH TAKAE CUMITTOMBI ITOpa-
JKEHUST pECITMPAaTOPHOro TpaKTa Kak Kamesb (91,7% mpo-
™B 66,7%) n onbika (33,3% mipotus 11,7%), a Takke
TaKOW CHUMITOM ITOPAXEHUST XEJIYIOYHO-KHUIIEYHOTO
TpakTa Kak nuapes (38,3% npotus 5%). PBoTta B 00eunx
IpyIax HaOJromansach MPaKTUYECKM C  OIMHAKOBOM
yactoroit (15% wn 11,7%) (puc. 1).

JIMTETBHOCTD JINXOPAAKKA M MHTOKCUKALIMK B TPYIIITE
HabIOIeHUsT OKa3ajlach JOCTOBEPHO OOJbIIE OTHOCH-
TEJIBHO TPYIIITBI CPABHEHUST: 6 IPOTUB 4 CYTOK U 8 ITPOTUB
5 cyrok cootBercTBeHHO (p<0,05 110 Kputeputo MaHHa-
YutHu). Takke 1OCTOBEpHO NOJbIIE Y IeTeil ¢ aHeMuen
HaOJIIOIAINCH KAIlleNIb ¥ OBIIIKA OTHOCUTEILHO IPYITITHI
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Pucynok 1. YacTora pa3sBUTHS OCHOBHBIX KJIMHHYeCKUX cumnTomoB COVID-19
TMpumeuanue: *** — p<0,001 no t-kputepurto CTbIOACHTA K IPYIITE CPaBHEHUSI

Figure 1. Incidence of the main clinical symptoms of COVID-19
Note: *** — p<0,001 according to the Student’s t-criterion belongs to the comparison group
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Pucynox 2. Inure1bHOCTh OCHOBHBIX KMHIMYecKuX cumntTomos COVID-19
[Mpumeyanue: * — p<0,05 no Kputepuro MaHHa-YUTHU K TPyIire CPaBHEHUS

Figure 2. Duration of the main clinical symptoms of COVID-19

Note: * — p<0,05 belongs to the comparison group according to the Mann-Whitney criterion

cpaBHeHUS —7 MPOTUB 4,4 cyTOK 1 5,6 MpoTuB 2,3 CyTOK
cootBeTcTBeHHO (p<0,05 1Mo kputeputo MaHHa-YuUTHN).
KarapanbHble sBIEHMSI M CUMMTOMBI  TOPAXKEHUS
JKeJTyIOUYHO-KHUIIIEYHOTO TpaKTa COXPaHSUITMCh TPUMEPHO
OJIMHAKOBOE BpeMsl B 00eux rpyrmnax (puc. 2).

B ximHuYyeckoM aHaiau3e KpOBUM Y TMAllMEHTOB
TPyl HAOMIOAEHUSI KaK TPU MOCTYIUIEHUU B CTallMO-
Hap, Tak W NP BBITTMCKE BBISIBIIEHBI TOCTOBEPHO OoJjiee
HU3KHE MoKa3aTe KOJIUYeCTBA 3PUTPOLIUTOB U TeMO-
rIoOMHAa OTHOCUTEJbHO TpYIIbl cpaBHeHUs. Kpome
TOTO, COlepXaHUe TPOMOOUMTOB B IMHAMUKE y JeTeil
C TUIIOXPOMHOUW aHeMuell JTOCTOBEPHO ITOBBIIIAIOCH

Tab6auya 1. lloka3atemm remorpammsi y neteii ¢ COVID-19
Table 1. Hemogram indicators in children with COVID-19

10 CpaBHEHUIO C MalMeHTamMu 6e3 anemuu. [1o ocranb-
HBIM TOKa3aTeJisIM TeMOTrpaMMbl TOCTOBEPHbBIX Pa3jiu-
yuit He HabMoaanoch (Tad. 1).

B rpynne HabGmoneHusi YpOBEHb JAKTaTAETH-
JIporeHasbl U aMUHOTpaHcdepas, XOTsd U HE BbIXO-
IWJI 32 TIpefesbl HOPMBbI, OJAHAaKO ObUI JOCTOBEPHO
BbIlllE MpPU BbIMUCKE (M5 JAKTATAErMAPOTreHa3bl
U TIPU TOCTYIJIEHUU) OTHOCUTENBHO TPYMIIbl CpaBHE-
Hus (Taba. 2). YposeHb I-numepa y mallMeHTOB C aHe-
Muei OblUT B 3 pa3a Bblllle HOPMbI MPU MOCTYIJIEHWUH,
YTO JOCTOBEPHO OTJIMYAJIOCh OT TPYIIbl CPABHEHUS;
MPU BBIMUCKE OH HOPMAM30BbIBAJICS, HO ObLI JOCTO-

I'pynna cpasuennsi, n=60 Anemusi, n=60
IToka3arenn

IIpu nocrynienun ITpu BbIMHCKE IIpu nocrynienun IIpu BbIHCKE
BpurpouunTsl, 10'2/1 4,85£0,51 4,821+0,51 4,07+0,51% 4,10£0,54"
T'emMorio6uH, /1 12612 125+19 95+11* 95+10°
Tpom6orutsl, 10°/1 276191 324+126 308+118 378+138"
Jleiikouutsr, 10°/1 7,97%3,32 7,79%2,50 8,97%5,02 8,14%2,66
Heiirpoduel, % 51,5+67,7 31,1£15.4 46,8+19,2 33,0+14,1
Jlnmonuter, % 48,5%17,9 59,6x15,2 45,4£18,1 58,0+14,1
MonouuTsl, % 8,0+2,8 9,1x2,2 7,6£3,2 8,7+2,4

Tlpumeuanue: # — p<0,001 mo Kpureputo MaHHa-YUTHU K TpyIIe CpaBHEHUS TMpu noctyruieHuu, * — p<0,01 nmo kputeprto MaHHa-YUTHU

K Tpynre CpaBHCHUS ITPU BBITTUCKE.

POCCUCKWIA BECTHUK MEPUHATOJIOMMV U MEANATPUM, 2025; 70:(6)

56

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2025; 70:(6)
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BEpPHO BbIIlIE OTHOCHUTEJbHO HeTel, He CTpaaarolimx
TUTIOXPOMHOU aHEeMUE.

M3MeHeHus ypoBHsSI 0OeJIKOB OCTpoii a3bl BOC-
najgeHus: obuIM ciaenyomumu: C-peakTUBHBIM 0elloK
y neteii ¢ aHeMueil OblI JTOCTOBEPHO MOBBIIIEH
KakK B Hayajie 3a00JieBaHUs, TAK U B JAUHAMMUKE, XOTS
K MOMEHTY BBIMMCKU yX€ HE BBIXOAMJI 3a HOpMaJlb-
Hble 3HAUE€HUsI; YpOBEHb (peppUTHHA OB BHIIIE, YeM
y JeTeil B TpyIIe CpaBHEHUs KaK MpU TMOCTYIJIEHUHU,
TakK W TIpU BBITIUCKE, OJTHAKO B O0OMX CiIydyasix ocTa-
BaJics B IIpenenax HopMHI (puc. 3).

IlopaxkeHue Jerkux IO AaHHBIM KOMITbIOTEPHOM
ToMorpachu OpraHoOB TPYAHOM KJIETKW y TalMeHTOB
¢ runoxpoMHoii aHemueit npu COVID-19 HaGmona-
JIOCh JOCTOBEPHO 4allle, YeM B TpYIe CpaBHEHUS:
95,0£2,8% mportus 1,7£1,7% (p<0,001). TIpu sTOM
cragusg KT-0 perucrtpupoBaiach JUIlb y 5% netei
C TUTIOXPOMHOW aHeMuel, Torna Kak B TpyIIe cpaBHe-
HUg oHa 3aduKkcupoBaHa B 98,3% cayuyasx,

KT-1 — y 1,7%1,7% nporus 56,7+6,4%,
craguu KT-2 u KT-3 BcTpedaanuch TOIBKO

B Tpymnmne JAeTell ¢ aHeMHeW, COOTBEeT- - 20
crtBeHHO, y 30,0%5,9% u 8,3%3,6% (Bce E 10
pasanuusg JTOCTOBEPHBI IO t-KPUTEPUIO 0

CrpronenTa ripu p<0,001) (puc. 4).
ITo maHHBIM IYJIBCOKCUMETPUU MHHU-
MasibHast SpO, Obljia B CPEIHEM IOCTOBEPHO

TeJsl pUTMa, HApYIIEHUH PeTnoJiIpu3alii XKeTyI0IKOB
W HEroJjiHOM OJjiokanbl HOXekK Tyyka ['mca) HaOmoma-
JIUCh JTOCTOBEPHO Yallle B TPYyIIe MAalMeHTOB ¢ THUITOX-
POMHOI aHEeMHEe OTHOCUTEIBHO TPYMIbI CPaBHEHUS —
45,0+6,4% npotus 26,7+5,7% (p<0,05 mo t-Kputepuio
CTblOeHTA).

HetsiM C TUIIOXpOMHOM aHeMuel TIoTpeboBaIoCh
IIOCTOBEPHO 0oJ1ee IpononkuTeabHoe JedeHne COVID-19
OTHOCHTEJIBHO TPYIIITbI CPAaBHEHMS 110 BCEM BHUAAM ITPOBO-
JIUMOI UM Tepanuu. B pe3yiibTate 9TH MallMeHTHI TPOBETN
B CTallMOHApe JTOCTOBEPHO OOJIbIlIee KOJUYECTBO KOMKO-
naeit — 10,0£3,0 mpotuB 5,0+1,0, COOTBETCTBEHHO
(»<0,001 o kputeputo ManHa-YutHu) (puc. 5).

OO0cyxaeHue

TTonydyeHHbIe B HACTOSIILIEM KCCIIEIOBAHUM PE3YJIb-
TaThl MIPEUMYILECTBEHHO COMIACYIOTCI C JaHHBIMU IPY-
rux aBTOpoB. Tak, B JmMTepaType cooOIIaIoch O Oojee

CPB deppuUTnH
200
L :" =i
- = 0 -
Mpynna AHemus Mpynna AHemuns
CpaBHEHUS CpaBHEHUS

HUXe y MAlMEHTOB C TMIIOXPOMHOl aHe- LucyHok 3. benku octpoii dhasei Bocnanenus y nereit ¢ COVID-19

MUEel OTHOCHUTEIBLHO IeTel TpYIIIBl CpaB-

[Mpumeuanue: CPb — C-peaktuBHblii 6enok; # — p<0,001 mo kpurteputo MaHHa-

YUTHU K TpyIlIe CpaBHeHUs Tpu noctyrieHuu, ¥ — p<0,001 mo kpureputo MaHHa-

HEHUs, OIHAKO OcTaBajach B Mpeaenax

HopMmbl — 96,01+0,2% mpotuB 98,1+0,1%

(p<0,001 o xputeputo MaHHa-YuUTHM).
Nsmenenuss Ha OKI (B oCHOBHOM

YUTHHU K TPYIIITe CPaBHEHMSI TP BHIMMCKE

Figure 3. Proteins of the acute phase of inflammation in children with COVID-19
Note: CPb — C-reactive protein; # — p<0,001 according to the Mann-Whitney crite-
rion for the compari-son group upon admission, * — p<0,001 according to the Mann-

B BUIC SKCTPACHUCTONNN, MUTPpAllUU BOAM-  Whitney cri-terion for the comparison group upon discharge

Tabauya 2. BuoxuMmdecKuii aHa M3 KPOBH U Koaryjorpamma y aerteit c COVID-19
Table 2. Biochemical blood analysis and coagulogram in children with COVID-19

I'pynna cpaBaenus, n=60

IToka3aTesn
IIpu nocTynieHun

ITpu BbINMCKE

Aunemusi, n=60

IIpu nocryniennn IIpu BbINMCKE

I'moko3a, MMOITb/7T 4,49+0,65 4,74+0,39 4,57+1,11 4,70£0,59
AJIT, En/n 18,6%6,5 17,3%6,1 25,8%19,3 26,6x13,1°
ACT, En/n 37,18%+12,66 28,87x7,75 42,82+20,15 44,03£35,20"
JAT, En/n 184,8+32,5 156,84+20,1 292,3+115,5% 219,8+60,1
JI-numep, Mr/i 0,501£0,491 0,32+0,16 1,474%4,889* 0,52+0,73"
AYTB, ¢ 30,8+4,5 33,48+3,09 30,2+6,2 32,47£5,55
DuOpUHOTeH, I/1 3,4610,93 3,1410,34 3,98+3,43 3,01£0,53

Ipumeuanue: # — p<0,001 mo kpurepuro MaHHa-YUTHU K TpyIne cpaBHeHUs Mpu roctyrieHnu, * — p<0,001 mo kpurepuo MaHHa-YUTHU
K rpyrine cpaBHeHus npu Boinucke; AJIT — anaHuHamuHoTpaHchepasza, ACT — acnapraramuHoTpaHcdepasa, JIJIT — nakratae-ruaporeHasa,
AYTB — akTMBMpOBaHHOE YaCTUUHOE TPOMOOILJIACTUHOBOE BPEMSI.
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IIMTeIbHOM U TsikesioM tedeHun COVID-19 y naumnen-
TOB C TUTIOXPOMHOM aHEeMUE OTHOCUTEIBHO TeX, KTO eif
He cTtpanaet [5, 18]. Hamu Takxke moka3zaHo, 4To mopa-
JKeHUEe pecrMpaToOpHOro TpakTa y JAeTedl ¢ aHeMmuei
HaOJIIOIAJIOCh Yallle U COXPaHSIJIOCh MOJbIIE 1O CpaB-
HEHMIO C TeMHU, Y KOro aHeMusi He oTMmedanach. Kpome
TOTO, B IPYIIIIE MallMeHTOB C aHEMKEN yallle pa3BUBaIOCh
TTopakeHUe KeJTyI0YHO-KHUIIIEYHOTO TpaKTa B BUIE AUa-
peu, 4TO He OTMEUEHO paHee B JIOCTYIMHBIX HaM JIMTepa-
TYPHBIX KICTOYHUKAX.

Kak u B apyrux pabotax, B MpeACTaBIEHHOM HCClIe-
JIOBAaHWW B KJIMHUYECKOM aHajJu3e KPOBU 3apervucTph-
pOBaHBl W3MEHEHMS, XapaKTepHble IJII THIIOXPOM-
HOIl aHEeMHWM — CHIDKEHHME KOJWYEeCTBA DPUTPOLIMTOB
U TeMOTJI00MHA Ha TPOTSKEHWM BCETo Tepuojaa HabJo-
IeHWsI, a TakKXKe TeHIeHLMs K TpoMmbomurto3sy [11, 19,
20]. Hamm naHHBIE TIOJTHOCTBIO COIJIACYIOTCSI C Mare-
puajaMy JIpYTUX KOJUIET B OTHOIIEHWM TIOBBIIICHUS
ypoBHsI [-numepa B rpyrie KOMOPOUIHBIX TAllMEHTOB
¢ COVID-19 u runoxpomMHoOIi aHeMUeil MO0 CpaBHEHUIO
C IeTbMMU C 3TOU mHbeKnei 6e3 anemun [21].

B  orHomeHum  C-peakTuBHOrO  Oenka  Bce
aBTOpPbI OJTHO3HAYHO YKa3bIBAlOT Ha €ro ITOBBIILICHHUE
npu COVID-19, B TOM ynciie ¥ y MallMEHTOB C aHEMUEi,
YTO TIOATBEPXKIAETCS pe3yabTaTaMM, TTOJYYeHHBIMHU
B HactosmeM ucciaenoBanum [11, 22—24]. Takoro ke
MHEHUS TIPUAEPXKUBAIOTCS CIEIUATUCTBI U B OTHOIIE-
HUU (eppUTUHA, MOAUYEPKUBAs, YTO UMEHHO OH TO3BO-
qstet cynuth o TsKectr TedyeHust COVID-19 u ero mpo-
rHoze [11, 18, 22—24]. OnHako, IO HaIIUM JaHHBIM,
C-peakTUBHBII OET0K CIYXUT OoJiee Hale>KHBIM MoKa3a-
TeJIeM, OTPaKalIIMM BbIPAXKEHHOCTb OCTPOit (hpa3bl BOC-
nanenus y geteii ¢ COVID-19 u runmoxpoMHoi aHeMueid,
MOCKOJIbKY (DepPUTUH XOTSI M TOXE ObLT JTOCTOBEPHO
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Pucynok 4. JlaHHble KOMIIBIOTEPHOIT TOMOTpaduu OPraHoB rpya-
HOM KJIETKH

IMpumeuanue: * — p<0,001 no t-xkpurepuio CTblOIEHTA K TpyIe
CpaBHEHUS

Figure 4. Computed tomography data of the chest organs

Note: * — p<0,001 according to the Student’s t-test for the compari-
son group

MOBBIIIIEH, HO HE MPEeBbIIIAT HOPMATbHBIX 3HAYEHUIA
B otiume oT C-peakTUBHOTO OejKa.

IlpoBenenHast pabora TmoATBEpaMJIa TOT (PakKT,
YTO TIOpaX€HWE JIETKUX B OOJBIIEH CTETIeHU CBO-
CTBEHHO KoMopOmmHbIM mauueHTaM ¢ COVID-19
u runoxpoMHoii anemueii [25]. [Ipu aToM B mTepaTtype
CYIIECTBYET IBOSKOE MHEHHE OTHOCHUTEIbHO BIIMSTHUS
aHeMUU Ha pa3BUTHUE AbIXaTeJIbHON HEIOCTATOYHOCTU
npu COVID-19. S. Saks (2024) cuutaeT, 4yTo aHEMMsI
CrocoOHa TIPUBECTM K JIBIXaTeJIbHOW HETOCTaTOYHO-
CTU U OCTPOMY PECIMPATOPHOMY JUCTPECC-CUHIPOMY,
yTo TpeOyeT TepeBoja TMalMeHTOB Ha MCKYCCTBEHHYIO
BEHTUJISLIMIO JIETKUX M yXyamraeT mporHo3 [18]. Ipyrue
aBTOPBI MPUICPKUBAIOTCS MHEHHUS, YTO HET CYIIECTBEH-
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Pucynox 5. lnurensnocTs pa3nmansix Buaos tepamun COVID-19

[pumeuanue: * — p<0,05 mo kpureputo ManHa-YUTHHU K Tpymie cpaBHeHus, ** — p<0,01 mo kputepuio MaHHa-YUTHU K TpymIe
cpaBHeHus, *** — p<0,001 o kputeprto MaHHa-YUTHMU K IPYIINe CPABHEHUS

Figure 5. The duration of various types of COVID-19 therapy

Note: * — p<0,05 according to the Mann-Whitney criterion for the compari-son group, ** — p<0,01 according to the Mann-Whitney
criterion for the comparison group, *** — p<0,001 according to the Mann-Whitney criterion for the comparison group
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HBIX Pa3IMYMil B BBIPAXKEHHOCTU JIbIXaTeJIbHOW HEI0-
CTaTOYHOCTY B 3aBUCUMOCTH OT YPOBHSI 3Kejie3a B ChIBO-
poTke KpoBu [26]. B Hameit paboTe oka3ajioch, 4TO,
HECMOTpSI Ha JOCTOBEPHBIE Pa3Inyusl B YPOBHE MUHMU-
MajibHO# SpO, MO NaHHBIM IyJIbCOKCUMETPUM MEXIY
WCCIIeyeMbIMY TPYIIIaMU, HU OAWH TAallMEHT He pa3BUII
NIBIXaTeJIbHYIO0 HeJIOCTaTOUHOCTb.

Ilpu sTOM oOKaszajoch, 4TO y MeTeil ¢ aHeMMei
npu COVID-19 poctoBepHO daiie HaOromaeTcsl Imopa-
JKEHME MUOKapJa IO JaHHBIM 3JieKTpoKapauorpaduu,
YTO COIJIaCyeTCs ¢ JAaHHBIMM JIPYTUX CTielranancToB [18].
B Hamem uccnenoBaHuM, Kak M B paboTax JIpyrux aBTO-
poB, KoMopOuaHbIe naureHTs ¢ COVID-19 1 rummoxpom-
HOI aHeMmuel TpoBeIu B CTallMOHApe JOJIble BPeMEHU
OTHOCUTEJILHO JIeTel, He CTpagalonnx aHeMuei [25].

B oTHOmIeHWM MPOBOAMMOTO JIeYEHUSI CYIIECTBYET
MHEHHE, 4YTO WHTep(pepOH-g oOKa3blBaeT pa3HOHA-
MpaBJIe€HHOE OEUCTBUE, CIIOCOOCTBYSI, B 3aBUCUMO-
CTM OT JI03bl, KaK 3alllUTe MaKpoopraHuW3Ma OT BUpyca
SARS-CoV-2, Tak wu ycyryoneHuwo aHemuu [11].
B Hamem wuccienoBaHMM TIPOBOAMMAS TPOTUBOBU-
pyCcHasi U UMMYHOTEpaIus, B TOM YUCJie U ¢ TIpUMeHe-

HMEM MpenapaToB UHTEP(PEPOHa-a, , OKa3anach J0CTO-
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Kimnnyeckue XapakTepuCcTHKH HOBOPOXKIEHHOTO ¢ CHHAPOMOM JIoy

M. B. Apmiwowesckas’, A.Il. Cyxapesa'?, E.Il. Muxanenxo’, O.M. Masviuesa’, 10.C. Cmankesus’,
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Clinical characteristics of a newborn with Lowe syndrome

M.V. Artyushevskaya', A.P. Sukhareva'?, E.P. Mikhalenko’, O.M. Malysheva’, Yu.S. Stankevich’,
L.V. Shalkevich', G.A. Sushchenya®, A.M. Kozarezova?

'Belarusian State Medical University, 220013, Minsk, Republic of Belarus

2Clinical Maternity Hospital of the Minsk Region, 220076, Minsk, Republic of Belarus

3Institute of Genetics and Cytology of the National Academy of Sciences, 220072, Minsk, Republic of Belarus
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OKyJ10-11epedpo-peHabHblii cCHHIPOM (cuHapoM Jloy) siBisieTcs penkuM 3a00JieBaHUAM ¢ X-CHEIVIEHHBIM THIIOM HACJIE0BAHMS.
Cunzpom Jloy Bo3HukaeT B pe3yibrare mytanuii B rene OCRL (Xq25). 3a0oeBanne xapakTepusyercs OpaxKeHHeM Ijia3, HeBpPO-
JIOTHYECKUMH HAPYIIEHUSMH M TOYeYHOW AucyHKIMe, Beayleil K noyeyHoi HeaoctatoyHocT. IIpencraBieHo KiIMHUYECKoe
Ha0oeHne HOBOPOXKAeHHOTo pedenka K. ¢ nedroTom 3a00/eBaHusl M reHeTHYECKOi BepuUKalueil IMarHo3a B HEOHATAJILHOM
nepuoje. B KIMHHYECKOi KapTHHE BEAYIIMMH CTAJIM: CHHAPOM MbILIEYHOI THIIOTOHMH, BPOXKIEHHAS BEHTPUKYJIOMErajus, BPOXK-
JIeHHasi KaTapakTa 000MX IJ1a3, npoTeuHypus. 3anono3pen auaruo3: «E72.03 Oxyno-uepedpo-peHanshbiii cunapom Jloy». Ina-
rHO3 ObL1 MOATBEPXKIEH NPH MPOBEAECHUM MOJHOIK3OMHOIO CEKBEHMPOBAHMS, OOHADPYKEH BAPMAHT HYKJICOTHIHON MOCJeI0-
BaTeJbHOCTH B 9K30He 16 rena OCRL (chrX-129575174-TC-) B reMHU3MrOTHOM COCTOSIHMM, NMPHBOASLIMA K HOHCEHC-3aMeHe
(NM_000276:c.1638_1639del:p.Phe547Ter). BbisiBieHHbIli BapuaHT BepU(HUIMPOBAJICA METOJAOM NPSAMOr0 CEKBEHHPOBAHUS
no Conrepy. Penkoe HaciiencTsenHoe 3a00/eBanne ObLIO TMATHOCTHPOBAHO B HEOHATAJIBLHOM IEpHOJE, YTO MO3BOIWIO oleche-
YUTH NEePCOHH(UIMPOBAHHDII MOAXO/ B OKA3AHUM MEANIMHCKON MOMOLIM JAHHOMY NAIMEHTY BBHLY €ro BbICOKOil KOMOPOUIHOCTH,
3aIJIAHUPOBATH MEIUKO-TeHETHYECKOE 00C/IeI0BAHIE CEMbH.

Karoueevte caosa: Ho6opodcoeHHbLiL, 0OKYA0-UepeOpO-PeHANbHbLI CUHOPOM, BPONCOCHHASI BEHMPUKYAOMEANUSL, 8DOICOCHHAS KAMAapPaK-
ma, npomeunypus, NOAHOIK30MHOE CeK8EHUPOBAHLUE.

Ans untupoBanuns: Aptiowesckasi M.B., Cyxapesa A.l1., MuxaneHko E.[1., ManbiweBa O.M., CraHkesuy 1O.C., Lllanskesny J1.B., Cywe-
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Oculocerebrorenal syndrome (Lowe syndrome) is a rare disease with an X-linked type of inheritance. Lowe syndrome occurs as a result
of mutations in the OCRL gene (Xq25). The disease is characterized by eye damage, neurological disorders and renal dysfunction
leading to renal failure. A clinical observation of a newborn child K. with the onset of the disease and genetic verification of the diag-
nosis in the neonatal period is presented. The leading clinical features in the clinical picture were: muscle hypotonia syndrome, congen-
ital ventriculomegaly, congenital cataract of both eyes, proteinuria. The diagnosis is suspected: «E72.03 Lowe oculocerebrorenal syn-
drome». The diagnosis was confirmed by whole exome sequencing: a variant of the nucleotide sequence in exon 16 of the OCRL gene
(chrX-129575174-TC-) was detected in the hemizygous state, leading to a nonsense substitution (NM_000276:c.1638_1639del:p.
Phe547Ter). The identified variant was verified by direct Sanger sequencing. A rare hereditary disease was diagnosed in the neonatal
period, which made it possible to provide a personalized approach to providing medical care to this patient due to his high comorbidity,
and to plan a medical genetic examination of the family.

Key words: oculo-cerebro-renal syndrome, newborn, congenital ventriculomegaly, congenital cataract, proteinuria, whole exome se-
quencing
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Pecnryonuke bBenmapych Ha ¢doHe HM3KOro ITOKa-

3aTeNisl  MJIaJIeHYeCKOl CMEepTHOCTH 3aboJjieBae-
MOCTb HOBOPOXKIEHHBIX HE MMEeT TeHAEHIUU K CHU-
xkenuo [1]. CuHZpoM «BSIOro pebeHKa» SBIISIETCS
OAHUM U3 HauboJjiee YacTO BCTPEUYAIOIIMXCS CUH-
JIIPOMOB Yy JIeTell B HEOHATAJILHOM IIEPHOJIE U MOXKET
HaOMIOgaTbCsl MPU  pa3idyHBIX 3a00JIEBAHUSAX —
KaK COMaTUUYECKUX, HEBPOJIOTUUYECKUX, TaK W Hacjemd-
crBeHHBIX [2, 3]. IlpoBemenue nuddepeHINATLHON
IMArHOCTUKU, YCTAHOBJIEHHWE JIUarHo3a y HOBOPOX-

NIEHHOTO C JaHHBIM CHUHAPOMOM OCTaeTCsl aKTyaJbHOM
npobJyieMoii,Kak [JIsI HeoHaToJjiora, Tak M JUIsl Teauda-
Tpa, 1 HeBposiora. ONUH U3 PeAKUX HACJIEICTBEHHbBIX
CUHIIDOMOB, TPOTEKAIOIIU C HEBPOJOTUYECKUMM,
MOYEYHBIMU, TJIA3HBIMU aHOMAaNIUSIMU, ObLT onucaH U.
Lowe, M. Terry n E. Lachlan u n3BecTeH B aHTJIOSI3bIU-
HOM JIuUTEepaType KaK OKYJIO-IiepeOpo-peHaIbHBII CUH-
npoM Jloy (OMIM #309000) [4].

B cootBercTBUM ¢ MexXayHapoaHOW CTaTUCTUYECKOM
knaccudukanuueir 0oje3Held M MpoOsieM, CBsSI3aHHbBIX
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co 310poBbeM, aecsitoro nepecmorpa (MKb-10) nnarnos
cuHnapoM Jloy oTHocUTCS K Kiaccy 6one3Heit «Hapyme-
HUs TpaHcnopta aMmmHoKucaor» E72.03. YacTtora BcTpe-
YaeMOCTH B MUpe cocTaBiisieT meHee | ciydast Ha 500 000
yesioBeK. 3aboeBaHue HacaenyeTcs Mo X-CleruieHHOMY
pEeLleCCUBHOMY THITY, TIO3TOMY TIPOSIBISIETCST TIPEUMY-
IIECTBEHHO Y MaJbunKoB. MyTtanum de novo oOHapyKu-
BafoTcs y 30% TOpakeHHBIX JIMIL MYKCKOTO TMojia. DTo
3a0oieBaHe BO3HWKAeT B pe3yJibTaTe MyTallMii TeHa
OCRL, XOTOpBI# COmepXUT 24 3K30HA U KOAUPYET MHO-
suronnonudocdar 5-bocdarasy [5, 6]. UHozuToMIONM-
docdar 5-pocdarTasa peryampyeT HECKOJIBKO KIETOUHBIX
MPOIIECCOB, BKITIOYAST TTPOJUMEPAITNIO KIETOK, (DYHKITUIO
LINTOCKeJIeTa W MeMOpaHHOTO TpaHcmopTta. MMeHHO
HapylleHWe peryisiuyd Be3UKYJISPHOTO TpaHCIIopTa
MMeeT pelliaroliee 3HaYeHUe UTS pa3BUTHS TUCHYHKIIUN
OpraHoB, TUITMYHOM 11t cuHapoma Jloy [7].
JwnarHoctuka  cuHapoma Jloy  OCHOBBIBaeTcs
Ha XapaKTepHBIX KIWHWKO-JIA0OPATOPHBIX M WHCTPY-
MEHTAJIbHBIX JaHHBIX, MOATBEPXKIACTCS MOJIEKYJISIPHO-
TeHETUYECKUMM  WCCIAENOBAaHUSIMM  ONHOTO  TeHa
W MYJIbTUTeHHOUN maHenau. CUMITOMBI MOTYT BapbU-
pOBaThCSI B 3aBUCHUMOCTHM OT THIA U MECTOIOJIOXKEHUS
myTauu [8]. KnuHuyeckuMu HeBpPOJOTMYECKUMM TTPO-
SIBJICHUSIMU SIBJISIIOTCST BPOKIAEHHAs TUTIOTOHUS C OTCYT-
CTBUEM TJTYOOKHUX CYXOXMJIBHBIX pe(IeKCOB, HapylIeHIe
MUTaHUsS, CBSI3aHHOE C BSUIBIM TJIOTAHUEM M COCAaHUEM,
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UHUYECKUE CJT1YHAU

cynoporu. B 6osiee crapiiieMm Bo3pacTe TpOSIBISIETCS CTe-
PEOTUITHOE TTOBeeHNe (TTPUCTYIbI THEBA, arPECCUBHOCTD
1 00CECCMBHO-KOMITYJIbCUBHOE TIOBEIEHUE), a TaKXKe
YMCTBEHHAsI OTCTAJIOCTh OT JIETKOM JIO TSIKEJION CTeNeHU
Tskect [9]. Co cTOpoHBI OopraHa 3peHMs HabJoIa-
eTcsl IBYCTOPOHHSISI BPOXACHHAs KaTapakTa, Iylaykoma,
MukpodTanbmus. B ocHoBe pa3Butust opraibmoornye-
CKOM MaTOJIOTUH JIEXKUT aHOMaJIbHOE PeMOJIeIMpOBaHNE
aKTUHA, MPUBOJAIIEE K J1e30praHu3aluu dMOpPHUOHAb-
HOTO BMUTENUs] XpyCTaJMKa M aHOMaJbHOMY pa3BM-
TUIO TpaOEeKYJISIPHON CEeTH, KOTOopasl pPeryjaupyeT OTTOK
BoastHUCTOM Biiarm u3 riasza [10]. Co cTopoHBI mouek
C POXIECHMST XapaKTepHa M30JMPOBaHHASI TTPOTEUHYPUSI
BCJIEICTBME HapyLIEHUsI MMPOLIECCOB peadbcopodiuu Oeka
U3 TIPOKCUMAaJIbHBIX KaHaJIblIeB, OOYCIOBJIEHHBIX Hapy-
IIEHWEeM 3HJ0COMHOro TpaHcrnopTa. [Iporpeccupytoiiee
CHWXXeHUe (PYHKIIMU IMOYeK TTPUBOANT K TTOUEYHON AUC-
dyakuvu tina MaHKOHM W K TEPMUHAJILHOM CTaauu
MOYEYHOI HeTOCTaTOUHOCTHU BO B3POCJIOM BO3pacTe, pas-
BUTHIO HeppoTnueckoro cuHapoma [11]. Jpyrue KimHu-
YyecKMe TIPOSIBJIICHUSI BKJTIOUAIOT JIUIIEBOW AUCMOPGhU3M
(BbICTYMatOIIME JOOHBIE OYrphbl, MIyOOKO TOCaXKeHHBIE
IJ1a3a, MyXJible 1eKU1, CBETIbII 1IBET JnIla), HU3KUI pOCT,
KOXHO-CJIM3UCThIE aHOMAJIUU (3PYNTUBHbBIE KUCTHI ITyIII-
KOBBIX BOJIOC, TPUXOSIUTEIMOMA, U30BITOYHbBIE KOXHbBIC
CKJIaZIKU M 00pa3oBaHMe KUCT B TIOJIOCTU pTa y TalMeH-
TOB), MOPOKU Pa3BUTHUS 3yOOB, KPUIITOPXU3M M CKJIOH-
HOCTb K KpPOBOTEUYEHMSIM U3-3a AUCHYHKIUM TPOM-
OOIIUTOB.

C 1uenplo AEeMOHCTpallMM CJIOXHOCTU auddepeH-

LIMAJIbHO-IUArHOCTUYECKOIO  TOMCKA  MpeacTaBUjIeH
TeHEeTUYEeCKU  BepU(UIIMPOBAHHBINA  Cly4ail  CUHI-
poma Jloy.

KnuHuyeckoe HabGnopgeHue

Manbuuk K. ponuncsa B KamHuyeckoM poausibHOM
noMe MUHCKOI 001acTH, ¢ TIepBBIX CYTOK XXU3HU Tiepe-
BelleH Ha o0cjieoBaHNe B TeAMaTPUYECKOe OTAe/ICHUE
17151 HoBopoxkaeHHBIX (Y3 «KPAMO»).

H3 anammnesa xncusHu M3BECTHO, YTO MaTepu peOeHKa
32 roma, oty — 31 rox, Opak HeponcTBeHHBIN. HacTos-
masi 6epeMeHHOCTh 4-s. [1o pe3yabrataM reHeTHuYecKom
JMWArHOCTUKH, BBITIOJTHEHHON 10 HACTYIUIEHUST HACTOSI-
el 6epeMeHHOCTH, KEHIIMHA SIBJISIETCSI HOCUTETbHM -
1Iell maToreHHOoro BapuaHTa B reHe DMD, oTBevarolieM
3a pa3BUTHE MblIllIeyHO# nuctpoduu dromenHa. U3 aky-
IIepCKOTO aHaMHe3a MaTepu M3BECTHO, YTO OepeMeH-
HocTh B 2012 romy 3aKOHUMJIACh MCKYCCTBEHHBIM abop-
ToM, B 2014 rogy — cpouHbIMU pomamu (leBouka, Bec
3700, 3mopoBa), B 2020 romy — UCKYCCTBEHHBIM a00OPTOM
MO0 MEIUKO-TEHETUIECKNM MOKa3aHUsIM (y TI0Aa BBISB-
JIECHO HaJuyMe MaToreHHoro BapuaHta B reHe DMD).
Hacrosiiiasi 6epeMeHHOCTh MpoTekajia Ha (poHe yrpo3bl
MpepbIBaHUSI 1 UCTMUKO-1I€PBUKAIbHON HETOCTaTOUHO-
CTHU, CMHIPOMa TUIIEPIXOTEHHOIo KHUIIEYHUKA Yy TII0/1a
B 24—25 m 26—27 Hemenb (CTallMOHApHOE JIEYEHHUE);
MHoroBoaus B 33—34 Henenu u 37—38 Henenb (cTaluo-
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Apmrwouwesckas M.B. u coasm. KIMHUYECKHE XapaKTepUCTUKK HOBOPOXIEHHOTO ¢ CMHAPOMOM JIoy

HapHoe JiedyeHue). [1pu rocnuranuszaunu B 37—38 Henenb
OblJla TUAarHOCTUPOBAaHA BEHTPUKYJOMETAIUS y TUIOAA.
Ponpr 2-e nHayuupoBaHHbBIE B cpoKe recranuu 38 5/7
Henenb (271 neHpb) ¢ Maccoit Tena 2900 r, poctom 55 cm,
OLIEHKOM 110 1mKayie Anrap 8/8 6aoB.

Anamues 3abonesanus. OKyn0-11epeOpO-peHaTbHbII
cuHapoMm Jloy ObUT  3amomo3peH MO  HaJIUYUIO
y pebeHka K. Komriekca KITMHUYECKUX U J1a00OpaTOpHO-
MHCTPYMEHTAJIbHBIX TAHHBIX B HEOHATAJIbHOM TePUOJIE.

[lamonoeuueckue nposeaenus co CHMOPOHb HEPBHOU
cucmembt. CocTosTHUE pebeHKa MPU POXICHUM OLEHU-
BaJIOCh KaK CpeIHEl CTeMeH! TSKeCTH 3a CYeT CUHIPOMa
yTHeTeHusl LeHTpaibHOi HepBHOI cuctembl (LIHC).
B cBs3u ¢ 3TUM Ha 1-e CyTKUW XW3HU TSl JaTbHEWIIEro
HaOJIIOIEHUs U JieueHUsI peOeHOK MepeBefeH B reaua-
TpUYECKOe OTAeJICHHUE IJIsI HOBOPOXKICHHBIX (C TIeprHAa-
TaJILHOM TTaToJIoThel 1 HegoHOoIIeHHBIX) Y3 «KPAMO».
IIpu nmepBuyHOM OcMoOTpe oOpalajga Ha ceOsi BHUMa-
HUE BBIpaX€HHAs] MBbIIIEYHAsT TUTIOTOHUSI, OTCYTCTBUE
AKTUBHBIX M TTACCUBHBIX IBMKEHUN KOHewHOCTe. Kprk
Mo mpuHyXaAeHn0. CyXOXWIbHO-TIEpUOCTaTbHbBIE ped-
JIEKCHI C BEPXHUX U HUKHUX KOHEUHOCTEN BBI3bIBAIKCD,
OIHAKO ObUIM 3HAYMTEJIBbHO CHUXEHBI. ClelnyeT OTMe-
TUTb, YTO COCATEbHBIN pedieKc ObIT COXpaHEeH, KOPM-
JIEHUE TIPOBOIMJIOCH CIEXKEHHBIM TPYIHBIM MOJOKOM.
Pedniexcsl ieproga HOBOPOXKIEHHOCTH YITHETEHBI: ped-
nexkcol badkuna, 'amanTa, [lepeca ciabo BbIpaXkeHHbBIE,
C TeHIeHLMel K yracaHmio; pediekcsl Mopo, Pooun-
30Ha, aBTOMATUYECKOI OMOPHI U XOABOBI HE BBI3bIBAIHCH.
OtMevanach BbIpaXeHHass ITUCKOMITIEKTAIIUST KOCTel
yepera IO CaruTTaIbHOMY, BEHEUHOMY U JIaMOIOBUI-
HoMy mBaM. bosbmoit poganyox 3,0%3,0 cM BBEITIOIHEH,
He HanpsikeH. OKpyXHOCTb ToJioBbI 34,5 cm. [Ipu nuHa-
MHMUYECKOM HAOTIOACHUM CUHAPOM MBIIIEYHON TUIIOTO-
HUU COXPAHSJICS B TCUEHUW BCETO HEOHATAJIBLHOTO TIepU-
ona. IlomHbI 00BbEM KOPMIIEHUSI SHTEPATbHO U3 POXKKA
yCcBamBaJl CTaOWIBHO.

IIpn olleHKe HEBPOJOTMYECKOTO CTaTyca HEKOTO-
past TIOJIOKUTENIbHAST AMHAMMKA HaMeTuiaach K 28 cyT-

KaM XW3HU — MBIIIEYHBIII TOHYC HECKOJHKO ITOBBI-
CHUJICS, OTHAKO OCTaBaJiCs 3HAYUTENIBHO CHIKEHHBIM.
TMosiBUAMCh aKTUBHBIE JBUXKEHUSI BEPXHUX W HUXK-
HUX KOHEYHOCTEW, MPU 3TOM OOBEM OTUX JABUKEHUIA
COXpaHsIcd Ha MUHUMAaJIbHOM YpoBHe. CyXOXUITbHO-
MepuocTaibHble pedIEKChl BBI3BIBAIUCH C BEPXHUX
W HIDKHUX KOHEYHOCTE!, HO OCTaBaJIUCh 3HAYUTEIHHO
CHIXKeHHBbIMU. K KOHIly HeoHaTaJbHOTO Tieproaa ped-
JIEKCHI TIeproa HOBOPOXKIECHHOCTH CTaJld BBI3BIBATHCS,
OTMeYajach TEHAEHUUS K WX OBICTPOMY HCTOIIEHUIO.
OkpyxHOCTh TOJIOBBI 37,0 cM (+2,5 cM OT poxkaeHus ).
Bonabmoit poganuok 3,0x3,0 cM BBIMOJIHEH, HE HaMpsi-
keH. CaruTTajibHBI OB — 3 MM. MaJjblii pOIHUYOK
OTKPBIT, TOUCYHBII.

W3sydyeHsl mokasaTenu HelpocoHOrpaduu, BHITION-
HEHHOIl MaleHTy BHYTPUYTPOOHO M TIOCHE POXKICHUS
B IMHaAMMKe HeoHaTalibHoro mepuona (tadn. 1). Ilpe-
HaTaJlbHO YJIBTPa3BYKOBbIE TIPU3HAKUA BEHTPUKYJIOME-
raJiuv, MeraluMcTepHa y Tulofa oTMmedanuch ¢ 37—38
Henenb. [lpu olleHKe ToKazarteneil HelpocoHorpabun
HCTIOTb30BATCH HOPMATUBHBIE 3HAYEHUST, TIPUMEHSIEMBbIe
B Pecrryonmuke bemapycs [12]. Takum obpa3om, pacimpe-
HHUe OOKOBBIX XETyIOYKOB TOJIOBHOTO MO3Ta PErvucTpu-
poBaJioCh yxXe B TipeHaTajibHOM Tiepuone (37—38 Henenb
recTali) ¢ OTPUIATEIbHOM JMHAMUKOM K KOHILY HeOHa-
TaJIbHOTO Tepuona. Takke ¢ MePBLIX CYTOK XXU3HU OTMe-
YaJioch paciIupeHre cybapaxHoMIaIbHOTO TTPOCTPAaHCTBA
6€e3 MPU3HAKOB MOBHIIIIEHUST BHYTPUUYEPEITHOTO JaBIICHMUS.

MaTonornyeckune nposiBJieHNS CO CTOPOHbI OpraHa
3peHus

Ilpu ocmoTpe BpauoM-o(hTaTbMOJIOTOM YCTaHOB-
JIEHO: BeKU 0e3 0COOEHHOCTEN; Ce30CTOSIHUSI, CIe30Te-
YeHUsI HeT; KOHbIOHKTUBA CIIOKOIHasl, O1eTHO-pO30Basi;
poroBulia TMpo3payHasi, OsecTsiias, OOBIMHOIO pas-
Mepa; TepenHsisi Kamepa CpeaHeil TIyOMHBI;, pamyXKa
He MU3MEHEeHa; 3payoK y3KUii, Ha CBET pearupyer cjiado;
B MPOCBETE 3payka C JBYX CTOPOH BU3YaTU3UPYETCs
MYTHBIN XpYCTaJIMK, ACTAJIM TJA3HOTO JHA He oQTaib-

Tabauya 1. Iloka3zatesm HeiipocoHorpaduu y HOBOpoxkaeHHOro K. B HeoHaTaIbHOM nepuoe
Table 1. Indicators of ultrasound examination of the brain in newborn K. in the dynamic during the neonatal period

CyTKH KU3HU
HeiipocoHorpaduyeckue nokasareiu
3-u 28-e
B MeXIoyIapHoOi Ieiau 16,5 16,9
Pasmep cybapaxHOUIATIBHOTO MPO-
CTPaHCTBa, MM Ha xonBexkcuranbHOI 6.7 6.0
TIOBEPXHOCTU ’ ’
IIupuna 17,5 18,6
Crpaa
Pasmephl epeHIX POroB OOKOBBIX [y6uHa 79 7,9
KEJIYyIO0IKOB, MM IIupuna 20,0 18,9
CrneBa
I'ny6una 11,6 12,9
Pa3Mepbl 3aIHUX POrOB OOKOBBIX Cripasa 19,9 25,6
> EU ORI, Wbt Crnesa 24,2 26,5
Pasmepsr 111 xxenynouka, Mm 7,8 8,3
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Mockonupytorest (puc. 1). [1pu yabrpa3ByKOBOM MccClie-
NIOBaHWU TJ1a3 (puc. 2) mepenHsisi KaMmepa He M3MEHEHa,
pamyxkKa 0e3 OCOOCHHOCTEl, OTMEUaJloCh ITOBBIIIEHUE
SXOTeHHOCTH XPYCTaJluKa B 00OMX TIa3aX, pacojoXeH
00BIYHO; O0O0JIOUKH TJ1a3a MPUIeXar; CTeKJIOBUIHOE TEJIO
npo3pauyHoe. Pa3mep r11a3a COOTBETCTBYET BO3pacCTy.
CorjacHO 3aKJIIOUEHUIO Bpada-odTasbmosiora uMmesa
MeCTO BpOXKIEHHAsT IBYCTOPOHHSIST KaTapakTa. PekomeH-
JIOBAHO XUPYPTUIECKOE JIeYeHNe — yaaJleHue KaTapaKThl
o0oux 171a3.

MaTtonornyeckne NMPOsiIBJIEHNA CO CTOPOHDI
MOYEeBbIAENNTENIbHON CUCTEMDbI

YV HoBopoxaeHHoro K. HaGmomanach cToiikast Bbipa-
>xeHHas nporeunypust (0,9—1,1 r/1 B pa3oBoil mopiuu
MOYM) B TeUeHUEe HeoHaTaJbHOro mnepuoma (puc. 3).
K 28-m cyrkam XusHM HaOJIOIaIOCh TOBBIIICHUE
YPOBHSI MpoTeuHypuu 1o 1,4 r/71. YnenbHbIil BeC MOuMn
HaXOIWJICS B Mpejeiax HOpMbl ¢ KojiebaHussmu ot 1010—
1015. Ilpm mpoBemeHWU YJIBTPA3BYKOBOTO WMCCIIENOBA-
Hus 1ovyek y pedeHka K. Bu3yanusupoBaiuch Mpu3HaKu
HedpOoKaIbLIMHO3a JIEBOU MOUKH.

XpoHoyorus TeyeHUsT 3aboyseBaHusl y pebeHka K.
B HEOHATaJlbHOM TIEPUO/Ie, OCHOBHBIE COOBITUSI TIpe-
CTaBJIEHbI HA PUCYHKE 4.

Takum ob6paszom, y manueHta K. B HeoHaTaJbHOM
rnepuojie OBLIM YCTAHOBJIEHBI CJIEAYIOUINE KIMHUYE-

KJINMHUYECKUE CJTYHAU

ckue TiposiBaeHust: co ctoporsl IHC — cunapom cToii-
KOM MBIIIEYHON TUIOTOHWU, BPOXIECHHAST BEHTPU-
KYJIOMETaJIMs; CO CTOPOHBI TOYEeK — M30JMPOBAHHAS
MPOTEeVHYPUsI, TUAarHOCTMPOBAHHAs cpasy TOCie POXK-
JIeHUS U HabmogaeMast B TeYeHMU BCETO HEOHATaTbHOTO
Mepuoaa; CO CTOPOHBI OpraHa 3peHUss — BPOXKIECHHAs
JIBYCTOPOHHSISI KaTapakta. Ha ocHOBaHMM codYeTaHHOI
naTojioruu y HoBopoxkaeHHoro K. ObLT1 mpenmoioxkeH
nuarHo3 «E72.03 Oxyno-1uepedpo-peHalbHbI CUHAPOM
Jloy: BpoxkneHHas TuapoLedantus, 3aaepkka MOTOPHOTO
Pa3BUTHSI ¢ MBIIIIEUHOM TUTTOTOHUEN; BPOKIEHHAsT KaTa-
pakTa 060uX I1a3; HeporaTus ¢ TPOTENHYpPHE».

B cooTBeTcTBUM ¢ KIMHUYECKUMU TIPOSIBICHU-
SIMU 'y pebeHKa ObLIO TIPUHSTO pelleHrue TPOBECTH
MOJIEKYJISIPHO-TeHeTUYecKoe uccienoanue. IloiaHo-
9K30MHOE CEKBEHUPOBAHWE BBHITIOJIHEHO TIO TUOPUI-
Homy mipoTokoiy Illumina DNA Prep with Enrichment
¢ ucrnois3oBanueM naHeau xXGen Exome Research Panel
(IDT) na mpubope NextSeq 550 (Illumina). O6paboTka
MEePBUYHBIX JaHHBIX, TTOJyIeHNE MMPOYTEHUN ¢ JaTbHe-
MM WX BbIpAaBHUBaHWEM Ha ILIeJIeBble YYacTKU pede-
peHcHoro reHoma (hgl9) ocyiiecTBieHa ¢ TOMOIIBIO
onnaitH-tipuiioxkenuit Dragen FASTQ Toolkit u Dragen
germline pipeline (BaseSpace, Illumina); ¢unsTpanusi,
AHHOTMPOBaHUE, BepuUKAIVSI U MHTEPIPETALIUs Bapyu-
antoB — WANNOVAR (https://wannovar.wglab.) Inte-
grative Genomics Viewer (https://igv.), MS Excel 2016.

Puc. 1. lannbie doToperncTpauu nepeaHero oTpe3ka npasoro (a) u Jeporo (0) rinaza pedenka K. (MyTHbIi XpyCTaaMK — OTMeYeH

CTPEJIKOIi)

Fig. 1. Photographic registration data of the anterior segment of the right (a) and left (b) eye of child K. (cloudy lens — marked with

an arrow)

Puc. 2. lannble yabTpa3ByKOBOTO HCCJIIOBAHUS NPaBoro (a) u jeBoro (0) riaza HOBOPoxKaAeHHOro K. (YNIOTHEHHbIH XpyCTaJuK

B 000MX INIa3aX OTMEYeH CTPeKaMu)

Fig. 2. Ultrasound data of the right (a) and left (b) eyes of the newborn K. (the thickened lens in both eyes is indicated by arrows)
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Puc. 4. XponoJorus TedeHus 3a0osieBanus y pedenka K. B HeoHaTaibHOM nepuoze
Fig. 4. Chronology of the course of the disease in child K. in the neonatal period
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Puc. 5. Dnexkrpodoperpamma pparMeHTa HYKJI€OTHIHOI MOCIeI0BATEILHOCTH 9K30HA 16 reHa OCRL. A — parMeHT HYKJI€OTHIHOM
nocjenoBareJbHOCTH 3K30Ha 16 rera OCRL y manmenta K. b — ¢dparMeHT HyKJI€OTHIHOI MOCIeI0BATEILHOCTH 9K30Ha 16 reHa
OCRL y 310poBoro 4ejioBeka

Fig. 5. Electropherogram of a fragment of the nucleotide sequence of exon 16 of the OCRL gene. A — a nucleotide sequence fragment
of exon 16 of the OCRL gene in child K. B — a nucleotide sequence fragment of exon 16 of the OCRL gene in a healthy person
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AHaIN3 HYKJICOTHIHOW IOCIeI0BATETbHOCTH METOIOM
MIPSIMOTO  CeKBeHUpoBaHUsI 10 CoHTepy TMPOBOIMIICS
Ha aBTOMaTUYeCKOM I'eHeTUIYeCKoM aHanu3atope Applied
Biosystems 3500 DNA Analyzer.

Y nauueHra oOHapyXeH BapuaHT HYKJICOTH/I-
HOI TTOC/IeqoBaTeIbHOCTH B 9K30He 16 reHa OCRL
NM _000276:c.1638 1639delTC:p.Phe547Ter B remusu-
TOTHOM COCTOSTHUU, TIPUBOMASIINI K CABUTY PAMKH CYU-
THIBAHWSI U TIOSIBJIEHUIO TPEKIAEBPEMEHHOTO TEPMUHU-
pyIOIIeTO KOJOHA B aMUHOKUcIIoTe 547. Pe3ymbraT ObLT
BepU(MULIMPOBAH METOIOM TMPSMOTO CEKBEHMPOBAHUSI
o CaHrepy (puc.5).

BbisiBIeHHBINT BapuaHT HYKJIEOTHUIHOW TIOCTEeN0-
BaTeJIbHOCTU OTCYTCTBYeT B 0a3ax nmaHHbIX ClinVar,
HGMD, GnomAD v4.1.0. CornacHO peKOMeHIAlUsIM
MO0 WHTEpIpeTaluy HaHHBIX OOHApYXXEeHHBI Bapu-
aHT MOXHO pacCMaTpUBaTh KaK BEPOSTHO TMATOTEHHBIN
(PVS1, PM2) [13]. Bk30H 16 BXOOUT B KaTaJTUTUIECKUI
IoMeH Oenka wHo3uTodnoandocdar 5S-docdaTassbl.
M3BecTHO, UTO OOJBIIMHCTBO MATOT€HHBIX BapUAHTOB,
BBI3BIBAIOIINX CUHAPOM JIoy, JTOKaIM30BaHO B 3K30HAX
9—23 rena OCRL, B TO BpeMsl KaK MyTalluM B 3K30Hax
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B.W. Kynakosa» MuHagpasa Poccun, 117997, Mocksa, Poccuiickas Depepaums
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Leukoencephalopathy, developmental delay, and episodic neurological regression
syndrome (LEUDEN)

T.S. Kaminskaya ', A.1. Krapivkin', G.S. Vasiliev’, A.A. Dokshukina?, N.P. Prokopyeva’,
A.A. Pashkov’, T.E. Areyan’, E.B. Batomunkueva*

Woino-Yasenetsky Scientific Center for Specialized Medical Care for Children, 119620, Moscow, Russian Federation
2Kulakov Sientific Centre for Obstetrics, Gynecology and Perinatology, 117997, Moscow, Russian Federation
SLapino Clinical Hospital, “Mother and Child” Group of Companies, 143081, Moscow Region, Russian Federation
4Sechenov First Moscow State Medical University (Sechenov University), 119048, Moscow, Russian Federation

OnuchIBaeTCsl KIMHAYECKHIA CIIydail CHHAPOMA JIeHKOdHIe(aIonaTuu, 3a1epKKH PA3BUTHS M SMU30IMYECKOT0 HEBPOJIOTHYECKOTO
perpecca (LEUDEN, OMIM 618877), accouunpoBanHoro ¢ Bapuantamu reda EIF24AK2, ¢ aKueHTOM HAa KJIMHUKO-TIATOreHeTHYECKHE
CBSI3U U NMOTEHIUAJIbHbIE TepaneBTHYECKHe MUIIeHH. MaibuuK 2 jieT JeMOHCTPUPOBAJ 3a/IePKKY NMCHXOMOTOPHOTO Pa3BUTHS, CHA-
CTHYECKHIi TeTpanape3 M JUXOPaJI04YHO-HHIAYIMPYeMbie MU30/bl Perpecca; no AAHHbIM MATHUTHO-PE30HAHCHOI ToMOrpaduu oTMe-
YeHbI TUIoOMHUeIMHN3anus 1 aTpodus oesoro BemecTsa. [101HO3K30MHOE CeKBEHMPOBAHNE BbISIBUIO NATOreHHbld Bapuant EIF2AK2
¢.325G>T (p.Ala109Ser, NM_001135651.3) de novo. CoBOKYNHOCTh KIMHMYECKHX, HEHPOBU3YAIM3AIMOHHBIX M Te€HETHYECKMX
JIAHHBIX COIJIACYETCS C KOHLENIMeil XPOHNYECKOi rHnepakTUBALMY MHTerpupoBanHoii peakuuu Ha crpecc (ISR) yepe3 myrs PKR—
elF20, npuBonsmeii K ycroituuBomy docopuiposanuio elF2a, HapymeHuio CHHTE3a MUEIMHOBBIX 0€JIKOB, AKTUBALMH ANONTO3a
U 1uchyHKIMY CHHANTHYECKO# nepeaayn. BHeHue crpeccops! (MH(eKIMN) BLICTYNAIOT TPUITEPAMHI TPAH3UTOPHOTO YXYALIEHUS, IPO-
SIBJISIIOMIETOCS PerpeccoM HaBbIKOB. DeHOTHI MOKeT MIMHTHPOBATD IETCKHIi HePeOPATbHbII MAapaIuy ¢ SMU30JaMH perpecca, 4ro 000-
CHOBBIBAET HEOOXOUMOCTb PAHHEl MOJIEKY/ISIPHO-TeHeTHYECKOii Bepu(MKAMHU PH NeTCKOii runomuemnn3amun. IlaTorenernueckoe
yuactue ISR onpenensieT nepcneKTMBHOCTb TAPreTHOM MOLYJISILIMM 3TOTO MyTH (Hanpumep, uaruoutopamu ISR), onHako KiMHMYecKast
addexkTuBHOCTh MOA00HBIX cTpaTeruii npu LEUDEN TpeOyer najibHejinieii NpoBepKH B KOHTPOIMPYEMBIX HCCJIEIOBAHUSX; PAHHSIS
JIMATHOCTHKA U CTPATU(UKAIMSA NALUEHTOB ABJISAIOTCS KII0YEBBIMH LISl Pa3Pa0OTKH MEePCOHATM3UPOBAHHBIX MOAXO0O0B K JI€YEHHUIO.

Karoueevte caosa: LEUDEN cundpom, EIF2AK2, unmeepuposannas peaxkuyus na cmpecc, Hegpoaoeuteckuil peepecc, neiikodnyeda-
aonamusl.

Ana untuposauns: KamuHckas T.C., KpanuskuH A.U., Bacunwses I".C., JokwyknHa A.A., lNMpokonsesa H.I1., MNMawwkoB A.A., ApesiH T.E., Bato-
MyHKyeBa 3.5. CuHapoM nevikosHuegdanonatim, 3a4epXKu pasBuTvs U 3nM304M4eCckoro HeBposiorndeckoro perpecca (LEUDEN). Poc BeCcTH
nepuHarton u negmatrp 2025; 70:(6): 68-76. DOI: 10.21508/1027-4065-2025-70-6-68-76

We describe a clinical case of leukencephalopathy, developmental delay, and episodic neurologic regression (LEUDEN, OMIM 618877)
associated with variants in the EIF24K2 gene, with an emphasis on clinico-pathogenetic links and potential therapeutic targets. A
2-year-old boy presented with psychomotor delay, spastic tetraparesis, and fever-induced episodes of regression; brain MRI showed
hypomyelination and white-matter atrophy. Whole-exome sequencing identified a de novo pathogenic EIF2AK2 variant, ¢.325G>T
(p.Ala109Ser, NM_001135651.3). The synthesis of clinical, neuroimaging, and genetic data is consistent with chronic hyperactivation
of the integrated stress response (ISR) via the PKR—elF2a pathway, leading to sustained eIF2o. phosphorylation, impaired synthesis
of myelin proteins, activation of apoptosis, and synaptic dysfunction; external stressors (infections) act as triggers of transient deteri-
oration manifesting as regression of skills. The phenotype may mimic cerebral palsy with episodes of regression, underscoring the need
for early molecular genetic confirmation in pediatric hypomyelination. The pathogenetic involvement of the ISR highlights the promise
of targeted modulation of this pathway (e.g., ISR inhibitors), although the clinical efficacy of such strategies in LEUDEN requires fur-
ther evaluation in controlled studies; early diagnosis and patient stratification are key to developing personalized treatment approaches.

Key words: LEUDEN syndrome, EIF2AK2, integrated stress response, neurological regression, leukoencephalopathy.

For citation: Kaminskaya T.S., Krapivkin A.l., Vasiliev G.S., Dokshukina A.A., Prokopyeva N.P., Pashkov A.A., Areyan T.E., Batomunkueva E.B.
Leukoencephalopathy, Developmental Delay, and Episodic Neurological Regression Syndrome (LEUDEN). Ros Vestn Perinatol i Pediatr 2025;
70:(6): 68-76 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-68-76

CI/IH)IpOM JnerkonucTpouu, 3aaepXKKU Pa3BUTUS BatenbHOCTM B reHe EIF2AK2 (Eukaryotic Translation
M BIIM30JMYECKOTO0 HEBPOJOIMYECKOro perpecca Initiation Factor 2 Alpha Kinase 2), pacrnoyiioxxeHHOM
(OMIM: 618877) — penkoe reHeTM4YecKoe 3aboJieBaHUE, Ha xpomocome 2, komupymwiiem PHK-aktuBupyemyto
00YCJIOBJIECHHOE€ BapMaHTaMM HYKJIEOTUIHOU IOCIIeno- nporenHknHazy R (PKR). PKR perynupyet nunrerpupo-
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Kamunckas T.C. u coaem. CuHIpOM JieiiKoaHLedaTonaTiu, 3a1epXK1 pa3BUTUS 1 3MU30a1ueckoro HeBposornyeckoro perpecca (LEUDEN)

BaHHYyI0 peakuuto Ha ctpecc (ISR) yepes dpochopunm-
poBaHUE 0-CyObeAUHUIIBI (haKTOpa MHULIMALIMM TpaHC-
asuun elF20, yro momaBisieT oOuIMii CUHTE3 OEIKOB
U  aKTUBUpYET crneundudeckue TpaHCKPUTIIIMOHHbBIC
dakropsl (Hanpumep, ATF4 u CHOP), perynupyroiiue
KJIeTOUHBII cTpecc-otBeT [1]. HapymieHnue atoii pery-
JISIUMW TIPUBOIMUT K OJIOKazne CHUHTEe3a OelKOB, arorl-
TO3y W JeMMEJIMHM3aIKU. 3aboJieBaHUE TIPOSIBIISIETCS
3a/Iep>KKOi pa3BUTUSI U 3MU30/1aMU perpecca, Kak mpa-
BUWJIO, TIPU CTPECCOBBIX BO3AEHUCTBUSIX (HarIpuMep, JIMXO-
panke) [2].

Cunapom LEUDEN yacTo omm604YHO AMarHocTupy-
eTcsl KaK JeTCKUA 1iepedpaibHbIN Tapaany Win Metabo-
JIMJeckoe 3abosieBaHUE, YTO MPUBOAUT K HeaneKBaTHOM
tepanuu. OTCYTCTBME MATOTEHETUYECKOTO JIEYSHUST TTO/I-
YEepKMUBAET HEOOXOMMMOCTb WU3YYEHMSI MOJIEKYISIPHBIX
MEXaHU3MOB 1 pa3pabOTKN TapreTHBIX MOAXOI0B K Tepa-
muu [3].

WHTerpupoBaHHas peakuus Ha CTpecc B HOpMe
u npu cuippome LEUDEN

I'eHeTnyeckre BapMaHTBl TMIAa MMCCEHC M HOHCEHC
BIMSIIOT HAa u3MeHeHue akcnpeccun PHK-akTuBupyemoii
nporenHkrHa3bl (cuHoHUMBI: Protein Kinase R, PKR,
nHAayuupyemasi nuHtepdepoHom apyxuenoudeyHass PHK-
aKTUBUpyeMasl TIpOTeMHKWHAa3a, KuHaza 2-aibda dak-
TOpa WHULIMALUK TPAHCISALMU dyKapuor) [4]. DdepMeHT
MpencTaBIIsieT OO0l 0eT0K, cocToAmMii u3 551 aMmuHO-
KUCoThI (puc. 1).

© KonnekTtue aBTopoB, 2025

Anpec nas xoppecnonsenumn: KamuHckas TarbsiHa CsiTOC/IaBOBHA K.M.H,
Bpav-HEBPOJIOT, HAYYHBI COTPYIHUK HayuHO-NIPaKTMYECKOTO LIEHTPA CeLU-
ATU3MPOBAHHON MEMIIMHCKO# moMolnu aetssM uM. B.®D. BoitHo-SIceHerikoro,
ORCID: 0000-0002-2766-1103

E-mail: kaminskayats@bk.ru,

KpanuskuH Asekceit UroppeBrY — 11.M.H., TupeKkTop HayuHo-npakTnyeckoro
LIEHTPa CIEeLMATN3MPOBAHHON MEINIIMHCKOW IToMoIIH aetsiM um. B.d. Boii-
Ho-fcenenkoro, ORCID: 0000-0002-4653-9867

IMpokornbeBa Hatanbst [1aBnoBHa — 3aB. otaeseHueM HaydHo-npakTuiyeckoro
LIEHTPa CIEeLMATM3MPOBAHHOI MEIMIIMHCKOM IToMoLIu aetsiM um. B.d. Boii-
Ho-fcenenkoro, ORCID: 0000-0003-4929-7936

119620, r. MockBa, yi1. ABUaTtopos, i. 38;

Bacunbes I'puropuit CepreeBuy — Bpau-reHetk HaloHaabHOro MeaMLMH-
CKOTO UCCIIEI0BATEIBCKOTO LIEHTPa aKyIIEPCTBA, TMHEKOJIOTUU Y TIEPUHATOJIO-
run umeHn B.U. Kynakosa, ORCID: 0000-0002-1364-8418

JlokiykuHa AnrHa AjiekceeBHa — Bpad-reHeTukK HalmoHagbHOro MeanLnH-
CKOT0 UCCIIEI0BATEICKOTO LIEHTPa aKyIIEePCTBa, TMHEKOJIOTUY Y TIEPUHATOJIO-
ruun umenu B.U. Kynakosa,

ORCID: 0000-0002-4424-0271

117997, r. Mockaa, yi. Akanemuka OnapuHa, 1. 4

[MamkoB Anekcanap AleKCaHAPOBUY — MEIUIIMHCKMIA Ticuxoior Knunnue-
ckoro rocnutans «Jlanuuo», ORCID: 0009-0003-2958-8266

143081, MockoBckasi o6actb, OMMHIIOBCKUIT TOPOACKO# OKPYT, J. JIanmuHo,
1-e Ycnenckoe nrocee, 111.

ApesiH Turpan ErummeBuy — cryneHT 3 kypca [lepBoro MockoBcKOro
TOCYIapCTBEHHOTO MeIuuuHcoro yHuBepcutera uM. M.M. CeueHosa,
ORCID: 0009-0001-1928-9591

BatomynkyeBa Dpxena BampoBHa — crymeHT 6 Kypca IlepBoro MockoB-
CKOTO TOCYIapCTBEHHOrO MeauuuHcoro yHusepcutera uM. .M. CeueHosa,
ORCID: 0009-0009-6221-2539

119048, r. Mockaa, yi. Tpy6etikasi, 1. 8, cTp. 2.

Puc. 1. IIporeunkunaza R
Fig. 1. Protein Kinase R

OcHOBHas poJib MPOTEMHKHWHA3bl-R  3akioueHa
B PEryJsiliMM KJIETOYHOW peaklMd Ha cTpecc (MHTe-
rpUpOBaHHBIN OTBeT Ha cTpecc, ISR) — MexaHusma
BBDKMBAHUSI OPraHU3MOB, TMO3BOJISIIOIIETO KJETKaM
OBICTPO M OOpaTUMO analTUPOBAThCS K BHYTPEHHUM
W BHEITHUM M3MeHeHUsM. VHTerpupoBaHHBIN OTBET
Ha cTpecc 3amyckaeT QochopumpoBaHue CyObeIm-
HUIBI a-¢akTopa nHUIMauuM TpaHciasauuu 2 (elF2a).
Ddochopunuposanue elF20 mpoucxoaut ¢ ydacThuem
yerbipex depmenToB rpynnbl kKuHa3: PERK, GCN2,
HRI n PKR, xaxknasg n3 KOTOPBIX aKTUBUPYETCS pas-
JIMYHBIMU  CTpeccoBbIMU  ycioBussMu. Tak GCN2
(General Control Nonderepressible 2) aktuBupyetcst
npu nedpunute amuHokucaoT; PKR (Protein Kinase R)
pearupyeT Ha BHUPYCHble MH(EKIIMM U ABYXLenovyey-
Hyto PHK; PERK (PKR-like ER Kinase) aktuBupy-
eTcsl TIPU HAKOTJIEHU UM HeNPaBUJIbHO CBEPHYTHIX OEJIKOB
B aHaormazMaTudeckom petukyiayme (ER stress); HRI
(Heme-Regulated Inhibitor) pearupyer Ha neduLIUT
reMa 1 OKMCJIUTENIbHBIN cTpecc.

Takum ob6pa3zoM, Tipu cTpecce (HArpuMmep, BUPYC-
Hast uHGeKus, 1eGUIUT aMUHOKUCIIOT U JIp.) aKTUBU-
pytorcst kuHasbl (PKR, GCN2, PERK, HRI), koropsie
dochopunupyior elF2a. DTo mpuBOIUT K ITOZABICHUIO
o01Iell TpaHCASIIUU OeKOB, MPU 3TOM M30MpaTebHO
aktuBusupyst ATF4 (puc. 2) [5]. Ecnu cTtpecc He paspe-
11aeTcsi, akTUBUpPYeTCsl TIyTh ¢ ydyactuem Oenka CHOP,
BEAYIINI K alTONTO3Y.

Bribopounasa tpancasiuust ATF4 momaBnster oOmmii
CUHTEe3 OeJIKa U CTUMYJIUPYET TPAHC/SIIUIO OTpeIesieH-
Heix MPHK, yyacTBytommx B aHTHOKCUIAHTHOI 3a1lIUTe,
aytodaruu, arornro3e M MeTradojau3Me aMUHOKMCIIOT,
HarpuMep, aKTHMBaTOpa T€HOB, CBS3aHHBIX C BOCCTa-
HoBiienuem kjetku (ATF4, Activating Transcription
Factor 4). 310 no3BossieT KJIeTKe YMEHBIIUTh Harpy3Ky
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Figure 2. Integrated Stress Response (ISR) pathway diagram

Ha CUHTETUYECKHUE MPOLECChl, KOHIIEHTPUPYSI MTPOLIECCHI
Ha TTofiep>XXKaHun roMeocTasa [4].

XpoHuueckas runepakruBaius kuHassl PKR Been-
crBue mytauuii B reHe EIF2AK2 npuBOAUT K yCTOMUYM-
BoMYy (hochOpUINPOBaHNIO 3YKAapHOTUYECKOTO (hakTOopa
nHunanuu tpancasuuu elF2o (puc. 3). D10 mpuBo-
AT K NePULNTY CTPYKTYPHBIX W CHUTHAJIbHBIX OEJTKOB,
HEOOXOAMMBIX [JISi MUEIWHU3ALUMUU W CHHANTOreHes3a.
Bo-niepBbix, nmogapaeHue o0I11Iei TPaHCISIIIMKA HETaTUBHO
BJIUSIET HA MUEIMHU3ALMIO, MOCKOJbKY OJUTOIEHIPO-
IIUTBI TEPSIIOT  CIOCOOHOCTH TPOAYILIMPOBAaTh CTPYK-
TypHBIe O€JKM MUEeIMHA, TaKhe KakK TMPOTEOJUTUTHBIN
6esnok (PLP) u MuenuH-accOUMMPOBAHHBIN TIMKOIMPO-
tenH (MAG). Hapyiaercst crmocoOHOCTh K peMUETMHM -
3allMU U3-3a HapyILIEHUs SKCIPECCUU TPAHCKPUITIIMOH-
Hbix pakTopos (Oligl, Olig2) u dakropos pocta (IGF-1).
Bo-BTOpBIX, aKkTMBalMs TPAaHCKPUIIIIMOHHOTO (aKTopa
ATF4 un ero MuIIeHM — TIPOAIONTOTUYECKOTrO OesKa
CHOP — 3anyckaer kackaj OKMCIUTEIbHOTO CTpecca,
COTPOBOXAAIOIINICS HAKOIJIEHUEM PEaKTUBHBIX (hOopM
KHCJIOpO/ia, TIONABISIET aKTMBHOCTb aHTHOKCHUIAHTHBIX
cucteM  (MJIyTaTMOHIIEPOKCHUIA3a, CYIEePOKCUTUCMY-
Tasza), 4YTO TPUBOIUT K MoBpexneHuto nununos, JHK

u 6enkoB. B-tperbux, nuchynxius el F2o-P-3aBucumMbix
CUTHAJIbHBIX MyTel MOAaBJsIeT COXpaHEeHUEe CUHAMTUYe-
CKOW mepenayd MeXay HeipoHaMu (JI0JTOBpeMEHHYIO
MOTeHUMALIMIO), YTO HapylaeT (GopMUpPOBaHUE CHHATM-
TUYECKUX CBsI3eil B KOHHEKTOME.

JlaHHBIE TIPOLIeCChl HATIPSIMYIO CBSI3aHBI C allONITO30M
HEHPOHOB U TJIMAJIbHBIX KJIETOK, YTO YCYTyOJIsIET HEBPO-
JIOTUYECKUMN neduiuT. DNU30abl perpecca, TUITUYHbIE
mrsg cuaapoma LEUDEN, Bo3Hukalor Ha poHe BUpYC-
HBIX MHPEKIIMI U JOTIOJIHUTEIbHBIX CTPECCOpPOB (MeTa-
OosiMvYecKue HapylleHus), KOTOpble yCuiuBatoT ¢docho-
punupoBaHue elF2o, mpuBomsi K pe3KoMy CHUXEHUIO
CUHTe3a HeNpOoTpoPMHOB M AUCHYHKLIMU CUHAMTUYE-
CKOU Tiepenayu.

KnuHunuyeckue nposiBneHns CMHAPOMa U UX CBA3b
C UHTErpMpoBaHHO peakuuei Ha cTpecc

Beiieonucannbiit matoreHe3 cuHapoma LEUDEN
OTpakaeT MHOTOYPOBHEBOE BO3MIEWCTBME Ha HEPBHYIO
CUCTeMYy JUCPEryJsiiii WHTEerpUPOBAaHHOTO  OTBETa
Ha ctpecc. JleiikoaH1edanonaTusi, BeIsIBIsieMast pU Hel-
pPOBUByaJIU3alIUM, SIBISIETCS CJAEACTBUEM KOMOWHAIIMU
NEeMUeIMHU3aUM W alloNTo3a  OJUTOACHIPOIMTOB.
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Puc. 3. Cxema natorenesa cunapoma LEUDEN

Figure 3. Pathogenesis Diagram of LEUDEN Syndrome

3aepkKa ICMXOMOTOPHOTO Pa3BUTHSI CBsI3aHa ¢ IeULIn-
TOM CUHAINTUYECKUX OEJIKOB M HEMPOTPO(PUHOB, HEOOXO-
IUMBIX 1T (POPMUPOBAHUST HEMPOHHBIX CeTel. DMU30IbI
HEBPOJIOTUYECKOTO perpecca, Takue Kak IMOoTepsi MOTOp-
HBIX HABBIKOB WJINA CYIOPOTH, BOZHUKAIOT TP IOTTOJTHU-
TeJIbHO aKTUBAIIMY MHTETPMPOBAHHOTO OTBETA Ha CTpece,
KOTOpast IPUBOIUT K MTPOTPAMMUPYEMOIT THOETHN KIIETOK.
TsoKkecTb CUMNTOMOB TIPU 3TOM KOPPEJIUpYET CO CTere-
Hblo ochopunuposanusi elF20, yto ToaTBepkmaeTcs
HCCIEIOBAaHUSIMA Ha MOJEJSIX XKMBOTHBIX C MyTalMein
reHa EIF2AK2 [5-T7].

Jwnarnoctuka cudapomMa LEUDEN ocHoBaHa Ha K-
HUYECKUX XapaKTePUCTUKAX, BBISIBISIEMBIX IO COOCTBEHHO
nebroTa 3a0o0JieBaHUs, M JTaHHBIX oOcienqoBaHus. K mep-
BBIM OTHOCSITCS: 3a7iepkKKa MOTOPHOTO M TICHMXOPEYEBOTO
pa3BUTUSs, HaOM0JaeMasi C PaHHEro BO3pacTa; 3MU30bI
HEBPOJIOTUYECKOTO perpecca Ha (poHe BHEIIHUX (PaKTo-
pPOB (HampuMep, pecrMpaTOpHble BUPYCHbIE WH(MEKIINN),
«OTKaThbl» Ha (hOHE JIMXOPAJKU; O4aroBasi CHMIITOMATUKA,
HarpuMep, U3MEHEHUST MBIIIIEYHOTO TOHYca (TTOBBIIIEHKE
WY TIOHVKeHUE, TUTIEPKUHE3bI), CHIKEHNE MBIIIECYHOM
CWJIbI, aTaKCusl, SMuienTuyeckue rpuctynsl. [1pu obce-
JIOBAaHWM 0OpalalT BHUMaHUE Ha M3MEHEHUs IO JaH-
HBIM HEWpOBU3yaIM3allid B BUIE JIEWKOIHIIEDATONMaTuN
(mdy3HbIE WIIM OYaroBble U3MEHEHUsI OeJI0ro BelllecTBa
rOJIOBHOTO MO3ra — rurnepuHTeHcuBHOCTh B T2/FLAIR-
pexumax). YXynlieHue HeHpoBU3yaIM3allMOHHON Kap-
TUHBI B OEJIOM BEILIECTBE I'OJIOBHOTO MO3ra C TEYEHUEM
BpeMEHU BO3MOXKHO ¢ (hOPMUPOBAHUEM KUCT WA aTpO-
¢un. TeHeTmyeckoe TONTBEPXKICHUE  3aKJIIOUAETCSI
B BbIsIBIeHUN MyTaimu B reHe EIF2AK2. B Ttabnuie 1
MPUBEIEH CPaBHUTEbHBIN aHaU3 KITIOYEeBBIX XapaKTe-
pUCTUK, IudhepeHINATbHON TUAarHOCTUKU COCTOSTHHS

C JIPYT'MU AMArHO3aMU, TAKUMU KakK TMOCJIEACTBUS TIEpU-
HatajgbHOro mopaxennst IIHC wm MuTOoXOHApUMAILHBIC
3a0oseBaHusi. Ocoboe BHUMaHUE YIEIEHO SMU30INIHO-
CTU perpecca, aCCOLIMUPOBAHHOM C JIMXOPAIKOM, M XapaK-
TEPHBIM HEMPOBU3YAIM3ALIMOHHBIM JAHHBIM TIPU CHUH-
npome LEUDEN [8, 9]. IlpencraBieHHOe cpaBHEHME

Puc. 4. MarauTHO-pe30HAHCHAST TOMOTPa(usi rOJJOBHOTO MO3ra
nanuenta ¢ cuaapomom LEUDEN — pexyknusi 00bema Mo3ro-
BOro BemecTsa ¢ nuddy3Hoii aeiikonarueii. [aHHbie aBTOPOB
Fig. 4. Brain magnetic resonance imaging of a patient with
LEUDEN syndrome — volume reduction of brain tissue with
diffuse leukoencephalopathy. Author’s Data
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KJINMHUYECKUE CJTYHAU

Tabauya 1. 1uddepennuanbuasg nuarioctuka cunapoma LEUDEN u cxoaHbIx cocTostHuii
Table 1. Differential diagnosis of LEUDEN syndrome and related conditions

ITpu3nax

Cunznpom LEUDEN

IlepunaranbHOe NopakeHue

nHC

MuToxmmpuam.m,le
3200JIeBaHUSA

DTUOJIOTUS

Twun HacnemoBaHUs

Hauvano 3a6oseBaHust

XapakTep perpecca

MarauTHoO-pe30HaHCHasT TOMO-
rpacust

DnekTposHIehanorpadus

buoxnmug

MoJeKyIIpHO-TeHETUIECKOE
o0cienoBaHue

Tepanus

ITporHo3

[laToreHHbI BapuaHT
B reHe EIF2AK?2 (de novo)

AyTOCOMHO-
JIOMUHAHTHBII

6 Mecs1eB — 2 rona

ONU30IUYECKHIA, aCCOLU-
MPOBaH C JIUXOPAAKON

T'imomuemmAM3anms,
aTpocdust 6esIoro BelecTBa

MozeT TmarHoCTUpoO-
BaTbCs ANUIeNTU(GOPMHAs
AKTUBHOCTb

be3 metabonmyeckux
W3MEHEeHU

CeKkBeHNpOBaHNE 9K30Ma,/
reHoMa

Her cnieriuduueckoit

YMepeHHO HebIaronpusT-
HBI, TTPOrPECCUPYIOIINIA
IIPY OTCYTCTBUM TAPIeT-

I'umokcuyeckoe, UIIeMK-
YEeCKOe U/WJIN TeMopparu-
yeckoe nopaxenue LIHC

B IIEPMHATAILHOM IIEPUOJIE

He nacnenyercst

C poxaeHus / paHHUI
MOCTHATAJIbHBIN TTEPUO

OTCyTCTBYET
[NepuBeHTpUKYISIpHAS
JIEUKOMAJISILIST

MoxeT TMarHoCTUPOBATHCS
anuienTUhOpMHAasT aKTUB-
HOCTb

bes3 nsamenenmin

[To noka3zaHusIM Npu «CUH-
JIPOMeE ETCKOTO iepedpatb-
HOTO Mapajinyar»

ViydieHue npu peaduav-
Taluu

3aBUCUT OT TUIIA Hapylle-
HUI U UX TKECTUA

BapuaHThI B simepHoOM u/Wiu
muToxoHapuaibHou JTHK

AyTOCOMHO-JJOMUHAHTHBIN,
AYyTOCOMHO-PELIECCUBHBIN,
110 MAaTEPUHCKOM JIMHUKA

B 1106011 MOMEHT, 4acTo
B MJIaICHUYECTBE

Perpecc nipu crpeccax,
WHGEKIUIX

Jletikomarusi, mopakeHue
0a3aIbHBIX SIIEP U 1IP.

MoxeT IMarHoCTUPOBATHCS
anuienTUhOpMHast aKTUB-
HOCTb

JlakTaT T B KpOBM/JIMKBOPE

mtDNA / nDNA cexkBeHU-
poBaHUe

CumMrroMaTnyeckasi,
KO(epMEHTBI

Hepenko nmporpeccupyio-
1A XapaKTep

HOWM Tepanuu

MO3BOJISIET OOOCHOBATb HEOOXOIMMOCTb MOJIEKYJISIPHO-
TEeHETUYECKOTO TECTUPOBAHUS Uil BepuUKAIIMU JHUa-
rHO3a M M30€XaTb TUIMOAMArHOCTUKM PEAKMX TeHEeTUYe-
ckux sHuedanonatuii [10—14].

C 1eJbl0 JEMOHCTPALMU KIMHUYECKUX OCOOEHHO-
cTeil 3a0oJieBaHus MPEACTaBIsieM KIMHUYECKOe HabIo-
NIeHVe MaJlbuhKa 2 JIeT C 3aJepXKOil TTICMXOMOTOPHOTO
pa3BUTHS, CITACTMYECKUM TETparape3oM M 3MU30JaMU
perpecca Ha hoHe TUXOpaaKu

KnuHuyeckoe HaGnoaeHue

PeGeHoK 2-X JIET TOCTYIIUJ B OTHEJICHNE TICUXOHEB-
posorun Ne 2 HayyHO-TIpaKTMYeCKOIo IIeHTpa CIICIM-
aM3MPOBAHHON MEAUIIMHCKON ToMoiu netsm JI3M
C LIeJbl0 YTOYHEHHUS MMarHo3a W JIEUeHUs C Kajobamu
Ha JIMXO0panKy a0 (heOpMIbHBIX TUMP, KYMUPYIOLIIYIOCS
MPUEMOM XKapOTOHMKAIIMX (TOTPeOHOCTH B CyTKU 3—4
MpureMa), COIpPOBOXKAAIOIIYIOCS KalIpU3HOCThIO peOeHKa,
YXYAIIEHWEeM CaMOUYYBCTBUS, OTKAT B Pa3BUTUM, Hapy-
IIEHWe JBUTATEJIbHbIX W TICUXOpeYeBbIX (YHKIIUI
(He cuauT, HE TOJI3AET, HE XOMIUT, TIepecTall IiepeBopavm-
BaThCsl M yAEPXKUBATh TOJIOBY, HE TOBOPUT), TTOBBIILICHNE
MBIIIIEYHOTO TOHYCa B TEYEHME NIBYX IOCIEAHUX MECS-
11eB, BBITMOAHUS PYK, HA COHJIMBOCTD, CJ1A00CTh, BSUIOCTh
(CrIUT MpakTUYEeCKU BCE BPEMS).

H3 anamuesa 3abonesanuss M3BECTHO, YTO B BO3-
pacte 1-ro roga 11-Tu MecsleB OTMEUYEHO MOBBIILIEHUE
TeMIepaTypsl 1o cyodeOpmibHbIX mudp. OOpamanich
K TleInaTpy, Mo pe3yjabTaTaM OCMOTpa M KIMHUYECKUX
aHaJIM30B MOYM U KPOBU YOEIUTEbHBIX JAaHHBIX 32 TeUe-
HUEeM MHOEKIIMOHHOTO Tpoliecca He BhISIBIeHO. B maib-
HeWIeM JIMXopaaKa COXpaHsiach MOCTOSTHHO. Mcmob-
30BaJIM  JKAPOIMOHIDKAIOIINE C  KPaTKOBPEMEHHBIM
addexkroM (nbympodeH, mapaieramon), MHTephEepOHbI
PEKTaJIbHO.

Yepes 1 mecsan mmxopanka Hapocia no 38,5°C, mpu-
COeIMHUJICST CYXOW Kallleslb, 3aTpyIHEHHOE IbIXaHue,
HACMOpK, cJabocTh, CHWXeHWe ammeTuTa. Ileama-
TPOM Ha3HadyeH a3suTpoMUIMH B mo3e 100 Mr B CyTKM
Ha 5 nHeil, OymecoHun. B cBs3m ¢ coxpansiomieiics
JINXOPAJIKOM, PUCOEANHEHNEM BhIPAXKEHHOM COHJIMBO-
CcTU (CIWT MPAKTUYECKH BCE BpeMsl), CHUKEHUS peak-
LIMA Ha OKpYyXKalolllee, yTpaToil JBUTaTeIbHBIX HABBIKOB
(Tiepectain aepkaTh TOJOBY U TepeBOPAYMBATLCS), YCHU-
JIEHWEeM CIaCTMYHOCTU BBI3BaHa Opuraga cKOpoil Memu-
LIMHCKOM ITOMOIIIA.

PebGeHok poctaBieH B MH(MEKLUMOHHOE OTIEJICHUE
craunoHapa. [lo HaHHBIM peHTreHorpauu OpraHOB
TPYIHON KJIETKM — 0e3 Oo4YaroBbIX M3MEHEHUIi, obora-
1IeHre JIerouHoro pucyHka. 1o maHHBIM J1aG0paTOPHBIX
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nokaszareneit — yakrat ot 03.01.2025 — 2,8 mMounb/7,
or 09.01.2025 — 5 mMonb/a (Hopma ot 0,5 mo 2,2
MMonb/n). BocnanutenbHbIX M3MEHEHUN (JIeHKOLM-
TO3a, HelTpoduiesa) B aHanu3ax KpoBu HeT. [T P-TecTor
Ha TMaHeJlb PeCrUpaTOPHBIX BUPYCOB M aHAJIM3 KPOBU
Ha aHTUTENIa K PeCITUPaTOPHBIM MHMEKIMAM Oe3 maTo-
sornu. Ha hoHe cuMmTOMaTUYECKOM Teparnmuu CoXpaHsi-
JIach Tuxopaaka 10 GeOpuabHBIX TGP U 00IeMOo3roBast
cumrromatuka, B cBs3u ¢ yem 10.01.2025 mposeneHa
MarHUTHO-Pe30HAHCHAas TOMOTrpadus TroJJOBHOTO MO3ra
C BHYTPUBEHHBIM KOHTPACTHUPOBAHUEM, TIO pe3yIbTaTaM
KOTOPOTO BBISIBIIEHA BbIpaXkKeHHasl 3amepkKkKa MUETUHU-
3allMM BEIECTBA TOJIOBHOTO MO3Ta, PEayKIus oO0beMa
6eJToro BellleCcTBa, pacIIMPEHE TTEPUBACKYISIPHBIX MTPO-
CTPaHCTB, TIPEUMYIIECTBEHHO CYOKOPTUKAIBHO U TIepU-
TPUTOHATBHO C HaJWYMEM TUITOMHTEHCUBHBIX 30H,
YMeHbIIeHNe 00beMa MPaBoOil HOXKKKU MO3Ta, KUCTO3HbIE
M3MEHEHUsT B OOJACTU KOJieHa BHYTPEHHEN KarlCyJIbl
crpaBa pa3MepoM 10 5,5x2,5 MM, pacimpeHre O0KOBBIX
SKEJTYIOUYKOB, apaxXHOMIAIbHBIX MPOCTPAHCTB (TIperuMy-
IIECTBEHHO B JIOOHO-TEMEHHBIX 00JIACTSIX), UICTOHYEHME
MO30JIUCTOTO TeJIa.

C uenblo JajbHEMIIero ITUarHOCTUYEeCKOTro o0ce-
JIOBAaHUST U OTIpeNe/IcHUs] TaKTUKU JICUEHUST TepeBeaeH
BO BTOpOE TCHUXOHeBposiornyeckoe oraeneHue ['bBY3
«HIIL cnienr. mea. momorniu netsim JA3M».

H3 anamuesa ncu3Hu U3BECTHO, YTO peOEHOK OT Tpe-
Tbell OepemeHHocTH (1-1 — JEeBOYKA C CHUHIPOMOM
lonbnenxapa, 2-s1 — 3amepiass Ha cpoke 4—5 Henelnb),
HACTYMUBIIEH €CTECTBEHHBIM MyTeM TOCJe ABYX ITOTTBI-
TOK 3KCTPaKOPIOPaJTbHOTO OTUIONOTBOpeHUs. bepemeH-
HOCTb TIpoTeKaja Ha (poHe Yrpo3bl TIpepbIBaHUS B TIep-
BOM U BTOPOM TPUMECTPAX, PETPOXOPUATLHOI TeMATOMBI
(TIPOBOAMIIOCH CTallMOHAPHOE JICUeHUE, aHTUOAKTepU-
aJibHas Tepanusi B CBsi3u ¢ BbiceBOM F. Coli BO Biarajuiil-
HOM Ma3Ke), Ha (hOHe TeCTAllMOHHOTO CaXapHOTro auva-
OeTa, OTeKOB B TpeTbheM TpuMmecTpe. Ponbl Ha cpoke 40
HeJeIb METOIOM KecapeBa CEUYEeHUST B CBSA3U C Ta30BBIM
npemaiexanveM 1iona. OleHKa 1o ImKajie Arnrap 8/9
6anmmoB. Macca nipu poxnennu 3390 r, mmmHa — 52 cM.
Bbimucanbl ToMO# Ha TISIThIE CYTKU XU3HW. B TeueHume
MecsIlla OTMeYajiach KEJTYITHOCTb KOXHBIX TTOKPOBOB.
dororepanuio He MPOBOAWIU, YPOBEHb OUIMPYOMHA
He u3MeHsuM. C poXIeHUs W A0 3-X MecsleB Haxo-
JTAJICS Ha TPyIHOM BckapmimBaHuu. C TpymoM Habupan
Maccy Tena.

PanHee MOTOpHOE pa3BHUTHE: TOJOBY Havyall AepxKaTh
¢ 3-x MecsieB (HeyBepeHHO), ¢ 1,5 jieT — yBepeHHO,
rnepeBopaunBaThcsl Ha OOK cTan ¢ 4-x mecseB. B Bo3-
pacte 4-X MecsleB OTMETWJIN TIOSIBIEHUE CXOMISIIe-
rocsl KOCoriasusi, 00paTWINCh K HEBPOJIOTY, TIpoBeIeHa
HelipocoHorpadust (Bo3pacT 6 MecsleB): TMOTrpaHUY-
HbIe pa3Mephbl MPABOrO0 OOKOBOTO XEIyIO4Ka, HEOTHO-
POIHOE TOBBIIIEHUE SXOTEHHOCTU TIEPUBEHTPUKYISAP-
HBIX 30H Oosbllle cripaBa. Ha MOMEHT KOHCYJIbTalluu
HeBpOJOroM (Bo3pacT 6 MecsilieB) B OCMOTPE MOTOP-
HbIe HaBBIKU: TOJIOBY JIEPXKUT, MPHU TPAKIUU TPYIITUPY-

ercsl, TYJUT, YJIbIOaeTcsi, cMeeTcsi, (PUKCUpYeT B3IJISII,
3aXBaTbIBACT WTIPYIIKHU. JMarHOCTUpOBaHA TeMITOBasI
3a/iep>KKa MOTOPHOTO Pa3BUTHUSI, CXOMASIIEECs abTePHU-
pylolieecsi Kocoriasue ¢ JIByX CTOpoH. B Bospacte 8-mu
MecCsIleB OTMEYaJNCh OIU30Abl MBIIIEYHOTO HAarmps-
SKEHUSI, BBITUOAHMS C TIPEAIIECTBYIOIIUM 3aMUpaHUeM
B TeUYEeHWE HECKOJbKUX CEKYHI, A0 TIATH 3IHU3010B
B CYTKHM, KYIUPYIOIIUECS CaMOCTOSITEIbHO, KOTOpBIE
ucuesnm 0e3 HCIOJIb30BaHUSI JIEKAPCTBEHHBIX CPEICTB
yepe3 4 mecsua. [1o maHHBIM ITpoBeieHHOTO BUaeo-DD1 -
MOHUTOPUHTA 3aperucTpMpoBaHa SIMWICITU(HOPMHAS
aKTUBHOCTb BO CHE C HU3KUM WHAeKCOM (okojio 10%,
Ha oTaeJbHBIX 3moxax 1o 20—30%). 3acbukcupoBaHHBIE
MapOKCU3MBI, SIBJISIIOIIMECS TIPEAMETOM XKaJloO, He HOCSAT
SMWIESITUYECKUIA XapaKTep.

Ilpu ToCTyruleHUM B OTAEJICHWE B HEBPOJIOTHYE-
CKOM CTaTyce OTMEYajoCh CHUXEHHE YPOBHSI CO3Ha-
Hus — 14 6auioB (110 MOAMMUIIMPOBAHHON 11IKale KOM
I'maszro). JlexxuT ¢ 3aKpbITBIMM TJ1a3aMu; TMEepUoOanYe-
CKM “TIPMOTKpbIBAaeT”, TPU 3TOM B3IJISIA He (DUKCUPYET,
He TIPOCJIeXMBAET, OTMEYaeTCsl CXOIsIIIeecs] Kocorjia3ue.
Bo BpeMst ocMOTpa (TaKTUJIbHBIE pa3apaskUTEeNIN ) TIIaveT,
oTMevaTcs ahpOeKTUBHO-PECTTUPATOPHbBIE MTAPOKCU3MBI
¢ 3amepxkoit npixanus o 10 cexyna. Ilpu orcyrcrBun
TaKTUJIbHOW CTUMYJISILIMK 3achbinaer. Yepenm MuMKpolie-
danbHON (DopMbI. OOIIEMO3TOBbIE CUMIITOMbBI B BUJE
COHJIMBOCTH, THIIepecTe3u. MeHUHTeaTbHBIX CUMIITO-
MoB HeT. HeOHbIe M TJIOTOYHBIE pedIeKChl CHUKEHBI.
HuddysHast mbiedyHass atpodusi. MBIIIEYHBIA TOHYC
MOBBIIIEH IO CIacTU4ecKoMy Tuiry, D=S, Oonblre
B Horax. PasrubatenbHbIe YCTAaHOBKU OOOMX KOJIEHHBIX
CyCTaBOB. AIIYKTOPHBI cMa3M. DKBUHYCHBIE yCTa-
HOBKM 00enx ctor. CrubaTenbHO-IIpOHATOPHBIE yCTa-
HOBKM O0EUX BEpPXHUX KOHeYHOocTeil. CyXOXWIbHBIE
pedaeKChl OXWBICHBI B BEPXHUX M HIDKHUX KOHEY-
HOCTSIX, 30HBI C BBIpAXXEHHBIM paciuupeHuem, D=S.
ITonoxurenbHBIN cUMITTOM BaGMHCKOTO ¢ ABYX CTOPOH.
KoxHbie pedieKChl CHIKEHBI ¢ IBYX CTOPOH. 3a UTPYII-
KOl He TsHeTcsa. Ha TakTUIIbHBIE pa3apaXuTeu pearu-
pyeT rutadem (rurnepecre3usi?). KoxHbIiit TOKpoB OJien-
HBII, aKpOTUTIOTEpMUS. JIBUTaTeTbHbIE HaBBIKU: TOJOBY
HEe YyIepXXuBaeT, He TepeBOpayMBaeTCsi, HE CaJuTCs
CaMOCTOSITEIbHO, HE CUIWT TOCAXXEHHBIN, HE BCTaer,
He xoauT. Omopa Ha KBUHYCHbBIE CTOIBI MMPU BepTHUKA-
JIN3aIUH.

Tlo naHHBIM aHaNIM3a KMCIOTHO-ILEJIOYHOro OajxaHca
kpoBu (0 eabl) oT 14.01.2025 Ge3 3HAYMMBIX OTKJIOHE-
HUli. YpoBeHb TIIOKO3bl M JIakTaTa B Hopme. JlaHHBIE
JTabopaTOPHEBIX TTOKA3aTeIeil IIpeAcTaBIeHbl B Ta0buie 2.
Ilpr  yABTPa3BYKOBOM WCCIIEIOBAHMM  IIUTOBUIHOM,
MapalUTOBUIHBIX KeJie3, 3XoKapauorpaduu IaToJio-
MU He BbIsIBIIEHO. [1pn (hMOGPOTapMHIOCKOITNY BBISIBJIEH
nape3 HaaropraHHuka. OcMoTpeH oTaTbMOJIOTOM: TJI1a3-
Hoe mHO OU — ¢oH po30BHIi, TUCK 3pUTEILHOTO HEpBa
CBETJIO-PO30BbBIN, TPAHUIILI YETKHE, OKPYIJION (HOPMBI;
BKCcKaBalusl pusrosornyeckas; pedyekcbl MakyIsipHOR
30HBI YeTKKeE, reprdepust 6e3 0COOEHHOCTEA.
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KJINMHUYECKUE CJTYHAU

Tabauya 2. Jlannbie JaG0paTopHOro 00ce10BaHus namuenta ¢ cuaapomom LEUDEN
Table 2. Laboratory Findings in a Patient with LEUDEN Syndrome

IToka3arenn 3HaueHue Pedepencubie 3HaueHus OTK10HeHNEe
ACT (14.01.25) 53,4 El/n <40 E[l/n [ToBbIilieH
ACT (20.01.25) 60,8 Ed/n <40 Ell/n [ToBbIlieH
Koaddunmenr ne Putnca >1 <>1 1?;:;:?;2:;{32’ [ToBbIlIeH
K®K-MB 41,6 EO/n 0—24 E/n IToBrIeH
KO®K o61as 540 E[1/n <195—-200 E/n [ToBbIIeH
JIAT 627 El/n 1o 480 EJ1/n [ToBbIlIeH
Illenounas docdarasza 87,9—90,3 EN/n 108—317 El/n CHXeHa
Tpurnuuepunbl oomMe 1,40 MMomb/n 0,34—1,13 MMounb/n IToBbiIeHBI
Buramun D (25(OH)D) 28,3 Hr/MI 30—100 Hr/™MT CHIXeH
donueBag kucioTa 4,17 Hr/mn 5,21-22,68 Hr/mi CHukeHa
ChIBOPOTOYHOE XKeJIe30 4,8—5,7 MKMOJIb/ 1T 9—21 MKMOJIb/IT CHIXEHO
Maruwmit 1,07 MMounb/n 0,6—0,95 MMoub/1 TToBbImIeH
[TpokanbUTOHUH B Hop™me < 0,5 Hr/™Ma bes oTknoHeHuit
C-peakTUBHBII 610K B HOopMme < Swmr/n be3 oTkiIoHEeHUI
Kiuuunyeckuii aHaiu3 JTMKBOpa LB SHAMMPIX - be3 oTkiIoHEeHUI

OTKJIOHEHM1

OMrokjIoHaabHbIe aHTUTEA 2,3,4,5 TUna OTpHULIATETBHO OTpuLIaTeTHHO bes oTkiioHeHMI
OJurokjaoHajbHbIe aHTUTENA | TUIa IToBbiieHO OTpuuaTesbHO Hecﬁgigi?:igmﬁ
AHTHUTENA B 1IepeOPOCTIMHATBHOM XUIKOCTU 1 KPOBU
K perentopam NMDA, AMPA 1/2, CASPR2, DPPX, OTpuLIaTeTbHO OTpuLaTeIbHO be3s oTkioHeHuit

LGI1, GABARB1/B2

PeGeHky Ob110 MPOBEIEHO CEKBEHUPOBAHUE TTOJIHOTO
9K30Ma Ha 0a3e MHCTUTYTA PENpPOAYKTUBHON T€HETUKU
®dI'bY «<HMUL ATTI um. B.M. KynakoBa» M3 P®.
BbisiBIeH BapUaHT HYKJIEOTUIHOM MOC/IEA0BATETbHOCTH,
paHee OIMMCAHHBIN KakK IMaToreHHbId, B reHe EIF2AK2
(chr2:2.37141617C>A; NM_001135651.3:¢.325G>T
(p.Alal09Ser) B rerepo3urorHoM coctosiHuu. BapuaHT
OMucaH y MalMeHTOB ¢ JieliKosHedanonaTuein ¢ CUH-
JIPOMOM 3MU30[IMYECKOr0 HEBPOJIOTMUECKOTO perpecca
(OMIM 618877). Ilo maHHBIM cerperallioOHHOTO aHa-
JIU3a — BapUaHT B COCTOSIHUU de novo.

C 1enbl0 CHMXEHUS CIIACTUYHOCTU B JIeYECHUE
nobaieH kiaoHasernam B jo3e 0,5 mr B cytku. Ha done
MPOBOJIMMBIX MEPOIIPUSITUIT MaKCUMallbHasl TeMIepa-
Typa 3a CyTKM He mipeBbmimaina 37,5 C 06e3 nmpuMeHeHUs
>kapornoHuxatonux. CoxpaHsiach COHJIUMBOCTb, JUC-
TOHUYECKUE TMapoKcusMbl. [IpoBeneHa KOHTPOJbHAs
MarHUTHO-PE30HAHCHAas TOMOrpadusi roJJOBHOrO Mo3ra
C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM C Celallueit,
MPU CPAaBHEHUM C MPEABIAYIIUM UCCIEAOBAHUEM OTpU-
1IaTeJIbHON JAUHAMUKM He oTMedeHo (puc. 4). Ilamu-
€HT BBbINIMCAH TMOJA HaOJMI0JeHNEe MeauaTpa Mo MEeCTy
JKUTEJIbCTBA.

ITocne BoIMUCKU peOEHOK TOCMUTATU3UPOBAH B IPY-
roe yuypexiaeHue, rae MpoBefieH Kypc UMMYHOTEparnuu,
MAaCCHUBHOW aHTMOAKTepUaIbHOW, TPOTUBOIPUOKOBOIA,

MPOTUBOBUPYCHOI Tepanuu (1iedorepa3oH + cyrbOak-
TaM, aMWKallMH, aMOKCHUIIWJUIMHA KJIaBYJIOHAT, a3u-
TPOMULIMH, BaHKOMWIIMH, MWKa(QyYHTUH, alUKJIOBUD,
UMMYHOTJIOOY/IMH 4esioBeveckuii). Yepe3 nBe Henmenu
OT Havajia Tepaliii pa3BUINCh OpaIuITHOD W OpaauKap-
nust. Tlocie TIpoBeneHMST CepAeYHO-JIETOYHOU peaHu-
Malluy HaxOAWJICS B TeUeHHUe 4-X MecsIeB B OTIEIeHUN
peaHUMaIy U MHTEHCUBHOM Teparui ¢ UCXOIOM B XpO-
HUYECKOe HapyllleHUe CO3HAHMS, BBITTMCAH MO/ HabJIIo0-
NIEHNE MAJUTUATUBHOM CITyXKOBI.

OOcyxaeHue

JlaHHOe KJIMHMYECKoe HaOJIoAeHne AEeMOHCTPU-
pYyeT, HAaCKOJIbKO KPUTMYECKM BaXHa CBOEBPEMEH-
Hasg auddepeHIManbHasg  IUarHOCTUKA  TeHeTuYe-
CKMX TMaTOJIOTMi, TaKWX KakK JIelMKo3HIIehaonaTus
C 3aepKKOW pa3BUTUSI M SIU30IUYECKUM HEBPOJOTH-
yeckum perpeccom (LEUDEN), mnst BepHoit uHTep-
MpeTaluy CUMITOMOB M CHMXEHUSI MOJMUIIparMasuu.
Knunuueckast kaptuna cunapoma LEUDEN Bkitouaer
YMEPEHHYI0 YMCTBEHHYIO OTCTaJOCTh, 3IMU30bl HEBPO-
JIOTUYECKOTO perpecca, CnacTUYHOCTb, aTaKCUIO, qU3ap-
TpUlo, JelKo3HUehaTIonaTuio U TUTTOMUEINHU3AINIO0
MpU MarHUTHO-PE30HAHCHOI ToMorpaduu. 3abosieBa-
HUE MOXET OIIMOOYHO MMATHOCTUPOBATHCS KaK JeT-
CKMI 11epeOpabHBIi Mapajnd, 0COOEHHO B OTCYTCTBHUE
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cynopor. deHOMEH perpecca, MPOBOIIMPYEMOTO JTUXO-
panKoi, TO3BOJISIET OTHECTM 3abojieBaHWE K TpyIIe
CcTpecc-MHAYIMPOBaHHbBIX 3HIedanonaTuii. [Ipu oTcyT-
CcTBUM MH(EKIIMOHHBIX MapKepoB y NeTeil C JeHKO3H-
nedayonarueii OCMOTp TMallMEHTa BpPayoM TeHETUKOM
IIOJDKEH TIPOXOJIUTh Ha 3Tare MepBUYHOrO 00cienoBa-
Hus [15]. PaHHee BKJIIOYEHME T€HETUYECKOTO TECTUPO-
BaHMUSI B AJITOPUTM OOCJIEIOBaHMS IeTel ¢ JieliKoaHIeda-
JlonaTuel U perpeccoM MO3BOJUT MOATBEPAUTH TUATHO3
U CIUITAHMPOBATh TEPAMMUIO C YUETOM TMATOTeHETUYECKUX
MEXaHU3MOB 3a00JyieBaHus1 6€3 HEOOOCHOBAHHbBIX HA3HA-
yeHnit [16—18]. Hampumep, sKcriepuMeHTaIbHBIE TIpe-
naparbl, MOIYJIMPYIOIIME WHTETPUPOBAHHBII OTBET
Ha CTpecc, TeOpeTUYECKHW CIOCOOHBI HUMBEINPOBATh
MOCJIEJICTBUSI MyTallMU, HO UX TIPUMEHEHME HEBO3MOXKHO
0e3 TouHoro auarHosa [19].

Bapuantel B reHe EIF2AK2 HapyliamT peryJisiiuio
WHTETPUPOBAHHON CTpecc-peakiluu, TPUBOIS K THUIIe-
pakTuBaiu kKuHasbel PKR. D10, B cBOIO 0uepenb, BbI3bI-
BaeT XpOHUUYECKyo dochopuisaunio dpakTopa MHUAIIAA-
muu TpaHcasuun elF2o, 94To 610KMpyeT cuHTE3 OEIKOB,
CHUXAET 9KCMPECCUI0 MUETUHOBBIX KOMIOHEHTOB (PLP,
MAG), ycunusaet akcnpeccuto ATF4 u CHOP u nnu-
LIMMPYET aromnTo3 B YSI3BUMBIX TOMYJSIUSIX HeHpo-
HOB M onurogaeHapouuToB [20]. B KoHTeKcTe pa3BUTHS
TOJIOBHOTO MO3ra 3TO TIPUBOIUT K HApYIICHUIO MHE-
JIMHU3AIMM, 3aepKKe pa3BUTUSI U HelpoaereHepauuu
[21, 22]. M3yuyeHue maroreHesa 3a001eBaHNSI — BaXKHBIN
9Tan B pa3pabOTKe IaTOreHEeTUYeCKH OOOCHOBAHHBIX
MOJXO/IOB K Teparuu, Mo3BOJIsIeT UCKaTh HOBbIE HAIIpaB-
JIEHUSI B JIEYEHUU, KOTOPbIE MOTJM Obl TOPMO3UTH MPO-
rpeccMpOBaHUE ITOTO TSIXKEJIOTOo COCTOsIHUSI. BHUMaHue
CTOUT YIEJUTh MOTeHIIMAIbHBIM TePATIeBTUUYECKUM CTpa-
TerusiM, HarpaBJIEHHbIM Ha KOPPEKIUIO MeTabosnye-
CKMX HapylIeHWH, CBSI3aHHBIX C U3MEHEHUSIMU B TEHE
EIF2AK2, B 4aCTHOCTM, BIUSIHUE HAa MHTETPUPOBAHHBIN
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OTBeT Ha cTpecc. Pa3paboTka TapreTHoil Tepanuu, CTU-
MYJIMPYIOIIEe aKTUBHOCTD MPOTEMHKMWHA3bI, MOXET 3Ha-
YUTEJIbHO MOBJIUSTH Ha KITMHUYECKNE NCXOIbI.

B nuteparype ommcaH 3KCIepMMEHTAIbHBIN Tpe-
napatr ISRIB (integrated stress response inhibitor),
KOTOPBIN JEHWCTBYET KaK MOIIHBIA U CEJIeKTUBHBIN 0J10-
Karop uHuIMUpyemoro dochopunupopanuem elF2a
(a-cyOobenuHUIBl  (haKTOpa WHUIMALIMKA TPAHCIISIIIAN)
OTBETa HA CTPECC, 4YTO TPEAOTBPAIIAET BbI3BIBAEMOE
CTpeccoM TIoJaBjieHue CUHTe3a Oenka [23—25]. More-
Kyna Moxer uHruoupoBaTb PERK, takum o6pazom
otMeHsist addexThl pochopunupoBanusi EIF20. Tlpe-
napaTt ToKa TPOXOJMT WUCIBbITAHWS Ha MbIIIax, TMoKa-
3pIBasl Pe3yJbTaThl B BUIE YJIYYLIEHUS] KOTHUTUBHBIX
MpOIIECCOB, M OKa3bIBaeT TepareBTUUEeCKOe BO3/ei-
CTBUE Ha MBbIIIE ¢ MOBPEXIEHUSIMU TOJOBHOTO MO3Ta,
He BbI3bIBasI SIBHBIX TOOOUHBIX 3(hdekToB. Takxke uccie-
JIOBaHUS C JAHHBIM MpeTiapaToM MPOBOIMINCH Ha TPO30-
dwunax. Beimo mokasano, yTo n3mMeHeHus B elF2o BBI3BI-
BalOT IMCTOHUSTIONOOHbBIE NBMKeHUsI. Kak moBbIllieHuE,
TaK U CHMXKeHUe ypoBHs el F20 mpuBoaUT K aHOMaTbHBIM
no3aM M JUCKWHE3USM Yy MyX, UTO HAIlOMWUHAET CHUM-
NTOMBI AUCTOHMY Yy oneit. Jleuenue rmperaparom ISRIB
YacTUYHO BOCCTAHOBUJIO JBUTATEIbHbIC (DYHKIIUM U yBe-
JIMYUIIO TIPOJOJIKUTETbHOCTD XXMU3HUA MyX [26].

BbiBoAabI

IIpu obGcnenoBaHUM TAIIMEHTOB C JIeiKO3HIEdano-
naTUsMU JievalieMy Bpady cjenyeT ObITh HaCTOPOXKEH-
HBIM B OTHOIICHUM CUHAPOMAJBHBIX (DOPM TIATOJOTUM
C TEHETUYECKOI 3TUOJIOTHE, B YACTHOCTU C CUHIIPOMOM
LEUDEN. llenecoo6pa3Ho HampaBlsiTb 3Ty TpYIMIy
MaluMeHTOB Ha KOHCyJbTauuio reHeTuka. [IpomomkeHue
n3yyeHus 3a00JeBaHUs MOXET ObITh KJIHOUEBBIM MeXa-
HU3MOM, OTKPBIBAIOIIIMM HOBbIE BO3MOXHOCTHU JIJISI pa3-
pabOTKM TepareBTUYECKUX BO3MOXKHOCTEH.
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Penxuii cryyaii kpannocunocro3a: IldaiiddhepononodHblii CHHIPOM B MPAKTHKE
BPa4a-HEOHATOJIOTa

.M. Myweposa', E.A. Capxucan’, JI.JI. Bopona'?, A.b. Cmossunuxoea’, I1.P. Jleprocuna’,
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A rare case of craniosynostosis: Pfeiffer-like syndrome in a neonatologist’s practice

D.M. Muscherova', H.A. Sarkisyan', L.D. Vorona'?, A.B. Smolyannikova’, P.R. Deryugina’,
K.S. Zizyukina', Yu.L. Ishutina?, A.I. Krapivkin'?, P.V. Shumilov’

'Pirogov Russian National Research Medical University, 117513, Moscow, Russian Federation
2V.F. Voyno-Yasenetsky Scientific and Practical Center of Specialized Medical Care for Children, 119620, Moscow,
Russian Federation

Kpanunocunoctozpt (MKB-10: Q75.0) — nartosiornyeckne COCTOSIHHS, ACCOIMHPOBAHHbIE C MpEXKIEBPEMEHHBIM 3apalleHueM
YepenHbIX MIBOB, MPUBOISAIIMM K (hopMUpPOBaHMIO TehopManuu yepena, OTpAHMYEHHIO POCTA MO3ra U, 0e3 CBOEBPEMEHHOrO BMeNIa-
TEeJbCTBA, K CEPhE3HBIM HEBPOJIOTMYECKHM HapymeHusiM. OHH TaKKe TeCHO KOPPEIUPYIOT C PA3JIHYHBIMA CHHIPOMAIBHBIMH MATOJIO-
TUSIMH ¥ TIPOSIBJISIIOTCSL HAJIMYMEM JIOTIOJIHUTE/IbHBIX MOPOKOB PA3BUTHS Y MALMEHTOB. /IHATHOCTUYECKYIO CJIOKHOCTD MPEACTABIISIOT
CHTYaIiH, KOTJAa NPH HAJTMYAH BeeX ()eHOTHNMYECKHX NMPU3HAKOB CHHIPOMAJTHHOTO KPAHHOCHHOCTO032, HE YIAeTCs BbISIBUThH TeHe-
THUYECKYI0 MYTalHIO, YTO TpeOyeT Goiee TIIATEILHOrO 00C/Ie0BaHus M IMPOKO# U depeHIMATBHOI IMarHOCTHKU. B HIzkenpu-
Be/ICHHOM KJIMHHYECKOM Ha0JIl0leHUH Mbl ONMChIBaeM YHUKaNbHbII ciaydaii I1aiiddepononodnoro cunnpoma y pedeHka 6e3 BbIsIB-
JIEHHOii XapaKTePHO# reHeTHYECKOii MyTALMH U C OJIATONPHATHBIM MPOTHO30M /ISl JKM3HH.

Karoueevte caoea: cenvt FGFR, necundpomanshvle KpaHUuOCUHOCMO3bl, NOAHOIK30MHOe cekeeHuposanue, Tlghaiighgheponodobuuiii cum-
dpom, cundpom [lpaiigpghepa.

Ana untuposanms: Myweposa .M., CapkucsiH E.A., BopoHa J1.[., CmonsiHHukoBa A.b., AeptoruHa [1.P., 3ustokura K.C., WwytuHa F0.J1.,
KpanuskuH A.W., LLymunos 1.B. Peakwii ciyyqari kpaHnocmuHocTo3a: lgarippepornonobHbii CUHAPOM B NpakTUKe Bpava-HeoHaTosora. Poc
BeCTH nepuHaton v neanatp 2025; 70:(6): 77-87. DOI: 10.21508/1027-4065-2025-70-6-77-87

Craniosynostoses (ICD-10: Q75.0) are pathological conditions associated with premature closure of the cranial sutures, resulting
in cranial deformity, restricted brain growth and, without timely intervention, severe neurological disorders. They also correlate
closely with various syndromal pathologies and are manifested by the presence of additional malformations in patients. Diagnostic
difficulty is represented by situations when, in the presence of all phenotypic features of syndromal craniosynostosis, it is not possible
to identify a genetic mutation, which requires a more thorough examination and a broad differential diagnosis. In the following clin-
ical observation, we describe a unique case of Pfeiffer-like syndrome in a child with no identified characteristic genetic mutation and
a favourable prognosis for life.

Key words: FGFR genes, non-syndromic craniosynostoses, whole-exome sequencing, Pfeiffer-like syndrome, Pfeiffer syndrome.

For citation: Muscherova D.M., Sarkisyan H.A., Vorona L.D., Smolyannikova A.B., Deryugina P.R., Zizyukina K.S., Ishutina Yu.L., Krapiv-
kin A.l., Shumilov P.V. A rare case of craniosynostosis: Pfeiffer-like syndrome in a neonatologist’s practice. Ros Vestn Perinatol i Pediatr 2025;
70:(6): 77-87 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-77-87

panuocuHocto3d (MKb-10: Q75.0) — marono-

TUIECKOe TIPEKIEeBPEeMEHHOE CpallleHNe OIHOTO
WU HECKOJBKUX YepPEeITHbIX MBOB. [1o yacToTe BeTpe-
YaeMOCTU COCTOSTHUE 3aHWUMaeT BTOPOE MECTO Cpelu
KpaHnoMaIMaTbHbIX aHOMAJWH, YCTymas JIUIIb OpO-
dbanmanrpHBIM  paciienuHaM, W TAAaTHOCTUPYETCS
npumepHo y 1 u3 2000—2500 HoOBOpoOXAeHHBIX [1,
2]. Ilpu 3TOM, 4Yalle BCEro B IIPOIIECC BOBJIEYEHBI
3aTbutouHbie (40—55%), BeHeunble (20—25%), n06-
wele (5—15%) w nambnoBumHble (<5%) mBH [2].
B 3aBUCHMMOCTH OT BOBJEYCHWSI B TIPOIECC pa3lidy-
HBIX OpPraHOB W CHUCTEM, KPAaHUOCWUHOCTO3Bl MOTYT
OTHOCUTBCS K HecuHApoMalbHBIM (85%, 0,7—6,4
Ha 10 000 >XMBOPOXIEHHBIX) WJIU CUHIPOMAJIbHBIM
(15%, 1 na 25 000 HOBOpOXIEHHBIX) (hopmam [2, 3].
[Tpu mocemHMX ke, TOMIUMO PaHHETO 3aKPBITUS Yeper-

HBIX IIBOB, YaCTO HAGIIONAIOTCS HAPYIIEHUS IbIXaHWS,
CepAeYHO-COCYIUCTO M HEPBHOW CUCTEM, OIMOPHO-
IBUTATEJLHOTO allliapaTta ¥ OpTaHOB YYBCTB [4].
Cpenu  CUHIPOMANbHBIX (HOpM  KpaHMOCUHO-
CTO30B IO 4YacTOTe BTOPOE MECTO 3aHUMAaeT CUH-
npom Ildaiidpdepa (Pfeiffer syndrome, axkpoueda-
nocunaaktuaust V tumna (ACS5), MKB-10: Q 87.0,
OMIM #101600) — penkoe reHeTHUECKOE 3ab0JIeBaHUE,
XapakTepu3ylolieecss YepermHO-JIMIEBOM  TUCIIIa3ueit
B COYETAHWM CO CKEJIETHBIMU aHOMAaJIUSIMHM KOHEY-
Hocrelt [1]. TlaTonorust Hacienyercsi MO0 ayTOCOMHO-
JTOMWHAHTHOMY TUITy WJIM pa3BUBAeTCS BCJCACTBHE
myTtauuii de novo [5]. [To maHHBIM OOJIBLIIMHCTBA aBTO-
pPOB, YaCTOTa BCTPEUYaeMOCTH 3a00JIeBaHUsI COCTABIISIET
1 na 100 000 HOBOPOXIEHHBIX HAeTel, C OMMHAKOBOM
YacTOTOM Cpeau TpeacTaBuTeieil obonx mojos [6, 7].
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Pa3zButue coCTOSTHUSI OTpeAcisTioT ne(eKThl B TeHax
peuenTtopa dakrtopa pocra ¢pudbpodnactoB (fibroblast
growth factor receptor) — FGFRI w FGFR2, perynu-
PYIOIINX 3KCIPECCUI0 PeIenTopoB ¢akTopa pocTa
¢GubpoOIaCTOB ¥ TAKMM 00pa30M YyYaCTBYIOILIMX B IIpe-
00pa30BaHUM CTBOJIOBBIX KJIETOK B OCTEO0JIACTHI B TIPO-
1ecce 3MOpuoHanbHOTO pa3Butus [7, 8]. Myrauuu
B OTUX Te€HaX BBI3BIBAIOT MPOIOIKUTEIbHYIO aKTUBa-
LINIO0 CUTHAJIBHBIX OEJIKOB, PE3YIbTATOM UYEro SIBISIETCS
MPeXIeBPEMEHHOE cpallleHUe KOCTel yepena u aHo-
MajnbHOe (hopmupoBaHue KoHeuHocTel [9]. CornacHo
JINTEPATYPHBIM JTaHHBIM, Te€H TPaHCKPUIIIIMOHHOTO
daxTopa criupans-nietnsi-cnupanb TWIST (helix-loop-
helix transcription factor), Oyny4yu peryasiTopoM TreHa
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UHUYECKUE CJT1YHAU

FGFR, Takxxe UMeeT CBOIO pOJib B pa3BUTUU aHOMaJIb-
HOTO cpallleHusT KocTeli ueperna [10].
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OT XapakTepa KpaHMOCUHOCTO3a, nedopmMaliuy yeperna,
TUTIEPTENOPU3M, 9K30(TaJIbM, KOCOIJIa3ue, MaJIeHbKU I
HOC C 3amaBlleil MepeHOoCulleld, HeAopa3BUTUE YeJTio-
cTeil, KOpOoTKHEe cpeaHue (ajaHT, MUPOKUE U KOPOT-
Kue OOoJibllie TaJiblibl PYK W HOT, CpallleHHWe TajblieB
KMCTEeHl M CTOIl, aHKWJIO3 JIOKTEBBLIX cycTaBoB [9, 11].
Y HeKOTOpbhIX MNAlMeHTOB OTMEYaeTcsl TJyxXoTa H3-3a
aHOMAaJIMIA HapY>XHOTO CJIYXOBOTO MPOX0/ia U CPEIHETO
yxa [12]. HapymieHue ciyxa y nereii MOXeT TPUBO-
IUATH K 3a7epXKKe peuyeBOTO pa3BUTHUSI, YTO, B CBOIO OYe-
penb, OTpULIATEIbHO CKa3bIiBaeTCs Ha (OpMHUPOBAHUU
WHTEJUIEKTYaJbHBIX CITOCOOHOCTE! B maibHelmem [7].
JletanbHbIll McXom 0OYCIOBIEH BBIPAXXEHHBIMU PECITH -
paTOPHBIMU  HapylIEHUSMM W  TIporpeccupyloiieit
NbIXaTeJIbHOM HETOCTaTOYHOCTBIO, CBSI3AHHBIMU C aHO-
MaJIMSIMM Pa3BUTHS JbIXaTeJbHBIX MyTeil, OOCTPYKTUB-
HBIM arHO3 CHAa, a TakKXXe TsXKeJIOW HEeBPOJIOTMYECKOM
naToyiorTueir M AePUIIMTOM, BO3HUKAIOIIMM Ha (oHe
nporpeccupylonieii ruapouedannu. JonoaTHUTEILHBIM
oTsTomaIUM (HaKTOPOM YacTO CTAHOBSITCS COITYT-
CTBYIOIIME TIOPOKM Pa3BUTUSI TOJOBHOTO MO3ra, TakKue
KakK areHe3usl MO30JIMCTOrO Teja, TUTIOTIa3usl WU are-
He3usl MO3Xeuka, aHoMmanust ApHoJibaa-Kuapu u apy-
rue [5, 13]. Imopouedanus, Bo3HUKaOMIAS ITPEUMYIIIE -
CTBEHHO BCJIEJICTBME KOMITPECCUM CTPYKTYP TOJJOBHOTO
MoO3ra B 3aJHeli YepenHoi sIMKe, Hapyllalpllei BEeHO3-
HBIM OTTOK U LMUPKYJISLNIO JUKBOPA, XapaKTeprU3yeTcsl
MEJICHHBIM ~TIPOTpecCUpOBaHUEM. OTO OOBSCHSIET
OTHOCHUTEJIbHO TTPOIOJIKUTETbHBIN Mepruo CyOKOMIIEH-
cauuu [14].

Juarnoctuka cuHapoma Ildaitdpdepa ocHOBBIBaA-
eTcsl Ha JaHHBIX (DU3MKAJTbHOTO OCMOTpa MallMeHTa,
pe3yjabTaTaXx  PEHTIEHOJOTMYECKUX  HCCeloBaHUM
M MOJIEKYJISIpHO-TeHEeTUYeCKMX aHanu3oB [13, 15].
IlepBble MpuU3HAKM TMATOJOTUM BO3MOXHO 3aMETHUTh
emle TpeHaraiabHO, B KoHHe Il mam nauvane III Tpwm-
mectpa [15, 16]. Haubonee yacto y mioma puKcupy-
I0TCS aHOMalibHas1 ¢hopMa uyepera, BEHTPUKYyJIOMera-
JIUSI, TUTIEPTEIOPU3M, 3K30(TaIbM, TTOPOKU Pa3BUTHUS
KOHEUYHOCTeH, yBeJIMYEeHNE TOJIIIMHBI BOPOTHUKOBOTO
npoctpaHcTBa [16]. PaHHsas mpeHaTanbHass Bepudu-
kaums cuaapoma Ildaiiddepa nmeeT BaXKHOE TTPOTHO-
CTUYECKOEe 3HAYeHHUE, TO3BOJISISI POAUTENSM MPUHSITHh
MHOOPMUPOBAHHOE pEIIeHWEe O TIPOJIOHTUPOBAHUU
0epeMeHHOCTH, a TaKXe JaeT BO3MOXHOCTb PaHHETO
MJIaHUPOBAHUS HEOHATAJILHOM TaKTUKU BeIeHUS
U XMPYPTUYECKON KOPPEKLMU BBISIBJIEHHBIX IMOPOKOB
pasButusg [16]. OCHOBHBIMM WHCTPYMEHTAJIbHBIMU
MeToaaMu o0cyieloBaHUsI, MPUMEHSIEMbIMU B TTOCTHA-
TaJbHOM TIepHOAe, SBJISIOTCS KOMIBIOTEpPHAss TOMO-
rpacdusi KOCTel uyepera, MarHUTHO-pEe30HaHCHasI
TomMorpadus roOJIOBHOTO MO3Ta U PEHTIE€HOJIOTUYECKOe
ncciaegoBaHne KoHeuHocTed [9, 13].
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IMupokass BapuabGeNbHOCTb KIMHUYECKUX TIPO-
SIBJICHUI OOyClaBJIMBaeT MYJIbTUAMCIUIUIMHAPHBIN
MOIXOM K BeIeHUIO TTalueHTOB ¢ cuHapomoM Ildaiid-
depa [15, 17]. [Ipu 3TOM MokazaHUsS U CPOKHU OIle-
paTMBHOTO BMeIllaTeJlIbCTBA, a TaKXe OMNepariMoOHHO-
aHEeCTEe3MOJIOTUYECKMEe PUCKU TTO3BOJISIIOT OOBEKTUBHO
OLICHUTh TI0Ka3aTeJiM BHYTPUYEPEITHOTO JaBJICHUS
[13, 14].

Cnennduyeckoit repannu cuaapoma Ildaiidpdepa
Ha JaHHBII MOMEHT HE CYIIECTBYET, OCHOBHOE BHHU-
MaHUe yAeasieTCsl TPeIoTBPAIEHUIO TSIXKETbIX OCIO0X-
HEHWIA, B TOM YUCJie XUPYPTUIECKUM MYyTEM, a TakKxXKe
MPOBEICHNIO CUMIITOMaTHu4YecKolt Tepanuu [13, 18].

JuddepeHInaTbHO-AUaTHOCTUYECKUI Psii BKITIO-
yaeT Jpyrue CHUHAPOMalibHbie KPaHUOCUHOCTO3BI,
Takue Kak cuHiapoMmbl Armepa (OMIM #101200),
Kapnentepa (OMIM #201000), Kpyszona (OMIM
#123500), Cerpe-Yorzena (OMIM  #101400),
Mrmonke (OMIM #602849) wu [IxekcoHa-Beiica
(OMIM #123150) [13, 15]. OgHako HYXHO OTMe-
TUThb, YTO COBPEMEHHBbIE MCCJIEI0BAHUS OIPOBEPTIN
MpekHee TIPelCTaBJIeHWe O TOM, YTO TOJBHKO BBIIIE-
MpUBEIEHHbIE CHUHIpPOMajibHbIe (DOPMbI KpaHUOCH-
HOCTO30B MMEIT TeHeTudyeckyto mpupoay. CeromHsi
YCTaHOBJIEHO, 4YTO KaK CHUHIpOMajbHbIe, TaK U M30-
JIMpOBaHHBbIE (HECUHIApPOMAaJbHbIC) BapuUaHTHl 3a00-
JIeBaHUSI MOTYT OBITb OOYCJIOBJI€HBl T'€HETUUYECKUMU
HapyumeHussMu. [IpudyeM B CTPYKType CUHIpPOMAThb-
HBIX KpPaHUOCUHOCTO30B He MeHee 20% ciydaeB
CBSI3aHBI C KOHKPETHBIMM MYTallUSIMU WA XPOMO-
cOMHBIMM TiepecTpoiikamu [19]. Takxke BBISIBIEHO,
YTO TPU HECUHIAPOMAJIbHBIX (popMax KPaHUOCUHOCTO-
30B MOTYT OTMEYaThCs COTYTCTBYIOIIWE HapyIIeHUS
pa3BUTHs, BKJOUaIue aepopMaluu cpeaHeit 30HbI
Juia, aHoMaauu GOpPMHUPOBAHUS OPOUT, JEHTUHA,
paccTpoiicTBa cCiiyxa, AbIXaTeJibHbie M KOTHUTHUBHBIE
HapyieHus [19].

OrpaHMYeHHOE KOJIMYECTBO JUTEpPaTypHBIX MdaH-
HBIX KaK o cuaapomy Ildaitddepa, Tak u mo [Ndaiid-
deponogoOHOMY CUHAPOMY OOYCIaBIMBAeT HU3KYIO
MHOOPMUPOBAHHOCTh  MEIUIIMHCKOTO  COO00IIecTBa
O JAHHBIX COCTOSIHUSX, TPW HAJUYUU TOCTATOYHO
XapaKTepHOM KJIMHUYECKOW KapTUHbBI, YTO OIpeaesieT
BaXXHOCTh OTMCAHUS IeTeil ¢ JAaHHBIMU COCTOSTHUSMU
C LIEJIbI0 UX CBOGBPEMEHHON NUArHOCTUKU U TIPEaOT-
BpallleHUs pa3BUTHSI OCTIOXHEHUI.

Huxe MBI onuchiBaeM KIMHWYECKUN  Ccaydaid
pebenka c¢ I[1daiihdepornonodHbIM CUHIAPOMOM: (heHO-
TUTIOM, COOTBeTCTBylomuM cuHapomy Ildaiiddepa,
HO 0e3 XapaKTepHBIX TeHETUYECKUX MyTalluii 1 Oyaro-
MPUSATHBIM MTPOTHO30M. HecMOTpst Ha CylIeCcTBYIOIIYIO
TEPMUHOJIOTUIO U HOBBbIE TPEACTaBIeHUs 00 3THOJO-
TMU U TIaTOTeHe3e KPAaHUOCUHOCTO30B, B pe3yJibTaTe
MPOBEIEHHOTO TOKWCKAa M aHajlu3a MUPOBOW JiMTepa-
TYphI B TOMCKOBBIX cucTeMax 1 6a3ax naHHbIXx PubMed,
ResearchGate, eLibrary, Google Scholar, Scopus, NIH
no KiaodeBbIM cioBam: een TWIST, ecen FGFRI, een

FGFR2, necundpomanvuble KpamuocuHocmosvl, HOAHO-
9K30MHOe cekeeHuposaHue, [lgaiipgheponodobuuiii cun-
dpom, cundpom Ilpaiighpepa, uepenno-ruyesoit ouzo-
cmo3, ducgaeuss, Mbl HAIIUIM BCETrO JIMIIb OAUH CIyvai
TldaitdpdepornonoOHOr0o cUHApPOMa, OIMUCAHHBIN Su
PH, et al. B 2009 roxy [10]. BBumy cxoxecTu KIMHU-
YeCKUX TMPU3HAKOB, CTAaHOBUTCS 1IeJIeCOOOpPa3HBIM
paccMOTpPeTh TMOIXOAbI K OMATrHOCTUKE W JICYEHUIO
I paitpdeponogodbHOTO CUHAPOMAa Ha OCHOBAaHUU
KIWHAYECKUX TAHHBIX, MOJYYEHHBIX TPH OMMCAHUK
cungpoma Ildaiidbdepa.

Ilenan: TPOAEMOHCTPUPOBATH OCOOEHHOCTH Tede-
Husi u nuarHoctuku IldaiiddepononodbHOro cuH-
npoMa, (PeHOTUIMMYECKM COBMAAAIONIeT0 C CUHIPO-
moMm Ildaiidpdepa, HO 06e3 TeHETMUYECKUX MyTalUid
B reHax FGFR.

Huxe mpuBeneHo onrcaHue KIMHUUYECKOTO CIydast
TldaitdpdepononodHoro cuHapoma y pedbernka I'. bolio
MoJIyueHO JT0OpOBOJIbHOE WH(MOPMUPOBAHHOE COTJIa-
cue poauTeNiell Ha MyOJIMKaIIo pe3yJbTaToB 00CIeno-
BaHUS U JIeYeHUs B MEIULIMHCKON JTUTepaType ¢ oopa-
30BaTeIbHOM 1IeTbIO.

Knununyeckuin cnyyaii

Manpuuk I'. or matepm 38 JIeT ¢ OTSITOIIEHHBIM
TUHEKOJOTMYEeCKUM aHaMHe30M, OT 2 OepeMeHHO-
ctu (I — MeauKaMeHTO3HBI abopT) ¢ MCIOJIb30Ba-
HUEM BCIIOMOTATeJIbHBIX PENMPOAYKTUBHBIX TEXHOJO-
il (IOHOPCKUIA CIIepMaTO30MI, SKCTPAKOPIOPaTbHOE
OIUIOOTBOPEHHUE, TTOJCaIKa SMOPHOHA), TPOTEKaOIIei
¢ yrposoit npepwsiBanusi B I u Il tpumectpax. Ha 27
Hejele recralMv Mpu TIPOBENEHUU YIbTPa3ByKOBOIO
WCCeOBaHUSI ObLIM BBISIBICHBI TIOPOKU Pa3BUTUS
Tiofa: KpaHWMOCUHOCTO3, TUIIePTEJIOpU3M, YKOPOYEH-
Hble KOHeyHOocTu. Ponbl ectecTBeHHble Ha 39 Hemelne
OepeMEeHHOCTHU B TOJIOBHOM TipeajiexkaHuu. [Tpu poxne-
HUM Macca Tejia pebeHka cocrtanisiaa 3000 T, mmHa —
48 cM, OKpPYXHOCTb TOJIOBBI — 33 CM, OKPYXHOCTh
rpyau — 34 cM, olleHKa Mo mikajge Arnrap 7/8 6aioB.
OTMeyanuch MHOXECTBEHHbIE CTUTMbI  TU339MOpH-
OreHe3a: BBICOKMI BBIMYKJIbII J100; MaJleHbKUII HOC
M Y3KH€ HO3JIPU C OTEKOM CJIM3UCTON OOOJIOUKM HOCA;
3K30(TaabM; TUIEPTEIOPU3M; MaJjleHbKasi BEPXHSIS
YeJIIOCTh, OTHOCUTEJIbHOE YKOpOYeHHUEe Teja M KOHed-
HOCTE; TUITOTUIa3upOBaHHasl TPyaHasl KJIEeTKa; KOPOT-
Kasl 1est; IMUPOKUe, KOPOTKHUE Majiblibl. BeposTHOCTH
MOPOKOB TOJOBHOTO MO3ra M cepjiia TpeboBaau YIiy-
OJIeHHOTO HaOMIOJeHUS 32 peOEHKOM C 1IeJIbIO OTpene-
JIeHUs nanbHelein Taktuku. Hapacrarmoime npusHaku
NBIXaTeJIbHBIX PACCTPOMCTB, OOYCIOBICHHbIE 3aTPyIHE-
HHEM CaMOCTOSITeJIbHOTO IbIXaHUsI yepe3 HOC, apTyMeH-
TUPOBAIU TIepeBo peObeHKa B OT/AeJIeHUEe peaHuMalluu
W UHTEHCUBHON Teparnuu IiJisi HOBOPOXIEHHBbIX. be3pe-
3yJbTaTUBHOCTh BBEJICHUSI COCYMOCYXMBAIOIIIUX KarleJlb
o0yciioBuia (OpMUPOBAaHUE HOCOBBIX XOIOB C TOMO-
1IbI0 MHTYOAIIMOHHOU TpyOKu nuameTpom 2,0—2.5 MM,
MOTPYXEHHON Ha rayouHy 4,5 ¢M, C TOJOXUTEJIbHBIM
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addexrom. TlombITKM ymajgeHUsT MTOCIETHUX 3aKaHYM-
BaJIMCh YXYIILIEHUEM HOCOBOTO JBbIXaHUSI U TTOBTOPHOM
IMOCTAHOBKOIW Ha3aJIbHBIX MPOTEKTOPOB. YK€ B Tep-
BbI€ CYTKM XKU3HU TIPU MPOBEACHUN HelipocoHOoTpaduun
B POIWJIBHOM JOME y HOBOPOXIEHHOTO ObUIM BbISIB-
JIEHBI paclliMpeHne XKeJIyT0uYKOBO CUCTEMbI, TIPU3HAKYU
NUCTEHE3UM MO30JIMCTOTO Tejla M CyO3reHaIuMabHbIe
rnceBIOKUCTHI ciieBa. COBOKYITHOCTh 3TUX M3MEHEHMI
HacTopaxkuBaja B OTHOIICHUW HAJIWMYUSI TeHETUYECKU
00yCJIOBJICHHOM TTaTOJIOTUM M YKa3bIBajla HA BBICOKYIO
BEPOSITHOCTb CHMHIPOMAJIbHOTO TMOpPaXKeHUsI TOJIOBHOTO
MO3ra, BKJII04Yast BO3MOXHOCTb KPAHMOCUHOCTO3a.

B cBs13u ¢ HEOOBIYHBIM (PEHOTUTIOM U JAHHBIMU HE-
pocoHorpadun peGeHOK ObLT HarpaBieH Ha KOMIJIEKC-
HOe 1000C/IeIOBAaHUE U JIYEHUE B OTIEICHHUE MaTOJIOTUN
HOBOPOXAEHHBIX M HEIOHOIIEHHBIX JAeTell B MPOpUIb-

KJINMHUYECKUE CJTYHAU

HOe MEIMIIMHCKOEe yupexaeHue. B xome mnposeneHust
3D-koMIIbIOTEPHOI TOMOTrpauu KOCTel deperia oTMe-
Yyajguch TIpU3HAKU Tuapoledani, TaHKPaHUOCUHO-
CTO3, BPOXJIEHHAsT y30CTh HOCOBBIX X0m0B (puc. la, 10,
1B). [lo maHHBIM MarHUTHO-PE30HAHCHON ToMorpaduu
BBISIBJIEHBI TIOCJIEICTBUSI BHYTPUKETYJTOYKOBOTO KpPO-
BOMBJIUSIHUSI, BHYTPEHHSISI OKKJIIO3UOHHAs ruapoiieda-
Jiisi ¢ GJIOKOM Ha YPOBHE BOAOINPOBO/A MO3ra, IUCTeHE-
31l MO3OJIUCTOTO Teja M aHoManusi ApHosbaa-Kuapu,
YTO TakXe IMOATBEpXAalo HEeoOXOMUMOCTh TTOMCKa
TeHeTUYeCKMX MyTauuii (puc. 2a, 26). bbutn nojsydyeHsbl
OTpUIIATebHbIE PE3YIbTATHI KAPAUOJIOTUYECKOTO U HEO-
HaTaJIbHOTO CKPUHUHTOB. COXpaHsUIUCh (DYHKIIMOHUPY-
fomne etarbHble KOMMYHUKALIMU, TeMOIWHAMUYECKU
He3HauuMmble. [Tpu oToaKycTHYECKO SMUCCHUU 3BYKOBbBIC
CUTHaJIbI CJIEBa HE PETUCTPUPOBATHUCS.

Puc. 1. 3D-komnbroTepHas Tomorpacdus roosbl pedenka I'. — MHOKeCTBeHHbI# KPAHMOCHHOCTO3, KPAHHOJaKyHus. Bux

cnepenu (a), Buz c3aau (0), Bua cOOKY (B)

Fig. 1. 3D-computed tomography of the head of child G. — multiple craniosynostosis, craniolacunia. Front view (a), rear

view (0), side view (B)

Puc. 2. MarHuTHO-pe30HAHCHAS TOMOTpadus roroBHOro Mo3ra pedenka I'. OTMeuaoTcsi BHYTPEeHHSIS OKKJIIO3MOHHAS THIPO-
nedanms, 6JIOK Ha ypOBHE BOIONPOBOIA MO3ra; aHOMAJUs ApHoabaAa- Kuapu, nucrene3nst Mo30aucToro tesa. CarurrajibHas

npoeKnus (a), akcuaabHas npoekius (0)

Fig. 2. Magnetic resonance imaging of the brain of child G. Internal occlusive hydrocephalus, block at the level of the cerebral
aqueduct; dysgenesis of the corpus callosum. Sagittal projection (a), axial projection (0)
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C uenplo yIydileHUs] BHEIIHETO IbIXaHUS U HOP-
MaJlu3allid OKCUTEeHAlIMM y pebeHKa C BPOXKIECHHOM
V30CTBI0O HOCOBBIX XOJOB TpeOOBAJOCh TPOBEIACHME
TPaAXeOCTOMUU. DTO MOCIYKUJIO OCHOBAHUEM LISl MPO-
BeleHUST MUKPOOMOJOTMYECKUX TOCEBOB, BKIIIOYAsT
00s13aTeNIbHbIE, a TAKXKE JOMOJHUTEIbHbIE, B TOM YKCIIE
TPaxeoCTOMAJbHOTO acmupaTa. BbIIBIeHUE pocTa
YCIIOBHO-TIATOTEHHOM (hJIOPBI, Hapsimy ¢ TeHIEHIWEeH
K HapacTaHWIO MapKepoB BOCHAJEHUS, apTyMEHTUPO-
Baj0 YCUJIEHWE HAa3HAYEHHOW HSMIMPUYECKONW aHTU-
GakTepuanbHOU Tepanuu. JlanbHeilme ornepaTuBHbBIC
BMeIIaTeIbCTBA, JUTUTEIbHAsT WHOY3MOHHAS Tepartust
M YaCTMYHOE TapeHTepajibHOe BBeIcHHE HYTPHEHTOB,
a TaKkKe MACCUBHBIIM POCT YCJIOBHO-TTATOTEHHOM (DJTOPHI
B MMKPOOMOJOTUYECKHUX MOCEeBaX M3 pa3HBIX JIOKYCOB:
Klebsiella pneumoniae (BKito4asi TaHPE3UCTEHTHBIC
mwrtamMmbl), Escherichia coli, Staphylococcus haemolyticus,
OOYCIOBUJIN IJTUTEILHOCTh M XapakKTep TPOBOAMMOI
aHTuOakTepuaabHoil Tepanuu. OO0beM aHTUOAKTEpU-
aJlbHOM Tepanuu mpeacTtaBieH B Tabnuie 1, oTpaxato-
1Ieit 0011IMe acTIeKThI JIeUeOHbBIX MEPOTIPUSITHIA.

Hapacranne BHYTPUYEPETTHOM TUTIEPTEH3N U
y pebeHKa ¢ BPOXIECHHON OKKITIO3MOHHOM THapoleda-

JIMel ¢ 6JIOKOM Ha YpOBHE BOJIOMPOBOJa MO3ra, aHOMa-
nueir ApHonbna-Kuapu mnotpeboBaiy orepaTUBHOTO
BMeIIIaTeIbCTBA B BUIE DHAOCKOMUYECKON 3-BEHTPUKY-
JIOLMCTEPHOCTOMUH, TIJICKCYCOKTOMMU, aKBEIyKTOILIa-
CTUKY U CTEHTUPOBAaHUS BOJOTIPOBOIa MO3Ta B BO3pacTe
28 cytok xu3HU. B pesynbrare onepaiuu Obljaa ycTpa-
HeHa OKKJIIO3WST JIUKBOPHBIX IMyTeil, CUMIITOMBI BHY-
TPUYEPETTHON TUIEepTeH3Un perpeccupoBanu. Ilocie-
ONepallMOHHLIN TTeproj MPOTeKan 0e3 0COOeHHOCTEN.
BTopbIM 3TarioM B IJIAHOBOM TOPSIAKE MAIIUEHTY OBLIO
PEKOMEHIOBAHO TIPOBEACHNE XUPYPTrUIeCKOTO BMella-
TeJIbCTBA 1O TTOBOAY MAaHKPAHUOCUHOCTO3a.

Hapacraromiue K TpeThell Heaese XXU3HU CUMITTOMBI
nucdaruy B BUAE YaCThIX CPHITUBAHWN M MHOTOKpAT-
HOW pBOTBI, OOYCIOBUIU TIPOBEIEHHUE YIbTPa3BYKO-
BOTO CKAHWUPOBAHMUSI OPTAaHOB OPIOIIHOW TIOJOCTH,
B XOJIe KOTOPOTO OBLIO BBISIBIEHO HAJTUYHE MUITOPOCTE -
Ho3a. uarHo3 moarBepamiacsa pudpoazodaroracTpo-
IYOIEHOCKOTIMEN, YTO MOCITYKUJIO TTOBOJOM K XUPYp-
TMYecKoil Koppekuuu B Bo3pacte 40 CYTOK KM3HMU.
Hapsany ¢ anemueit cMenmaHHOTO TeHe3a TpeboBaiach
KOPPEKIIMS Pa3BUBIIMXCS TUITOTIPOTEMHEMUU U THUTIO-
aIb,OyMUHEMHUU.

Tabauya 1. O0beM NPOBOAMMBIX JIe4eOHBIX MeponpusATHii pedeHKy I’

Table 1. The volume of therapeutic measures provided to child G

Hanpassienne tepanuu

Hcnoab3yembie npenapaTbi/MeTOIbI

IIpumeyanus

PecriupaTtopHast momnepkka

AHTHOAaKTepUaTbHAS TePAITHST

Tpanchy3un

Ha3zanbHble IIPOTEKTOPbI

BankoMuIIMH, MepoTieHeEM

DpUTpoLUTaApHAT Macca, TPOMOOLI-
TapHBI KOHIIEHTPAT, aIbOYMUH 25%

WckyccTBeHHAst BEHTUIISILIMST JIETKUX
yepe3 TPaxeoCTOMUYECKYIO TPYOKY ¢ 28-X
CYTOK XM3HH, B CBSI3U C HEBO3MOXKHO-
CTBIO CAMOCTOSITEJIBHOTO JAbIXaHUSI

Pa3BuTre HO30KOMMAIBHOI MH(PEKITNNI

I'emormooun mo 80 r/i.
TpomGorwmTsl 10 48x10° /1

HytpuTtuBHas noanepxka, aHTallUIbI,

HOZLZ[Cp)KI/IBaIOH.[aH Tepanud

MPOKUHETUKH, TPOOMOTUKHU, YXOI
3a TPAXeOCTOMOM, MHCTAJUISILIVK IJ1a3,

AHAJIbI€TUKN

Xupypruueckue BMeIaTeIbCTBa

Henn

Hopwmanuzamust BHyTpuiepenHoro
NABJICHUSI, yCTPAaHEHUE OKKITIO3OH-
HOIi runpouedanuu

Koppekuust pecrimpaTopHbIX HapyIle-
HUA

YCTpaHEHI/Ie BPOXICHHOTO ITUJIOPO-
CTE€HO3a

Koppekuus nedopmaniuii yepena

Bo3spacr

28 CYTKM XXU3HU

28 CyTKM XU3HU

40 cyTKM XU3HU

3 Mmecsina 22 aHs
11 mecsueB

Meron

DHIOCKONMMYecKast 3-BEHTPUKYJIOLU-
CTEPHOCTOMMSI
AKBeIyKTOIUIaCTUKA
ITnekcycakTomust
CTeHTUpOBaHKE BOIOIIPOBOIA MO3Ta

Huxnss TPpaxeoCTOMUA

Jlamapockomnuyeckasi mIOpOMUOTOMUST

KpaHI/IOHJ'IaCTI/IKa

IIntanune

ITapeHTepanbHOe MUTaHUE (YACTHYHOE,
M0JIHOE)

QHTepaJ[L]-loe NUTAHUE

AMUHOBEH, XUPOBbIE IMYIbCUN

I'pyaHOE MOJIOKO MaTepu Yepes 30HI. B manbHeiIeM HapaluBaHie oobeMa
KOPMJICHU U TIepeXo/l Ha KOPMJIEHUE Yepe3 COCKY.
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HeoOGbruHbBIT (DeHOTUTT M MHOXKECTBEHHBIE aHOMa-
JIMU pa3BUTHUS OOYCJIOBUJIM KOHCYJbTAlIMIO TeHETHUKA,
TpeboBayioch McKiIoueHne cuHapoma Ildaiiddepa,
ByacTHOoCTH | Tuna. [1o nTaHHBIM HCCIeI0BaHUS 1€30K-
CUPUOOHYKJIMHOBOW KHUCJIOTHI Ha HaJu4yuhe Crelu-
¢uueckux g cuHapoMa [ldaiidpdepa wmyramumit
B reHax FGFRI, FGFR2 w FGFR3 metonoM TpsiMOTO
aBTOMATUYECKOTO  CEKBEHMPOBAHUSI  IaTOTEHHBbIE
U BEpOSITHO TATOTeHHbIe BapMaHThl MyTaluii oOHa-
pyXeHbl He ObuM. Takoil pe3yabTaT MOJIEKYJSIPHO-
T€HETUYECKOTO MCCIeN0BaHUSI apTyMEHTHPOBaJl peKo-
MEHIIALMIO 110 TOBOAY TMPOBEACHUST MOTHOSIK30MHOTO
CEKBEHUPOBAHUS TALIMEHTY C LIeJIbIO BBISIBICHUST MyTa-
1IMU, HE BXOJSIIEH B KIIAaCCUUYECKYIO MaHeb CUHIpOMa
Ipaithpdepa n cuHAPOMATBHBIX KPAaHUOCUHOCTO30B,
a TakxXe MOJIeKYJISIpHO-TeHEeTUYecKoe oOciIeaoBaHue
poauTenei.

OOoO11eHHasT  cxeMa  MPOBOAMMON  Tepamnuu
pebeHky I'. B HeoHaTaJIbHOM W paHHEM TPYIHOM BO3-
pacte nipeactaBieHa B Tabauie 1.

B Bo3pacte 2-x MecsliieB TalMeHT B YAOBJETBO-
PUTEIBHOM COCTOSIHUM M CO CTaOMJbHOUM TpuOaBKOM
Macchl Teja ObLI BBITTMCAH JOMOW ¢ peKOMEeHAAlusIMU
MO JaJIbHEUIEN XUPYPruuecKo KOppEKIMN KPaHUO-
CUHOCTO3a.

IIpy MOBTOPHBIX TOCMUTaNM3AIMSAX B Bo3pacTe 3
MecseB 22 nHel 1 11 MecsieB XXU3HY NallueHTy ObLaa
YCIIEIIHO BBITIOJIHEHA KpaHUOTIIacTuKa. B HacTosmmii
MOMEHT pebeHKy ['. 6 JeT u 61aromapsi CBOeBpeMEeHHO
MPOBEIEHHBIM  JIEYEOHO-TUATHOCTUYECKUM  Mepo-
MPUSITUSAM, a TakKXe pPEryjaspHOMYy JIUCTIaHCEPHOMY
HaOJIOIEHUI0 €ro COCTOSIHUE YIOBJIETBOPUTENILHOE,
HEPBHO-TICUXMYECKOE Pa3BUTUE M aHTPONOMETpUYe-
CKMe MoKa3aTejii COOTBETCTBYIOT BO3PacTy.

06cyxaeHue

IMpeHaTaNbHBIN TIEpUON SABISIETCS OYeHb BaXKHBIM
9TanoM [JIT HOPMaJIbHOTO POCTa W Pa3BUTHS TLIOIA.
PesynbTaThl HEKOTOPBIX WCCAECIOBAHUN CBHUIETENb-
CTBYIOT O TOM, YTO KypeHUEe MaTepu BO BpeMs Oepe-
MEHHOCTH, a TaKXKe yIOTpeOJIeHNE €10 aJIKOTOJISI MOXET
3HAUYMTETLHO TOBBIIIATh PUCK Pa3BUTUS KPAHUOCUHO-
cro3a y pebenka [3, 10]. B nanHom ciaydae GepeMeH-
HOCTb ObLTa TJTAHUPOBAHHAs, U BO3IENCTBUE TaHHBIX
¢axTOpOB Ha pebeHKa cKopee ObIJIO UCKITIOUEHO.

Takxe, yCTaHOBJIEHO, YTO PUCK BO3HUKHOBEHUS
MyTauuii de novo, MPUBOASIINX K Pa3BUTHUIO CUH-
npoma Ildaiiddepa, yBeauuumBaeTcsi TpU BO3pacTe
orua crapme 35 nmer [20]. B ommceiBaeMom ciydae
HCTIOJIb30BAJINCh BCITOMOTATEbHBIE PETPOAYKTUBHbBIC
TEXHOJIOTUH, B YACTHOCTH, TOHOPCKUIA CITEpMaTO30UI.
K coxanenuio, MBI He BilageeM MH@oOpMaleil 0 BO3-
pacTe AOHOpa, B CBSI3M C YeM He TPEACTaBIsIeTCST BO3-
MOXHBIM OLIEHUTh BIUSHKE JaHHOTO (haKTopa Ha pas-
Butue [ldaitpdepononodbHoro cunapoma y pedbenka I'.
KpoMe ToT0, X0Te10Ch GBI OTMETHTh, UTO Y IeTel, 3aUa-
TBIX C TTOMOIIBI0O BCTIOMOTATEIbHBIX PEMPOAYKTUBHBIX

KJINMHUYECKUE CJTYHAU

TEXHOJIOTUIA, YacToTa KpPaHMOCWHOCTO30B HEMHOTO
BBIIIIE, YeM TIPU €CTECTBEHHOM 3a4aTHUM, OJHAKO abCco-
JIIOTHBIM PUCK ocTaeTcst o4eHb HU3KuUM [21]. C npyroit
CTOPOHBI, BHICOKWI PUCK Mepeaadn KpaHMOCUHOCTO3a
MOTOMCTBY TIpM HAJIMYUKM CEMEWHOTO aHaMHe3a apry-
MEHTHPYET MPUMEHEHNWE BCITOMOTATEIbHBIX PETIPOIYK-
TUBHBIX TEXHOJIOTUIN ¢ TEHETUYSCKUM TECTHPOBAHUEM
Ha caMbIX paHHMX CTaIusIX pa3BUTUs SMOproHa [22].
CKpUHUHTOBOE TIpeHaTaJbHOE YJIbTPa3BYKOBOE
HUCCIeIOBAaHNE MOXET BBISIBISITH KOCBEHHBIE TIPH-
3HaKW, yKa3bIBalolllie Ha BO3MOXHBIA KpaHUOCH-
HocTO3 y Tuiona: aedopmaiuio dyeperna (Opaxuieda-
JIVI0, TPUTOHOIEMaTNI0), aTOJOTNIEeCKOe CHUXEHUE
WJIW YBEJIMYEHNE OKPYKHOCTH TOJIOBBI, a TAKKE COIMYT-
cTByoIIMe nuneBble nucmopduu [9, 15]. Ilpn Hanm-
YMU yKa3aHHBIX MU3MEHEHWI, a TakXke B cllydyae OTs-
TOIIEHHOTO CeMEMHOTo aHaMHe3a, PEeKOMEHIOBAaHO
MpoBeJcHUe WHBA3WBHOM TMpeHaTalbHOW JIUarHo-
CTUKU (XOPUOHUYECKOW OMOTICMM WJIM aMHHOIEH-
Te3a) C 1IeJIbI0 paHHETO BBISIBJICHMSI CUHIPOMATbHONI
nartojoruu [16, 20]. Y Habmogaemoro pedbeHKa repBbie
npusHaku [ldaitpdeponogobHoro cuHapoma ObLIU
BBISIBJIEHBI TIPU TIPOBENEHUM CKPUHUHTOBOTO YIIb-
TPa3BYKOBOTO WCCIeqOBaHUS Ha 27 Hemelle TecTa-
mun. OTCYyTCTBHE B CeMEMHOM aHaMHe3e IMOIOOHBIX
cllyyaeB, a TaKKe XeJJaHWS TPOBECTU TpeHaTalbHOe
MOJIEKYJISIPHO-TEHETUYECKOE MCCIIeOBAHNE Y POIUTE -
JIel, MOCIYXXUJIO0 TPUUYMHOM TOJTHOTO OOCIeq0BaHUS
pebeHKa TOJbKO B TOCTHATAILHOM MEPUOJIE.
bompmmucTBO mereit ¢ cuHmpomom Ildaithdepa
n IldaithdepononoOHBIM CUHAPOMOM  POXKIAIOTCS
JKU3HECTTOCOOHBIMM M C BO3MOXKHOCTBIO COXpaHEHUsI
HopMmajbHO wuHTeiekTa [9]. PaHHss puarHocTmka
SIBJISIETCSI OTYACTH 3aJIOTOM OJIArOTIPUSTHOTO MCXOJa,
TaK KaK CBOEBpEMEHHO HaydaTasl Teparnus 3HAaYUTEeIbHO
yJIyd1iaeT rporHo3 3adosneBanus [9, 13]. O6beM HeoO-
XOOUMBIX TepareBTUYECKUX U XUPYPTUIECKUX Mepo-
MPUSTAI pelraeTcss B XoJe OOCTeIOBaHMS, a TaKxKe
3aBHCUT OT THUMA KPAaHUOCHMHOCTO3a W CUHAPOMATbHOM
matojoruu. [Topoky pa3BUTHS TOJTOBHOTO MO3Ta y OIH-
CBIBaEMOTO pebeHKa ¢ KPaHMOCHHOCTO30M TOTpe6o-
Ba nuddepeHIIMaTbHON AUAarHOCTUKA MEXIY CUH-
npomamu Ildaiipdepa, Arrepa n Kpysona [9].
PemaromiuM MOMEHTOM B TOCTAaHOBKE CHHIpOMa
Ipaitdpdepa sBasercss mnpoBeacHUE MOJEKYISIPHO-
TeHEeTUYECKOTO HCClIeTOBaHUS. W3BecTHO,
YTO Ha OCHOBAHMU JIOKyCa TeHETUYECKOro aedekTa
W KJIWHUYECKOUW KapTUHBI BBIACISAIOT 3 THIIa CUH-
npoma Ildaitpdepa: yame Berpewaercss 1-it Tun
(61%), 2-it Tum (25%) u 3-it Tun (14%) 3HAYUTETBHO
pexe [23]. B rabnuiie 2 nmpeacTaBieHbl CXOACTBA U pa3-
JINYUs HaOMIoOgaeMbIX TIPU3HAKOB Y HaIero Tmaiu-
eHTa C KaxIbIM 13 3-X TumnoB cuHapoma I[ldaiidbdepa,
a TakXe EeIMHCTBEHHBIM ONMCAHHBIM B JIUTEpaType
ciayyaeM I[ldaiiddepornonobHoro cuHapOMa.
XapakTep KpaHMOCWHOCTO3a TIpU  CHHIpOME
Idaitdpdepa TecHO KOppeaupyeT ¢ TUIIOM CHHIpOMa
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Tabauya 2. CpaBHUTEIbHAS XaPAKTEPUCTHKA FeHETHYECKHX 1 (DEHOTHNHYECKUX 0COOeHHOCTei pedenka I'. ¢ mpu3HAKAMM CHHIPO-
ma [aiiddepa u Ipaiipdepononodnoma cunapoma [15, 18, 23]
Table 2. Comparative characteristics of genetic and phenotypic features of child G. with signs of Pfeiffer syndrome and Pfeiffer-like

syndrome [15, 18, 23]

Onucannbiii Su PH et

Cunapom Cunapom Cunnpom
N . . al. B 2009 roxy caryuait
IIpu3nak I aiiddepa Iaiiddepa I aiiddepa . My Iy Pebenok I'
I aiidpepononodHoro
1 Tuna 2 Tuna 3 Tuna
CHHZpPOMA
[Tpeumye- [Tpeumyie-
leneruueckue B renax FGFRI, PEHMYILt PEMMYILL B renax FGFR B renax FGFR
MyTalUWuu FGFR2 CTBEHHO BICHE  CTBCHHO B TCHE HE BBISIBJIIEHbI HE BBISIBJIIEHbI
FGFR2 FGFR2
Ob6cnenoBaHue
AyTOCOMHO- Myrauuu de Myrtaiuu de = OOcenoBaHKe POaUTE-
HacnenoBanue ponuTesieil He MPOBO- o
JTOMHHAHTHOE novo novo JIelt He TIPOBOIMIIOCH
TIATIOCH
TsxecTs cocTo- Jlerkas/yme-
/y Tsoxenast Tsxenas Tsxenas Tsoxenas
STHUST peHHas
BoipaskeHHBII
KPaHUOCHUHO-
P YBenuue- JHedopmarus
cTo3 — (hopma
dopma uepena Bpaxuniedanusa HUE TOJIOBBI MO TUITY «JIMCTKA Bpaxutiedanus
«TPWIUCTHUKA»
B BBICOTY KJIeBepa»
WU «JTUCTKA
KJIeBepa»
Yare ouna-
MHoXecTBeH- - .
TepaTbHBIN [MomHoE TpeskneB-
Yaie KopoHap-  HOe cpallleHue
CHHOCTO3 KOPO- peMeHHoe cpailie- [MankpannocuHocTO3
HbIE IIBbI, peXe IIIBOB, BKIIIOYAsT ~
CpalleHue 111BOB " HapHBIX IIIBOB, HUE CaruTTaJIbHbIX (OMKOpPOHAPHBI,
CaruTTaJbHBINA KOpPOHApHBIE, o
yeperna 2 cpalieHue U JISIMOIOBUITHBIX, CaruTTaJbHbIN,
WY JISIMOI0- CarUTTAIbHBIN "
JISMOIOBUIIHBIX ~ HEIOJHOE 3aKPbITUE OMJISIMOIOBUIHBII )
BUIIHbIE U JIaMOTOBUI-
Hbe WV CaTUTTalb-  KOPOHAPHBIX IIIBOB
HOTO IIIBOB
JIuuesoii qucmophuzm
r MITOMIA3US CPel- n 1t it it "
Hel TpeTu uua
l'uneprenopusm aF Sats Fr aF aF
DK30(pTaTBEM +/- Fr FF aF aF
Henopazsutue
YEJTFOCTHBIX + + + + +
KOCTEN
Pacmieruienue +/- + + + _
TBEPIOTro Heba
PaciipenHbie
TJIOCKHE TIepe- + it 4 + +
HOCHIIA U CITUHKA
Hoca
AHOMAJIMU PA3BUTHS KOHEYHOCTEI
Pacmupenue
(hastaHT EepBBIX + + + + +
MaJTbIeB Ha pyKax
U HOTaX
CUHIaKTUIINS +/- + + - -
JlyuenokreBoit
VT TUTeYEeITyde- - + + - -
BOU CMHOCTO3
AHKIJI03 JIOKTE- + +
BBIX CyCTaBOB
BripaxxeHHbIE
BoipaxkeHHast O1eHUTD He TIpe-
HHrennekTyanb- OOGBIYHO HOP- KOTHUTUBHbBIC
YMCTBEHHast CTaBJISIOCh BO3MOX- HopmanbsHoe
HOE pa3BUTHE MajbHOE HapyIIeHusI,
OTCTAJIOCTh HBIM

YacCToO TAKEJIbIC
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Oxonuanue Tabauywt 2

UHUYECKUE CJT1YHAU

Onmcannbiii Su PH et
Cunzpom Cunzipom Cunzpom al. B 2009 roxy crvuaii
IIpusnax Iaiiddepa IIdaiiddepa I aiipdepa s Ay ¢y Peoenok I'
Iaiiddpeponogodroro
1 Tuna 2 Tuna 3 Tuna
CUHApOMA
Yacro (moBbI-
Hesponoruye- ILIeHUE BHY- Yacto (rumpo-  OOyCIOBIEHBI COMYT-
. OKKITFO3MOHHAs TUIPO-
CKHE OCJIOXKHE- Penko TPUYEPEITHOTO edanus, CTBYIOIIEH MATOI0- e tbamast
HUS JTaBJICHMS, CYIOpPOTH) ruei
rugpoiedanus)
Bo3MoxkHbBI JIBYCTOPOHHSISI KOCT-
Yacro BcTpeua-
9K30(TaIbM, BreIpakeHHBIC ~ Has aTpe3us HapyX-
J0TCSI MPO- CHIXeHue ciryxa
3peHune u ciryx KOcCoIJIa3ue, HapyIIeHUs HOTO CJIyXOBOTO IPO-
OJIeMbI CO 3pe- Ha JIEBOM yXe
WHOTA TYTOY- 3pEeHUS U CJlyXa  XOJa M TUIIOTLIAa3Us
HUEM U CITyXOM
XOCTh crarnena
OOBIYHO
HOpMaJjbHast Yacro Hebnaro-
Yacro cokpa- o
MPU KOMITTIEKC- MPUSITHBIN TTPO- .
TTponomkuTenb- IeHa 13-3a . JleTambHBII MCXOM
HOM JIeUeHU ! THO3: BbICOKAsI Heonpenenennas
HOCTb XXU3HU pa3BUTHUS Ha 41 cyTKU XU3HU
W XUpypruye- . MJ1aJieHYeCKast
" OCJIOXKHEHUI
CKOI KOppeK- CMEpPTHOCTD
007071
BpoxxneHHas y30cTh
Penxo, yme- Tsxenbie Tsxenbie . p Y
PecniupatopHbie JIBYyCTOPOHHMIA CTe- HOCOBBIX XOIOB,
o PEHHO BbIpa-  PECMUpPaTOpHbIE pecrMpaTOpHbIE
paccTpoiicTBa HO3 X0aH MOTPeOHOCThH B Tpaxe-
SKEHBI HapyIIeHus HapyIIeHUs
0OCTOME
SBnenus quc-
daruu, nuop- Penxo OuyeHb YacTo Yacro OTCyTCTBOBAIN ITpucyrcTBOBaIM
CTEHO3

U ONpenessieT TSKeCTb KIMHUYECKOW KapTUHBI:
nmpu | THUTE CHHOCTO3 OTpPaHWYEH KOPOHAPHBIMU
mBaMu, GopMupys Opaxuiiedanuio uiaum akpoieda-
JIVI0; 2 TUT OTJIUYAETCSI MACCUBHBIM MYJIBTUCHHOCTO-
30M ¢ (OpPMUPOBAHUEM KJIEBEPOMOJAOOHOTO uepera;
B TUIle 3, HECMOTpPSI Ha OTCYTCTBHE uepera IO THITY
«JIUCTKA KJIeBepa», TaKxke HaOI01aeTCs] MHOXECTBEH-
HOE MpeXIeBpeEMEHHOE cpallleHre IIIBOB, MPUBOISIIES
K TSDKEJIOoM mucripornopuuy yepena [22]. B Ha6monae-
MOM HaMU cliyyae MMeJl MECTO MaHKPaHWOCHHOCTO3,
a BU3yaJIbHO ueper umes opaxuiiedanniyeckyto popmy.
IIpu mpoBegeHUM MArHUTHO-PE30HAHCHOW TOMO-
rpaduM TOJOBHOTO MO3ra y JeTeil C CHUHAPOMOM
IIdpaiibdepa xapakTepHO BBISIBJICHUE IUCTEHE3UU
MO30JIUCTOTO Tejia, aHoManuu ApHojbaa- Kuapu, BHY-
TPUYEPETTHON OKKIIIO3MOHHOM Tuapouedaiu U Tpu-
3HAKOB HapYIIEHUI JMKBOPOOTTOKA. DTU TMOPaKEHUS
OTpaXKarT TIYOOKHME CTPYKTYPHBIE M (DYHKIIMOHATbHBIE
U3MEHEHUsI MOo3Ta, OOYCJIOBJIEHHbIE KPaHUOCHMHOCTO-
30M M TEHETUYECKMMU MYTALUSIMU, U CYIIECTBEHHO
BJIMSIIOT Ha KJIMHUYECKOE TeYeHUe U MPOTHO3 3a00sieBa-
Hus 9, 12, 14, 23]. Y pebenka I'. mpu npoBeaeHUM HEli-
pocoHorpaduu U MarHUTHO-PE30HAHCHOI ToOMOrpadun
OTMEUaJINCh MPU3HAKW TMOpPOKa pPa3BUTHUS TOJOBHOTO
MO3ra: BpOXIEHHasl OKKI3WOHHAs Tuapoledanus
¢ OJJOKOM Ha YpOBHE BOIOMpPOBOAA MO3ra, IMUCTeHEe-
311 MO30JIMCTOTO Tejla U aHoManust ApHouibaa-Kuapu,
YTO TpeOOBaJIO MPOBEAEHUS yIAyOJIeHHOro o0cienoBa-
HUS C LETbIO BBISIBJICHNS TEHETUYECKOM TTaTOJIOTUH.

IlpexxneBpeMeHHOE 3aKpBITUE 4YEperHbIX IIIBOB
YacTO COMPOBOXIAETCS HEIOPAa3BUTUEM CPEeIHE 30HBI
JINLIa, YTO MOXET BbI3bIBATh CYXXEHUE HOCOBBIX XOJIOB
¥ HapylaTh IbIXaHWE KaK 4epe3 HOC, TaK U Yepe3 porT.
Takue aHaToMUYeCKHWEe U3MEHEHUsI MOTYT TPUBOAUTH
K pas3IMYHBIM OCJIOXXKHEHMSIM, OT OOCTPYKTHBHOTO
arHO® CHa /IO TIOBBILIEHUS] BHYTPUUYEPEITHOTO JaB-
nenus [2, 4]. KpoMe Toro, y HEKOTOPHIX ITall€HTOB
¢ cuaapomoM Ildaiidpdepa HabIIOTaETCTI MHOTOYPOB-
HeBast OOCTPYKIUS ABIXaTeIbHBIX MyTeil, B TOM YHCIIe
CTeHO3/aTpe3nsl XOaH, JapUHTOTpaxealibHble aHO-
Majauu (XpsIIeBoll pyKaB Tpaxeu), a Takxke OOCTpyK-
1M IbIXaTeJbHBIX ITyTeil, BbI3BaHHas sI3bIKOM [12].
Hanuuue cyXeHHBIX HOCOBBIX XOIOB Yy pebeHka I.
OTMpPENEsIO COXPAHSIOUIYIOCS JbIXaTeIbHYI HEI0-
CTATOYHOCTb TPU TOMBITKAX KOPMJICHUSI U TIPUBEJIO
K HEOOXOIMMOCTHU BBITIOJTHEHUSI HUXHENW TpaxeocTo-
MUM Ha 28 CYTKM KU3HU.

IpexneBpeMeHHOE CONMKEHME IITBOB TaAKXKE OTPU-
1aTeJIbHO BJWSIET Ha pa3BUTHUE KOCTHBIX CTPYKTYpP
B TMEepuOpOUTATbHONW 30HE, UTO TMPUBOAUT K TaKUM
MOpoKaM pPa3BUTHUSI, KaK TUIEPTEIOPU3M M HEpPaBHO-
MEpPHOE pacriojioXeHue Tia3. B To ke BpeMs ToBblliIe-
HUE BHYTPUUEPEITHOTO MaBJIEHUSI MOXET BbI3BaTh OTEK
NMCKa 3pUTETbHOIO HEPBA U, KaK CJIEICTBUE, IPUBECTU
K 3Kk30(¢TaibMy, a 63 CBOeBpeMEHHO KOMIEHcalluu
K aTpo¢uu 3pUTEILHOTO HEPBA U HEOOPATUMOI IOTepe
3peHud [2]. YV HabmogaeMoro mauueHTa ¢ POXKIEHUS
OTMEYaJMCh TUIMEPTETOPU3M U IK30(PTaabM, KOTOPHIE
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ObUTM CKOPPEKTUPOBAHBI TMOCJE KPaHUOIIACTUKH.
B HacToAmMiT MOMEHT COXpaHSIeTCS pacXosiieecs
coapykecTBeHHOe Kocorjasue. Cpean BTOPUYHBIX
OCJIOKHEHMI 0co0oe 3HayeHWe HMMEIT aMOJIMONus
U DKCITO3UIIMOHHBIN KePATUT, B CBSI3U C UeM MAIIUEHTBI
¢ cuagpomoM Ildaitddepa n [1paitdbdeponomodHbIM
CUHIPOMOM JOJIKHBI PETYJISIPHO TPOXOIUTH OCMOTP
y opranbemoriora [24].

Tyroyxocts mpu cunapome Ildaiidpdepa BcTpe-
yaeTcsl He MeHee 4eM Yy 50% manueHToB, MpeuMylie-
CTBEHHO HOCUT KOHAYKTUBHBIN (70%) xapakTep U CBsI-
3aHa ¢ aHOMaJUSIMU Pa3BUTHS HAPYKHOTO U CPEIHETO
yXa: KOCTHOM aTpe3ueil CIIyXOBOro Mpoxoja, AWCTia-
3Ueil CIYXOBBIX KOCTOYEK M €BCTaXMEBOM IMCHYHK-
nueit [7, 12]. HapymeHnune ciayxa ycyryoaseT 3aaepxKKy
pe4eBOro M KOTHUTMBHOTO pa3BUTHSI, 4YTO TpeOyeT
paHHel JWAarHOCTUKU W CIIyXOBOM peabuIuTalunu
[12, 20]. B xone mpoBeneHUsI 0TOAKYCTUYECKON dMUC-
cuy HabIogaeMoMy TAIMeHTy CKPUHUHTOBOE MCCIIe-
JIOBaHUWE cJeBa He OBbLIO TMPOMIEeHO, YTO 00YCIOBUIIO
HEOOXOIMMOCTh TIPOBECHUS MTOBTOPHOTO MCCIIeN0Ba-
HUsI, a TaKKe HaOJMI0IeHUS Y CypaoJIora.

ITopoku pa3BUTUS KOHEYHOCTEN SIBISIIOTCS Xapak-
TepHBIM KOMITOHEeHTOM cuHapoma [ldaitddepa. Hau-
bojiee TUMWYHBI IIMPOKWE, YKOPOUYEHHBIE OOJIbIINE
manblpbl (OpaXWIAKTUIIMS), YacTUYHAsT WU TTOJHAsI
CUHIAKTUIIVS, B OTAEHBHBIX CIIyYasix — paauajibHast
IeBUalusl KUCTeW M TUIOIJIa3usl HOTTEBBIX (haslaHT.
DTU U3MEHEHUsS BapbUPYIOT II0 BBIPAXEHHOCTHU
B 3aBUCUMOCTU OT THMIIa CUHAPOMA M MOTYT CYIIe-
CTBEHHO OTpaHWYMBATh (DYHKIMU 3aXBaTa U OIOPHI,
TpeOyst opTorneanueckoi Koppekuuu [1, 17]. ¥ manb-
yuka I. oTMevanuch ciabo BBIpakKeHHBIE aHOMAJUK
KOHEYHOCTEe!, BKIIOYAIOIIME IIIMPOKHUE, KOPOTKHUE
MaTbIBl Ha BEPXHUX U HUKHUX KOHEYHOCTSIX, KOTOPbIE
He BBI3BIBAJIM TIpOOJIeM B TMpoliecce XKU3HeAesITeIbHO-
CTH M He TpeOOBaIM XUPYPIrUIECKOM KOPPEKIINH.

CuHgpoM pucharud y IMaUMEHTOB C CHUHAIPOMOM
Idaitpdepa oOycnoBiaeH KpaHMopaUaATLHBIMA aHO-
MaJIUsSIMU, BKJTIOYAsl TUTIOTUIA3UIO CpPeIHe 30HBI JIUIIA,
Y30CTh HOCOTJIOTKY 1 OOCTPYKIIMIO IbIXaTebHBIX MTyTel,
YTO TIPUBOAUT K 3aTPYIHEHUIO TJIOTAHUST W HAPYIICHUIO
MpUeMa TMUIIU, OCOOEHHO MPU TSKEIBIX (popMax CHH-
npoma [12]. KpoMe Toro, y HEKOTOPBIX ITAIIMEHTOB OTME-
YaloTCs BPOKAEHHbBIE aHOMAJTUHU XKeJTYIOYHO-KUIIIETHOTO
TpakTa, TaKWe KaK IWIOPOCTEHO3, KUIIeYHasT Mallb-
poraisi U racTpos3odareaqbHbIl pedIIIOKC, KOTOpbIe
TOTIOJTHUTENIbHO ~ YCYTYOJISIIoT nucdaruio U TpeOyroT
CeMAIM3UPOBAHHOTO HaOMoAeHUsT U Tepanuu [12].
YV HaGmomaemMoro pedbeHKa CUMITTOMbI 1ucdarnu u Hea-
JleKBaTHasl TTpubaBKa MacChl TeJla OTMEYAICh C TPEThel
HEJEeN XU3HU U OBIIN CBSI3aHBI C BBISIBJICHHBIM TTHJIO-
pocteHo3oM. [IpoBeneHue JanmapoCcKONMUUEeCKON MUIO-
poMuoToMun Ha 40 CyTKU KU3HU TO3BOJIWIIO YCTPAHUTD
CUMNTOMATUKY W HOPMaJN30BaTh HYTPUTUBHBIN CTATYyC.

CoBpeMeHHBIE TEXHOJIOTMM B OOJIACTU TeHHOU
WHXXEHEPUHW OTKPBIBAIOT BO3MOXHOCTW JJISI  pas-

pabOTKM TIperapaToB, CIIOCOOHBIX M30MpaTeIbHO
MOAABJSITh CUTHAJIbHBIE KacKalbl, BOBJICUCHHBIC
B TMaTOreHe3 KpPaHUOCUHOCTO30B. OmHUM U3 Tiep-
CNIeKTUBHBIX HaMpaBJIEHU CUMTAeTCsS TIPUMEHEHUE
WHTUOUTOPOB TUPO3WHKWHA3 MPU MYTALlUSIX B TeHax
FGFR [12, 23]. BmecTte ¢ Tem, mpoBeicHUE TapTeTHOM
tepanuu y nauueHToB ¢ [ldaiipdepononodbHbIM crH-
JNIPOMOM BbI3bIBA€T COMHEHUSI B CBSI3U C OTCYTCTBUEM
BBISIBJICHHBIX 1e(EKTOB B TeHaX pelenTopoB (akTopa
pocta ¢pubpodbisactoB [12]. B HacTosmmii ke MOMEHT
JIedeHWe MalMeHTOB Kak ¢ cuHapomoM [ldaiidpdepa,
tak u [ldaitpdeponogobHBIM CHUHIAPOMOM BKITIO-
YaeT: MHOTO3TArHble PEKOHCTPYKTUBHbBIE OIepaliuu
Ha JIM1Ie U Yeperie, KOPPEeKIUI0 peCcupaTOPHBIX U CITy-
XOBBIX HAPYIIEHU, CUMIITOMAaTUYECKYIO U TTOIAEPKU-
BaIOIIy0 Teparuio, MeIUMKO-TeHETUUYECKOe KOHCYJIb-
TupoBaHue [2].

Hame nHaGnropaeHue MoATBEepXKIaeT, YTO, HE CMO-
Tpsl Ha Hanu4ue y pebeHka I'. xapakTepHOIl KIMHNYE-
ckoit kaptuHbl cuHapoma [ldaitpdepa 1 Tuna, HaiiTu
TeHETMYECKYI0 MYTallMI0 He BCErma IpeacTaBlIsieTcs
BO3MOXHBIM. K coxaneHuto, poaurenn pebeHKa OTKa-
3aJIUCh OT MPOBEIEHUS MOJTHOSK30MHOTO CEKBEHUPO-
BaHUS, YTO HE JlaeT HaM TMOJHOTO MpaBa MCKIIOYUTh
HaJIn4yue Ipyroi CXoxel CUMHAPOMAJIbHOM MaTOJIOTUH.

3aknioyeHme

B mpakTuke Bpaya-HeoHaTosora, a Takxke OOJbIION
KOMaH/Ibl CTIeIIMaIMCTOB, YYaCTBYIOIIEH B BEIEHUU IeTei
C KPaHMOCUHOCTO3aMM, KpaiiHe peko BCTPEeUarTCs CIIy-
yau, KOTJia y HOBOPOXIEHHOT0 peOeHKa C BbIpaskeHHBIMU
NpU3HAKaMu CHHAPOMAJIbHOW TATOJIOTUM HE BBISIBIISI-
eTcsl XapaKTepHOU sl Hee MyTanuu. [IpencraBieHHbIN
KJIMHWYECKUI TTpUMeEp AEMOHCTPUPYET COYETAaHUE TSIKe-
JIBIX BPOXKIEHHBIX TTOPOKOB y pebeHKa ¢ KpaHnodalm-
aJIbHBIM JIM30CTO30M M TIPOTPECCHUPYIONIEH OKKIIIO3U-
OHHOW Tunpouedaneit. Bompeku oTcyTcTBUIO MyTalluii
B reHax FGFRI, FGFR2 w FGFR3, coBOKYymHOCTb (heHO-
TUMTUYECKUX OCOOEHHOCTEH, TaKuX Kak Opaxuiedanus,
TUTIOTUTIA3UsT CpeHEl 30HBI JIUIa U OPOUT, 9K30(TaIbM,
HelOopa3BUTHE BEPXHEH UEIOCTU, CYXKE€HUE HOCOBBIX
XOOB, yTojleHue ¢ajaHT OOJIbIIUX TAbleB KUCTEMH
M CTOII, Hapsily ¢ HeWpOBU3yaTU3allMOHHBIMU TIpU3HA-
KaMu, BKJTIOYAIOIIMMM OKKJTIO3MOHHYIO THUApoliedannio
1 aHoManuio ApHoibaa-Kuapu, mo3Bosiniia paclieHUTh
KJIMHWYEeCKylo KapTuHy Kak [ldaitddepononobHbIit
CUHIPOM, HanboJsiee OJIM3KHUIA 110 (eHOTUITY K CUHIPOMY
Tlpatibdepa 1 Tuna.

HecMoTtpst Ha HayyHbIe HMCCIEIOBAaHUS U TEXHOJIO-
TMYecKHre JOCTUXEHUS, YJydllaroliue KIWHUYECKOe
BeleHUe JeTeil C KPaHWOCUHOCTO3aMM, 3TOT BPOX-
NEHHBIN TTOPOK Pa3BUTHUSI OCTAETCSl CIOXHBIM B Bele-
HUU Y JIeYeHUU KakK IJIsl MalMeHTOB, TaK U JJIsI MeIU-
LIMHCKUX paboTHUKOB. PaHHee crnenuann3anpoBaHHOE
MEIWIIMHCKOE BMeEIIaTeJlIbCTBO, HE OTJMYaroleecs
ot TakoBoro mnpu cuHapome I[ldaiipdepa n BkIIO-
yallllee HEWPOXUPYpPruuyeckoe JieueHue M Jarnapo-
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CKOTIMYECKYI0 KOPPEKIIMI0 THUIOPOCTeHO3a, a TaKXkKe
KOpPpPEKTHasT aHTHOMOTUKOTEpamnuss W TOAJepXKKa
SHTEPAJTbHOIO MUTAHUSI CITOCOOCTBOBAJIM CTaOMIM3a-
LI COCTOSTHUS OITMCHIBAEMOT0 pebeHKa U MpodrIak-
THKE BO3MOKHBIX OCITOKHEHUIA.

IMpoBeneHne TMOJHOZK30MHOTO CEKBEHUPOBAHMS
JIe30KCUPUOOHYKIIMHOBOW KHUCIOTHI Y HOBOPOXKIEH-
HBIX C HEYTOYHEHHOUW CUHIPOMAJIbHOW MaTOJOTUEM,
BKJIIOYasT KPaHMOCUHOCTO3bI HESICHOW OTUOJOTHMU,
TpeOyolIe WHTEHCUBHOM Tepamuu, SBISIETCS BaX-
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OBMEH OlbITOM

IlIkana Beiiim B oneHKe BJIMSHUSA MHTMOUTOPA aHTHOreHe3a admobepuenTa Ha pa3BUTHE
JeTeil, pOAUBIINXCS HeJIOHOIEeHHBIMHI

B.E. Jlockymosa'?, A.U. Kpanusxun'?, E.E. Cudopenko', E.B. bapbapuvw’, E.U. Cudopenko’,
U.B. Cyxanosa?, JI.B. Mueenv’

'PrAQY BO «Poccuiickunii HaumoHasbHbIn UCCnenoBaTenbCKuin MeauUMHCKNn yHueepcuteT M. H.U.Mnuporoea» MuHsppaesa
Poccuu, 117513, MockBa, Poccuiickas depepauus

2I'bY3 «Hay4HO-NpakTU4ecKkuii LEHTP CNeLMann3npoBaHHON MeAMLIMHCKOM NoMoLLm AeTsaM um. B.d. BoliHo-AceHeukoro»
O3M, 119620, Mocksa, Poccuiickas denepauus

The Bayley scale for assessing the impact of the angiogenesis inhibitor aflibercept on
the development of children born prematurely

V.E. Loskutova’?, A.I. Krapivkin'?, E.E. Sidorenko'?, E.V. Barbarich?, E.I. Sidorenko’,
LV. Sukhanova?, D.V. Miguel’

'Pirogov Russian National Research Medical University, 117513, Moscow, Russian Federation
2Voino-Yasenetsky Scientific Center for Specialized Medical Care for Children, 119620, Moscow, Russian Federation

PeTtuHonaTusa HeIOHOIEHHBIX MPU AKTUBHBIX opmMax (hopMupyeT OTC/IOIKY CeTYATKH, Pe3KO OrpaHUYMBAS 3PUTEIbHbIE (DYHKINH,
NpHUBOIA K ciadoBuaeHnio u cienore. CBoeBpeMeHHOE HCIOJb30BAHHE HMHIMOUTOPOB COCYAMCTOTO SHAOTENHATHHOTO (hakTopa
pocTa No3B0JIAET NOBBICHTH 3G eKTHBHOCTD JIedeH!s PETHHONATHY HeJJOHOIIEeHHbIX. Bo3/ieiicTBie Ha MaToIOrMYeCKHUii aHTHOTeHe3
TPY PETUHONIATHH HEIOHOILIEHHBIX HEe HMEeT ONbITA INMPOKOr0 NPUMEHEHHs, SBJISETCSI HHHOBALMOHHBIM METO0M B 0()TAIbMOJIOTH-
YeCKOii NpaKkTHKe.

Heab. OueHuTs BAMsIHUE HHTUOMTOPA aHrHOreHe3a aduinbepuenT Ha HeliPO-KOTHUTHBHbIE (DYHKIMM HeIOHOIIEHHBIX JIeTei ¢ peTH-
HONATHEli HeIOHOLIEHHBIX.

Marepuaisl u MeTozbl. B npocnekTHBHOE KOropTHOE HccienoBanue BOULTH 20 HeJOHOIIEHHBIX AeTeii ¢ ANArHO30M PeTHHONATHS Hel0-
HOLIEHHBIX, TOJTYYUBLINX JieYeHHE C UCTIO/Ib30BAHUEM HHTHOMTOPA COCYIMCTOrO SHA0TEMAILHOTO (hakTopa pocta admbepuent B iepuos
¢ 2021 roga mo 2022 roa. OuenuBain oTaIbMOIOTHYECKHiA CTATYC, HEPO-KOTHUTHBHOE Pa3BUTHE NMALMEHTOB 1o mKaie Baitm-II1:
KOTHUTHBHBIE, SI3bIKOBbIE (PeLeNnTUBHAS ¥ KCNPeCCUBHAS KOMMYHUKALMS), ABUTATE/IbHbIE (MeJIKAs U KPYNHAS MOTOPUKA) HABBIKH.
Pesynbratel. Y 16 u3 20 nanuenToB ObLIa BbIsIBJIeHA TUNepMeTponnyecKas pedpakuus, y 4 nanueHToB — Muonuyeckas pedpakipms.
ITo pesyabTaTam 371eKTpo(U3HOIOTHIECKOr0 HCCIeJOBAHUS (3PUTEIbHbIE BbI3BAHHBIE MOTEHIHMAJBI) CPeHsAs AMILIUTYIA KOMIO-
Henta P100 (PpAmp) coctasuna 17,5 + 2,5. Heiipo-KOrHUTHBHBIE M MOTOPHbIE HABBIKM JIeTeil He MMeJIM OTCTABAHHUS 110 XPOHOJIO-
rudeckomy Bospacry. Y 80% ucciieayeMpIx 0TMEYEHO HE3HAUYNTENbHOE OTCTABAHME B S3bIKOBBIX HABBIKAX.

3akmouenue. IIpoBeieHHOe HCCieI0BaHUE TOKA3BIBAET YMEPEHHOE CHIKEHUE PA3BUTHS 3PUTEILHOTO AHAJIM3AaTOPA Y IeTeil C peTu-
HONATHel HeIOHOIEHHBIX. Pe3ybTaThl pa0oThl MOKA3a/IM OTCYTCTBHE TOKCHYECKOTO Bo3aeiicTBus adpmoepuenta Ha ITHC, Heiipo-
KOTHMTHBHbIE M MOTOPHbIE HABBIKM HE OTCTAIOT MO XPOHOJIOTHYECKOMY BO3PACTY, OIHAKO SI3bIKOBble HABbIKK Y 80% neTeii umeroT
He3HAYUTEIbHOE OTCTABAHME, YTO MOXKET ObITh 00YC/IOB/IEHO MOCTrUNOKcuecKuM nopaxenuem IIHC B anaMHe3e y HelOHOLIEH-
HOro pe0eHKa.

Karouesvte caosa: pemunonamus HeOOUCHHbIX, UHUOUMODbI AH2UOLEHE3A, BACKYAAPUAMUS CEUAMKU, COCYOUCMble 3A001e8aHUS
cemuamiu, Helipo-KoeHumueHoe passumue, wkara baiau-111.

Ansa umtuposanus: Jlockytosa B.E., KpanuskuH A.U., CugopeHko E.E., bapbapwuy E.B., CugopeHko E.W., CyxaHosa W.B., Muresns [.B. LLka-
n1a berinv B oLeHke BInsSIHVS MHIrMbuTopa aHruoreHesa aganbepuenta Ha pasBuTie AeTel, POANBLLIMXCS HEAOHOLLIEHHbIMU. Poc BECTH rnepu-
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Jlockymosa B.E. u coasm. 1llkana beiiin B olieHKe BIUSHUSI MHTMOUTOpA aHTHOreHe3a adaubeplienTa Ha pa3BUTHE JeTell. .

Retinopathy of prematurity in active forms forms retinal detachment, sharply limiting visual functions leading to poor vision and
blindness, the timely use of vascular endothelial growth factor inhibitors can increase the effectiveness of retinopathy of prematurity
treatment. The effect on pathological angiogenesis in retinopathy of prematurity has no experience of widespread use and is an inno-
vative method in ophthalmological practice.

Purpose. To evaluate the effect of the angiogenesis inhibitor aflibercept on the neuro-cognitive functions of premature infants with
retinopathy of prematurity.

Material and methods. The prospective cohort study included 20 premature infants diagnosed with retinopathy of prematurity who
were treated with the vascular endothelial growth factor inhibitor aflibercept between 2021 and 2022. The ophthalmological status and
neuro-cognitive development of patients were assessed according to the Bailey III scale: cognitive, linguistic (receptive and expressive
communication), motor (fine and large motor skills).

Results. Hypermetropic refraction was detected in 16 out of 20 patients, and myopic refraction in 4 patients. According to the results
of an electrophysiological study (visual evoked potentials), the average amplitude of the P100 component (PpAmp) was 17.5 + 2.5.
The children’s neuro-cognitive and motor skills did not lag behind chronological age. 80% of the subjects showed a slight lag in lan-
guage skills.

Conclusions. The study shows a moderate decrease in the development of the visual analyzer in children with retinopathy of prema-
turity. The results of the work showed the absence of toxic effects of aflibercept on the central nervous system, neuro-cognitive and
motor skills do not lag behind chronologically, however, language skills in 80% of children have a slight lag, which may be due to a his-
tory of posthypoxic damage to the central nervous system in a premature baby

Key words: retinopathy of prematurity, VEGF inhibitors, retinal vascularization, vascular diseases of the retina, neurocognitive develop-
ment, Bayley-111 scale.

For citation: Loskutova V.E., Krapivkin A.l., Sidorenko E.E., Barbarich E.V., Sidorenko E.l., Sukhanova I.V., Miguel D.V. The Bayley scale
for assessing the impact of the angiogenesis inhibitor aflibercept on the development of children born prematurely. Ros Vestn Perinatol i Pedi-

atr 2025, 70:(6): 89-94 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-89-94

PCTI/IHOHaTI/IH HEJOHOIIIEHHBIX — 3abojieBaHue, 00y-
CJIOBJIECHHOE aHOMAaJIbHOW BacKyJsipu3alueil cer-
YaTKu, SIBJISIETCS OCJIOXHEHUEM TpPeXIeBpeMEeHHBIX
POJIOB U TIO-TIpEXKHEMY SIBJISIETCSl HauboJiee pacrpocTpa-
HEHHON MPUYMHON CJIETIOTHI Y TJIYOOKO HETOHOIIEHHBIX
nereit [1—4]. PermHomatusi HeMOHOIIEHHBIX OCTAaETCS
MIAaBHOU MPUYMHON MHBAJTMIHOCTH 1O 3peHUIo [5—7].
Backyngpuszauusi ceTdyaTKuM HayuMHaeTcss Ha 16
Henejie BHYTPUYTPOOHOTO pPa3BUTUSI M TIPONOJIXKAETCS
1o 40 Hemenu MpU aKTUBHOM BO3JIEACTBUU COCYIUCTOTO
9HAOTENMAJIbHOTO (akTopa pocta. PasButue peru-
HOTMIaTUM HEJIOHONIEHHBIX BKJIIOYAET ABE ITOCJEeN0Ba-
TenbHbIe (pas3wl. IlepBas ¢asza — mmemmyeckast, Xxapak-
TepU3yeTcsl BIWUSHUEM DSHAOTEHHBIX (3KCTpeMaJibHO
HU3KMI TeCTallMOHHBIM BO3pacT MeHee 28—32 Hemesb,
9KCTpeMaJIbHO HM3Kasi Macca Tejia Tpyu pOXISHUU MeHee
1000—1500 r, He3penoCcTh aHTUOKCHUAAHTHON CUCTEMBI
HEIOHOIIIEHHOTO pebeHKa) M 3K30TeHHBIX (aKTOpOB
(M30BITOYHAS OKCUTEHOTEpamnusi B YCJIOBUSIX peaHU-
MalluM HOBOPOXIEHHBIX, BO3NIEWCTBUE CBETa BBICOKOM
WHTEHCUBHOCTM Ha HE3peIylo CeT4aTKy, KoJjeOaHUs
KOHIIEHTpALlMM  Kucjaopoaa (TUIEepPOKCHS/TUTIOKCHSI),
WCKYCCTBEHHAs! BEHTWJISILMSI JIETKUX JUIMTEIbHOCTBIO
> 7 ImHeW, pecrupaTOpHBIN AUCTPECC-CUHIPOM U €ro
JIedeHne, BHYTPIKEIIyIOYKOBbIe KpoBouanustHus 111-1V
CTENeHW) Ha HEJOHOIIEHHOro peOeHKa, B pe3ysbTare
Yero TMPOUCXOAUT OOJMUTEpaAlUsl PETUHATBHBIX COCYIOB
U, KaK CJIeNCTBUE, TMPMOCTAaHOBKA (PU3MOJIOTUYECKOTO
pa3BUTHSL COCYIOB CETYaTKU, TPU KOTOPOW ceTyaTka
ocTaeTcs JIMIIEHHOW Tpodudeckux cocynoB. Bropas
daza — mponudepaTuBHasi, XapaKTepu3yeTcsl Hapylle-
HUEM TPOLIeCCOB aHTHMOTeHe3a. B oTBeT Ha pa3BUBIITYIOCS
TUTIOKCUIO TKaHEW CeTYaTKU MPOUCXOAUT aKTHUBALIMSI
COCYIMCTOTO SHIOTEIMAIBHOTO (paKTOpa pocTa, 4YTo Mpo-
BOIIMpPYET KOMITEHCATOPHYIO MaTOJOTMYECKYO TTpoiunde-
palnio HOBOOOPa30BAaHHBIX COCYIOB B OECCOCYIMCTHIX
30Hax ceryatku [8§—10]. PetuHomaTss HemOHOIIEHHBIX

B TSDKEJBIX CJIydasiX MPUBOIAUT K TTOBPEXICHUIO COCY-
NACTOTO CJIOSI ceTyaTKu, (hOPMUPOBAHMIO IKCCYAALUU
MU, KakK CJEeNCTBUE, OTCIOWKU CEeTYaTKU, TMPUBOISIILYIO
K caenote [11, 12].

WUccnenoBatenu ToOKa3aJiM  CBSI3b  arpeCCUBHOTO
TEYEHUS PETUHOTIATUM HEJOHOIIEHHBIX C HeOJaronpu-
SITHBIMU WCXOJaMU IJIST Pa3BUTHSI HEPBHOW CHCTEMBI,
TJIaBHBIM 00pa30M KOTHUTHUBHBIX (DYHKIIWNA, Yy HEIOo-
HomeHHbIX nereit [13, 14]. N. Padilla (2015) u E. Eclof
(2019) B cBOMX paboTax MpencTaBUIN JaHHbIE O KOppe-
JISIUMU MEXIY PETUHOMNATUM HEHOHOIIEHHBIX U TIOBe-
NEHYeCKUMM TIpobjieMaMy, TaKUMM KaK paccTpoicTBa
ayTUCTUYECKOTO CIeKTpa Yy KpailHe HEeIOHOIIEeHHBIX
NeTeli, KOTOpbIe OOBSICHSIIOTCS COYETAHHBIMU MOBPEXIE-
HUSIMH B CJIEACTBUMU TMITOKCUM FOJIOBHOTO Mo3ra [15, 16].
A. Rattner (2019) B cBoeii paboTre mpennoyoXuI o0t
MyTb Pa3BUTHUSI TIATOJIOTMYECKUX TIPOLIECCOB, CBSI3aH-
HBIX C PETUHOTIATUE! HETOHOIIEHHBIX, 1 aHOMaJTbHBIMKA
ucxonamMu pa3BUTUsS HepBHOU cuctembl [17]. Takum
o0pa3oM, peTMHOMAaTUsl HEJOHOUIEHHBIX MOXET ObITh
MapKepoM HeOJaronpusTHBIX UCXOMOB Pa3BUTUSI HEPB-
HOW CUCTEMBI.

Pa3zBuTne peTMHONATMM HETOHOIIEHHBIX COBITANAeT
C TMO3IHUMHU CPOKaMU OEPEMEHHOCTH, KOTaa MPOMCXO-
AT BKCTIOHEHIIMAIbHBINM POCT TOJOBHOTO Mo3ra. Takoit
POCT BO3MOXEH TOJIbKO TPU COOTBETCTBYIOIIEM pa3-
BUTUM MUKPOLIMPKYJsitopHOTro pycia [18, 19]. B cBssu
C YeM BaXXHBIM (haKTOPOM SIBJISIETCS YPOBEHD LIMTOKUHOB
¢akTOpa pocTa COCylIOB M MX KOHIEHTpalusi B opra-
Hu3Me st (U3MOJOTMYecKOro (GOpMUPOBAHUS TOJOB-
HOTO MO3Tra U OPraHOB C aKTUBHBIM aHTMOT€HE30M B CEH-
CUTUBHBIN MEPUO/.

PetnHOmaTUST HETOHOLIEHHBIX TIPU arpeCcCUBHBIX
¢dopmax GopmMUpyeT OTCIONKY CeTuyaTKHh, pe3KO orpa-
HUYMBasl 3pUTENTbHbIE (DYHKIWUM, TPUBOAS K CIAaOOBU-
neHuto u ciernore. CBOeBpeMEHHOE MCITOJIb30BaHUE
MHTUOUTOPOB COCYIMCTOTO IHAOTENUATIBHOTO (hakTopa
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OBMEH OlbITOM

pocTta TMO3BOJISIET TIOBBICUTh 3((HEKTUBHOCTD JIEUYEHUS
peTUHONAaTUM HeAOHOIIeHHbIX. BosneilicTBue Ha maro-
JIOTUYECKUIT aHTMOTeHEe3 TTPU PETUHOTIATUM HETOHOIIIEH-
HBIX HE MMEET OIbITa IMMPOKOTO MPUMEHEHMUS, SIBJISIETCST
WHHOBALIMOHHBIM METOIOM B O] TaJIbMOJOTUYECKOM
MpakThKe. 30JI0THIM CTAHAAPTOM JICYEHUST PETUHOIATUN
HEJIOHOIIIEHHBIX HA CETOMHSIIIHUN IEHb SIBJISIETCS Jla3zep-
Hasl KoaryJisiiusi CeTYaTKu.

OctaeTcsl OTKPBITBIM BOIPOC, KaKWe HEeTaTUBHBIE
BIUSHUS Ha (QYHKUIMM OpraHu3Ma HeIOHOIIEHHOTO
pebeHKa MOTryT OKa3bIBaTh OJOKATOpbl aHTHOTEHEe3a,
VYUTBHIBASI aKTWBHBIA aHTHOT€HE3 B TOJJOBHOM MO3Te,
MoyYKax, JerkKux, Me4eHu; 10 CUX Mop He M3YYEHO BIIUSI-
HUe WHTUOMTOPOB aHTHMOTeHe3a Ha OpraHu3M HemIo-
HolleHHOTO pebeHka. Mwmerorcst emmHUYHBIE pabOTHI
00 3(ddekTnBHOCTH U 0E30ITACHOCTH IIPUMEHEHUS
WHTUOUTOPOB COCYIMCTOTO SHIOTEIMAIBHOTO (haKkTOpa
Y HEIIOHOIIIEHHBIX ACTEH.

C 2006 roma auaupyrolMe IIKOJbl EBpomnbl oLieHU-
BalOT HEMPO-KOTHUTHBHOE pa3BUTHUE JIeTell MO IIKae
boitniu. 3onoteiMm cranmaptom sBasercst II1 Bepcust
mkansl beinn, Koropass OCHOBaHa Ha OIpeneIeHUN
CTapTOBBIX BO3PACTHBIX TOYEK, PEBEPCUBHOM TTPUHITUTIC
U KPUTEPUSIX MPeKpaIIeHUsT TECTUPOBAHMSI.

Ilenn: olleHUTH BIMSIHME WHTMOMTOpAa aHTHOTEHEe3a
ambepuernta Ha HEMPO-KOTHUTUBHbBIE (DYHKIIUKA HEO-
HOIIEHHBIX IETEN C peTUHOMATHEN HETOHOIIEHHBIX.

XapaktepucTtuka aetev u MeToAbl UCCNeaoBaHNS

IMpoBeaeHO TPOCIEKTUBHOE KOTOPTHOE MCCIIea0Ba-
HUe, BKJIIOYAIOlllee HeJOHOILIEHHBIX JIeTei ¢ JUarHOCTH-
POBaHHOI peTUHOMNATHUEN HEJOHOLIEHHBIX, ITOIYYaBIINX
MHTPaBUTpPEabHOE BBEJEHUE MHIMOMTOpA aHTMOTeHe3a
adymbepuenTa. Bce mameHTHI ObLIN BKIIIOUEHBI B MICCIIE-
JIOBaHWE Ha JOOPOBOJBHONW OCHOBE B COOTBETCTBUU

Stimuli Book
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Blocks

Pegboard
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Blue Puzzle
Board & Block Set

C 9TMYECKUMM TIPUHITUIIAMU TTPOBENCHUST METUITMHCKUX
WCCIIeIOBaHUI C yJ4acTHeM JII0/Ieil B KaueCTBe CyObEeKTOB
HCCIIEIOBAHUS COTJIACHO XeJbCUHKCKOW AeKJIapaiuu
BcemupHoil MenuimHcKo# accouuanuu. MccienoBanue
07100peHO JIOKAJIbHBIM 3THYecKUM KoMuteTom MIAOY
BO PHUMY wum. H.WU. IMuporoBa Munsapasa Poccuu
Neo 226, Bce poauTenu WU 3aKOHHBIE MPEACTaBUTENN
MaIMeHTOB MPEIOCTaBUIN MHMOPMUPOBAHHOE COTJIaCHe
Ha yyacTHe B UCCJIeIOBaHUM.

B uccnenoBanue Obuto BkioyeHO 20 MalMeHTOB
(7 manbunkoB M 13 neBOYEK) C peTUHOMATHE HETOHO-
IIEHHBIX, B aHAMHe3€e TTOJyYMBIINX JIeUeHNEe WHTMOUTO-
pom aHruoreHesa aduuodepuent B 'bBY3 «HIIL cnenu-
aTM3UPOBAHHON MEAUIIMHCKON ToMolu netsam JI3M».
BceM neTsiM TIpOBOAMIICS CTAHOAPTHBIN O(MTaTBMOJIO-
TMYEeCKUI CKPUHUHT, BKIIOYAIOIINI B cebs meauaTpu-
YecKkyl pedpakTOMETPUIO, BJEKTPO(DU3UOIOTNIECKOE
HCClieloBaHUe Tia3a (3puUTeNbHbIE BBI3BAaHHBIE TOTEH-
mvanbl). Hellpo-KOTHUTMBHOE pa3BUTHE OLIEHUBAJIOCH
¢ oMoibio mkansl baiinu-I11, pe3yabTaThl cpaBHMBaA-
JIUCh C YUETOM TeCTallMOHHOTO BO3pacTa.

Tect boaiinu-II1 omeHuBaeT pa3BuTHE MIIaIcHIIEB
W MaJIblllIeil MJIaAIIero Bo3pacTa B MSITH 00JIACTSIX: KOT-
HUTUBHOM, SI3LIKOBOM — pELeNTUBHAs U 3KCIPECCHB-
Has KOMMYHMKAIIUSI, TBUTATeIbHOM — MeJKash U KpyT-
Hag MoTopuka. OIleHKa KOTHUTUBHOM, SI3BIKOBOM
U JIBUTATEJILHOM cep MPOBOIUTCS C MCIOJb30BaHUEM
CTaHIAPTU3UPOBAHHBIX HAOOPOB 3amaHWii, IIpeajarae-
MbIX pebeHKy (puc. 1). Kaxmnmass obiacth olleHMBajlach
OTIEJIbHO U JUISI aHaju3a HeoOpaboTaHHbIE OasuIbl ObLIN
MpeoOpa3oBaHbl B IKAJIMPOBAHHBIE OAJITBI.

KorHutrBHas mkajia BKITIOUAeT 3aaHUsI, OLIEHBAIO-
1€ CEHCOMOTOPHOE Pa3BUTHE, UCCIIEIOBAaHUE Y MAHUITY-
JIMPOBAHUE, CBA3b C 00beKTaMU, (DOPMUPOBAHKE KOHIIETI-
LA, TAMSITh Y IPYTHE aCTIeKThl KOTHUTUBHOI 00pabOTKM.

Rolling Case

- Administration
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& Shoelace

Record Form

Puc. 1. CranaapTu3HpOBaHHbIi HA0OP MPeIMETOB IS MPOBEACHHS OLEHKH Helipo-KOTHUTHBHOTO pa3BuTHs 1o mkajie baiiau- 111
Fig. 1. Standardized item set for assessing neuro-cognitive development using the Bayley-I1I scale
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S3bIKOBasT IIKaJla COCTOUT M3 CYyOTECTOB Ha BOCIIPU-
MMUYMBYIO M 9KCIPECCUBHYI0O KOMMYHMKamuio. CyoTecT
Ha BOCIIPUUMYMBYI0O KOMMYHHMKAIIUIO OLIEHUBAET TTOHU-
MaHue BepOaTbHBIX MHCTPYKILIWI, Pa3BUTHE CIOBApPHOTO
3araca (CrocoOHOCTh UACHTU(DUIUPOBATH OOBEKTHI
W KapTMHKU, TTOHMMaHWEe MECTOMMEHWI W TJIaroyioB),
a TakXKe ITOHMMaHWe MOP(OIOTUYECKUX MapKepoB,
TaKMX KakK MHOXecTBeHHoe uucio. CyOTecT aKcrpec-
CUBHOWH KOMMYHMKAIIMM OLEHUBAET OOBEPOATbHYIO
KOMMYHUKAINIO (JIETIET, KECTUKYJISAINS), pa3BUTHE CITO-
BapHOTO 3amnaca (Ha3BaHHe 0ObEKTOB, KAPTUHOK U aTpU-
O0yTOB) M MOP(OCUHTAKCUYECKOE pa3BUTUE (HUCIIOJb-
30BaHUe (hpa3 M3 IBYX CIIOB, MHOXKECTBEHHOE YHUCIIO
U BpeMeHHBIe (hOPMBI).

JIBuraTenbHast IIKajza BKJTIOYAET CcyOTeCTHI
DI OLEHKMW MeJKOM M KpymHoit MoTtopuku. CyoTect
IIJIST MEJTKOM MOTOPHMKM OLIEHWBAeT HaBBIKM, CBSI3aHHBIE
C XBaTaHWEM, TUTAHUPOBAHWEM W CKOPOCTBIO IBIKE-
HUI, a TaKKe BU3YaJIbHOE OTCIEXKUBAHKE, TOTITUBAHNE
W MaHUMYJISIUUK ¢ TipenMetaMu. CyOTecT ISt KPYITHOM
MOTOPUKHU OLIEHUBAET ABMKEHUSI KOHEUHOCTEW W TYJIO-
BUIIIa, CTATMYECKOE TOJIOKEeHUe (CUIsl, CTOST), TUHAMM-
yecKue ABMXKEeHUs (KOOpIMHAIMS), paBHOBeCUE U TLIa-
HUPOBaHUE IBIKEHUA.

Pesynbratbl

CpeaHuii Bo3pacT UCCIeayeMbIX Ha MOMEHT OIIEHKU
coctaBua 2,66+0,89 (ot 1 roma 8 mecsieB u 10 3 JeT
3 mecsueB). CpenHsisi Macca Tesa MpU POXIASCHUN COCTa-
Buia 785 = 179 rp., olieHKa 1o mKaie Arrap IIpyu poxKie-
Huu Ha 1 MmuHyTe coctaBuia 4,78 + 0,833, Ha 5 MuHyTe
5,89 £0,782

ITpu odraapMonornuyeckom oociienoBaHun y 16 us 20
maneHToB (80%) Oblma BBISIBICHA TUIIEPMETPOITYC-

Hm (muapuaz)

2
-3

-4

-6

ckas pedpakuusa, y 4 nanveHtoB (20%) — muonuye-
ckas pedpaxims (puc. 2). [To naHHBIM 3J1eKTpODU3NO-
JIOTUYECKOTO UCCclieqoBaHusl (3pUTeSIbHbIe BbI3BAaHHBIE
MOTeHLMANbI), CPEIHsIsT aMIuiuTyna komroHeHTta P100
(PpAmp) cocraBuna 17,5 = 2,5 MxB, 4yto cBumeresnb-
CTByeT 00 yMEpEeHHOM CHWXEeHMU (DYHKIIMOHATbHON
AKTUMBHOCTU 3pUTEJIbHOTO aHanu3aropa. Cienyer oTMme-
TUTb, YTO TPYOBIX MOP(HOGYHKIIMOHATBHBIX U3MEHEHUI
CO CTOPOHBI IJ1a3, BAUSIONIMX HA pa3BUTHUE, HE BBISIBJIEHO.

Helipo-KorHUTHBHOE pas3BuTHE OLIEHUBAJIOCH
B KOJIMUECTBe HaOpaHHBIX Oa/sIOB B pe3yJibTaTe Mpoii-
NEHHBIX TECTOB, C TIONMPABKOW Ha TeCTAallMOHHBIN BO3-
pact. HaOGpaHHble Oa/Uibl YCHENIHO 3aBEepPIIeHHbBIX
TECTOB TMPeoOpa3oBbIBAIM B IIKAJIMPOBAaHHBIE (puC. 3)
1 cymMapHble 0aibl (puc. 4). Ilpu dusnonornueckom
HENWpPO-KOTHUTUBHOM  pa3BUTUU CyMMapHble Oasiibl
cootBeTcTBYIOT 80—119 (puc. 5). PesynabTaThl Mccieno-
BaHMS TOKa3aju, YTO Yy HEJIOHOIIEHHBIX NeTell Helpo-
KOTHUTUBHBIE M MOTOpPHBIE HaBBIKU Pa3BUThI B COOT-
BETCTBUM C UX (DU3MOJIOTMYECKOM Bo3pacTtoM. OmHako,
SI3BIKOBBIE HaBLIKK Yy 16 13 20 MallMeHTOB UMEIOT He3Ha-
YUTEJIbHOE OTCTaBaHUE.

Takum obpa3om, McCXonsi U3 TIOJYYEHHBIX JaHHBIX
HEraTMBHOTO BJIUSIHUSI MYHTMOUTOPOB aHTHOTeHe3a apin-
Oepiiernta Ha (popMHUpOBaHNE HEWPO-KOTHUTUBHOTO pa3-
BUTHSI peOeHKa He BBISIBICHO. JlaHHbIe UCCaea0BaHUS
TpeOyIOT JajJbHEHIIero aHaaru3a U CpaBHEHUSI ¢ TPYIIIOit
HEIOHOIIEHHBIX JeTel, TOJy4YaBIINX ajJbTepHATUBHbBIC
BUJIbI JICUCHUS.

OO0cyxaeHue

B JAaHHOM MCCJICOJOBAaHNMU OLCHUBAJIOCH BJIIMAHUC
I/IHFI/I6I/ITODOB AaHTMOreHesa Ha HeﬁpO-KOFHHTHBHOC
pPa3BUTHEC HCEIOHOIICHHBIX IeTen ¢ DCTI/IHOHaTI/ICﬁ

-5,17

m0OD mOS

Puc. 2. Pesyabratbl aBropedpakromeTpun (Hm — runepmerpuyeckas pedpaknus, M — muonuyeckas pedpaxius)
Fig. 2. Autorefractometry results (Hm — hypermetropic refraction; M — myopic refraction)
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HenoHOIlIeHHbIX. [losydyeHHble pe3ysbTaThl MOKa3au,
YTO y JeTeil, MoJyiydyaBIIMX JiedeHue aduunbdepiientom,
B CpEeIHEM COXPaHSIIOTCSI HOPMaJlbHblE TOKa3aTeau
HEMPO-KOrHUTUBHOTO U MOTOPHOTO Pa3BUTUSI MO LIKAJIE
boiinu-II1. OnHaxko, cieayer OTMETUTb, UTO Y YacTu
neteil HaOmonanach TEHIEHIMSI K CHUXEHUIO OajljioB
MO SI3bIKOBOM 1lIKaJe, YTO MOXET CBUAETEIbCTBOBATH
00 OTCTaBaHUU PEYEBOTO PA3BUTHSI.

OfHUM 13 BO3MOXHBIX OOBSICHEHUI TMOJYYEHHBIX
pe3yJbTaTOB SIBJSIETCSI TO, UYTO WHTUOUTOPBI COCYIU-
CTOTO SHIOTENUATBHOTO (akTopa pocTa OKa3bIBAIOT
JIOKQJIbHOE BO3ACHCTBME HA CETYATKY M HE MPOHUKAIOT

Penentupnasn
KOMMY HHKAITHS

Koraurusnoe
pa3BHTHE

Puc. 3. llIkanmupoBaHHbIe Pe3yIbTATHI
Fig. 3. Scaled scores

88

86,52
86
84
82
80
78

76

74

72
KoruurusHele HaBBIKH

Puc. 4. Cymmaphbie daLIbl
Fig. 4. Composite scores

ke npeccHBHad
KOMMYHHEALIHA

77,78

SI3BIKOBEIE HABBIKH

OBMEH OlbITOM

B 3HAUUTEJIbHBIX KOJWYECTBAX B CUCTEMHBIN KPOBOTOK,
YTO MUHUMU3UPYET UX BJIUSHUE Ha Pa3BUTHE TOJOBHOTO
mo3ra. JIpyruM Bo3MOXHBIM OOBSICHEHUEM SIBJISIETCS TO,
YTO HEraTUBHOE BJIMSIHUE PETUHOMATUU HETOHOIIEHHBIX
Ha HEIPO-KOTHUTUBHOE PA3BUTUE MOXKET ObITh 00YCIOB-
JieHo (akTopaMM, CBSI3AHHBIMU C HETOHOIIEHHOCTBIO
(runokcust, UHPEKIUU U T.1.).

3aknovyeHue

Pe3yJ'IBTaTBI HaCcTOAIICIro HCCICOOBaHUA ITO3BOJIAIOT
IPEANOJOXUTDb, YTO JICHEHUEC PETUHOIIATUN HEJOHOIICH -
HBIX C UCITOJIb30BAHNEM I/IHFI/IGI/ITODa AHT'MOreHe3a a(me—

Menkas motopuka Kpynnas MmoTopHka

Moro PHBIC HABBIKH
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Jlockymosa B.E. u coasm. 1llkana beiiin B olieHKe BIUSHUSI MHTMOUTOpA aHTHOreHe3a adaubeplienTa Ha pa3BUTHE JeTell. .

88

86,52

KorauTHBHBIC HABLIKA

B PU3HOMOTHYECKAS HOpMA

SI3HIKOBEIC HABBIKH

MDTOI]III-[C HaBBIKH

B CymmapHbie Gasuib

Puc. 5. CymmapHbie 0a11bI ¢ (PU3HOJOTHIECKAMH HOPMAMH

Fig. 5. Composite scores with physiological norms

GepuenTa siBhsgeTcs Oe3omacHbIM. Y 80% malueHTOB,
MOJIy4yaBIIUX JAaHHOE JIeYeHUe, OTMeuajaach TeHICHIIMS
K OTCTaBaHUIO PEYeBOTO Pa3BUTHs, TTO-BUIUMOMY, CBSI-
3aHHAas He C JeHCTBHMEM IMpernapaTa, a 0COOEHHOCTIMU
OopraHn3Ma HeIOHOIIIEHHOTO, YTO TpeOyeT MajbHeHIIero
n3yyeHus. HeoOxomumbl najabHeiIIMe MCCISIOBAHUS
¢ OosbIIeii BBIOOPKOT MallMeHTOB U KOHTPOJbHON IpyM-
o1 17151 6oJiee TOUHOM OLIEHKM TOJATOCPOUYHOTO BIUSTHUS
WHTMOMTOPOB aHTHOTeHe3a Ha HeMpO-KOTHUTHBHOE pa3-
BUTHE HETOHOIIEHHBIX JIETE.
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OnbIT NprMeHeHus MOJTHOTeHOMHOI'0 CeKBEHMPOBAHMSA 115l TMATHOCTUKHU X-CHENJIEHHOro
runogochaTeMUIecKOro paxXura Ha npuMepe JIByX Cayd4aeB

A.A. byanosa, A.B. Poxckoesa, O.11. Ilapwuna, A.A. Kyoakaesa, E.B. Bacuaves, U.C. Jlanues,
E.A. Hukonaesa

Hay4yHo-unccnenoBaTenbCkuin KIIMHUYECKUIA MHCTUTYT NeanaTpumn 1 AeTCKOW Xmpyprum nmenun akagemuka lO.E. Benbtuiesa
®raoy BO PHAMY unm. H.U. NMuporosa Muxsapasa Poccun, 125412, Mocksa, Poccuiickan Denepaums

Experience of using whole genome sequencing for diagnostics of X-linked
hypophosphatemic rickets on the example of two cases

A.A. Buianova, A.V. Rozhkova, O.P. Parshina, A.A. Kudakaeva, E.V. Vasilyev, 1.S. Dantsev,
E.A. Nikolaeva

Veltischev Research and Clinical Institute for pediatrics and pediatric surgery at the Pirogov Russian National Research
Medical University, 125412, Moscow, Russian Federation

X-crenieHHblii JOMUHAHTHBII runodocdareMyeckuii paxut — HauboJee pacpocTpaHeHHAs HacaencTBeHHas (hopma runodocda-
TEMHYECKOTO PaXUTa, KOTOPAs XapaKTepu3yeTcs HapymeHneM (YHKINH 0YeK, AedopManueil CKeieTa ¥ IPYTMMH OJHOPTAHHBIMA
oclioxkHeHussMu. B Hameii crpane ¢ 2022 roaa 0100peH K TepaneBTHYECKOMY MPUMEHEHHIO MePBbIii MATOreHeTHYECKHil mpenapat
HA OCHOBE MOHOKJIOHAJIbHBIX aHTUTE K (hakTopy pocta pudpodaacroB 23 — Bypocymad. Haznauenue Tepanuu tpedyer Bepudu-
KAaIUM AMArHO32 NP MOMOIIM MOJIEKY ISIPHO-TeHETHYECKUX MeTO/10B. B HaCTOsIIIeM HCC/IeI0BAHNH MPeICTABIEHbI JBA KIMHIYECKHX
HAO0JII0/IeHHsT 32 MAIMEHTAMH ¢ X-CleNIeHHbIM JOMUHAHTHBIM runodochatemuyeckum paxurom. KinHudeckuii AnarHos 0bL1 ycTa-
HOBJIEH B Bo3pacTte 7 u 12 jieT Ha OCHOBAHMH XapAaKTEPHOr0 OMOXMMHYECKOT0 MPO(MIS M PEHTIeHOJOTHYECKOi KapTHHbl. OIHAKO
Kay3aTuBHble BapuaHThl B rene PHEX (¢.2147+1197A>G u chrX:22030553_22033026del) yaayioch BbISIBUTb TOJIBKO IOCJIE TPO-
BeJIeHUS OJJTHOTeHOMHOTO CeKBEHUPOBAHMS C MOCJIEAYIOIMM JeTATbHBIM AHAJIM30M JAHHBIX CEKBEHUPOBAHMS HOBOTO MOKOJIEHHUS.

Karoueswte caosa: X-cyennennniii domunanmublii 2unogochamemuyeckuil paxum, NOAHOLEHOMHOE CeK8eHUposanue, 6ypocymao.

Ansa yntupoBarnus: bysHosa A.A., Poxkosa A.B., lNMapluunHa O.11., Kygakaesa A.A., Bacunwes E.B., aHues U.C., Hukonaesa E.A. OnbIT npu-
MEHEHUS MOJIHOFEHOMHOI0 CEKBEHUPOBAHUS /151 ANArHOCTUKY X-CLEMNIEHHOro rmnogocoareMmyeckoro paxvura Ha rnpuMepe AByx C/ly4aes.
Poc BecTtH nepuHaton n neauarp 2025; 70:(6): 95-103. DOI: 10.21508/1027-4065-2025-70-6-95-103

X-linked dominant hypophosphatemic rickets is the most common inherited form of hypophosphatemic rickets, characterized by renal dys-
function, skeletal deformities, and other multi-organ complications. In Russia, since 2022, the first targeted therapy has been approved
for clinical use — Burosumab, a monoclonal antibody directed against fibroblast growth factor 23. Initiation of treatment requires confir-
mation of the diagnosis through molecular genetic testing. This study presents two clinical case reports of patients with X-linked dominant
hypophosphatemic rickets. The clinical diagnosis was established at the ages of 7 and 12 years based on a characteristic biochemical profile
and radiographic findings. However, causative variants in the PHEX gene (c.2147+1197A>G and chrX:22030553_22033026del) were
identified only after whole-genome sequencing, followed by detailed analysis of next-generation sequencing data.

Key words: X-linked dominant hypophosphatemic rickets, whole genome sequencing, burosumab.

For citation: Buianova A.A., Rozhkova A.V., Parshina O.P., Kudakaeva A.A., Vasilyev E.V., Dantsev I.S., Nikolaeva E.A. Experience of using
whole genome sequencing for diagnostics of X-linked hypophosphatemic rickets on the example of two cases. Ros Vestn Perinatol i Pediatr
2025; 70:(6): 95-103 (in Russ). DOI: 10.21508/1027-4065-2025-70-6-95-103

I YunodochareMuyeckuii  paxut — TeTeporeHHast
rpynmna HacJIeJICTBEHHbIX 3a00JieBaHUl, KOTOpPbIC
XapaKTepU3YIOTCSl pa3BUTHUEM PAXUTOMOMOOHBIX U3MEHE-

HMII KOCTHOW TKaHW BCJIEACTBHE ITOBBIIIICHHOTO BhHIBE-
neHust occopa n3 opraHmsma. B maHHyH KaTeropuio
BXOmUT OKoyio 10 Hozomormyeckux hopM, KOTOpBIE pas-
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JIMYAIOTCS TI0 TUITY HACIeAOBaHMS, MOJIEKYJIIPHBIM MeXa-
HU3MaM 1 BBIPAXKEHHOCTU KJIMHUIECKUX TTPOSIBIICHMIA [1].
X-ClUeIUIeHHbI JOMUHAHTHBIN runodochareMu-
yeckuit paxut (OMIM #307800) — nHaubGosiee vacTas
HacJeCTBeHHas dopma  runodochareMrUIecKOro
paxuTa, acCOUMMpOBaHHas C TATOTEHHBIMU BapHvaH-
tamu B reHe PHEX. PacripocTpaHeHHOCTh 3a00JieBaHUs
oneHuBaeTcsd Kak 3—9,5 caygaeB Ha 100 000 dgeyoBek,
06e3 CYIIECTBEHHBIX pa3IMuMii MeXIy TOMYISLMSIMH.
XapakTtep reorpauueckoro pacripelneieHus 3aboyieBa-
€MOCTU B OOJIBbIIEN CTETEHU CBS3BIBAIOT C KAa4eCTBOM
U JOCTYITHOCTBIO TMarHOCTUKU B Pa3IMIHBIX PETMOHAX,
YeM ¢ 3THUYECKUMU WJIM T€HETUYECKUMU OCOOEHHO-
cTIMU OTHeNbHbIX Tonynsauuii [2]. CoriacHO JTaHHBIM
DenepanbHOI CITyXKObI TOCYTapCTBEHHON CTATUCTUKU,
B Poccum exeromHo pernctpupyercss oKojio 60 HOBBIX
ciiygaeB X-CLETJIEHHOTO JTOMWHAHTHOTO Turtodocda-
TEMHUUYECKOTO paxuTa, a BCErO B Hallleli CTpaHe JTaHHOe
3a0oJieBaHKe nmelot rmopsiaka 6000—7000 yenosex [3].

I'en PHEX pacnoysioxkeH Ha KOPOTKOM IIjIede XpOMO-
coMbl X, Xp22.1-p22.2, cocTouT U3 22 3K30HOB U KOIU-
pyeT IIMHK-3aBUCHMYIO MeTajulosHmoIenTuaasy [4].
Benok, KomMpyeMblii 3TUM T€HOM, PETYIMPYET IKCIpec-
cuio ¢akropa pocra ¢pudpobmacToB 23 M CUHTE3UPY-
eTCcs MPEUMYIIECTBEHHO B OCTeobjacTax M OJOHTOOJA-
crax [5]. B cBoro ouepens, dakrop pocta pudpoOIACTOB
23 urpaet KJIHO4eBYIO pojib B TonaepkaHuu (ochaTHOTrO
roMeocrasza IyTeM CHUXeHMST peabcopounu ¢ocdaron
B TIPOKCUMAaJIBHBIX KaHajbllax HedpoHa. [Tomumo cBo-
ero ¢ocdarypuueckoro addexra, dpakrop pocra Guodpo-
omacroB 23 wmHrubupyer 25-OH Butamun Dl-anbpda-
runpokcwiazy (CYP27B1) u akruBupyet 25-OH Butamux
D24-runpoxcunazy (CYP24A1), yTo mpuBOAUT K CHUXE-
Huo 1,25(0H),D u noblieHuio yposHs 24,25(0OH),D
B KpoBU. B oTBeT Ha MOMOOHbBIE U3MEHEHUSI TIPOUCXOAUT
CHUXeHue BcachiBaHUs ¢ocdaroB B kuileyHuke. Kay-
3aTUBHbIE BapuaHThl B PHEX TIpUBOAST K YBEJIMUEHUIO
cuHTe3a (pakropa pocta ¢GudbpoOIACTOB 23, MOBBIICHUIO
€r0 YPOBHSI B CBHIBOPOTKE KPOBU C Pa3BUTHEM TSIKEJTbIX
CUCTEMHBIX TIPOSIBIIEHMT X-CIEeTJIEHHOTO JOMUHAHTHOTO
rurnodochaTeMUIECKOro paxuTa.

V manmeHToB ¢ X-CLeTIeHHBIM JOMUHAHTHBIM TUIIO-
(ochareMryecKUM paxuTOM HaOIIOJAIOTCS: 3aJepkKKa
poCTa, HECOOTBETCTBUE MACChI TeJla €T0 JUTMHE, BapycHast
nedopMalust KOJEHHBIX W/WIW Ta300eIpeHHBIX CyCTa-
BOB, OeIpeHHBIX M OOJbIIEOEepLOBEIX Kocteit. Jledop-
Malusl HIDKHUX KOHEYHOCTel BO3HMKAeT B TIpoliecce
BEpTUKAIM3allMM pebeHKa W CTaHOBUTCS 3aMETHOM
¢ HayajoM XonbObl. TakXke DOCTAaTOYHO XapaKTEPHBI:
KPaHWOCWHOCTO3, aHOMAJIbHOE CTPOEHUE uepera, 3y60-
YyeJII0CTHBIE abcLiecchl [6].

Jnst mpemynpexaeHus WHBATWAW3AUK TalieHTa
¢ X-CLUETUIEeHHBIM JTOMMHAHTHBIM rurodochaTeMu-
YECKUM PAaXUTOM KIIOUeBOe 3HaueHHWEe MMEIOT paHHSIs
MTOCTAaHOBKA AWarHo3a M BHIOOP aleKBAaTHOW TaKTHUKU
neyeHus. Jlo HemaBHEro BpeMeHM Teparusi 3aboJieBa-
HUST BKIJTIOYAja TEepOpaIbHBIM MpUeM HEeOPraHMYeCKUX

OBMEH OlbITOM

docdaroB (20—60 Mr/Kr/cyT) B COYETAHUU C AKTHB-
HBIMU MeTabosuTamMu BUTamMuHa D (anbdakanbiiymosn
1 mkr/cyr wam kanpuutpuon 0,5 mkr/cyt). OmHako
Yy 3HAYUTEJIIBHOTO 4YHWCIa TAlWEHTOB IOJOXKUTEIbHBIN
pe3yJibTaT OTCYTCTBOBaJI, @ B HEKOTOPBIX ClIydasix co00-
1IAJIOCh O TaKUX OCJOXHEHUSX, KaK He(ppOKaIbIIMHO3
u ruriepnapatupeos [7, 8].

B 2018 romy Food and Drug Administration (FDA)
omoOpuia TMmaToreHeTU4YecKnit Tperapar bypocymad —
YeJI0BEYECKOe MOHOKJIOHAJIbHOE AaHTUTEN0, pas3pa-
0OTaHHOE CIEeIUAIbHO JUISI JIeYeHUS] X-CUEIUIEHHOTO
TTOMUHAHTHOTO rurnodochaTeMrUuecKoro paxura.
OH cBs3bIBaeT ¢akTtop pocra duodbpobdiaactoB 23, Tem
caMbIM BOCCTaHaBJIMBasi HOpMaJIbHbIN ToMeocTas (oc-
¢daroB. bypocymMa® 3HauMTENbHO YJIy4lllaeT TPOTHO3
3a00JIeBaHUSI U TIPEBOCXOAUT IO CBoeil 3(pdeKTuBHO-
CTU CTaHAApTHBIE METOABI JedeHus. [lalueHThl, KOTo-
pble MOJIyJaay MperapaT, UMeIOT HOPMaJIbHBII poCT, UM
pexe TpeOYITCSl XMpypruyeckKue BMellaTesIbCTBa, He Tak
YacTo BCTPEUAIOTCsl TAKME OCIOKHEHMST, KaK HepoKasb-
LINHO3, U MEHee BhIpakeH 0O0JIEBON CUHAPOM B HUKHUX
KOHEUHOCTSIX, MOBBIIIAETCS TOJEPAHTHOCTb K JUTUTENb-
HBIM usndeckuM Harpyskam [9, 10]. Ha nacrosimii
MOMEHT 3TO €IMHCTBEHHBIM METOH JIeYeHUsI, KOTOPBIi
MO3BOJISIET MHOTUM IMallMeHTaM JOCTUTHYTh TpaKTH4e-
CKM TOJIHOTO KOHTPOJISI HaJl 3a00JIeBaHUEM.

B nameit crpane bypocymab BXOAUT B mepedyeHb Ipe-
naparoB, 3akynaembeix @onmom “Kpyr mobpa”. Ilatore-
HeTWJecKast Tepalusi Ha3HavaeTCs JeTSIM ¢ KITMHUTIECKUM
INaTHO30M X-CIEIUIEHHOTO TOMWHAHTHOTO Turtodocda-
TEMUYECKOTO PaxWTa, TMOATBEPXKICHHBIM MOJEKYISIPHO-
TeHeTUYECKUMH METOIaMU, TO e€CTh BBISIBJIEHUEM Kay3a-
TUBHBIX BapuaHTOB B reHe PHEX. WccnenoBaHue MoxeT
OBbITh MPOBEACHO C MCIOJIb30BAHUEM CEKBEHUPOBAHUSI
no CaHrepy WM TapreTHOTO BbICOKOTIPOU3BOAUTETBHOTO
cekBeHupoBaHusi (NGS), ogHakKO BaXHO YUWUTHIBATh,
YTO TPU STOM TIPOTSDKEHHBIE TeTePO3UTOTHBIE IETEIINI
n ayrmukauuu (Copy number variation — CNV) moryt
He JIEeTeKTUPOBaThCcdA. B Takmx ciydasx peKOMeHIyeTCs
npoBeneHue aHajm3a reHa PHEX ¢ wucrmonb3oBaHMEM
MYJIbTUTUIEKCHOM aMIUTM(UKAIIN TUTHPOBAHHBIX 30HIOB
(MLPA — Multiplex Ligation-dependent Probe Amplifi-
cation) WIM XpOMOCOMHOTO MMKPOMAaTPUYHOTO aHaau3a
(XMA) sk30HHOrO ypoBHs. Ilpu mnomo3peHun Ha mato-
TeHHbIe BapWaHTbl B MHTPOHHBIX OOJIACTAX OMpaBIaHO
MPUMEHEHUE TTOJTHOTeHOMHOTO cekBeHnpoBaHust (WGS),
KoTopoe Takxxe mo3BosisieT BbisIBIsSITE CNV [11]. T1pu aToM
y MaIMeHTOB MYXCKOTO TI0JIa, B CBSI3W C TEMU3UTOTHBIM
COCTOSTHMEM TI0 X-XPOMOCOME, TPOTSDKEHHBbIE Jeeiun
B reHe PHEX, Kak MpaBwWIoO, JIETKO MAEHTU(UIIMPYIOTCS
npu NGS, BkiI0o4asi MOJHOT€HOMHOE CEKBEHMPOBAaHUE,
He TpeOysI JOTIOTHUTEIbHOM Baauaauny Metogamu MLPA
WJIA XpOMOCOMHOTO MUKpoMaTpuuHoro aHanusa. K pen-
KUM TIpUYUHAM X-CUETUIEHHOTO JOMWHAHTHOTO THWITO-
docdareMrueckoro paxura OTHOCSITCSI TTOCT3UTOTHBIC
Kay3aTMBHbIE BapuaHTbl B reHe PHEX, KOTopble MOTYT
OBITh JETEKTUPOBAHBI C TTOMOIIBIO TAPTETHOTO BBICOKO-
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Ey}lHOBa A.A. u coasm. OTBIT MPUMEHEHMS TIOJJTHOTEHOMHOTO CEKBEHUPOBAHMS LIS IMAaTHOCTUKY X-CLETUIEHHOTo TodochateMuyeckoro paxura. ..

MPOM3BOIUTEILHOTO CEKBEHUPOBAHUSI C OOJIBIION TTyOou-
HOW TTOKPBITUSI.

C 1ebplo 1eMOHCTPAllMM JUAarHOCTUYECKON 3HAuM-
MOCTH TIOJTHOT€HOMHOTO CEKBEHWPOBAaHUS JIJISI BBISIBIIC-
HUS peIKUX HYKJIeoTUIHbIX BapuaHTOB U CNV B reHe
PHEX mpencraBieHbl KIMHUYECKHE HAOMIOACHUST IBYX
MpoOaHIOB M3 HEPOJCTBEHHBIX CEMEi, a TaKXKe omuca-
HUE UX KIMHUYECKUX, OMOXMMUYECKUX U PEHTTEHOJIOT -
YECKUX OCOOEHHOCTE.

KnuHuyeckue HabnoaeHus

Hacrosiiast pabora BKJtOUaeT ONMMCaHUE OBYX KITW-
HUYecKux ciydaeB: nmpobann C., MaibuuK 7 JeT U Tpo-
O6ann B., Mmanpumk 12 jiet, y KOTOPBIX Ha OCHOBaHWU
KJIMHUKO-JTA00PAaTOPHBIX M PEHTIEHOJOTUYECKHUX JTaH-
HBIX OBbUI YCTaHOBJIEH AWArHO3 X-CIEIUIEHHOTO IOMM-
HaHTHOTO runodochaTeMUIecKOro paxuTa.

Kaunuko-eeneanroeuueckuii  memod  VCIIONb30BAJICS
IIJIS1 YCTAHOBJIEHUSI HACJIEICTBEHHOTO XapakTepa 3aboJie-
BaHus1. CocTaBjieHHe POJIOCIOBHON BKIIIOUAJIO HE MEHEee
Tpex mokoJieHnit. KimHuyeckass olLeHKa KaxXaoro
U3 TIpEACTABJICHHBIX CJIyyaeB BKJIIOYajia OCMOTp, COOp
Kajob M aHaMHe3a, YYUTHIBAJIUCH TapaMeTphl usnde-
CKOTO pa3BUTHSI, NEOIOT 3a00JieBaHUsI, TMHAMMKA TIPO-
IPECCUPOBAHMS M BHIPAKEHHOCTU TATOJOTUU OMOPHO-
JIBUTATEJIBHOTO arlfaparta, BHECKEJETHBbIC TPOSBICHUS
3aboneBaHus. Ouenka dusznueckoro pazputust (SDS
pocta 1 SDS Beca) npousBoauiach C UCIOJIb30BaHUEM
AHTPOMIOMETPUYECKOTO  KaJIbKYJIsITOpa  CrHelMralbHOMN
9JIEKTPOHHOI mporpaMmbl  (Auxology). OlleHUBaIUCh
pe3yIbTaThl, TMOJydYeHHbIE MPH WMCCIECAOBAHUM KIUHU-
YECKOro M OMOXMMHMYECKOTO aHAJIM30B KPOBU (KaJIbIIMiA
obmmii, docdop, memouHasa ¢ocdaTtaza, KpeaTUHUH,
25(OH)-Butamun D, mapatupeouaHblii TOPMOH), OMO-
XUMMYECKUI aHaIu3 Mo4u (Kanbluii, ochop B pazo-
Boit mopimu mMoun), MKP®/CK® — orHomieHne Mak-
CUMaJIbHOW  KaHaJblIieBOM peabcopOuum  docdaToB
K cKopocTH KiryboukoBoit dwibrpain u CK® — cko-
pocTu KJIyOOuKOBO# wiibTpaniuu. WMHCTpyMeHTallb-
HbIE METOJIbl MCCIEIOBAHUSI BKJIIOUYAIU YJIBTPAa3ByKOBOE
WCCIIeIOBaHE OPraHOB OPIOIITHONM TOJIOCTU M TIOYEK,
IIMTOBUIHOM KeJie3bl, a TaKKe peHTreHorpaduio, Tpo-
BOJMMYIO C 1I€JIbIO MOATBEPXKICHUS IMarHo3a U Oorpese-
JIEHUST CTeTICHU TSKECTH PaXUTUIECKUX U3MEHEHUIA.

Monexyaapro-eenemuueckue memoosi. [101THOreHOMHOE
CEKBEHUPOBAHNE BHITIOJIHEHO METOIOM MapHO-KOHIIEBOTO
yreHus 2x150 Ha rmatopme MGI DNBseq-T7. JanHbie
B chopmare fastq ObLIM TIPeIOCTaBIEHBI POIUTEISIMU TIPO-
0aHma B JIabopaTOpUIO KIMHWYECKOW T€HOMUKHM U OMO-
nHpopmatuku HUKW nenuarpuu m nerckoi Xupypruu
nmenu akanemuka FO.E. BenbTuiesa st moBTOPHOTO
aHammza. Jng ypmaneHust TocienoBaTebHOCTEH ajar-
TEpOB MCMoJb30BaM yruiuty cutadapt [12]. BeipaBHU-
Banue mpouteHuit JIHK Ha pedepeHCHbINT TeHOM 4eso-
Beka hg38/GRCh38 mnpoBonuiu ¢ WMCMOJIb30BaHUEM
anroputmMa BWA-MEM v0.7.18; MeueHue ny0oJuKaToB —
yruinatoit samblaster v0.1.26; 1OMOJTHUTEILHBIE MAHUITY-

sy ¢ bam- u vef-aiiaMu BBITIONMHSUIA C TTOMOIIBIO
HabopoB mHCTpyMeHTOB Picard v3.2.0, SAMtools v1.21
u BCFtools v1.21 [13—16]. s BbISIBICHUSI OMHOHYKIIE-
OTUIHBIX BApMAHTOB M KOPOTKUX JeJelnil/MHCePInii
npumeHsun aaroputm Genome Analysis Toolkit (GATK)
HaplotypeCaller v4.6.0 corimacHo peKOMeHIAIUsIM pa3pa-
6otunkoB [17, 18]. AHHOTAIIMIO BBISIBJIEHHBIX BApUAHTOB
npoBoawM ¢ momoiibio nmporpamMmmsl VEP (Variant Effect
Predictor) [19]. OnpeneneHve Bapualuy 4ucia KO
CNYV npoBoauiu ¢ MCMnojib3oBaHMeM npuiioxeHust Can-
vas v1.40; aHaM3 CTPYKTYPHBIX MEPecTpoeK reHoMa mpo-
BOIWJIV C TIOMOIIIbIO aJITOPUTMA TOMCKA TUCKOPAAHTHBIX
¥ TMOpUIHBIX TTpouTeHnit Manta [20, 21]. st Bu3yanusa-
1LIMY pe3yJbTaToB uctonb3oBanu opaysep IGV (Integrative
Genomics Viewer) [22].

KnuHunyeckunin cnyyaim N2 1

IIpoGanng C., Mmampuuk 7 JeT, HaOMIOgaacsd B TIeIM-
aTpUYECKOM OTHEJIEHNMU BPOXKIECHHBIX M HaCJIeACTBEH-
HBIX 3a0oneBannit MHcTUTyTa BenpruineBa ¢ xxamobamu
Ha 3aIepKKy pocTa, OBICTPYIO YTOMJISIEMOCTD TIpU (pU3H-
YeCKUX Harpy3Kax, BapycHyo aehopMaliio HIKHUX
KOHEYHOCTEeM, TpeXaAeBpeMEeHHOEe BBIMaleHNEe 3yOOB.
l'eHeamornyeckunii aHaMHe3 He OTSTOIIEH, B CEMbE €CTh
3II0POBBIE CTApIINeE cecTpa ¥ O6pat, POAUTENTN 310POBHI.

Anamnes ycusnu. PebeHoK oT 3 6epeMeHHOCTH, MPoTe-
KaBIllel Ha (hoHe TOKCMKO3a M TecTo3a. Pomuics B cpok
MyTeM KecapeBa ceueHMsI ¢ Maccoii Tea 2850 r u jimHomi
49 cm. Ouenka no mkajnae Amnrap coctaBuia 7/9 Gaios.
Tleprion HOBOPOXIEHHOCTH TIPOTEKaJ OJArONMPUATHO.
PanHee pa3BuTHE COOTBETCTBOBAIO Bo3pacty. Obpartiana
Ha ce0s1 BHMMaHMe 3a7epKKa pocTa.

Anamnes 3abonesanus. Jle6ior 3aboyeBaHus B 1 rof
3 Mecs11a, CIycTs 2 Mecsilia OT MOMEHTa Havajla CaMOCTO-
SITEJTLHOM XOIBOBI, KOTAAa POAUTEN 00OpaTUIN BHUMAHKE
Ha TIOCTEIeHHO TTPOrpecCcUpyolre BapycHbIe aehopma-
I HUXKHUX KOHeuHocTell. HeomHOKpaTHO TMPOXOMWI
KYpChl PeabWIMTALIMOHHBIX MEPOTNPUITUI, BKITIOYAIO-
mue pu3nosedeHre U Maccax, Ha (poHe KOTOPBIX 3a00-
JIeBaHWe TIPOJOJIKAJio TporpeccupoBaTh. B Bo3pacte
3 JleT meauaTpoM IO MECTY JKUTENIbCTBA 3aromo3peH
paxuT, Ha3HaueHBl IOTIOJHUTETbHBIE METOIBI 00Ce-
JIoBaHMS. B CHIBOPOTKE KPOBHM OTMEUAJOCh CHIKEHHUE
YpOBHSI HeopraHuudeckoro ¢ochopa a0 0,88 Mmonb/n
npu Bo3pacTHoW Hopwme 1,39—2,21 Mmousb/a, apyrue
MoKa3aTejv, B TOM YKCJie aKTUBHOCTD INEJOYHOMU (hoc-
daTaspl, ObITM B mpeaesiaXx pehepeHCHBIX 3HAYEHUIA.
Ilo naHHBIM OMOXMMUYECKOTO aHaIM3a MOYM B Pa30BOM
MOPLUNUM OTKJIOHEHWI He BBIsIBJIeHO. B 3 roma maBakmel
MPOBOAMIIACH AKCTPAKIIUS IIPEMOJISIPOB.

B Bo3pacre 4 ner BriepBble OOCAEAOBAICS U TOJY-
yan nedenue B MHcturyre Benprumiena. Ilo pesynb-
TaTaM OCMOTpa W  TPOBEACHHBIX J1AOOPATOPHO-
WHCTPYMEHTAJIBHBIX MCClIefoBaHMiA y Manburka C. ObLT
yctaHoBJIeH runodocdaremuueckuii paxurt. [IpoBeneH
KOHCHJIMYM Bpadeil O Ha3HaYeHWHW 3aMEeCTUTENIbHOM
Tepanuy He3aperncTpUpPOBAaHHBIM Ha Tepputopuu Poc-
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cuiickoitr ®exepaumu mpernapatoM auruapodocdara
KaJusl U IUTUApaTa MOHOTUApOodochara HaTpus U3 pac-
yera 50 mr/kr/cyr. PekomeHnoBaHo mposeneHue JHK
JMUAarHOCTUKU. B MeXTOCITMTALHBIN TIEpUOJ TTPOBEICHO
ornepaTBHOE JieueHNe — TeMUBTIU(U3NOIE3 30H pOCTa
OeapeHHO M OOJBIIEOEPIIOBOM KOCTE ¢ 00eMX CTO-
POH, ¢ TIOCIIEAYIOIIUM yaaJeHeM GJIOKaTOPOB 30H pocTa
Yyepes MoJroaa.

Jannvte ocmompa. Tlokazarenu ¢puU3NYeCKOro pa3Bu-
st mpodanaa: poct — 113,5 cm (-2,29 SD), macca Tena
21,5 xr (-1,09 SD), unaekc maccel Tena — 16,7 (+0,64
SD). Ocanka HapylieHa MO CKOJUOTUYECKOMY THITY.
ITpu ocMoTpe HMXXHUX KOHEUYHOCTe# obpaliaia Ha ceOst
BHMMaHWe WX BapycHas nedopMalnsi, KOHTPAKTYPbI
KOJIEHHBIX cycTaBoB. 1o npyrum opraHam U cucteMam
ITaTOJIOTMU BBISIBJIEHO He OBLIO.

Pezyabmamur  uccaedosanuii. B ChIBOPOTKE KpPOBU
OTPENeISITUCh  HOPMaJIbHbIE YPOBHU  ITapaTUPEOWI -
HOTO TOPMOHa W BUTaMWHa D, MOBBIIIEHWE aKTHBHO-
ctu menaouHoit ¢ocdarassl 1o 500 ME/n npu HOopMme
104—345 ME/n, caumxenue docdopa no 0,87 Mmonb/n
npu Hopme 1,33—1,94 mmonb/n. OrnpeneneH BbICOKUIA
ypOBeHb (DpaKLIMOHHOM 3KcKpeunuun ¢ochatoB — 23%
npu HopMme MeHee 15%, HM3KWIT YpOBeHb (DpaKIIMOH-
Hoii (TyOyJsipHOIT) peabcopbuuu — 77% Tipu HOpMme
85—95%, yckopeHHBbII KinpeHe dhochopa — 0,37 mi/cex
rpu Hopme 0,01—-0,25 mi/cex.

VIIbpTpa3ByKoBOe UCCIEeIO0BaHKWE TMOYEK OOHAPYXKUIO
yBeJIMUeHNe UX 00beMa, He(pPOIITO3 CripaBa M MOBbIIIE-
HUE TTOABWKHOCTH JIeBOM Touku. ITo peHTreHoJiornye-
CKUM JTaHHBIM HaOJIOAaINCh YMEpPEeHHOE pa3peskeHue
CTPYKTYpPBI KOCTEW TpeaIuiedynii M KHUCTeW, BapycHast
nedopmanys OOJbIIEOEPIIOBLIX KOCTEH C yMEpPEHHBIM
pacimmpeHneM 30H pocta (puc. la). WMHnmekc paxuta
(RSS) cocraBu 0.

Monekynsapro-eenemuueckas ouaeHocmuka. Meronom
MPSIMOTO  aBTOMATUYECKOTO CEKBEHMPOBAHUSI TPOBE-
JIeH aHaiu3 5, 6, 8 u 9 sk30H0B reHa CYP27B1 (OMIM:

MauuenT C.

OBMEH OlbITOM

609506) n 3,9, 12, 21, u 22 sk3oHOB reHa PHEX (OMIM:
300550), maTOreHHBIX BapUaHTOB He OOHaAPYXEHO.
IManenbHOE CeKBEeHMpOBaHUE 166 TEHOB, OTBETCTBEH-
HBIX 32 KOCTHYIO TIaTOJIOTHIO, TakXe He OOHapyXWJo
MaTOTeHHBIX M BEPOSITHO TATOTeHHBIX HYKJIEOTUIHBIX
BapuaHTOB. C 1ieJbl0 JaJbHEMIIEro moucka MpUYMHbI
3a00JIeBaHMSI B IBYyX HE3aBUCHMBIX JIaOOpaTOPUSIX ObLIO
BoimosiHeHO WGS, ogHaKo 3HAUYMMBIX TEHETUYECKUX
BapUaHTOB, SIBJISIIOIIMXCS BEPOSITHOM MTPUUIMHO 3a001e-
BaHMSI, BBISIBJIEHO HE ObLIO.

ITockonbKy MIMarHo3 rurnodochaTeMUIeCKuii
paxuT He BbI3BIBaJ COMHeHus, B Jlabopatopuu Kiu-
HUYECKOM TEHOMMKM W OMOMH(MOPMATHKU WHCTUTYTA
BenbruimieBa ObL1  mpoBeneH OuonHGOpPMaTUYECKUI
aHaJu3 JaHHBIX TTOJJHOTEHOMHOTO CEKBEHMPOBAHMSI.
B rene PHEX (NM_000444.6; ENST00000379374.5)
B uHTpoHE 21 mM3 21 BBIABICH FeMU3UTOTHBI BapuaHT
¢.2147+1197A>G, He 3aperuCTpPUPOBAHHBIN B TIOIYJIsI-
LIMOHHBIX 0a3ax JAaHHBIX YeJOBeKa, paHee OINMMCAaHHBIN
B JIUTEpaType M TpelcKa3aHHBI HapyllaTh CIUIANCUHT
anroputmamu SpliceAl (DS=0,26), Pangolin (DS=0,49)
(puc. 16) [23]. [To coBOKymHOCTM CBeAeHUI OOHapy-
JKeHHBI BapMaHT MMeJT HeONpeaeIeHHYI0 KITMHUYECKYO
3HauYUMOCTh. [lpu mpoBeneHUM aHalIM3a cerperauvu —
o0cenoBaHUM MaTepyd Ha TIpeAMET HOCUTEbCTBA —
JI0OKA3aHO €ro de novo MPOUCXOXIEHUE.

KnunHnueckuin cnyyaii N2 2

IIpo6ana B., manpuuk 12 ner, HaGIOAaICS B OTIE-
JICHUM BPOXIEHHBIX M HACJeICTBEHHBIX 3a00JeBaHUIA
Wncturyra BenpTrinena ¢ xkarobamMu Ha OBICTPYIO YTOM-
JISIeMOCTb, 00u 1 AedopMallui HUXKHUX KOHEYHOCTEH,
3a/Iep>KKy pocTa, U30BITOK MAaCCHI TeJa.

leneanoeuueckuii anamues. bpak He pPOACTBEHHBIN.
Marp mipobaHga WMeEeT paxuToIogo0Hoe 3abojieBa-
HUe, XapaKTepu3ylollleecsl 3aJIep>KKOoil pocTa, BapyCHOM
nedopmaneii HUXKHMX KOHEYHocTel, rumnodocdare-
muei (puc. 2a).

22,246,610 bp

E 22246600 by
|

oneunrnmnn“ﬁm nnm-

T CAACAGATAAG

-

T

-

PHEX

Puc. 1. a — PeHTreHoI0rH9eCKHii CHUIMOK KOCTeii roJieHeii u Kucreii mpodanaa. 6 — OQHOHYK/IEOTHIHAS 3aMeHa, npe-
CTaBJ/IeHHAas B POrpamMMe ISl BU3yaJIu3aIiuy FeHOMHbIX JaHHbIX — IGV
Fig. 1. a — Radiographic image of the proband’s shin and hand bones. 6 — Single nucleotide variant, visualized using the In-

tegrative Genomics Viewer (IGV) software
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Anamues ucuznu. Hacrosiiiasi GepeMEHHOCTb BTO-
pasi, mpoTeKajia HeGJIarompusiTHO ¢ Yrpo30i MpepbiBa-
HUST U Ha (pOHE TOBBIIIEHUST apTePUATbHOTO JaBJICHUS
y Matepu BO BTOPOii MojioBUHE OepeMeHHOCTH. PebeHok
pomwiics Ha 38 Henese TyTeM KecapeBa Ce4eHUs, ¢ Mac-
coii Tena 3330 r u nmHO# 50 cM. Tlepuon HOBOpOXIEH-
HOCTH TIpOTeKaJI OJIarOMPUSITHO.

Anamnes 3abonesanusn. B Bospacte 1,5 ner pomurenu
BIIEpBbIE OOPATUJIMCh K Bpady-opTOIeny ¢ KajobaMu
Ha UCKPUBJICHUE HIKHUX KOHEYHOCTEM, OBUIO 3aIono-
3peHo paxuTonogobHoe 3aboneBaHue. Ha3zHaueHa Tepa-
nus Tnpenapatamu Kanbuusi, ocdopa m ButammHa D
C TOJIOXUTETbHON JUHAMUKONW B OMOXMMUYECKOM aHa-
ym3e kpoBu. C 6 jieT HabMomaeTcsl B MeIUaTPUIECKOM
OTIeJICHUN BPOXIEHHBIX M HAcleJICTBEHHBIX 3a00JeBa-
Huit MHcTuTyTa BenbTuinena.

Jlannvie ocmompa. Tlokazatenn (u3nyeckoro pasBu-
st mpobaHaa: poct 138 cm (-2,24 SD), Bec 50 kr (+0,71
SD), nnamekc maccel Tena = 26,3 (+2,33 SD). Oxkpyxk-
HOCTb TOJIOBBI — 56 cM (z-score: 1,51). JIuneBoit (peHOTHTT
6e3 ocobeHHocreit. [Ipu ocMoTpe oTMeuanach BapycHasl
nedopmarliust Ta306eIpeHHBIX CYCTaBOB, BapycHast nedop-
Malisl HUKHUX KOHEYHOCTEH C TOPCHOHHOW aedopma-
LIMei TUCTANBHBIX OTIEJIOB TOJIEHEe, HapyllleHe OCaHKU
10 TUTTY CKOJIM03a. OrpaHueHUs TTIOABMKHOCTH B CyCTa-
Bax He BbIsiBJIeHO. [1pu (pusukanibHOM 00Ce10BaHUN Y-
TMX OPTaHOB M CHCTEM TTaTOJIOTUU He BHISIBJIEHO.

Jannvie uccaedosanuii. B OMoXxuMM4YecKOM aHaIm3e
KPOBU BBISIBJICHO TIOBBIIIEHUE aKTUBHOCTH IHEJIOYHOM
docdaraszsr mo 1079 ME/n nipu Hopme 42—362 ME/n,
cHmxeHue ¢ocdopa Heopranuyeckoro 10 0,71 MMosb/
npu Hopme 1,33—1,94 MMoOJb//1, TOBBIIIEHWE TTapaTHU-
peongHOro ropmMoHa a0 132,7 mpu Hopme 16—62 mir/mit.
INokazarenu noHusnpoBaHHOTO Kajibuus, 25-OH Burta-
MuH D B mipenenax peepeHCHBIX 3HAYEHMIA.

IIpu ynbpTpa3sByKOBOM UCCIeAOBaHUM OOHaApYXeHO
yBEJIMUEHKWE TI0OYeK B 0ObeMe, YTOJIIEHWEe WX TapeH-
XUMBI, a TAKXKe JIEBOCTOPOHHMIT HedponTo3. [1pu peHT-
reHorpacu BBISIBICHBI WM3MEHEHUsI (OPMBI KOCTEN
C YMEpeHHBIM paclIupeHUeM MeTahHu30B JYIEBBIX
M JIOKTEBBIX KOCTel, medopMalmeil 30H pocTa B BUIE
Yall, HeYeTKMMU, 6aXpOMUYaTBIMU KOHTYpaMHM, BapycHast
necdopMaiiist OOJbIIEOEPIIOBBIX KOCTEH, paciiMpeHue
U pa3pekeHue MII0OTHOCTH 30H pocTa (puc. 20). [1pu ycra-
HOBJIEHMH KOCTHOTO BO3pacTa OTMEYEHO eT0 OTCTaBaHUe
OT TIaCIIOpTHOTO, IeduuuT coctasisut 2 roma 10 mecs-
neB. Muanekc paxura (RSS) paBen 4 6ayutam Ha BepxHel
KOHEUHOCTH, 3 OajutaMm — Ha HuxKHel. 1o pesynabratam
JTabOpaTOPHBIX, WHCTPYMEHTAJTbHBIX W KIMHUUYECKUX
JMIAHHBIX YCTaHOBJIEH IMAarHO3 X-CIETUIEHHOTO IOMHU-
HaHTHOTO runodochaTeMUIecKoro paxuTa.

Moanexynapno-eenemuueckasn duaenocmuka. IlpoBeneH
MOVICK YacThIX MyTanuii B reHe PHEX, B Xxo1e KOTOPOTo
MaTOTeHHBIX MYTAIlMil He BBIIBIEHO. MeTomoM Macco-
BOTO TTapaylJIeIbHOTO CEKBEHUPOBAHUS MPOBEACH aHaIN3
166 TeHOB, OTBETCTBEHHBIX 32 KOCTHYIO IMATOJIOTHIO —
3HAYMMBIX MYyTallMil, aCCOLIMMPOBAHHBIX ¢ (heHOTUIIOM,

He BBIsIBJIeHO. [Ipu aHaiM3e MOJTHOTEHOMHBIX TAaHHBIX
3HAYMMBIX BapMaHTOB, aCCOLIMUPOBAHHBIX C (PEHOTHU-
oM, He 0OHapyKeHO.

OnHako auarHo3 X-CUEIUIEHHOTO JOMHWHAHTHOTO
runodocaTeMUIeCKOTro paxuTa He BbI3bIBAI COMHEHMS,
B CBSI3M C 4eM MpOBeAeH OMOMH(MOPMATUIECKUI TTepe-
CMOTp JaHHBIX, TTOJYYeHHBIX B pe3yabrate WGS paHee.
Ilpyu OuouHpopMaTUUECKOM TiepeaHan3e JaHHbIX
B JlabopaTopuu KIMHUYECKOW T€HOMUKU U OMOMHGOP-
Matukun MHcTUTYyTa BenbTulileBa BBISBIEHA TeMU3UTOT-
Has generust chrX:22030553_22033026del (hg38) B reHe
PHEX (NM_000444.6; ENST00000379374.5), mpoTsi-
XKeHHOCThIO 2474 T1.H., TepeKpbIBamIas 5’-HeTpaHC-
JIpyeMyio o6actb U 1—6 KomoHBI |1 3K30Ha (puc. 2B).
Henernust TIPUBOAUT K TIOTepEe CTApT-KOIOHA W yTpaTe
¢ynkunu 6enka. [laroreHHble BapuaHThl B reHe PHEX
MPUBOIST K Pa3BUTUIO X-CUEMJIEHHOTO JOMWUHAHTHOTO
runodochaTeMUIeCKOro paxura.

OO0cyxaeHue

T'en PHEX (Phosphate Regulating Endopeptidase
Homolog X-Linked) pacnonoxen Ha X-Xpomocome
(Xp22.2-p22.1) u KomupyeT MeMOpaHHO-CBSI3aHHYIO
BHIOMENTHUIA3Y, OIMOCPENOBAHHO PEryJIMpPYIOIIYI0 YpO-
BeHb (hocdaToB B CHIBOPOTKE KpoBU. [laToreHHbIe Bapu-
aHTBl B PHEX IPUBOIST TOIBKO K X-CLETIJICHHOMY JOMM-
HaHTHOMY TuriodochareMuyeckomy paxury (OMIM:
307800), mpu 5TOM Ha T0JI0 TOYKOBBIX TTpuXxoautces 85%,
a Ha KpyMHble aeneunu/ayrumukanuu — 15% [24]. WGS
MO3BOJISIET BBISBIISITH KAK TOYKOBBIE (BKJTIOYAast WHTPOH-
HbIE), TAK U CTPYKTYpPHBIC BapyUaHTHI B CBSA3U C PaBHO-
MEPHOCTBIO TTIOKPBITHUSI, UTO JIeJIaeT er0 YHUBEPCATbHBIM
MUATHOCTUYECKUM METO/IOM.

B o0cyxneHnn otiebHO OCTAaHOBUMCSI HA BapyaHTax,
pacnosiokeHHbIX B 21 MHTpOHE 1 22 9K30HE, a TAKXKe Mpo-
TSDKEHHBIX Jesietinsix 1 ak3oHa. Bapuant ¢.2147+1197A>G
BreHe PHEX, oGHapy:keHHBbIH y Hatero naimeHTa C., uHu-
LUMPYET CKPBITHINA JOHOPHBIN CaWT CIJIaliCMHIa MHTPOHA
21, 4To MPUBOAUT K OOpa30BaHUIO 84-TI.H. TICEBIO3K30HA
Mexny sk3oHaMM 21 1 22. DTOT MCEeBIO3K30H KOAUPYET
17 aMMHOKMCJIOTHBIX OCTaTKOB (2.0.), 3aBEepIIAIOIIMXCS
crorr-KogoHoM TGA, 4TO BBI3BIBAET ITPEXKICBPEMEHHYIO
TEPMUHALIMIO TPAHCIISILIMM, KOTOPasi B HOpMeE J0JKHA ObLia
npon3onTy crycTd 33 a.0. B pesynbrare obpasyercst yKo-
POYEHHBIN OeJIOK, He comepKalluii ABa BaXKHBIX ITUCTEU-
HoBbIX octaTka (Cys733 u Cys746), KOTOpbIE Y4acTBYIOT
B 00pa3oBaHUM IUCYIb(MUIHBIX MOCTUKOB, CTaOMIIM3M-
PYIOIIUX TPETUYHYIO CTPYKTYpy 3HjaorenTtuaassl. Hecmo-
TP Ha TMOsIBJIEHME CTOM-KOmoHa, 3Kcmpeccuss MPHK
HE CHIKAETCsl M3-3a PacIlooXeHUsT BapuaHTa B Mpeiesax
50 T.H. OT MOC/IEAHEro 3K30H-3K30HHOTO COCAVHEHUS,
YTO MCKJTIIOYAaeT MeXaHMW3M HOHCEHC-OIOCPeI0BaHHOM
nerpagaiiy. BapuaHT oOHapyXeH y MajbuuKa ¢ ceMeli-
HBIM aHaMHe30M TurodochareMun u aedopmaruein HuxK-
HUX KOHEYHOCTeM, TposiBUBILIElicss B Bo3pacte 13 mecs-
1eB. Y Hero Obula BbISIBJICHA TMOBBIIIEHHAs aKTUBHOCTh
menovyHoit docdarasnl (535 En/n) m npusHaku paxura,
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HeCMOTpsI Ha TOJI TIPEIIECTBYIOINIETO JieueHusT (hochaTaMu
U KaJIbIIUTPUOJIOM, UTO TIPUBEJIO K TIEpeXOay Ha Tepartmio
BypocymaboMm B Bo3pacte 15 net. Yxke uepe3 Mecsiii rociie
Havaja JiedeHuss bypocymMaboMm y maleHTa ucuesinn 60m
B KOCTSIX, YBEIMYWIIACh BBIHOCIMBOCTD, HOPMAJTM30BAJICS
ypoBeHb (hocdopa B KPOBU U MPAKTUIECKH UCUE3TH TIPO-
sIBJIeHUs paxuta [23].

L. Koponen m coaBT. onucanu ABYX MallMEHTOB —
KEHIIMHY 65 neT u ee cbiHa 29 ser [25]. Math Gbuta
6onbHaA Cc 1,5 jeT, IMarHo3 YCTAHOBJIEH KIMHUYECKU
U He TIOATBEPKAECH MOJIEKYISIPHO-TeHETHUECKUMH METO-
namu. Ee cuiH HaOmomasicst B KIMHMKE ¢ 1,5 Mecsien
M3-3a YCTAHOBJIIEHHOTO mWarHo3a maTtepu. Ha MoMeHT

MauwneHnT B.

B O OI
m
'

B chrX:22030553_22033026del
1 owr

OBMEH OlbITOM

ocMOTpa y cbhiHa 29 JjieT 6wl pocT 162 cm (-2,5 SD),
He(hpOoKaTbLIMHO3 ¢ 26 JIeT, B aHaMHe3e CTPECCOBBIE
nepeoMbl Oeipa 1 rojieHu. ChIHY CHauyaja MpoBeJIN CeK-
BEHUpOBaHUeE TTaHeJ TEHOB, aCCOLIMUPOBAHHBIX C TUTTO-
dochaTeMUIECKNM paxXrUTOM, 3aTeM SK30HOB reHa PHEX,
MOJHOSK30MHOTO M TOCJAENYIOLIETO MOJTHOTEHOMHOTO
cekBeHUpoBaHUA. [To pesynbraTaM TOCIEIHETO HCCIe-
noBaHUs BbIsIBIeH BapuaHT PHEX:c.2147+1197A>G.
IIpoBeneH TpaHCKPUNTOMHBIN aHAJIN3, KOTOPBIM TMOMI-
TBepAuJl oOpa3oBaHME IICEBIOAK30HA Mexny 21 m 22
9K30HOM reHa PHEX [25].

Hns Oosee ryOOKOrOo TIOHMMAHUSI CBSI3UM MEXIY
(GeHOTUTIOM W BapuWaHTaMH, TPUBOIAIIMMU K YAep-
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Puc. 2. a — PogocnoBHast npodansia. 3a6oeBaHusi y POJCTBEHHUKOB: Y MATEPU — PAXUTONON00HOE 320071€eBanNe, Y 0THA —
acTMa, 1Mo JIMHAM OTHA y 0a0ymku — actma. b — PeHTreHosorndecKkuii CHUMOK KocTeii rosieneii mpodanna. B — [lenenus,
TpeICTABJIEHHAS B IPOrpamMMe ISl BU3yaJIu3aIuid FeHOMHbIX JaHHbIX — IGV

Fig. 2. a — Pedigree of the proband. Familial diseases include rickets-like disorder in the mother, asthma in the father, and
asthma in the paternal grandmother. . b — Radiographic image of the proband’s lower leg bones. B — Deletion visualized using

the Integrative Genomics Viewer (IGV) software
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SKAaHWIO0 MHTpOHA 21 WM COBUTY pPaMKHU CUYUTBIBAHUS
B caMOM Hauaje 5k30Ha 22 reHa PHEX, mbl mipoBenu
aHaJIU3 TallMeHTOB, OMMCAHHBIX B JINTEpaType, Y KOTO-
pBIX OBLTAa TOCTYITHAa MH(MOPMAIUS XOTST OBl 0 OMOXUMU-
YeCKUX TT0Ka3aTelIsIX KPOBH.

S. Capelli ¢ coaBT. onucaiu MITUIETHIOK MalUeHTKY
XKeHckoro 1oja ¢ X-runodocdareMUIecKUM paxuToMm,
accoUMMpOBaHHbIM ¢ BapuaHToM ¢.2150_2151insTG
B 9K30He 22 reHa PHEX, KOTOpbIii BbI3bIBAJI CIBUT PAMKU
CYUTBIBAHUS W TIPEXIEBPEMEHHOE TIOSIBJICHUE CTOTI-
konoHa (p.Asn718Alafs*23). BapuaHT ObLT yHacieno-
BaH OT MaTepy. BroxuMmuueckuii aHaau3 KPOBH BBISIBIIT
rurnogocdaremuto (ypoBeHb pocopa B ceiBopoTke 0,71
MMOJIb/JT), CHUKEHUE TIOYeuyHOl peabcopbumu docda-
toB (TRP 79%, mipu Hopme 80—90%), a TakKe TMOBBI-

IIEHHYI0 aKTUBHOCTH I1IeJIouHO (hochaTassl (879 En/m)
un pepunut 25-OH Butamuna D (10,3 Hr/mi). YpoBeHb
nmapaTropMoHa ocTaBaJjics B Ipezenax HopMbl (51 rr/mi),
YTO UCKJTIOYAJIO TTIEPBUYHBIN TUITeprapaTupeos [26].
Bapuanr ¢.2150T>A (IVS21+2T>A) rena PHEX 6but
OOHapyXeH y TAaLMEHTKU ¢ Je0loToM X-CIEIIEeHHOTO
JOMWHAHTHOTO TUITO(MOChaTeMUIECKOTO paxuTa B BO3-
pacte 3 ner. Ee ypoBeHb ¢ocopa B CHIBOPOTKE COCTAB-
nst1 0,904 mmonb/n, TRP — 79%, a akTUBHOCTD I1IE10Y-
Hoit ocarasbl Obl1a TToBbIeHa 10 758 En/n. [lpu atom
mapatropMoH (45,6 rir/min) u 25-OH Butamun D (23 Hr/MoT)
He BBIXOIWJIN 3a paMKH pedepeHCHBIX 3HaYeHMi [26].
TMammeHT MyXcKoro rmoJja ¢ myrauueit ¢.2148—2A>G
B uHTpoHe 21 reHa PHEX vMes HU3KUIA pOCT HA MOMEHT
nocraHoBku auarHosza (-1,7 SD) [27]. B Bospacrte

Tabauya. Bmusnue BapuanTos B reie PHEX Ha KiMHHKO-/1a00paTopHbie MOKa3aTeu U (eHoTHII
Table. The effect of variants in the PHEX gene on clinical and laboratory parameters and phenotype

Dochop Illenouynas
Bapuanr Tun myranun CBIBOPOTKH KPOBU tocdaraza JlonoTHUTE IbHbIE TaHHbIE
(%)
(MMOJIb/T) (En/m)

Hykneornanbie BapuaHTsl B MHTpoHE 21 U 9K30He 22

¢.2150 2151insTG CaBur pamKu 071
(Dx30H 22) CUNTHIBAHUS ’
c.2150T>A (IVS21+2T>A) Hapymrenue 0.904
(MuTpOH 21) crulaiicuHra >
c.2148—2A>G Hapyimenue CHIDKEH
(MHTpOH 21) CIUIaliCMHTa
c.2148—1G>T Hapyiienue CrubKkeH
(MuTpOH 21) CIUTaliiCHTa
c.2148—10C>A Hapymenue 0.614
(MHaTpOH 21) CIUTIaliCMHTa >
0,81
AKTHUBaLIMs 0,89
¢ 2147 +1197A5G KPHTINECKOro
(UuTtpoH 21) ARG
caiiTa croiai-
(EhansIrE) 0,32—1,08
0,39—-0,61

Heduuut 25-OH Buramuna D
(10,3 Hr/MJ1), HOpMaJIbHBIN YpO-
BEHb ITapaTropmMoHa [26]

79 879

HopwmainbHelit ypoBeHB mapaTrop-

” MoHa 1 25-OH Butamuna D [26]

758

Husxkuii poct (-1,7 SD), yyurire-
Hue Ha Tepanuu [27]

YMepeHHO
TOBBILIEH

Hopwmanbhsiii poct (-0,6 SD),
TUTIepIIapaTupPeo03, oYeyHast
HEIOCTAaTOYHOCTH [28]

Huskwuii yposens 1,25-(OH),D,
(65 mMonb/m) [29]

Hedummr 25-OH ButammHa D
(13,7 Hr/MJ1) 1 HOPMaJbHBIN YPO-
BeHb nmaparropMmoHa (38,1 mir/mi)

[[TammenT C. 3 HaIIel CTaThu |

60 414

HopmanbHblii ypoBeHb 25-OH
BuTamuHa D (22 Hr/mi), yiydiie-
HUe Ha Tepanuu [23]

86,9 535

HopmanbHbiit ypoBeHb 25-OH
ButamuHa D (21,6—43,2 ur/mi),
TUTIepIIapaTupeo3, HU3KUIA POCT

(-2,5SD) [25]

Hopmanbhslii ypoBeHb 25-OH
ButamuHa D (19,6—42,4), Hu3kumit
poct (-3,0 SD) [25]

83 57-178

65 50—106

IIporskennbie aenenun B rene PHEX

chrX:22030553_22033026del JHenenust 0,71

JHenerus 1 sk30Ha Menernyst 2,42

HopmanbHbiit ypoBeHb 25-OH
ButamuHa D (18,7 Hr/MJT) 1 TIOBBI-

77 1079 LLIEHHBIN YPOBEHb MAPATTOPMOHA
(132.7 nir/ma)
[TTauuenT B. u3 Haiieii ctatbu |
HopmanbHbiit ypoBeHb 25-OH
9376 1012 ButamuHa D (43,08 Hr/MIT) 11 HOp-

MaJIbHBIN yPOBEHb MapaTropMOHa
(32,92 ir/mi) [29]
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no | roma eMy OBUIO HayaTo JiedYeHWe, TPOITUBIIEECS
8 mer m 11 MmecsgueB, BKioualomiee IpueM ¢ocdaToB
(46 Mr/KT/NEeHb) M aKTUBHOU hopMbl BuTamMmmuHa D (1,25-
(OH):Ds, 73 Hr/kr/neHn), ¢ TOJOXUTEIbHOW IHUHA-
MHWKOW — TIOKa3aresib pocrta ymyunmwics no +0,4 SD.
HecmoTtpst Ha mpoBoAMMYIO Tepalmio, ypoBeHb pocdopa
B CBIBOPOTKE OCTaBaJICs CHIKEHHBIM, a aKTUBHOCTh
1IeJI0uHOoM hocharazbl — yMEepeHHO TTOBBIIIIEHHO.

V 23-netHero mauumeHTa ¢ poctoMm 175 cm (+0.6 SD)
ObUT X-CLETUIGHHBI JTOMWHAHTHBIN TUrodochaTteMude-
CKUI pPaxvT, COTPOBOXKIAIOIINICS CKEJIETHBIMU U 3y0-
HBIMU aHoMausiMu. [lanmmeHT nmepeHec ynanexue 3,5 mmapa-
IIUTOBUIHBIX XeJle3 M3-3a TUIepIiapaTipeo3a W CTpama
MTOYEYHON HEeIOCTAaTOYHOCThIO. HecMOTpsT Ha OTCyTCTBHE
epeIOMOB, TI0 JaHHBIM JEHCUTOMETPUY €T0 Z-TI0OKa3aTeb
MO3BOHOYHMKA paBHsuicst 1,7 SD. Y Hero Obuta oOHapy-
>keHa rurtopocareMust ¢ ypoBHeM akTopa pocta (pudpo-
6mactoB 23 B cbiBOpoTKe 2430 nr/mil (3HAYMTENbHO BbIIIIE
HOPMBbI) M CHWXEHHBIII MaKCMMyM TYyOyJIsIpHOI peao-
copbmu ¢docdaToB K CKOPOCTU KIIYOOUKOBOI (DUIBTpa-
uun (TmP/GFR) — 41 mmonb/n. [eHeTnueckuii aHamm3
BoIIBUIT BapuaHT ¢.2148—1G>T B rene PHEX, npu sToM
ciaydaeB 3abosieBaHUsI  X-CIETUIEHHOTO JIOMUHAHTHOTO
runocgochaTeMUIecKoro paxmura B ceMbe He ObuTo [28].

INamuentka ¢ BapmanTomM c.2148—10C>A B reHe
PHEX wa MoMeHT HaOmiomeHUs B Bo3pacTe 38,9 jer
MMella HU3KUI YpoBeHb (poctopa B CHIBOPOTKE KPOBU
(0,614 mmomnnb/m) [29].

HecMmotpst Ha To, 4TO y BCeX MALIMEHTOB MMENT MECTO
n3MmeHeHnst B C-xoHue 6enka PHEX, a mmenHo ero yko-
poYeHHe M 3aMeHa aMWHOKMCJIOT, KasKIblii CITydail ObIT
VHUKAJIEH, YTO MTOAYEPKUBAET BAXKHOCTh MHIMBUIYATHBHOTO
MOIX0Aa B IMArHOCTUKE W JIeYeHNH X-CILIETUIEHHOTO JIOMU-
HaHTHOTO rurnodocdareMrIeckoro paxura (Tadauia).

Ilo Bceit BUAMMOCTH, aHOMAJIbHBIN CIJIAWCUHT
PHEX B KOHEYHOM WTOTe MPUBOIUT K (DOPMUPOBAHUIO
He(YHKIIMOHAJIBHOTO Oejika M pa3BUTHIO 3a00JIeBaHMUSI.
Ilo manaeM P.G. Park u coaBT., 6oJiee TsoKenbM peHo-
THUIIOM 00J1aJafoT OOJIbHEIE, Y KOTOPBIX 00HAPYKUBAIOTCS
BapUaHThI, TPUBOISIINE K CUHTE3y Oelika YKOPOYeHHOM
JUTUHBI, HO IIPyTHe aBTOPHI OMPOBEPTAIOT 3T PE3yIbTaThl
[30, 31]. I[Tpu aTOM cpenu HalMx OOJBHBIX OoJiee TSKe-
JIBIIA (peHOTUT OBLT y MareHTa B.

Baxno, uto y mamumenta C. Kay3aTUBHBIM Bapu-
aHT MOT OBITb OOHapyKeH MpPH TPOBEACHUU TTOJHOTE-
HOMHOTO CEeKBEHUPOBAHMS B MEPBBIN M BO BTOPOK pas,
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IloBbleHre TpaHCAMUHA3 B PaHHEH TuarHocTuke 0ose3nu JlomeHna

X.1O. bopsuesa’?, E.H. Abpamosa’, A.A. Camkos’, T.K. Mapxuna', JI.b. Kucmenesa’

TBY3 «NHpekumoHHas knrnHmnyeckasa 6onbHmua N2 1 18M», 125310, Mocksa, Poccuiickan Denepaums
2Pprey <<HaLI,I/IOHaJ'IbeII7I I/ICCJ'Ie,EI,OBaTeJ'IbCKI/II7I LLeHTP annaemMmunonornn n MI/IKpO6I/IOJ‘IOFI/II/I MMEHN NMOYETHOIro akagemMuka
H.®d.ramanen» MuHsgpasa Poccuu, 123098, Mockea, Poccuiickas denepauus

Elevated transaminases in the early diagnosis of Duchenne disease

H.Y. Borzieva?, E.N. Abramova', A.A. Samkov', T.K. Markina', L.B. Kisteneva’

'Infectious Disease Clinical Hospital No.1, 125310, Moscow, Russian Federation
2Gamaleya National Research Center of Epidemiology and Microbiology, 123098, Moscow, Russian Federation

B cTaTbe onucaHbl ITANbI IMATHOCTHYECKOTO MOMCKA OJTHOI 13 HauboJ1ee TSKebIX (JOPM HACJIEACTBEHHBIX MBIIIEYHBIX JUCTPOMId,
reHeTHYEeCKOr0 HEPBHO-MBIIMIEYHOTO 3200/1eBaHusi — MbleyHoi nuctpodun Tiomenna. CHHAPOM IUTONM3A, UMEIOUINIA BHeNe-
YeHOYHOEe NMPOUCXOXKIEeHHE, H NoBbleHne KpeaTuHgochoKuHa3bl B OMOXMMHUYECKOM AHAJIN3€ KPOBH MOTYT ObITh NMEPBbIM LIATOM
B IMATHOCTHKE 3200/I€BaHN elle HA JOKJIMHHYECKOM WM PaHHeM KJIMHUYecKoM dtamne. IlpencraBiiennslii ciyyaii npoaeMoOHCTpPH-
POBAJI OTCYTCTBHE HACTOPOKEHHOCTH Y Bpayeil MePBUYHOTO 3B€HA B OTHOLIEHUH IAHHOM NMATOJIOTHH. BhisiBIeHre HEBPOJIOTHYECKHX
CHMIITOMOB, NPOBe/IEHHE MOJHOTO MEAUIIUMHCKOTO OCMOTPA U OIEHKA YPOBHS KpeaTHH(OCHOKUHA3BI Y NAIMEHTOB C N30IUPOBAHHOI
TUNepTpaHCcaMUHA3eMUel MO3BOJIAT M30eKaTh TOPOroCTOSIIMX U JUIMTEJbHBIX UCCIEI0BAHUI HA mpenMeT 3a00/eBaHMil MeYeHn
M IPUBEIYT K CBOEBPEMEHHOI TMATHOCTHKE CKPbITIX HEPBHO-MbILIEYHbIX 3200J1€BAHUIA.

Karoueswte caosa: mviweurnas oucmpogus Jouenna, sunepmpancamunazemus, Nogoluienue KpeamuHuH@pocpokurazsl

Ans umtupoBaums: bopaunesa X.10., AbpamoBa E.H., CamkoB A.A., MapkuHa T.K., KucteHeBa J1.b. [MoBbilueHne TpaHCaMnHa3 B paHHel ava-
rHoctuke 6one3Hu [olueHHa. Poc BecTH nepuHaron u neauatp 2025; 70:(6): 104-108. DOI: 10.21508/1027-4065-2025-70-6-104—108

The article outlines the diagnostic approach for one of the most severe forms of hereditary muscular dystrophies, a genetic neuromus-
cular disorder — Duchenne muscular dystrophy. Cytolysis syndrome of extrahepatic origin and elevated creatine phosphokinase levels
in biochemical blood tests may serve as initial diagnostic markers at preclinical or early clinical stages.

The presented case highlights a lack of clinical vigilance among primary care physicians regarding this condition. Detection of neu-
rological symptoms, comprehensive physical examination, and assessment of creatine phosphokinase levels in patients with isolated
hypertransaminasemia can prevent costly and prolonged investigations for liver diseases and facilitate timely diagnosis of underlying
neuromuscular disorders.

Key words: Duchenne muscular dystrophy, hypertransaminasemia, increased creatinine phosphokinase

For citation: Borzieva H.Y., Abramova E.N., Samkov A.A., Markina T.K., Kisteneva L.B. Elevated transaminases in the early diagnosis
of Duchenne disease. Ros Vestn Perinatol i Pediatr 2025; 70:(6): 104-108 (in Russ). DOI: 10.21508/1027-4065-2025-70-6—-104-108

MBIH_IC‘{HaSI nuctpodust [iolieHHa — TeHeThde-
CKO€ HEpPBHO-MbIIIEYHOE 3a00JieBaHUE, OTHOCS-
meecsl K HauboJsiee TsKeJbIM (hopMaM HacJIeCTBEHHBIX
MBbIIIEUHBIX aucTpoduii. HepBHO-MbIIIeUHBIE 3a00I1€e-
BaHWUS, BBI3BAHHBIE MYyTAllUsIMU B Te€He OUCTpOo(duUHa,
OO0BEIUHSIOT B TPYITY AUCTPOGUHOIATUI, K KOTOPBIM,
MMOMUMO MBbIIIeYHON aucTtpodum [rommeHHa, Takxke
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OTHOCSTCS MbllegHass nuctpodus bekkepa u mpomexy-
TOYHBIE (POPMBI MUOAUCTPODUIA.

MpbimieuyHast auctpogus JlromeHHa BbI3BaHA MyTa-
el TeHa IUCTpodMHA, OJHOTO M3 CaMbIX KPYITHBIX
reHoB 4esoBeka (79 0eJIOK-KOOUPYIOIIMX 3K30HOB
U TIpUOIU3UTENBHO 2,5 MJIH TIap HYKJIEOTHUIOB), paciio-
JIOXKEHHOTo Ha xpomMocoMe X B ydactke Xp2l. Hemenum
W AYTUTMKAIUA OJHOTO WM HECKOJBKUX 3K30HOB BO3-
HukaiwT B 70—80% ciydyaeB, a TOUKOBbIE MYTallMU pexKe,
B 20—30% [1]. Henenuu dalie BCETO JOKAJIU3YIOTCS
MEXIy 3K30HaMM 45 1 55, a AYTIIUKaIUU — MEXTY 3K30-
Hamu 2 u 10. VUIMeHHO TUIT M pacHoioXeHue MyTalun
OTPENeISIOT KITMHUYECKYIO KapTUHY, TeYeHUE U TTPOTHO3
3a00J1eBaHUsI, a TAKKE aJITOPUTM HEOOXOIUMOM Tepanuu
JIJISI KOHKPETHOTO TaiueHTa [1, 2].

B OompmmHcTBEe cilygaeB MyTauMsl IIepemaeTcs
Mo MeXaHu3My X-CIEIMJIEHHOTO PEeleCCUBHOTO Hache-
JNOBAaHUS W TIPOSIBIISIETCS TOJIBKO B TOMO- WJIW TeMU3U-
TOTHOM COCTOSIHUM. DTO OOyCJIaBIMBaeT ropasno 0oJjiee
BBICOKYIO PacipOCTPaHEHHOCTh MBIIIEUHOM TUCTPOGUU
Hromenna y MaapuukoB — B 1 u3 3500—5000 ciyuyaes.
V neBodek dYacTtoTa 3a00JIEBaHUSI COCTABIISIET TOJIBKO
1:50 000 000. MyTamusamu de novo BeI3BaHbI 0KOJIO 30%
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ciyyaeB, B TO BpeMs Kak 70% — yHacJieqoBaHbI OT reTe-
PO3UTOTHBIX MaTepeii-HocuTeIbHUI [2]. OO1ast pacmpo-
CcTpaHeHHOCTD cocTaBisieT 5,3 (95% AN: 5,1-5,5) ciyyas
Ha 100 000 MyX4YuH; pacrpoOCTPaHEHHOCTb TPU POXK-
neuvn — 21,4 (95% AW: 20,4—22,5) cayqas Ha 100 000
SKMBOPOXIEHHBIX MaJIbYMKOB COOTBETCTBEHHO [2].

benox mucrpoduH obecrieunBaeT B3anMMOAEHCTBUE
MEXIY IIUTOCKEJIETOM, KJIETOYHOI MEMOpaHOii 1 BHEKIIe-
TOYHBIM MaTpukcoM. OH 3KCIIPECCUPYETCS U Pacrotio-
JKeH Ha Tula3MaTU4YecKol MeMOpaHe KJIETOK IMoIepeyHO-
MOJIOCATOM M CepleYyHO MyCKynaTypbl. B 3HaunTeIHO
MEHBbIIIe CTereHW TUCTPO(PUH COAEPKUTCS B KIIETKax
TOJIOBHOTO MO3Ta U CeTYaTKe rj1a3a, MMEHHO 3TO U O0BsIC-
HSIET HEKOTOpbIC TIPOSIBJIIEHUS 3a00JIeBaHUsI CO CTOPOHbI
LIEHTPaJbHOM HEPBHOI CUCTEMBI. BesloK sIBsieTcsT Baxk-
HBIM KOMITOHEHTOM JIUCTPOMUH-TIUKOITPOTEMHOBOTO
KOMITJIEKCa B COCTaBe CTPYKTYPHOI €TWHMIIBI MBITIIIHI.
OrcyTrcTBUE  AUCTPOGUH-TIUKOIMPOTEUHOBOTO  KOM-
MJieKca TIPUBOANT K MOBBIIIEHUIO TIPOHUIIAEMOCTH MEM-
OpaH MHUOMPUOPUIII, OKHCIWUTEIHBHOMY ITOBPEXICHUIO
U Hekpo3y KieTok. [To Mepe mporpeccrupoBaHMsI MaTOJIO-
MU Y TTAIMEHTOB ¢ MBIIIEUHOM nuctpodueii JlromeHHa
CHUXAeTCsl pereHepaTUBHBIN MOTEeHIIMaT MUOGUOPUILI,
a MbIllIeYHasl TKaHb TTOCTETIEHHO 3aMEHSIeTCS] SHIOMU3U -
aJIbHOM COeMHUTEbHOMN U XKUPOBOM TKAHBIO C MH(WIIb-
Tpalueld MOHOHYKJIEapHBIMU KJIeTKaMu. Bce Bblle-
MEePeYnCIeHHOe COIPOBOXKIAETCS TPOTPECCUPYIONIEi
JiereHepalei v MoBpeXKIeHUEM MBbIIIIII.

AKTUBHOCTb (DEpMEHTOB acraprar- U AJlaHWHAMMU-
HoTpaHc(depas Tpu MbIlIeuHoi auctpodum JlromeHHa
MOXET OBbITh MOBBIIIIEHA B IECATKU pa3 M UMEET MBbIIIIeY-
Hoe, a He TeyeHouHoe mpoucxoxneHue [3]. Ha panHux
CTaIMsIX pa3BUTUS MBIIIEUHOM auctpodum JlronmeHHa
MOBBIIIIEHUE TpaHCAMMHAJ, CBSI3aHHOE C pacrajgoM
MBI, MOXET ObITh eNMHCTBEHHBIM MTPOSIBJICHUEM 3200~
JIeBaHUSI, KOT/Ia ellle HET OCHOBHbBIX KJIMHUYECKUX CUM-
nromoB [3]. [ToMrMO MOBBIIIEHUST YPOBHS aJlaHUHAMM-
HoTpaHc(depa3sl M/WIM acliapTaTaMUHOTpaHCchepasbl,
MOBBIIIEHUE YPOBHS KpeaTWMH(MOCHOKMHA3BI — CIIell-
nudeckoro epMeHTa MBIIIEYHONW TKAHU, TaKXKe yKa-
3bIBa€T Ha TTOBPEXICHWE MBIIIL VI MBIIIeYHbIE 3200-
JIeBaHUs. AHAJIW3 YPOBHS KpeaTMHKWHA3bl y TMalueHTa
C TIOBBIIIIEHHBIM YPOBHEM TpaHCaMWHAa3 MOXET ITOMOYb
n30exaTh HEHYXHBIX, WHBAa3WBHBIX M JOPOTOCTOSI-
IIMX JWArHOCTUYECKMX J1abOpaTOPHBIX HCCIeA0BaHUI
W TIpOLIEAYp IJISI OTpPEeNeeHUs] STUOJIOTMN 3a00JIeBaHMS
rneyeHn. DKOHOMUUYECKOe OpeMst MbIIIIEYHOU AUCTpODUn
JIro1eHHa Ha CUCTEMBbI 3[paBOOXPAaHEHUST OYEHb BEJIMKO
U3-3a HEOOXOMMMOCTM OKa3aHUsi MHOTromnpoduIbHON
MOMOIIM U 3HAYMTEJIBbHO BO3pacTaeT Mo Mepe Mporpec-
cupoBaHMs 3a001eBaHMs [2—5].

B 2023 rony rpymnmoit ucciaenoBartesieii moa pykoBoi-
ctBoM A. Kansu ObLJ10 TPOBEIEHO MCClIeI0BaHKE, LIETbIO
KOTOPOTO SIBJISLIOCH OTIpe/ie/IeHue 4acTOThl MBIIIEUHOM
nuctpoduu iomeHHa/bekkepa cpenn 589 nereit Myx-
CKOTO TMoJla C M30JUPOBAHHOW TUIepTpaHCAaMUHa3e-
mueii [4]. YpoBeHb KpeaTuHbOCchHOKMHA3BI TPEBBIIIA

BEPXHIOIO TPaHUILy HOpMBI y 42,6% maneHToB. Mblleu-
Hasa nuctpodusi HromeHHa/bekkepa Oblla 1MarHOCTU-
poBaHa y 47% TallMEeHTOB MYKCKOTO poJa C M30JHUPO-
BaHHOW TunepTpaHcamuHaszemueir. CpenHue 3HaYeHUsI
aJJaHMHaMUHOTpaHchepas3bl, acrnapraraMuHOTpaHChe-
pasbl U KpeaTUH(HOCHOKMHA3BI B 3TOI TpyIine odciemy-
eMbIX ObUIM CTATUCTUUECKM 3HAYMMO BBIIE, a HEBPO-
JIOTUYECKUE CUMINTOMBI W JPYIM€ HEIOOLEHEHHBIE
MpU3HAKK Yallle BCTPEYAJMCh y TMAllMEHTOB C MBbIIIEY-
Holt muctpodueii dromenHa/bekkepa, yeM y maimmeH-
TOB 0e3 wMbleuHoi auctpodun [HromeHHa/bekkepa
(p<0,001).

C uenplo 1eMOHCTPALlUM aJTOPUTMa KJIMHUYECKOTO
MOUCKa OT MEPBBIX MPOSIBJICHUH 3a00JIeBaHUS 10 TTOCTa-
HOBKM OKOHYATeJbHOTO JMarHo3a MpUBOIUM KIMHUYE-
ckoe HabJoIeHue.

KnuHuyeckoe HabGnopeHue

Manbuuk I'. B Bo3pacte 3 jieT 8§ MecsieB MOCTYITII
B MHDeKIIMOHHYI0 KITMHIUYECKY10 00bHUILY Ne 1 B CBSI3U
¢ XajobaMM Ha TOBBIIIEHHYIO YTOMIISIEMOCTh, OOIIYIO
c1ab0CTh, CHUXKEHUE allleTUTa B TeYeHUe IMOCIeTHEro
Mecs1a.

H3 anamuesa ncusnu U3BECTHO, YTO peOGEHOK OT Tpe-
Theil OepeMeHHOCTU (1-51 GEpeMEeHHOCTb 3aBeplIniach
rubenplo TIoAa Ha JOHOIIEHHOM CpOKe, 2-s1 OepeMeH-
HOCTb — POXIEHMEM 3M0pOBO#l neBouku). Bo 2 Tpu-
MeCTpe XEHIIWHA TIepeHecsia OCTPYI0 PecrUpaTOpHYIO
BUPYCHYIO UH(EKIINIO B JIeTKOI (popme Oe3 JIMXopaaKu.
Ponpr  cpounble, (usmonornueckne. Macca Tena
npu poxaeHun 3670 T, poct — 54 ¢cM, 0TMeYaIoCh OJHO-
KpaTHOe OOBUTHE IeW MymoBHHONM. OlleHKa To IIKaje
Anrap — 8/8 6amtoB. HoBopokieHHbI ObUT BbIMTMCAH
M3 po/yioMa Ha TPETbU CYTKM XU3HU ¢ Mmaccoit 3450 r.
B pommome mposemena BakumHaumst BL2K m mporus
rermatuta B1. Co c10B MaTtepu HacjieACTBEHHBIX TTATOJIO-
T B CEMbE HE OTMEYAJIOCH.

B Bospacte 8 mHeil pebeHOK OBUI TOCHUTAIM3UPO-
BaH B CTallMoHap c¢ nuarHo3oM «HeoHaTanmbHas Xen-
TyXa, JAKpPUOIMCTUT», U TIOC]e Kypca CHUMMITOMAaTHYe-
CKOI 1 (poTOTeparuu ObLT BBIMTMCAH C BBI3AOPOBICHUEM.
Pannee pasButme 06e3 ocobeHHocTeil. BakumHupoBaH
10 MHAWBUIYaTbHOMY TpauKy.

Jo 3 met 7 MecsleB poouTeNIM He 3aMedanr KaKhX-
MO0 OTKJIIOHEHUWI B pPa3BUTUM, XKaJloO He ObLIO.
B Bospactre 3 nmer 8 wMecsieB pebeHOK o0caeno-
BaH B TOJUKJIMHHUKE IO MECTY SKUTEJIbCTBA B CBS3U
c MOSTBJICHUEM TTOBBIIIIEHHOM YTOMJISIEMOCTH.
Ilo manHBIM OOcyIemoBaHUs OBUIO OOHAPYKEHO ITOBBI-
IIeHWe TpaHcaMUHA3: aJlaHMHaMUHOTpaHc(epaza —
no 697 en/n (mpu Hopme < 33 enm/m), acmapraTaMUHO-
TpaHchepasza — nmo 363 en/n (mpu Hopme < 36 enm/m);
MoKa3aTeJ KIMHWUYECKOTO aHajiu3a KpPOBHM, YPOBHU
oburero ounupyouHa (6,9 MKMOJb/7) U TIIIOKO3bI (4,8
MMOJTb/JT) OBUTH B TIpeieiaX BO3PAaCTHOW HOPMBI.

PeGeHok ObIT HampaBjieH Ha KOHCYJIbTAlIMIO Bpada-
WHOEKIIMOHNCTA B KOHCYJIbTATUBHO-TIOJUKINHUUECKOE
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oTIeIeHne MH(MEKIIMOHHOM GONBHULBI, U C TpeaBapu-
TeJbHBIM TMaTHO30M «I emaTuT HeyTOYHEHHBIN, Oe3Kel-
TyirHas hopMa, CpeTHeTSIKeI0e TedeHe» ObLT TOCITUTAa-
JIM3UPOBAH ISl yTOUHEHUS AuarHo3a. CortacHo TaHHBIM
SMUAEMHUOJIOTUYECKOTO aHaMHe3a, KOHTaKTOB pebeHKa
¢ MHGMEKIMOHHBIMU O0JTLHBIMU HEe OTMEYANIOCh, TTOE3M0K
3a MpeJiesibl TopoJa 3a MOCAeIHUN To/l He ObLIO.

CocTosiHME MallbyuKa TpU TOCTYTUIGHUU CpeaHei
CTeTieHM TsKecTU. PebeHOK B SICHOM CO3HAaHWU, ¢ HOP-
MaJIbHOU TeMItepaTypoii Teia. OCMOTP KOXKHBIX TTOKPO-
BOB, CJIM3UCTHIX W TAJbIALNS TTepudepruecKux Jumda-
TUYECKUX Y3JI0B, a TAKXKE ayCKyJbTallMs JIETKUX U ceplia
He BBISIBWJIM TATOJOTMYeCKMX M3MeHeHui. [Ipu majb-
Maly KUBOTA OMNpEAessINCh HOPMaJbHBIE pa3MephbI
reyeHu u cene3eHKU. Co CJI0B poauTeseil IU3ypudecKux
SIBJICHUI, HapyIIeHN OedeKaluy paHee He 0TMEYaloCh.

Crenenb pa3BUTHS MYCKYJIaTyphl olleHEeHa
KaK «XOpollasi», MBIIIIEYHBII TOHYC B HOpMe. BusyalibHO
oTMeuajach yMepeHHasi TUMepTPOMUs MKPOHOXHBIX
Mbi. Bo BpeMst ocMoTpa oOpamrano Ha cebs BHUMa-
HUe, YTO peOeHOK OoJbllle JIIOOUT CUAETh, HE JIOOUT
Oerarb, TpU TIOTIBITKE BCTaTh — MOMOTraeT cede (B30upa-
ercs) pykamu (tipuem ['oBepca).

I[To pmaHHBIM JTAGOPATOPHO-UHCTPYMEHTATHHOTO
obcenoBaHUsT TIpU TIOCTYIUIEHWM TTOKa3aTeln KIIH-
HUYECKOTO aHaju3a KPOBU OBUIM B TIpeaesiax BO3-
pacTHOM HOPMBI; B OMOXMMHUYECKOM aHalln3e KPOBH
COXPaHSIJIOCh MOBBIIICHUE aJJTaHMHAMHWHOTpPaHC-
depassl g0 593en/n, acmapraTaMuHOTpaHC(hepasa
1o 326 en/mn, BBIABICHBI YBeJIMYeHUEe aKTUBHOCTH JIaK-
tatnerunporeHassl 10 3459 ME/an (npu Bo3pacTHOIt
Hopme o 300 ME/n), obiieit kpeatnHhOCHOKMHAZH —
no 13712 ME/n (npu Bo3pacTHoit HopMe a0 149 ME/n),
oCTaJIbHbIE TIOKAa3aTesiv, BKJIYas O0IUi OUIMpyouH
(5,2 MKMomb/n), obmwuit 6erok (63,4 1/1), ramma-
rnytamuntpancgepasy (7 ME/n), menounyio ¢ocda-
tasy (119 ME/n) u o6mumii xonecrepuH (3,9 MmMoib/m),
COOTBETCTBOBAJIM HOPMAaJIbHBIM BO3PAaCTHBIM 3Have-
HusaM. C 1eidbl0 MCKIIOYEHUST BUPYCHOUN TIPUPOJIBI
MTOBBINIEHUST TpaHCAMWHA3 UCCIeA0BaHa KPOBb MallM-
eHTa Ha HaJM4yue aHTUTeNl K BHpycaM Tematuta A, B,
C, E. IlonydyeHnl oTpULIaTEIbHBIE PE3yJbTAaThl. AHTH-
tena u antureH HIV He obnapyxennl. MccienoBanue
kpoBu Ha JIHK reprecBupycoB (1iuromeraioBupyca,
Ommreitna — bapp Bupyca, Herpes simplex 1,2,6 Tima)
MOKa3ajd OTpUIATEIbHBIN pesynbrar. Cepojioruye-
CKOE McClIeoBaHe KPOBU METOIOM MMMYHOMEPMEHT-
HOTO aHaJiu3a BBISIBUJIO TOJBKO MapKep JaTeHTHOM
dopmbl uTomeranoBupycHoit mHbekunu IgG (59.6
KIT) npu orcyTcTBUM cniennpuUIecKnX aHTUTEN Klacca
M (0.39 KITI). ITaronornueckux U3MeHEeHU B 00OIIEM
aHanmu3e Moum He BoIsBIeHO. Ha DKI' peructpupo-
Basicst cuHycoBbiii put™M ¢ YHCC 105 yn/mMuH, HOpMaJib-
Hoe monoxkeHnue DOC, ocoOeHHOCTE! TIpoliecca pero-
JIIpU3allii OTMeYeHO He OblIo. [Ipu yIbTpa3ByKoOBOM
HCCIIeNOBAaHUM TeNaToOOMINapHON 30HBI IMATOJIOTUU
He ObLIIO BBISIBJIEHO.

OBMEH OlbITOM

Takum 06pa3oM, B pe3ysibTaTe POBEIEHHOTO 00CIe-
NMOBaHUSI oOcCTpasi WHGEKIIMOHHAs TIaToJIOTHsl, B TOM
yucie BupycHsie renatuthl A, B, C, E u repriecBupycHast
nHdekuus (DnrteiiHa-bapp BUpycHast U IMTOMeETao-
BUpYCHasl MH(EKIMN), KaK MOTeHIIMaIbHasl 3TUOJOTH-
yecKasi TPUYMHA TOBBIIIEHUST TICUEHOYHBIX (PepPMEHTOB
y pebeHKa OblUT MCKIoueHbl. OaHAKO, COYeTaHUE U30-
JIMPOBAHHON TUIEepTpaHCAMUHA3eMUU (CUHIPOM LIMTO-
J3a) 6e3 MPU3HAKOB XoJIecTa3a U TUMepoOnINpyoOnHEMU I
CO 3HAYMTEJIbHBIM TOBBIIIIEHUEM KpeaTUHKUHA3BI 1 JTaK-
TaTAeTUIpOreHasbl TO3BOJIMJIM BIIEPBbIE 3arol03pUTh
MUOTE€HHOE TTPOMCXOXICHNE MOBBIIICHUST TpaHCAMUHA3.
PeGeHok ObIT KOHCYJIBTHPOBAH HEBPOJOTOM, MaHHBIX
32 OCTPYIO HEBPOJIOTMYECKYIO MATOJIOTUIO HE BbISIBIECHO,
3aro0/103peHa MbllieuHast auctpodust JromeHHa.

Hns BepuduUKalMM JTaHHOTO JMarHo3a IMpPOBEAeHO
TeHETUYECKOE UCCIIeNOBAHUE B MEAUKO-TEHETUUYECKOM
HayyHOM ILieHTpe uMeHM akaaemuka H.I1. Boukosa.
Metogom MLPA (MynbTUIJIEKCHAsl JMrasHas lLiemn-
Hasl peakiusi) MPOBEACH TMOUCK JAeJIeIUi/ayTInKaui
5k30HOB 1—79 rena DMD (NM_004006.2), BapuaHTHI
B KOTOPOM MPUBOAAT K MUoauctpoduu omenHa/bek-
kepa. OGHapy:keHa aenenust 5k30HoB 46—50 rena DMD
(NM_004006.2: c.(6614+1_6615—1) (7309+1_7310—1)
del) B reMU3UTOTHOM COCTOSIHUM, TIPUBO/ISIIAS K CABUTY
paMKU CYMTBIBAHUS, YTO XapaKTEPHO ISl KITMHUYECKOMN
¢dopMbl MuoauctTpoduu JdromneHHa.

Takum o0Opa3oMm, Ha OCHOBaHUM kajaobd peOeHKa
Ha c1aboCTh OOIIYI0 M CJ1abOCTh B HOTAX, NaHHBIX 00b-
€KTUBHOTO OCMOTpa B BUJIE MCEBAOTUNEPTPOGUU UKPO-
HOKHBIX MBI, CTIEIM(UUECKUX MMPOSIBIIEHUH, BKITIOYASsT
npueM ['oBepca, yCTOMUMBBIX U3MEHEHUI B OMOXUMUYE-
CKOM aHajiu3e KpOBM, a TakXKe JaHHBIX T€HETUYECKOTO
uccienoBaHusi, Obula JIUMArHOCTUPOBAHA Yy pebeHKa
MbllieyHast auctpodus lromeHHa. s nanbHeiero
o0cenoBaHusl, HaOTIOAEHUS 1 JIeYeHUST PeOCHOK B YI0B-
JIETBOPUTEJIBHOM COCTOSIHUM ObUT BBIMIMCAH M3 MH(pEK-
LIMOHHOTO CTallMoHapa TMona HabJIofeHue HeBposiora
U TEHETHKA IO MeCTY KUTEIbCTBA.

OOcyxaeHue

BoablIMHCTBO CilyyaeB IIOBBIIICHUSI TpaHCAMU-
Ha3 B CHIBOPOTKE KPOBU MOXKET YKa3bIBaTh Ha OCTphIE
WIM XpOHUYecKue 3abojieBaHUsI I€UeHU WU ObITh
pe3yIbTaTOM  MEIMKAMEHTO3HOro JiedeHus [6—8].
st yTOUHEHUS 3THOJIOTUYECKON TPUPOIBI IOBBIIIE-
HUg TpaHCaMMHa3 KakK IpaBUJIO Ha3HAYalTCI IOTMOJ-
HUTEJIbHBIE METONBl WCCIENOBAaHUS: paCIIUPEHHBIN
OMOXMMUYECKUII aHajlu3 KPOBM, VJIBTPa3BYKOBOE
HCClIeIOBaHE OPTaHOB OpPIOIIHON TOJOCTH, coOupa-
IOTCSI JTOTIOJIHUTEIbHBIE JaHHbIE aHaMHe3a, IT03BOJIsI-
IOlI1€ UCKIIOUUTh TOKCUUYECKYIO TIPUPOIY MOPAXKEHMUS
MEYEeHOUHOM TKaHU, DPEKOMEHAYETCS KOHCYJIbTALMS
Bpava-uHdekunonucra. OgHAKO HECMOTpST Ha TO,
YTO OOJIBIIMHCTBO CJIy4aeB OOBICHSIETCS BBILIEHA3-
BaHHBIMU TIPUYMHAMMU, Y TTALIUEHTOB C 3a00J1eBAHUSIMU
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bopsuesa X.IO. u coagm. TIoBbIlIIEHUE TPAaHCAMUHA3 B paHHEH IMarHocTuke 6oe3Hu JioeHHa

MBIIIII TAKXe PETUCTPUPYIOTCS clydanl 6€CCUMITOMHOM
runeprpaHcaMuHazemuu [2, 9—11].

Paznumuuth TpaHcaMWHAa3bl TTEYEHOYHOTO M MBIIIIEY-
HOTO TIPOUCXOXIEHUSI TPHU MBIIIEYHONW TUCTpOhUU
HromenHa n bekkepa cioxno [12]. CtaHmapTHBIN aua-
THOCTMYECKWIA aJTOpUTM y JeTeil ¢ TuIepTpaHcaMu-
HazeMmueil TMepBOHAYaJbHO BKJIIOYAET KOMIUIEKC J1abo-
paTOpHBIX WCCIEOIOBAaHWN W, TIPU HEOOXOIUMOCTH,
WHBa3WBHbIE MPOLEAYPHl (BKIIIOYAs OWOIICHIO TTeYeHU)
JUIST UCKITIOUEHMST XpPOHUYECKO TMTeYeHOTHOI IMaTOIOT .
W s 3aTeM paccMmaTpuBaeTcsl TOTEeHIMATbHBIN ara-
THO3 «3a00JIeBaHKEe MBIy, HATIPUMEp, MbIIIIeYHast IUC-
Tpocus HromeHnHa wim bekkepa [12].

IIpencraBieHHbII HAMU KIMHUYECKUI cyvall Toj-
TBEPKIAET, UTO MALMEHTOB C M30JMPOBAHHOI/OeccuM-
NTOMHOW  TUIlepTpaHCAaMUHAa3eMUell  1eJecooOpa3Ho
Oosiee THIATEILHO OOCJENOBaTh Ha TMPEIMET BO3MOX-
HOTO HEPBHO-MBIIIEYHOTO 3abojeBaHus. [legmaTpam
U JIETCKUM TacTPOIHTEpOJIoTaM, K KOTOPHIM HampaB-
JISIIOT JIeTeil ¢ M30JIMPOBAHHBIM TTOBBIIIIEHHBIM YPOBHEM
TpaHCAaMMHAa3 C 1IEJbl0 HUCKIIOUYEHUS OECCUMMIITOMHOTO
3a00JIeBaHUST TIEYEHU, CJEAYET TMPOBOAUTH MOIPOOHBIN
cOop aHaMHe3a, B TOM YUCJIe HeBPOJOTUUECKUX CUMIITO-
MoB. [lpoBeneHue 6a30BOro HEBPOJOTMYECKOTO OCMO-
Tpa M PYTMHHOE OMpeesieHre YPOBHS KpeaTMHKUHA3bI
IMOMOTAa0T B JMATHOCTUKE KOHKPETHBIX MBIIICYHBIX
3a00JIeBaHUI, CITOCOOCTBYIOT 0OoJjiee paHHEMY Haydaiy
JIeYeHUsT W TIPENOTBPAIlalOT UIMTEbHBIC 3adepsKKU
B IMAarHOCTUKe. AHAIN3 Ha KpeaTUHKWHA3Yy Bceraa D0J-
)KeH OBbITh BKJIIOYEH B TIEPBBI 3Tam J1abopaToOpHOTO
WCCIIENOBAaHUST TIPU M30JIMPOBAHHON THUIEpTpaHCAMU-
Ha3eMUM, Jaxe O MOSBICHUS KaKUX-JIM00 CUMIITOMOB
MBIIIIeYHOTO 3a0oyeBanus [13].
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3aknoyeHne

OnucaHHas BbIlIe UCTOpUST 3a0oJieBaHUSI peOeHKa
MPOJAEMOHCTPUPOBAJIAa OTCYTCTBME HACTOPOXKEHHOCTU
y Bpayell MepBUYHOIO 3BeHAa B OTHOILIEHWUU AaHHOU
penKkoil MaroJoruu. Y TMalMeHTOB C MPOTPECCUPYIO-
e MbllieyHon aucTpoduein iolieHHa aKTUBHOCTh
depMeHTOB acmapTaT- M ajJaHMHaMUHOTpaHcdepas,
WMEIOIIMX BHEMEUYEHOUYHOE MPOUCXOXKIEHUE, MOXKET
ObITb TOBBIIIEHA B JECATKM pa3: MPOUCXOJUT pacnaj
MMUOUUTOB (pabaoMUOIU3) U BHICBOOOXIEHUE B KPOBb
KpeaTMHKWHAa3bl W JPYrMX TPOAYKTOB IIUTOJM3A W,
Kak CJeJACTBUE — 3HAUUTEJIbHOE TMOBBILIEHUE YPOBHSI
KpeaTMHKUHAa3bl KpoBU. TakuM o0pa3oMm, CHUHAPOM
LIMTOJIM3a U TIOBBIIIEHUE KPeaTUMHKUHA3bl B OMOXMMM-
YeCKOM aHajiu3e KPOBU MOXET OBITb TEPBBIM IIAarOM
B IMarHOCTUKeE 3a00J1eBaHusI.

IMpouecc BepuduKaluu AMArHo3a MPU MBIILIEYHON
nucrtpobuun HromeHHa/bekkepa vacto ObIBaeT -
TETbHBIM M CJOXHBIM W HE HAYMHAEeTCsl N0 TeX Top,
MokKa He TMPOSIBUTCS CHEelUMUUECKU CUMITOMOKOM-
riekc. BoisiBiieHUe HEBPOJIOTMYECKUX CUMITTOMOB, TIPOBE-
JIEHVE TIOJTHOTO MEUIIMHCKOTO OCMOTpPA U aHAJIU3 YPOBHS
KpEeaTMHKMHA3bl Y MAllMEHTOB C U30JMPOBAHHOMN TUMep-
TpaHCaMMHa3eMUel MO3BOJISIT U30eKaTh JOPOTOCTOSIIIMX
U JUITENbHBIX MCCIAEIOBAaHUIT Ha TIpeaMeT 3aboJieBa-
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Clinical and laboratory features of the course of measles in children
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Leab paGoThI: OLEHUTh YACTOTY NOBBIMICHHS IOKA3aTeJIeil IeYeHOUHbIX ()ePMEHTOB HA ()OHE TeYeHNs KOPH Y JieTeil.

Marepuaisl u MeTopl. Hamu ObLIM NpoBeieHbI AaHAIN3 U CTATHCTHYECKAs 00padoTKa 523 uctopwmii 00J1e3HH JieTeil B Bo3pacTe OT 2
mecsiueB 10 17 JietT, rocnuTaau3upoBaHHbIX ¢ Auarno3oM «Kopb» B geTckoe nH(peKIHOHHOE GOKCHPOBaHHOE OTaesienne MocKoB-
CKOro MHOTONPO(MILHOTO KJIMHUYECKOro nentpa «Komvynapka» 3a nepuoj ¢ siusaps 2023 no mapt 2024 roaa. IIpu nocrymnieHun
B JIeTCKOe HH(EKIMOHHOE OOKCHPOBAHHOE OT/e/IeHUe ¢ IMarHo3oM «Kopb» 521 pedeHKy npoBoauniicsi OMOXMMHYECKUIT AHAJIN3 KPOBH.
Pe3yabrarel. [loBbleHne TpancaMuHa3 A0 5 HOPM U Oosiee Hadmozax0Ch y 35 neteil, YTo cocTaBmwio 6,7% ot o0miero yncia
nereii. HanGouibiee 4uciio nereii ¢ MOBbIIIEHHEM NeYeHOYHBIX hepMEHTOB /10 5 U 00Jiee HOPM 0TMEYAJIOCH Y JieTeil B Bo3pacTe ot 12
110 17 ner — 21 pedeHok, 4To cocTaBuio 60%, HO KIMHUYECKH HE MPOSIBJISAIOCH M HA TeYeHHe, a TAKKe JIJIUTEeJbHOCTb 3200 1eBaHUs
He BIMsAN0. 3aKkimoyeHne. B pamkax coxpaHsiomeiicsi SnuaeMHYecKoil HeCTAOMILHOCTH MO 320071€BA€MOCTH KOPbIO JaJIbHemit
MOHUTOPHHTI KJIMHHUKO-JIA00PATOPHBIX JAHHBIX MO3BOJMT BbIPAOOTATH ONTHMAJbHbIE KJIMHUKO-IUATHOCTHYECKHE AJTOPHTMBI
10 BE/IEHUIO NAIMEHTOB, MePeHeCUInX KOpb.

Karouegvie caosa: 0emu, KOpb, mpaHcamuHassl, ecenamum

Ansa umtuposanus: [onrarosa 5.M., ConogosHukosa O.H.,, Xnbinoska tO.H., 3s6kuH W.B.,, MNpoueHko A.H., KnuHuko-naboparopHsie 0co-
6eHHOCTV TeyeHusi Kopu 'y aeTei. Poc BeCTH nepuHaron v neguatp 2025; 70:(6): 109-115. DOI: 10.21508/1027-4065-2025-70-6-109-115

Purpose of the study. The analysis of the frequency of elevated liver enzymes in children with measles during the course of the dis-
ease. Materials and methods. We conducted an analysis and statistical processing of 523 medical histories of children aged from 2
months to 17 years, hospitalized with a diagnosis of «Measles» in the children’s infectious disease ward of MMCC «Kommunarka»,
for the period from January 2023 to March 2024. Results. Upon admission to the children’s infectious disease ward with a diagnosis
of «Measles» biochemical blood analysis was performed on 521 children. We found that an increase in transaminases up to 5 times or
more above normal was observed in 35 children, accounting for 6.7% of the total number of children. The highest number of children
with elevated liver enzymes up to 5 or more times normal was among those aged 12 to 17 years — 21 children, which is 60%. How-
ever, this elevation was asymptomatic and did not affect the course or duration of the illness. Conclusion. Given the ongoing epidemic
instability in the measles incidence, further monitoring of clinical and laboratory data will allow for the development of optimal clinical
and diagnostic algorithms for managing patients with measles.

Key words: children, measles, transaminases, hepatitis
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BHaCTomuee BpeMsl OTMedYaeTcsl ToabeM 3abolie-
BaeMOCTH KOPbIO BO BceM EBpoOIeiicKoM permomHe
BcemupHoit opraHuzaumuu 3apaBooxpaHeHuss (BO3).
3a mepuon ¢ sHBaps 1Mo aekadbpb 2023 roma BBISIBIEHO
58 114, ciygaeB Kopu, u3 HuX 12 723 ciydast 3aperu-
CTpUpOBaHO Ha TeppuTopun Poccuiickoii denepanuu
[1, 2]. B 2023 rony Poccuiickas Denepaiust Haxoauaach
Ha TpeTbeM MecTe To 3abojieBaeMOCTH KOpbio B EBpo-
nefickoM pernoHe BO3 (puc. 1).

Ha Tepputopun ropoma MOCKBBI Takxke OTMeua-
eTCsT OYepeTHON LMKIMYECKUN TOoabeM 3a00JeBaeMO-
ctu. 3a 2023 rox ObUIO 3aperncTpupoBaHo 1753 cirydas
xopu. M3 Hux 890 ciyuaes (50,8 %) mpencTaBieHO KOPbHIO
y neteii, 863 ciyyaes (49,2%) TipencTaBIeHO B3POCTBIMHA
nanueHtaMu (ctapiie 18 net). [lo opunmanbHbIM naH-
HBIM PocrioTpebHan3opa Ha Tepputopun Mocksbl B 2022
TOy 3aperMCTPUPOBAHO BCETO 5 clyyaeB KOpU Y JeTeid
n 4 ciaydas y B3pocabiX. TakuM oOpa3oM, aOCOIOTHBIN
MPUPOCT 3abo0sieBaeMOCTU 1O cpaBHeHMIO ¢ 2022 romom
cpenu neteit coctaBut 885 ciaydaes (17 700%), 1o B3poc-
JbeIM — 859 cyuaes (21 475%) [3].

ITo maHHBIM UCCIe0BaHMIA, TTPOBEIEHHBIX B TTOCIE -
HUE TOIbI, B OOJBIIMHCTBE cJTydaeB (TI0 pa3HbIM JaHHBIM
oT 65% 1o 94,4%) Kopb IPOTEKAET B TUMTUYHOW CpeIHE-
TSKETION (popMe, KoTopast XapaKTepu3yeTcsl IIUKIMIHOMN
CMEHOM TepHoAOB: MHKYOAIIMOHHOTO, KaTapaJbHOTO,
BbIChIMAHUSI, nurMeHtaiuu [4—9]. ITlarorHomMmoHUY-
Hble CUMITOMBI KOPHU BBISIBIISITACH MPAKTUYECKH Y BCEX
GOJILHBIX: ATAITHOCTh BHIChIMaHUs — B 100% ciyuaes,
9TarHOCTh TurMeHTauun — B 100% cnydaeB, TsITHA
Benbckoro-dunartoa-Komimka — ot 67,7% no 97%
ciydaeB [5, 9]. KarapanbHblil iepron XapakTepu30BaJics
OCTpPBIM HauyajJOM, BBIpaXK€HHON MHTOKCHUKALIMEN, JTUXO-
panKoi, pUHUTOM, KOHBIOHKTUBUTOM, CKJIEPUTOM, Clie-
30T€YeHNEM CO CBETOOOSI3HBIO, KalllJleM, TUIepeMUueii
CIIM3UCTON poTorIoTKu [4, 5, 8]. B cpemHem, y Kaxkaoro

1511 13735
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TpeTbero 60JIbHOTO peOeHKa KOPb MpoTeKasia C OCI0XKHe-
HUSIMU, TIPEUMYIIIECTBEHHO CO CTOPOHBI BEPXHUX U HUK-
HUX ObIXaTeJbHBIX MyTeil B BUIe JapuHTUTOB (14% ciy-
yaeB), OpoHxuToB (27%), mHeBMonnu (37%) [4, 5, 9].

CyliecTByeT MHEHME, 4YTO TOpaXeHue TeYeHU
Mpyu KOpU HEOOXOIMMO paclieHWBaTh HE KaK OCJIOX-
HeHue, a Kak TeueHue 3aboyeBanus [10—12]. [To man-
HBIM 3apyOeXHBIX aBTOPOB, TeMaTUT MPU KOPU pas-
BuBaetrcsa y 41—89% GonpHbIx [11, 12]. B poccuiickoii
JIUTEpaType MMEIOTCA JaHHbIE O TOBBIIICHUU TpaHC-
aMMHa3 y B3pOCJbIX, YTO PacClEHUBAIOCh KaK IpPO-
SIBJIEHME WHTOKCUKAIIMOHHOTO CHUHApoMa Ha ¢oHe
TeUeHUs camMoil MHMEKIMU, HO CUCTEMHBIX MCCIe-
IOBaHWI 00 W3MEHEHUAX YPOBHS TpaHcaMUHAa3
y AeTeil B MOCTYITHOW JIUTepaType HAWTWU HE yIalocCh
[8, 10]. MBI cumTaeM, 4YTO MEXaHU3M IOPaKECHUS
MeYeHW TIPpU KOPU Y JeTeil TpeOyeT MOMOJHUTEIHHOTO
M3Yy4eHUsI, TaK KaK 9TO UTpaeT 3HAYMMYIO POJIb B OTITH -
MHU3allMM  KOMIUJIeKca  Jie4eOHO-TMarHOCTUYECKUX
MEpPONPUITUIA Yy TAIMEHTOB JETCKOTO BO3pacTa.
JlanbHEWIINIT MOHMUTOPUHT KIMHUKO-JIa0OpaTOPHBIX
NAHHBIX  TIO3BOJIUT  BBIpabOTATh  ONMTHUMAaJIbHBIE
KIMHUKO-IUAaTHOCTUYECKUE aJlTOPUTMBI TTO BeIEHUIO
MalMEeHTOB, TTePeHECIINX KOPb.

IIens paboTBI: TIPOAHANIM3UPOBATH YACTOTY ITOBBI-
IIeHUsI ToKa3aTesiell me4eHOYHbIX (hepMEeHTOB Ha (hoHe
TeYEeHUsI KOPH Y IeTe.

XapakTtepucTtuka petei U MeToAbl UCCNeaoBaHUSA

Hamu ObutM mipoBefeHBI aHAIW3 M CTAaTHCTHYECKast
obpabotka 523 ucrtopuii 60Ie3HN AeTeld, TOCITUTATN3H -
poBaHHBIX ¢ 1MarHo3oM «Kopb» B neTckoe MHGhEeKIIMOH-
Hoe OoKcupoBaHHOE oTiaesieHne MOCKOBCKOTO MHOTO-
npoUJIbHOTO KJIMHMYEeCKoro IieHTpa «KommyHapka»
3a niepuon ¢ ssHBapst 2023 no mapt 2024 ropa. JlnarHos
«Kopb» ycTaHaBnuBajcss Ha OCHOBaHWM JAHHBIX 3TUIE-

Puc. 1. Cnyyaun kopu B EBponeiickom peruone no ganHbiv BcemMupHoii opranu3anum 31paBooxpa-

HeHus, 2023 r.

Fig. 1. Measles cases in the European Region according to the World Health Organization, 2023
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Joseamosa B.M. u coasm. KIMHUKO-1a00paTOpHbIE OCOOEHHOCTHU TEUEHMS KOPH Y JeTeii

MMOJIOTUYECKOTO aHaMHe3a, TUITMYHON KIMHWYECKOM
KapTHUHBI ¢ 00s13aTeJIbHBIM JIaOOPaTOPHBIM TTOITBEPKIE-
HUeM Ha 4—5-11 IeHb TTOSIBJICHUSI CBITIU C OTIpeieJIeHUEM
aHTuTen Kiacca IgM K BuUpycy KOpu METOIOM UMMYHO-
¢depmenTHoro aHaimsa B LleHtpe I'mruensr u Onune-
Muojoruu mno r. Mockse (TecT-cuctembl «IgM-kopb»
npousBoacTBa «BekTop-bect», Poccust). MonekymnspHo-
TreHeTUYeCcKMe ucclieqoBaHus TpoBoauwiauch B Harwmo-
HaJIbLHOM HayYHO-METOAMYECKOM ILIEHTpPe TI0 Haa30py
3a KOpbIO M KpacHyxoil Ha 0aze ®I'BY MHUHUDM
um. I'.H. I'abpuueBckoro PocrnorpedHan3opa, marepu-
aJioM IIJIsSl UCCJIeIOBaHNMS ObIJTM HOCOTJIOTOUHBIE CMBIBBI,
cobpaHHBbIe ¢ 1-ro 1o 3-i1 TeHb BhIChIaHuii. Bcem 60b-
HBIM TIPOBOIWJIOCH JJaOopaToOpHOE 00CIeI0BaHNe, B TOM
yucie OMOXMMUYECKUII aHaJIM3 KPOBU, W PEHTreHorpa-
¢ust opraHOB IpyIHON KJIETKH T10 TTOKA3aHUSIM.

Pe3ynbTathl U 06CyXaeHue

3a yKa3zaHHBII Tepuod B JETCKOM WHMEKIINOH-
HOM OOKCMPOBAaHHOM OTIE/IeHUN C auarHo3oM «Kopb»
OBUTO TIposieyeHO 523 pebeHKa B BO3pacTe OT 2 MeCSIIEB
1o 17 ner; mampurkoB 66110 280 (53,5%) 1 neBouek — 243
(46,5%). V13 aux B Bo3pacre 10 1 roma — 75 nereii (14,4%),
ot 1 no 3 ner — 165 nereit (31,5%), ot 4 mo 7 ner — 102
pebenka (19,5%), ot 8 mo 11 ner — 80 nereit (15,3%), ot 12
nmo 17 ner — 101 pe6enok (19,3%). Hanbomnbliee yucio
JIeTeii, TTOJYIMBIINX CTALIMOHAPHOE JISYeHUE, TIPUXOTUTCS
Ha Jieteit B Bo3pacrte oT 1 roga mo 3-x yiet (puc. 2). Takxke
B BO3pACTHOI rpyrime oT | roma a0 3-X JIET OTMeJaeTcst
HanOoJbIIas pa3HULIA B paCIpeIeIeHUH 10 TIONY: MaJTb-
YUKOB ObIIO Ha 16,4% Goiblie, yeM neBodYeK. B ocraib-
HBIX BO3PACTHBIX TPYIIAxX pacrpenesieHre AeTei 1Mo Moy
OBIJIO OTHOCUTETLHO PaBHOE.

IManyeHTHl MOCTYMaaM Ha CTAallMOHApHOE JIeYeHUe
B cpenqHeM Ha 4,7+1,8 cyrkm 3aboneBanus. CpemHsis

JUTUTETbHOCTh CTAlIMOHAPHOTO JIEUEHUS TeTel ¢ TUTTNY-
HBIM HEOCJIOKHEHHBIM TeUeHUEM KOPU CPeTHEN CTeTIeH!
TsKkectr (450 mereit, 86%) coctaBuia 4,2+1,5 Koiiko-
nHsg. OcnoXHEeHHOe TedeHWe Kopu HaOomanoch y 73
neteit (14%), cpenHsst ITUTENBHOCTb CTAllMOHAPHOTO
JIeYeHUs Y AeTe C OCIIOKHEHHBIM TeUeHHEM KOPH COCTa-
BWIa 612,3 KOWKO-THEN.

Cpenn ocioXHeHWI HaOIogaInch: OTUT — 27 nereit
(36%, cpemHMii KOWKO-IEHb CTAIIMOHAPHOTO JIEYEHUS
5,5%1,5), BupycHasg mHeBMoHMS — 16 meteit (21,3 %,
cpenHuil KoKo-neHb — 7,913,0), BropuyHast 6akTepu-
ambHasg MHbekuns — 27 nereit (36%, cpemHUii KOWKO-
neHb — 5t1,9), nHbeKIr MOUYEeBbIBOASIINX ITyTeil — 3
pebenka (4%, cpemHuii Koiiko-neHb — 4,3%+2,5). Otur
W BTOPUYHOE OaKTepuaibHOe WHOUIMPOBAHWE SIBIISI-
joTcs HauboJiee YacTBIMU OCJOXHEHUSIMU TIPU KOpHU
y neteit (puc. 3).

Bo BpeMms cTallmoHapHOTO JIeUeHUsT B paMKax CTaH-
JMAPTHOTO JIMAarHOCTUYECKOTO TMpoTokoysa 521 pebeHKy
OBIJIO MPOBEIEHO OMOXMMHUUYECKOE MCCIeIOBaHNE KPOBU
(y 2 neteit aHaM3 He B3SIT B CBS3U C OTKA30M 3aKOHHOTO
MpeacTaBUTENsT OT TIPOBeAeHMS 3a00pa KpoBU). MblI pas-
JETVIIA BCeX JIEeTel MO BO3PACTHBIM TPYMIlaM M OTpe-
JETVIIM  9acTOTy TIOBBIIIEHUSI TpaHCaMMHA3 B KaX-
NIOW BO3pACTHOW rpymrie 10 2-X HOpM, 3—4 HOPMBI, 5
u 0oJjiee HOPM.

VY neteit B Bo3pacte no 1 roma (75 nmereit) ypoBeHb
TpaHCaMMHa3 [0 2-X HOpPM oOTMeualcsd y 58 nereit,
yto coctaBuino 77,3% cnydaeB, 3—4 HopMbI — 15
nereit, uto cocraBuiio 20% ciydyaeB, 5 u 6ojiee HOPM —
2 pebeHka, 4To coctaBuiio 2,7%. Y neteil B Bo3pacTte
ot | roga 1o 3-x et (164 pebeHKa) ypoBeHb TpaHCAMMHA3
o 2-X HOpM oTMmevaiics y 151 peGeHKa, 4YTO COCTaBUIIO
92%, 3—4-x HopMbl — y 10 geteit, uro cocraBuiio 6%, 5
u GoJiee HOpPM — y 3 zereit, uto coctaBuio 2%. Y nereit

@ Manbunku @ [Oesoukn @ Bcero
200 +
T 65 (31,5
150 +
I 96(58,2%) 2
100 + -
T 50(49%) 50(49,5%)
50 4 38(50,7% 69(41,8%) 42(52,5%)
- 52(51%) 51(50,5%)
1 F 37(49,3%) 38(47,5%)
0
Do 1roga 1-3ropa 4-7 net 8-11 net 12-17 net

Puc. 2. Pacnpenenenue aereii ¢ auariosom «Kopb» mo nousy u Bo3pacry
Fig. 2. Distribution of children diagnosed with measles by gender and age
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B Bo3pacTte oT 4 no 7 net (101 pebeHOK) ypOBEeHb TpaHC-
aMuHa3 10 2-X HOpPM OTMeyvaJsicsl y 83 nmereii, 4To cocTa-
BwiIo 82,2%, 3—4 HOpMBI — y 15 meTeid, 4TO COCTaBUIIO
14,9%, 5 n Gonee HOpM — y 3 HeTeil, YTO COCTaBUJIO
2,9%. YV neteit B Bo3pacte oT 8 mo 11 jer (80 mereir)
YpOBEHb TpaHCaMHMHAa3 10 2-X HOPM oTMedalcs y 62
neteit, yTo coctaBuio 77,5%, 3—4 HopMbl — y 12 neTei,
yTo coctaBuio 15%, 5 u Goilee HOpM — y 6 meTeid,
4yTO cocTaBuio 7,5%. Y nereit B Bo3pacte ot 12 1o 17 net

OBMEH OlbITOM

(101 pedbeHOK) YpOBEHb TpaHCAMUHA3 A0 2-X HOPM OTMe-
yajcs y 60 mereit, uto coctaBuio 59,4%, 3—4 HOpMBI —
y 20 meteit, uto coctaBuio 19,8%, 5 u 6omee HopM — y 21
pebeHka, uto coctaBwio 20,9%.

IMoBbIlIeHWEe ypPOBHS TpaHCaMWHA3 10 2-X HOPM
yale BCETo BCTPevYasoch B BO3PAaCTHOM rpyrre oT 1 roga
1o 3-x 1eT, a 10 5 1 6osiee HOPM — B BO3PACTHOM TpyIine
ot 12 no 17 net (puc. 4). Bcero nmosbillieHUe TpaHCAMM-
Ha3 0oJjiee 5 HOpM OTMeYaJIoch y 35 meTeil, 9To COCTaBUIIO

B Konwuecteo geteit [ CpeaHuit KoMKo-AeHb CTALUNOHAPHOTO NEYEHUA

OTWT (37%)

BupycHan
nNHeeMoHUA (22%)

BropuuHan
GaKkTepuaneHan
nHekuma (37%)

WHpekuuna
MOYEBBIBOAALMX
nyTer (4%)

0 10

Puc. 3. CTpyKTypa 0C/10:KHEHUI KOPU
Fig. 3. Structure of measles complications

200 —

151 (92%)
150 +—

100

58 (77,3%)

50 +—

o -
1-3ropa

Oo 1 roga

4-7 net

20 30

B o 2chopw W 3-4 Hopmsl [ 5w Gonee HopMm

83 (82,2%)

62 (77,5%) 60 (59,4%)

0(19,8%)
21 (20,8%)

8-11 net 1217 ner

Puc. 4. Pacnpenenenue aeTeii 10 YPOBHIO TPAHCAMUMHA3 B PA3HBIX BO3PACTHBIX IPyNIax
Fig. 4. Distribution of children by transaminase levels in different age groups
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6,7% ot obliero 4yucia AeTei, TIpU 3TOM
OGOJIBIIMHCTBO M3 HUX TMOIPOCTKU B BO3-
pacte ot 12 mo 17 ner — 21 pebeHOK
(puc. 5). CpenHuii KOWKO-IAEHb CTalldO-
HapHOTO JIeYeHUs Y AeTell C TOBBIIIeHUEM
TpaHCaMWHa3 10 5 M 6ojiee HOPM COCTaBWII
5,0+1,6.

1217 ner

KnuHuyeckuin cnyyaii

JleBouka M., 9 net, mocTyInuia B IpreM-
Hoe oTaeneHue JeTckoro MH(MEKIIMOHHOTO
cTtaoHapa  MOCKOBCKOTO — MHOTOIMPO-
¢unbHOTO KIMHWYECKOro IieHTpa «Kom-
MyHapKa» 9KCTpeHHO Ha 4 neHb 3abojeBa-
Hus1. OCHOBHBIE JKaJIOOBI TIPU TTOCTYTUIEHUN
B CTallMOHAp: TIOBBLIIIEHUE TEMIIEPaTyPhI
Teda, CyXol Kallleb, 3aTpyaHEHHEe HOCOBOTO JIBbIXaHUSI,
CHITIb Ha JIMIIE, 3a YIIIaMH, Ha Ilee, TYJTOBUIIIE.

Anamnues 3aboneéanus. Co CIOB MaTepu, HacToslee
3a00IeBaHMe HAYaJOCh OCTPO, C TIOBBLIIICHUS TeMIle-
patypsl Tena no 37,5°C u rojoBHO# G6osu. B TeueHue
3-X IHEeW IO Hayvajla JIMXOpaIKHW y peOeHKa OTMeYanucCh
>Kaji00bl Ha 0OJIb B TOpJie, He3HAUMUTEeJIbHasI CJTa0OCTh.

Martb caMoCTOSITETbHO JaBaja peOeHKY >KapOITOHU-
JKawlye rnpenaparsl, oomibHOoe TTuThe. Co 2 aHs 3a00-
JIeBaHMSI Hapociia Jmxopanka no 38,5°C, mpucoenmHu-
JIOCh 3aTpyAHEHHE HOCOBOTO IbIXaHMs, Kaieib. Matb
CaMOCTOSITENIbHO Havalla aHTMOAKTEPUATbHYIO Teparuio
AmvoxcummmH + KiraBymanoBasa kuciora. Ha 3 meHn
3a00s1eBaHMsI, Ha (pOHE MPOBOAVMOTO JICUEHMUSI, KATOObI
coxpaHsiiich. PeOGeHOK KOHCYJIbTUpPOBaH IeaAUaTpoOM
MO0 MECTY XWTEJIbCTBA, MaHbl PEKOMEHIALIMU Ha aMOy-
JIaTOpHOE JIeYeHre, a TakKXKe CMeHa aHTUOaKTepruaIbHOI
Tepanuu: Ha3HadeH Lledpukcum.

Ha 4 nenbp ¢ MOMeHTa Hayaja JMXOPAIKU COCTOSI-
HUE yXyIIIWIoch (TTIombeM TemIlepaTyphl Tena 1o 39,5°C,
VYCUJTWIICS KallleTh, COXPaHSJIOCh 3aTpyIHEHHOEe HOCOBOE
IIbIXaHWe, OTMEeYaJioch CHVDKEHME arlleTUTa), MOSIBUIach
MISITHUCTO-TIATTYJIe3Hast ChITTb Ha JInIe. B TeueHue THS ChIMTb
pacripocTpaHMIach 3a YIIaMM, Ha Iee, 3aTeM Ha TyJo-
pute. Bei3Bana 6puraga CKopoii MeIUIIMHCKOM TTOMOIIIH,
PEKOMEHIOBAHO  CTAallMOHApHOE JieueHUe, pebeHOK
JIOCTaBJIeH B MpUeMHOe oTaeleHre MOCKOBCKOTO MHOTO-
MPO(MMIBHOTO KIIMHUYECKOTO LieHTpa « KoMMyHapKa».

H3 anamuesa rcuznu N3BECTHO, YTO B TeYeHUE TpeX
HeJeNb 3a TIpelesibl Topoaa pebeHOK He Bble3Kajl, KOH-
TakTa ¢ OOJIbHBIMU KOPBIO YcTaHOBJIeHO He Oblio. I1po-
THUB KOPY He BaKLIMHUPOBAHA B CBSI3U C OTKA30M POIUTE-
JIeit OT MPOMWIAKTUIECKUX TTPUBUBOK. AJJIEPTUYECKUI
M HaCJIEJCTBEHHBIII aHAMHe3 He OTsromieHbl. Ha muc-
IMTAaHCEPHOM y4eTe He COCTOUT.

Ilpu mocrtyrneHun B craimoHap (4 neHb 3aboJieBa-
HUS, TIepBble CYTKM TepuoJa BBICBIMTAHUI) COCTOSTHHE
CpeHel CTeTeHU TSDKECTH 3a CUeT MHTOKCUKAILIMOHHOTO
U KaTapaJbHOTO CUHIPOMOB. PeGeHOK BsuIblii, B CO3Ha-
HUU. ATIIIETUT CHWXKEeH. MeHWHTeaJbHbIX 3HAKOB HeT.
ITpu 06BEKTUBHOM OCMOTpE Ha KOXe JINIIA, IIeU, TI0 BCelt

Mo 1 roga

1-3 rofa

4-7 nav

8-11 net

Puc.5 Pacnipenenienne aeteii ¢ MOBbIIEHHEM TPAHCAMUHA3 10 5 U Gojiee HOPM
10 BO3pacTam
Fig. 5 Distribution of children with increased transaminases up to 5 or more
norms by age

TMTOBEPXHOCTH TYJIOBUIIA BBISIBIEHA IPKO-PO30BasT MSTHU-
cTast ChIITb Ha HEM3MEHEHHOM (hOHe, CKIIOHHAs K CIIMSI-
aumo. [lepudepnueckune muMmpaTndeckue y3isl 10 1,5 cM,
3JIACTUYHON KOHCUCTEHIIMU, 0€300Je3HEHHbIE TTPU Tajlb-
mamu. HocoBoe nbIxaHue 3aTpyIHEHO 3a CYET OTEUHO-
CTU CJIM3UCTOI 00OJIOUKM HOCA U OOMIIBHOTO CIIM3UCTOTO
oTaensgeMoro. B pororioTke — sipKasi pasnauTasi TUTIe-
peMusi, PBIXJIOCTh 3aJHE CTEHKU TJIOTKM W MWHIAJIWH,
SHaHTeMa Ha OYKKaJbHOM OJITUTEJIMM, HAa MSITKOM Hebe
B BUJIE MEJTKMX HE CJIMBAIOLIMXCS APYT C IPYTOM DIIEMEHTOB
6enoro nBera (maTtHa beabckoro—®unatoBa—Kormnmka).
B slerkux nmpIxaHue JXECTKOE, XPUITBI CyXHe, CBHUCTSIINE
¢ IByX cTopoH. YacTerit cyxoit Kamresnb. OIBIIIKKA B TIOKOE
He OTMeYaJoch. YpoBeHb OKcUTeHauu KpoBu 98%. ToHbI
cepala sICHbIe, pUTMUYHBIE. ['eMoagnHaMuKa cTabuIbHas.
KuBotr wmsarkuii, 6e3001e3HeHHbIN. [leyeHb, cenezeHKa
He yBenmu4eHbl. CTyI, TMype3 He HapyIIeHbI.

Ha ocHoBaHWM JaHHBIX aHaMHe3a U OOBEKTUBHOTO
OCMOTpa ObIT YCTAaHOBJIEH TIPeIBapUTETbHBIN ITMAaTHO3
«Kopb, TumMyHas (opma, cpemHeli CTEIeHU TSKECTH,
[JIafKoe TeYeHUe, TTIePUO.T BHICBITTAaHUIA».

Ha BTOpble CyTKM Tieproja BBICHITIAHWI OTMeYa-
JIUCh HapacTaHWe CUMIITOMOB WHTOKCHKAIIMM W KaTa-
pasbHBIX sBIeHuiA. ChIlb pacpocTpaHUIach Ha TYJIO-
BUIIlE W BepXHUWE KOHEYHOCTH, TSTHUCTO-TIAITyJIe3Hasd,
Ha HeM3MEHEHHOM (hOHE KOXU, SIPKO-pO30Basi, CKJIOH-
Hasl K CIUSTHUIO.

TIpu mocTyrieH B TIPUEMHOM OTIEIEHUN PeGeHKY
MPOBEIEHBI 9KCITPECC-TECTHI — UMMYHOXpOMaTorpaduye-
cKUit aHanu3 Ha BUpychl rpurimna 1 SARS-CoV-2, a takxke
Crpernitatect, pe3yiabTaT ObUI OTpHUIATEIBLHBIM. B xim-
HUYECKOM aHajiM3e KPOBHM TIPHW TOCIUTATIU3ALIMM BbISIB-
nieHbl Jeiikonenus 4,2 x 10°/1, neiikonurapHast opmMyiia
He M3MeHeHa, YpOBeHb reMorjoormHa coctaBmi 126 1/,
tpoMGoruToB 204 x 10°/1. B GMOXMMHUYECKOM aHAIU3e
KPOBU TpY rocnuTan3annu (4 neHb 3a00JieBaHUsT) OTME-
YaJiCh TIOBBIIIEHWE TpaHCaMMHA3 — acrhapTaTaMUHO-
TpaHcdepasbl 10 16,8 HOpM, alaHMHAMUHOTPaHCdepa3bl
no0 9,6 HOpM, yMepeHHOe ToBbIIeHHe C-peaKTUBHOTO
6enka mo 31,36 Mr/n, mokasaTequ a30TeMUU U YPOBEHD
TIIOKO3bI B TIpefesiax pepepeHCHbIX 3HauUeHui (Tabauiia).
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B xmMHMUYECKMX aHaIM3aX MOYM 1 Kajla KITMHUYECKU 3Ha-
YUMBIX U3MEHEHUI He OBIJIO BBISIBJICHO.

B cBs13M ¢ moBbIlIEHWEM YPOBHSI TpaHCaMUHa3 OoJjiee
5 HOpM peOeHKY MPOBENEH PSII MOTTOJTHUTEIbHBIX UCCIIe-
nmosaHmii. Pesynawrar 1P cim3m m3 3eBa Ha BO30ymu-
TeJeil OCTPhIX PEeCHUPATOPHBIX BUPYCHBIX WHMEKIIUIA,
rpunma u Covid-19 ObuT oTpUIIATETBLHBIM. AHTHUTENIA
IgM K Bupycy remarura A, aHTUTe]da K BUPYCY rerma-
tuta C W aHTUTEHY BUpyca renatuta B He ompenens-
smck. [lpu onleHKe ypoBHSI UMMYHOTI00yauHOB G 1 M
K BUpycy DmteiiH-bappa n 1muroMeranosupycy IgM
obu1 otpunarenbHbiM, IgG — monoxurenbHbiM. TTLP
uccienoBaHre kposu Ha onpeneiaeHue JJHK muromera-
JIOBUpYyca U BUpyca OmiureitH-bappa Takke mokazaio
oTpulaTeNbHBIN pe3yabTat. Juist Bepudukaimy nmarHosa
Ha 5 KaJeHIapHBI JeHb ¢ MOMEHTA TTOSBICHUST CHITTU
MPOBENEHO ucciaenoBaHue crenrduueckux anturen IgM
K KOpY METOJIOM UMMYHO(GEpMeHTHOro aHanu3a B LleH-
Tpe TUTMEHBI U 3MUAEMUOJOTUM T. MocKBa, ObLT TTOy-
YeH TMOJIOXKUTETbHbBIN pe3yibTarT.

IIpu peHTreHOJIOTUYECKOM WCCJIENOBAaHUM OPTaHOB
IPYIHON KJIETKU OYaroBbIX U MH(MWIBTPATUBHBIX U3Me-
HEHUI He ObLIO0 BEIABIEeHO. [1py yIbTpa3ByKOBOM HCCIIE-
JIOBaHUM OPraHOB OpPIOIIHOW TIOJIOCTU MM MeCTO
MPU3HAKA HE3HAYUTEIBHOTO YBEIMYEHMS JIMHEWHBIX
pa3MepoB TeUeHU, peakKTUBHbIC M3MEHEHUs TOIKeTy-
JIOYHOM KeJIe3bl M XKeTYHOTO ITy3bIpSI.

Ha ocHoBaHUM TIPOBENEHHOIO MCCJEIOBAHUST ObLIT
chopMyIupoBaH KIMHUYECKU auarHo3: «OCHOB-
Hoii mmarHo3: B05. Kopw, TunmuHass dopma, cpenHeit
CTENeHU TSKECTH, Hernankoe TedeHue. OcloXHeHue
ocHoBHOro quarfo3a: K75.2 'ematut HeyTOYHEHHBI».

JleueHne pebGeHKa TIPOBOIMIIOCH B COOTBETCTBUU
¢ (enepalbHBIMU KIMHUYECKUMHM PEKOMEHIALIMSIMU,
yrBepxkneHHbiIMU  Mun3apaBom Poccuu [1]. BonbHas
TOCTIUTAIM3MPOBAHA B MEJbIIEPOBCKUIT OOKC; pexXuM
MOJTYTIOCTEIbHbBIN; IIansiasi auera; OOWJIbHOE TIUThE.
PebGeHok mosryyan maroreHeTUdeckoe (Ypcoae30KCUxXoie-
BYIO KHCJIOTY) U CUMIITOMaTu4eckoe jieueHue. Ha ¢oHe
MPOBEICHHOW Teparnuy COCTOSTHUE YIYYIIWJIOCh: TeMIIe-
paTypa Teja HOpMaJu30Baiach Ha 9-e CyTKU 3a00J1eBaHusl,
CBHITIb TIO3TAITHO perpeccrupoBaia ¢ 0O0pa3oBaHWEM TIWT-
MeHTamu. Ha 8-it neHb 3a0oneBaHust U 5-i1 1eHb TOCIIM-
TaJau3airy ObUT TTPOBE/IeH KOHTPOJIb YPOBHS TpaHCAMMHA3
B OMOXMMUYECKOM aHaJIM3e KPOBU: PE3YJIbTAT C MOJOXU-

OBMEH OlbITOM

TeJBHOU JMHAMUKOM — YpOBeHb AJlaHMHaMUHOTpaHcde-
pa3bl COCTABIISUT MeHee 3-X HOPM, YPOBEHb acTiapTaTaMu-
HoTpaHchepasbl HopMaru3oBaics (Tadbauia).

PeGeHOK BBHITIMCAH B YIOBJIETBOPUTETHLHOM COCTOSTHUM
¢ YIydYIlleHWeM Ha IIeCTOM JeHb TOCIUTAIM3ALNK (ITh-
TEJTbHOCTh CTAIMOHAPHOTO JICYEHUST COCTaBWIA 5 KOWKO-
TTHEl) ¢ peKOMEHIAIMSIMU Ha aMOyJIaTOPHOE BeIICHNE.

OOcyxaeHue

B Hacrosiee BpeMst oTMe4aeTcsl TeHACHIIUS YBET-
YyeHusl 3a00JIeBa€MOCTH KOPbIO Cpear AETCKOTO Hacesie-
HUSI. DTO CBSI3aHO CO CHMKEHHBIM OXBaTOM BaKIIMHAIIUU
Bo BpeMsi maHaemuu Covid-19, ¢ BBICOKMM ypOBHEM
MasITHUKOBOM MWTpalliy HAaceJIeHUsI B paMKax MeTaro-
JIica, a TakKe C OTKAa30M POAMUTENEi OT BaKIIMHAIIWM.

B HameM KJIMHUKO-71a00paTOPHOM HaOIIOACHUUN
MBI TUArHOCTMPOBAJIN BBICOKYIO YACTOTY TOBBIIIECHUS
nokasaTejieil MeuyeHOUHbIX TpaHCaMUHA3 y JIeTei, 0co-
OEHHO B BO3pacTHOM rpymrie 12—17 jer, 4To He COMpo-
BOXIAIOCh KIMHUYECKUMU TIpU3HAKaMHW TremaTuTa
U He BIUSJIO Ha TSKECTh M MPOJOKUTEILHOCTh 3200-
JIeBaHUST B oCcTpoM Tieprone. [TonydyeHHbIe HAMM pe3yJib-
TaThl CBUAECTEILCTBYIOT O KIMHUKO-OMOXUMHUUECKOM
(deHoMeHe TIpu KOpU y JIeTeil W TOAPOCTKOB, KOTOPBINA
paHee He ObUT MPEAMETOM CUCTEMHOTO U3YJYEeHUS B pam-
Kax JaHHOTO MH(EKIIMOHHOTOo 3a00jieBaHUs. DTO TIOM-
YepKUBaeT HEOOXOAMMOCTh TUHAMUYECKOTrOo HabJrome-
HUS 3a TTALIMEHTaMU TTOCie TMepeHeCeHHON KOpU, B TOM
YHUCJie ¢ KOHTPOJIEM TToKa3aTesieil (PyHKIIMY MeYeHH.

3aknovyeHue

WMsyyeHne maToreHeza  rurepTpaHCaMUHA3eMUU
Mpu KOpPU y JeTeii M TIONPOCTKOB C TIPUBIICYEHUEM
MOJIEKYJIIPHO-TEHETUUYECKUX M MMMYHOJIOTUYECKUX
METOOB IS OLIEHKW MEXaHW3MOB IMOpaKeHUs MeuyeHU
MOXET OBbITh ellle OAHUM OOBEKTOM [IJIsi pa3paboTKu
KJIMHUYECKUX TTPOTOKOJIOB TI0 MOHUTOPUHTY U BEJEHUIO
NeTell ¢ KOpblo, BKIIOYasl TMOKa3aHUs K 1000ciienoBa-
HUI0O W JOucriaHcepHoMy HaOmoneHuto. [lpomomkeHue
NAHHBIX WCCJIEOBAHUI MO3BOJUT OOOCHOBAaTh KJIWHU-
YeCKyl 3HAUMMOCTb peaKIMM TOBBIIICHUSI TpaHCAMU-
Ha3 B JIETCKOI MOMYJISILIMA U BbIpaOOTATh ONTUMAJIbHbIC
KJIMHUKO-TMAaTHOCTUYECKUE aJITOPUTMBI 0 BEIECHUIO
MalMeHTOB, TIEPEHECIINX KOPb, B YCIOBUSIX COXpPaHSIIO-
LIe¥CsT AMUAEMUYECKO HECTAOMITbHOCTH.

Tab6auya. Tloka3zaTem OMOXUMHUYECKOTO AHAIN3A KPOBH M IMHAMUKA YPOBHS TPAHCAMHHA3
Table. Blood biochemistry indicators and transaminase level dynamics

IToka3arenn IIpu nocrynienun Junamuka Pedepenc
AcnapTtaTaMuHOTpaHchepasa 672 E[l/n 38 Ell/n 20—38 E[/n
AnaHnHaMUHOTpaHchepasa 386 Ell/n 114 EJ1/n 0—34 EN/n
C-peaKkTUBHBII OEI0K 31,36 mr/1 - 0,00—5,00 mr/n
MoueBuHa 2,4 MMomnb/n - 3,2—7,9 MMob/n
Kpearnauna 49 MKMOJTB/JT - 30—57 MKMOJb/TT
I'moko3a S MMoub/n - 3,3—5,6 MMounb/n
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

AyTOBOClIaJIeHI/Ie — HOBasA KOHIENMIMA, HOBbIC HO30JI0THU. Kak pacno3HaTtb 1 4YTO ZleJIaTb?

C.0. Canyeuna, E.C. Dedopos

®rbHY «HayyHo-nccnenosarenbCkuii MHCTUTYT peBmMaTtonorum nmenn B.A. HacoHosoi», 115522, Mocksa, Poccuiickas
benepauus

Autoinflammation is a new concept, new nosologies. How to recognize it and what to do?

S.0. Salugina, E.S. Fedorov

Nasonova Research Institute of Rheumatology, 115522, Moscow, Russian Federation

AyToBocnajuTebHbIe 3200.1eBaAHUS 00BEAMHSIOTCS B 00JIbUIYIO FPYNITY ATOJIOTHii TeHeTHYECKOi WK MYJIbTU(hAKTOPHOI NPUPObI,
XaPaKTePU3YIOUIMXCSl PAHHUM /I€0I0TOM, TOBTOPHBIMY MH30/IaMH CHCTEMHOTO BOCTIAJIEHHs (JIMXOPA/KA, Chillb, OBBIIEHHE YPOBHS
ocTpoda3oBbIx 0€JIKOB), He CBSI3AHHOrO ¢ MH(pEKUMAMM MM JPYrUMHU GoJiee pacnpocTpaHeHHbIMH NpUYMHaMu y aeteii. Hepenko
y 0OJIbHBIX OTATOLIEH CeMEiiHbIii AHAMHE3: BCTPEYAIOTCS AHAJOTMYHBIE CIyYau cpeau wieHoB ceMbi. ITomMophu3mM KIMHHYECKHUX
NPOSIBJICHUI AYTOBOCHAJIMTEIbHBIX 3200J1€BaHUil 00YC/IABIMBAET HEOOXOIUMOCTh MYJIbTHANCUMILIMHAPHOIO MOAX0MA; UX M3yYe-
HHEM 3aHUMAIOTCS BO BCeM MHUpe BPA4d PA3JIMYHBIX CHEHUATLHOCTEl: NeAUaATPbl, MIMMYHOJIOTH, AJLIEProJIOrd, PeBMATOJIOTH, reMa-
TOJIOTH M Jp.

B cratbe ocBenieHbl BONPOCHI JMATHOCTHKU U AuddepeHnnaibHoi AHATHOCTHKH, KJIMHUKO-JA00PATOPHBIX NpPOSIBJIEHUI, TeHe-
THYECKOIi TUATHOCTHKH, OCJIOKHEHHIi, TepaneBTHYeCKUX MOAXO0I0B, AJITOPUTMOB 0oJiee OBICTPOi MOCTAHOBKM JMATHO3a, PaHHei
M CBOEBPEMEHHO# Tepanuu. 3aTPOHYTbie BONPOCHI KACAIOTCS, B OCHOBHOM, Hau0oJiee H3y4eHHBIX U Yalle IPYTHX BCTPEYAOMUXCS
B PeaJIbHO KJIMHNYECKOi MPAKTHKE MEePHOIMIECKHX JTUXOPAIOK Y ieTeii: ceMeiiHas cpeJu3eMHOMOPCKAs JMX0PAAKA, KPUONUPHH--
aCcCONMHMPOBAHHBIE TEPUOAMYECKHE CHHIPOMBI, NMEPUOINYECKHid JTUXOPAJI0YHbI CHHAPOM, ACCONMMPOBAHHBIA C MyTalueil reHa
penenrtopa ¢akropa HeKpo3a omyxoJm-ajibha, cuHapoM AedunuTa MeBaTOHAT-KHHA3DI.

Karoueevte caosa: demu, MOHOCECHHbLe aymoeocndaiumenbHole 3060/16‘661H1/lﬂ, nepuodu%ectme /zuxopadlcu, duaeﬁocmmca, ceHemuka

Ansa umtuposarus: CanyruHa C.0., ®enopos E.C. AyToBocnaseHne — HoBasi KOHLEenLusl, HoBble HO30s10ruu. Kak pacrnosHatb v 4To aenatb?
Poc BectH nepuHaton n neaunarp 2025; 70:(6): 116—-126. DOI: 10.21508/1027-4065-2025-70-6-116-126

Autoinflammatory diseases are grouped into a large group of pathologies of a genetic or multifactorial nature, characterized by early
onset, repeated episodes of systemic inflammation (fever, rash, increased levels of acute phase proteins), unrelated to infections or
other more common causes in children. Patients often have a family history that is burdened: there are similar cases among family
members. The polymorphism of clinical manifestations of autoinflammatory diseases necessitates a multidisciplinary approach; They
are studied all over the world by doctors of various specialties: pediatricians, immunologists, allergologists, rheumatologists, hema-
tologists, etc. The article highlights the issues of diagnosis and differential diagnosis, clinical and laboratory manifestations, genetic
diagnosis, complications, therapeutic approaches, algorithms for faster diagnosis, early and timely therapy. The issues raised relate
mainly to the most studied and most common recurrent fevers in children in real clinical practice: familial Mediterranean fever,
cryopyrin-associated recurrent syndromes, recurrent febrile syndrome associated with mutation of the tumor necrosis factor alpha
receptor gene, mevalonate kinase deficiency syndrome.

Key words: children, monogenic autoin flammatory diseases, periodic fevers, diagnosis, genetics
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YTOBOCTIAJIUTEIbHBIE 3a00J1eBaHUS MpeacTaB- mymupoBaHHas JI. Kacraepom B 1998 romy. CormacHo

€HBbl IIIMPOKUM CIIEKTPOM I1aTOJIOTMI TeHeThYe-
CKOI M MYJIbTU(MAKTOPHON TIIPUPOIBI, XapaKTepU3yIo-
LIUXCS TOBTOPSIFOLIMMMUCS SITU30JaMK «OeCTIPUYMHHOIO»
cucteMHoro BocmajieHus: [1—4]. Bonee 25 mer mpomuro
¢ Tex mop, Kak Ha pyoexke XX-XXI BeKOB B MeIMIIMHE
OblTa 03ByYeHa HOBash KOHIEMINS — y4eHUe 00 ayTOBO-
CajJieHN W ayTOBOCITAJIMTENILHBIX 3a00JIeBaHUsIX, chOop-
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9TOI KOHLEIIINU, ayTOBOCMaJeHUe — DTO TMAaTOJOTHUe-
CKO€ COCTOsSIHWE, pa3BUBAlOIIeeCs BCJIEICTBUE TE€HETH-
YeCKM JIeTePMUHUPOBAHHOW aHOMAJIbHOM aKTHUBALIMK
BPOXIEHHOTO WMMYHUTETa, TIPU KOTOPOM, B OTIUYME
OT KJIACCMUYECKOTO BOCTAJIIUTEIBHOTO TIpoliecca, OTCYT-
CTBYET MPOBOLMPYIOIINIA (haKTOp B BUIE TOBPEXKICHUS
wm uHpekuuu [4]. Tlyts K ¢GopMUpOBaHUIO yUeHUSI
00 ayTOBOCHAJIMTEILHBIX 3a00JIEBAHUSIX OBbUI JJIATEThb-
HBIM ¥ HAYWHAJICS C BBIACJICHUS W KIMHUYECKOTO OTH-
CaHMs OTAETbHBIX Ho30Joruit. Tak, Ha TpUMepe OTHOTO
W3 BapUaHTOB HACIEICTBEHHBIX TEPHOANUECKUX JIMXO-
panok —TRAPS-cunmpoma (ot anrin. TNF-Receptor-
Associated Periodic Syndrome) B 1999 romy Obu1 BriepBbie
chopMyIMpOBaH TePMUH <«AyTOBOCIIAJUTEIbHBIE 3a00-
JieBaHusl» [5, 6]. B Ty rpynmy BolLIM penkue, reHeTuJe-
CKU JIeTepMUHUPOBAHHBIE COCTOSTHUS WU MOHOTEHHBIE
ayTOBOCTIAINTETbHBIE 3a00JIEBaHNS, XapaKTePU3YIOLIECST
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HEMPOBOLIMPYEMBIMU TIPUCTYITAMM BOCITAJICHUST W TIPO-
SIBJISIIOIIIMECS] IUXOPANKON M KIMHUYECKON CUMIITOMATH-
KOI, HallOMMHAIOIIEe peBMaTUYECKYIO, TIPU OTCYTCTBUU
ayTOMMMYHHBIX WIM WHQPEKIMOHHBIX MpUuuH [5, 6].
Co BpeMeHeM ObLTM MPEeUIOKEHbI U JIPpYrue orpeese-
HUSI, OTHAKO OHM HE BIIOJIHE YIOBJIETBOPSUIM MCCIEI0-
Bareseil U mpakTuKoB. OCHOBBIBASICh Ha aHAM3e JIUTE-
patypbl M COOCTBEHHOM HAayYHO-KJIMHUYECKOM OIIbITEe
HaMu TIPEIJIOKEHO  OIlpelieieHne ayTOBOCTAIUTEb-
HBIX 3a00JieBaHUII KaK TpymIibl 3a00eBaHUII MOHOTEH-
HOW M MYJbTH(AKTOPHOM TIPUPOABI, B OCHOBE KOTOPBIX
JIEKUT TIATOJIOTUSI CUCTEMbI BPOXIEHHOTO WMMYHUTETa
C HeaJeKBaTHBIM OTBETOM Ha MOJEKYJIbI, acCOLMUPO-
BaHHBIE C TTaTOreHaMu. B mepBylo ouepenb B Hee BOIILIA
rnepuoanMvecKre HacJIeNCTBEHHbIe Juxopaaku. B mocie-
NyIOIIeM B 3Ty TPyMIy ObUIM BKIIIOUEHBI U TakKue 3a00-
JieBaHUsl, Kak 0one3Hb CTuiia B3pOCIIbIX, IOBEHWIbHBIN
apTPUT C CUCTEMHBIM HauyajoM U Apyrue 3abosieBaHUs,
MMeEIOIINe CXOMHYIO CUMIITOMATUKY, HO JJIST KOTOPBIX
He ObLTO HaliIeHO KaKMUX-JIM0O reHeTUYeCKUX MPUUUH [7].
B 2008 romy rpyrmoii menuaTpoB-peBMaTONIOrOB ObLT CO3-
naH MexayHaponHblii poekt Eurofever Project, B pam-
Kax KOTOPOTO OCYILECTBJISIETCS] perucTpalys nalyeHToB
C ayTOBOCTIAJIMTEIbHBIMU 3a00JIEBAaHUSIMU U3 Pa3IMUHBIX
CTpaH M UCCIIeN0BATEeIbCKMX LIEHTPOB, U3YUalOTCSI X OCO-
OEHHOCTU, pa3pabaThIBAIOTCSl KPUTEPUU JTMATHOCTUKU
u nonxonbl K Tepanuu [8]. K 2024 rogy B MexXmyHapoI-
Hblil peructp Eurofever BkimoueHo 6os1ee 5000 naimeHTOB
u3 44 crpaH, 135 ueHTpOB co Bcero mupa. B Hacrosiiee
BpeMsT TiepedeHb MOHOTEHHBIX ayTOBOCITATUTEIbHBIX
3a0oseBaHMI TIpencTaBieH Oosiee yem 50 HacaenCTBEH-
HBIMU 3a00JIEBaHUSIMU, I OH TTIOCTOSTHHO OOHOBJISIETCSI.
YacTeIM M TPAKTUUECKU 00S13aTeIbHBIM CUMITTOMOM
ayTOBOCTIAJIMTEJIbHBIX 3a00JIeBaHUt siBiIsieTcsl (peOpuhb-
Hasl JIUXOpajaKa: TMPEeUMYIIECTBEHHO TepuoauyecKast
unm pexe arieproanydeckas. [TpomnomKuTeTbHOCTb JTUX0-
pPamOUYHOTO 3MU30/1a U CITOKOMHOTO TMeproa MeXITy HUMU
MOKET HaBECTH Bpaya Ha MbICJb O BEPOSITHOM JMarHO3e.
JpyrumMu oOLIMMU CUMIITOMaMM MOTYT OBITH pa3HOO-
Opa3HbIe MOpaXKeHUsI KOXU U ee TPUIaTKOB (YpTUKApHBIE,
MSATHUCTO-TAIYJIe3HbIe, PUTEMATO3HbIE W JIp.), CEPO3-
HBIX 000JI0YeK (acenTUYeCKUil TIEPUTOHUT, IUIEBPUT,
MepUKapINT, MEHUHTUT), CYCTaBOB (apTpUTHI, apTpaj-
run), BOBJIEUEHME CHUCTEMbI MOHOHYKJIEAPHBIX (harorm-
ToB (MMMdaneHonartusi, remnarocrjieHoMmeranus) [2, 3].
AKTUBHBIE KJIMHUYECKUE TIPOSIBJIEHUS] TIPU aOCOJIIOTHOM
OOJIBIIMHCTBE MOHOTEHHBIX ayTOBOCIAJIUTEIBHBIX 3200-
JIEBaHW COTIPOBOXIAIOTCSI TOBBIIIEHUEM OCTPO(DA30BbIX
J1ab0paTOPHBIX MapKepoB, Tpexe Bcero C-peakTUBHOTO
Oesoka, KOTOPBIN SIBJISIETCS CBOEOOPa3HBbIM JabopaTop-
HBIM «TE€PMOMETPOM», U3MEPSIIOIIMM aKTUBHOCTb 3200-
neBaHus, a Takke COD u CBIBOPOTOYHOTO aMMJIOWa
A (CAA), B KpoBH BBISIBJISIETCS IEHKOIUTO3 ¢ HEUTpO(DU-
JIe30M, TPOMOOIIMTO3, aHEeMUsI, OTCYTCTBYIOT ayTOAHTH-
Tena (aHTUHYKJIeapHBIi (haKTop, peBMAaTOWIHBIN (hakTop
u np.). HopmanbHble ToKazarenn ocTpoda3oBbIX Map-
KEpPOB B MOMEHT KJIMHWYECKON aKTUBHOCTHU TIO3BOJISIIOT

C BBICOKOI J10JIEi BEPOSITHOCTH OTBEPIHYTh JUATHO3 ayTO-
BOCTIAJIMTETLHOTO 3a00J1eBaHUsI. DTO HauboJjiee CripaBe/-
JINBO B OTHOULIEHWU KJIACCUYECKUX MOHOT€HHBIX ayTOBO-
CTIaJIMTEILHBIX 3a00JIeBaHMIA.

AuddepeHunanbHag aMarHocTuKa

TTauyeHTHl ¢ ONMMCAHHBIMU BBITIIE BOCTIATUTETbHBIMUA
CUMIITOMAMU MOTYT BCTPETUTLCS B TPAKTUKE Bpadeit
pa3HBIX CITEUATbHOCTEM: TeauaTpoB, WMMYHOJIOTOB,
MHGEKIIMOHUCTOB, PEBMATOJIOTOB U Ap. BBUIY Hecnienu-
(UIHOCTHU MPOSBICHUI, HATMIUS CUCTEMHOTO BOCTIAI -
TEJILHOTO TIpollecca HEOOXOAMMO MPOBENEHUE TIIATETb-
HOI M depeHIMaTbHON TMarHOCTUKY ¢ UCKITIOYeHUEM
0oJiee YacThIX MPUYUH BocrajieHus y aeteii. OcoOGeHHO
3TO aKTyaJIbHO Ha paHHMX 3Tarax 0oJjie3HU (B TiepBbIe 6
MecsueB — 1 rox). B xpyr nuddepeHInpyeMbIX COCTO-
SHUI 00s13aTeIbHO BKIIIOYAIOTCS MH(MEKIMOHHBIE ITPO-
1IeCChl, OTHENBHO CJIEeAYeT BBIICTUTH HOBYIO KOpOHAa-
BUPYCHYIO MH(MEKIINIO, B TOM YHCIIe ¢ MaHU(ecTalueit
MYJBTUCUCTEMHOTO BOCHMAJUTEIbHOTO cuHApoMa. Oco-
00ro BHMMaHMUS 3acCIykKMBAIOT 3a00JI€BaHMSI, COMPOBO-
SKIAIOIINECS] CUCTEMHBIMU TPOSIBIICHUSIMU B COYETAHUU
C KOXHBIMHU BBICBIITAHUSIMU, YTO, OCOOEHHO Y NeTeid,
Takke TpeOyeT MCKIIIOUeHUs IIMPOKOTo Kpyra 3aboJe-
BaHMit. K HUM 00513aTeIbHO OTHOCSITCSI OHKOTEeMAaTOJI0-
ruJeckasl maToJIOTUsI M COJIMIHBIE onmyXxoiu. PaznmuuHbie
BapMaHThl TEPBUYHBIX WUMMYHOIEHUIIUTHBIX COCTOSI-
HUM, B TOM YKCJIe TEHETUYECKU OOYCIOBIIEHHBIE, MOTYT
MPOSIBIATBCSI  CXOAHBIMU cuUMMTOMaMu. Kpome Toro,
HWCKITIOYAIOTCS M IPYTHE COCTOSTHUS, TaKMe KaK BOCTIAIH -
TeJbHBIE 3a00JIeBaHUS KUIIIEYHNKA, cMHApoM KaBacaku,
pSI peBMATMUYECKUX M HEpPeBMATUYECKMX TATOJOTHIA.
B cBs13u ¢ MHOroOOpa3veM MpOSIBIEHUI 3TUM TallMeH-
TaM TIPOBOIMTCS yIiIyOJieHHOe oOciienoBaHre, KaK mpa-
BWJIO, B YCJIOBHMSIX MHOTOIMPOMWIBHOTO TeauaTpude-
CKOTO CTallMoHapa, B KOTOPOM y4acCTBYIOT Bpaul pa3HBIX
crieranbHoCcTe. CHeKTp TPOBOAUMBIX MEPOTPUSTHIA
XOPOIIIO 3HAKOM CIEeMaTCTaM M BKITIOUaeT OakTepu-
OJIOTUYECKUE, CEPOJIOTUYEeCKHe oOCIenoBaHus, 00s3a-
TeJbHOEe MOPGOJIOTUYECKOE HCClIeOBaHUE KOCTHOTO
MO3Ta, KOXH, TUMGOY3I0B, SHIOCKOTMTNYECKNE MAaHUITY-
Jsiuuu 1 np. Bee 310 monpoOGHO oTpaxkeHO B COBpEMEH-
HBIX KJIMHUYECKNX peKoMeHmaumsax [9—11].

BaxxHO MOAUEpPKHYTh, YTO JIMAarHO3 MOHOTE€HHBIX
ayTOBOCTIATUTETbHBIX 3a00JIeBaHU I obcyxmaercst
TOJILKO TIOCJIE MCKJIFOUEHUS 1IeJIOTo psifa 3a00JIeBaHUM,
0oJiee YacTo BCTPEUarIIMXCcsl B OOIIel TTeAuaTpuIecKoi
MpaKTUKe:

— nHpexkuuu (BUpyCcHbIE, OaKTepualbHble, Mapa3u-
TapHbIE);

— OHKOJIOTUYecKUe 3a0osieBaHMsT (JIEHKO3bI, TUMDO-
nponrdepaTUBHBIE 3a00JIeBaHUsI, COJUIHBIE OITYXOJIH,
HelipobyiacToMa u Jip.);

— TIEPBUYHBIE UMMYHOIEMUILIMTHBIE COCTOSTHUSI;

— BOCTAJIIMTEIbHBIE 3a00JIeBaHNUS KUIIIEYHNKA,

— peBMaruyeckue 3abosieBaHus (OCTpasi peBMa-
TUYeCcKasl JINXOpaaKa, CHCTeMHas KpacHas BOJYAHKa,
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IOBEHUJIbHBIN apTPUT C CUCTEMHBIM HaydajioMm, 00Jie3Hb
CTtuiiia  B3pOCHBIX, OBEHWJIBHBIN  JePMAaTOMMO3UT,
CHUCTEMHbBIE BaCKYJIUTHI, CMHIpOoM KaBacaku u 1ip.);

— XpOHHWYECKas KpaluWBHUIIA, APYTHe YPTUKapHBIC
BaCKYJUTBI, B TOM YHUCJI€ TUIOKOMITJIEMEHTEMUUYECKUIA
BaCKYJIUT;

— MyJIbTH(AKTOPHBIE ayTOBOCTAIMTEIbHEIE 3a00JTe-
BaHuUs (007e3Hb CTUILIa B3POCIBIX, OBEHWIBHBIN apTPUT
C CUCTeMHBIM HauajoM, cuHapom IHUTIUIEp, CUHIPOM
aKTHUBALIMU Makpodaros).

Cpean MOHOTEHHBIX ayTOBOCITAJUTEIBHBIX 3a00Jie-
BaHUII HamboJiee N3YYeHHBIMU COCTOSTHUSMU STBIISIIOTCST
4 TIepUOANYECKUX JTUXOPAZOYHBIX CHUHIPOMAa, K KOTO-
PBIM OTHOCSITCSI CeMelHasl CpeIrM3eMHOMOpPCKAas JINXO-
paaka, KpUOMUPUH-aCCOMMPOBAHHBIE TIEPUOINIECKIE
CUHIPOMBI, TEPUOANYECKUN JTMXOPATOYHBINA CUHIPOM,
aCCOLMMPOBAHHBIN ¢ MyTallell TeHa perenTopa (ak-
TOpa HeKpo3a OIyxoJu-ajibda, CUHAPOM AeduInTa
MeBaJloHAT-KWHa3bl. MexXay coboil yKazaHHbIE CHH-
JIPOMBI TAKKe HEPEIKO OYeHb TTOXOXKH, TTOOTOMY HEOOX0-
MO TIPECTABIAThL OCOOEHHOCTH KaXKIOTO U3 HUX.

CeMeiiHas cpeau3eMHOMOpCKas nIuxopaaka

IlepBbIM 1 MOJETBLHBIM 3a00JIEBAHUEM CPEIU MOHO-
TeHHBIX ayTOBOCIAJUTEIBHBIX 3a00JeBaHWI SIBUJIACh
ceMelfHasT cpen3eMHOMOpCKast JInXxopaaka. B coBeTckoii
" (PpaHKOSI3BIYHON TUTEpaType ISl 0003HAYECHUST ITOTO
3a00IeBaHUsI JUTUTETbHOE BpPEeMsT WUCITOIb30BAJICSI Tep-
muH <«[lepunonnueckast 6onesHb» (Maladie periodique).
Hauano kiamHMYecKoro M3ydeHus 3a00JeBaHMS YXOIUT
KopHsIMHM B CpeHeBEeKOBbe, KOTIa BETMKUI apMSHCKUIA
Bpau Mxwutap [l'epamu, xuBmuii B XII Beke, B cBoeM
Tpyne «YTellleHue MpH JIMXOpaaKax» OMucal KIMHUYE-
CKYIO KapTMHY CeMEWHOW Cpeam3eMHOMOPCKON JMUXO-
panku. B HoBoe Bpems maumeHTa ¢ TIepUOIMIECKON
mmxopankoii ormcan Y. I'ebepaen [12]. ITo-HacTosmemy
OTKPBITHE 3a00JIeBaHUSI COCTOSIOCh B XX BeKe, KoTraa
ceMelfHasT cpeTM3eMHOMOPCKast JIMXopaaKa Obljia 3aHOBO
«tepeotkpeiTa» T.C. Janeway u H. Mosental B 1908
roay u S. Siegal B 1945 rony [13, 14]. Ho 3Tu coo6iie-
HUST He TIPUBJIEKJIM B TOT MOMEHT JOJIKHOTO BHUMAaHUSI.
ITpopblB B u3yyeHUM CEMEHHON Cpearu3eMHOMOPCKOM
JIMXOpanKu cocrtosuics mocie nyonukaumu H.A. Rei-
mann B 1948 roay [15]. CemeliHasi cpeau3eMHOMOpPCKast
JINXOpaJKa — OJHA M3 CaMBIX YaCTBIX MEPUOINUYECKUX
JINXOPAIOK U TIO CYTU SIBJISIETCS] MOMAEJBIO TSI M3yYeHUS
MOHOTEHHBIX ayTOBOCIAJIUTEIbHBIX 3a0boneBaHuii [16].
CeMmeitHast cpeauM3eMHOMOpPCKasl JIMXOpaJKa acCOLMU-
poBaHa ¢ mytanussMu B reHe MEFV 1 nmeeT ayTOCOMHO-
pellecCUBHBIN  TUTT  HacienoBaHus. [eHeTMyecKue
JneMeKThl TPUBOISIT K aKTUBALIMM TTUPUHOBOM MHMIIaM-
MacoMbl M W30BITOYHON TIPOAYKIMU WHTEepJIeHKNHA
(IL)-1B. 3aboneBanue HauboJiee YACTO PETUCTPUPYETCS
B pervoHax Cpean3eMHOMOPCKOTO OacceifHa, CBSI3aHO
¢ omnpeleeHHBIMUA 3THocaMHu. YacToTa BCTpe4aeMOCTH
CEeMEMHON Cpean3eMHOMOPCKOW JIMXOPAAKW y apMsiH,
TYpOK, eBpeeB-cedapaoB, apadboB cocrapisieT 1:500 —

B MOMOLLIb TPAKTUYECKOMY BPA4YY

1:1000, B apyrux perrMoHax BCTpEYaeTcsl pexe, OTMe-
yaeTcsl TakXkKe Cpedu HapoaoB 3akaBKasbsi, CeBEpHOTO
Kagkasza, B Kpbimy, naxe y pycckux. OpreHTUPOBOYHOE
pacueTHoe 4ucio ciydaeB B Poccum coctaBiiseT okosio
3700, pexe Bctpeuaercss B Amonun, Unamum, HOxHOI
EBpone, KOxHoit AMepuke.

Knunuko-naboparopHasi ~ KapTuHa  MpeacTaBieHa
TUMUYHBIMUA KOPOTKMMU (0 72 4YacoB) MOBTOPHBIMU
SMU30[aMU  JIMXOPAJKU, CEpO3UTOB (0OIM B KMBOTE,
TPYIHOW KJIETKE), apTpuTa, KOXHBIC TPOSIBJICHUS Yallle
B BUIIE DPOXEIOMOOHON BPUTEMBbI C TPEUMYIIECTBEH-
HOM JIoKaju3alueit B 00JIaCTA TOJIEHOCTOITHBIX, KOJIEH-
HBIX cycTaBoB (puc.l). YacroTa mpuCTYIIOB BapbupyeT
OT €XEHEeENIbHBIX 0 HECKOJbKUX Pa3 B TO/A. Y OOJIbHBIX
CeMeIHOI CpeIM3eMHOMOPCKON JIMXOPAaAKOl MOTYT ObITh
TakKe TeMOopparuyeckue BhICHITaHWs U coueTtaHue ¢ [gA-
acCOLIMMPOBAHHBIM BacKysnuTtoM («mypriypa [llenneiiHa-
I'eHOxa»), ¢ y3eJIKOBBIM TTOJIMAPTEPUNTOM, a TAKXKE C PeB-
MaTUYeCKMMM 3a0osieBaHUSIMU (PEBMATOMIHBIA apTpUT,
IOBEHWJIbHBII MIMONATUYECKUI apTPUT, aHKWIO3UPYIO-
W CIOHIWIIUT, CaKpouJeuT, O6one3Hb bexuera u mp.).
OnHUM W3 pelKuX, HO SIPKMX W TSDKEJIbIX TPOSIBICHUI
SIBIISIETCST 3aTsDKHAs (heOpmbHasg Muanrus [16].

MNepuoaunyeckuin nMXopaaoU4Hblii CUHAPOM,
accouMupoBaHHbI C MyTaLuMel reHa peuenTtopa
¢dakTopa Hekpo3a onyxonu-anbda (TRAPS-
CUHAPOM)

PaszButne cunnpoma TRAPS cBsizaHo ¢ myrauwmeit
B reHe TNFRSFIA, xomupylomeM peuentop ¢axropa
Hekpo3sa omyxoiu aibda (PHO-0) 1 trma, 3aboseBa-
HHUE MMEeT ayTOCOMHO-IOMUHAHTHBINA THUI HacjeaoBa-
aug. [lamyenTsl ¢ cuaapomoM TRAPS xapakrepusyiorcst
pPELMAVBUPYIOLIEH  JIUXOPAaKoi, abmoMWHAIbHBIMU
U CYCTaBHBIMHU OOJSIMM, apTPUTOM, TIJICBPUTOM, TIpPHU-

Puc. 1. PoxenonoOHast apuTeMa B 00,1aCTH TOJIEHOCTOIHOTO CY-
CTaBa y NALMEHTA C CeMEeHHOM Cpen3eMHOMOPCKOM TMXOPAIKOM
Fig. 1. Erysipeloid erythema in the ankle in a patient with famil-
ial Mediterranean fever
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CTyMbl MHOT/Ia HAITOMUHAIOT aTaKy MpU CeMEWHOI cpe-
NIM3eMHOMOPCKOW JIMXOpanKe, HO B OTJMYNE OT TOCTe-
HEW MOTYT IUTUTBCSI OT OMHOW IO HECKOJIbKUX HEIEesb.
Becbma xapakTepHbIMU TMpPU3HAKAMU SIBISIOTCST 00Je3-
HEHHbIE MUTPUPYIOIINE 3pUTEMBbI (pUC. 2a), OTpaxarwo-
mue (pacuuuT, KOJbLIEBUIHBIC BHICHITIaHUS C (heCTOH-
YaTbIMU KpasiMu U TIeproOpOUTaIbHbBIN oTeK (puc. 20, B),
pexe BCTpevaeTcsl yBeUT U UPUT. XapaKTepHO TMOBBIIIIE-
Hue COD, C-peakTUBHOTO OeJika, ChIBOPOTOYHOTO aMM-
nouna A, ¢bubpuHOreHa M JApYyrux ocTpodazoBbIX Map-
KepoB OCOOEHHO B MOMEHT aTaku. Mexmy nmpucTtyrnamu
KJIMHWYECKNE TIPOSIBIICHUSI U BOCMAJIMUTENIbHAsl aKTHB-
HOCTh, KaK TIpaBWJIO, OTCYTCTBYIOT, XOTSI BOCIaJICHUE
MOXET COXPaHAThCS CYOKJIMHIYecKH |2, 3, 17, 18].

Mepuopnyeckunini CUHOPOM
C runepumMmMmyHornooynuHemmeii D, unu cuigpom
Aeduumuta mesanoHaT-kMHasbl (cuHapom HIDS/MKD)

Ilepuonuyeckuit CUHAPOM C TUIIEPUMMYHOTJIO0Y-
guHemueir D, wam cunapom HIDS/MKD (ot anr.
Hyper IgD Syndrome/ Mevalonate Kinase Deficiency) —
MEepUoINUEeCKUl CUHIPOM, OOYCIIOBJIEHHBIN MyTaluein
B reHe MVK. Tun HacienoBaHusI CUHAPOMa ayTOCOMHO-
pelieccUBHBIN. 3abojieBaHME CBSI3aHO C JAe(ULINTOM
depmeHTa MeBasoHaT-kKMHa3el [19, 20]. Omnucano 2
TUIIA CUHApOMa: | TUIT — TsKesnasi MeBaJIOHOBas allvIy-
pusi, CBsI3aHHAs C TIOYTH TIOJTHBIM OTCYTCTBHEM aKTHUB-
HOCTM (pepMeHTa U, yallle BCTPEUarIIniiCsl B TIPAKTHUKE
peBmarosiora, TN 2 — Kiaccudyeckuii cuaapom HIDS,
npoTeKaonuii 0ojiee OnarompusaAtHo. i cuHapoma
XapaKTepeH paHHUI 1eOrT (MepBoe MoIyroaue XXUu3Hun),
TAUNUYHBIE aTakKu IIaTcs 4—7 JHeil, TOBTOPSIOTCS
¢ yacToToi ot 1 paza B 1—2 Heneau 10 HECKOJIBKUX IITH -
30110B B rof. CUMIITOMbI KpOMe JINXOPaAKW BKJTIOUYAIOT
raCTPOMHTECTUHAJIbHbBIC TIPOSIBIICHUS, B TOM Yunciie abao-
MUWHaJIbHbIE 00JI1, TOIIHOTY, PBOTY, JUM®daneHONaTho,
a(Thl BO pPTY, peXe Ha TEHUTAIMSIX, apTpaJruu, MUaj-
MU, CIJIEHOMETaJnio, MOTYT ObITh Hecrneuuduyeckue
KOXHBIE TIPOSIBJICHUSI B BUJIE MAaKyJEe3HBIX M MaKyJio-
ManyJae3HbIX 2JIEMEHTOB, KOTOPbIE TIOSIBJISIIOTCST BO BpeMsI
MPUCTYTIa, OBICTPO MCYe3al0T. Y MAlMEHTOB C CUHIPO-
moMm HIDS/MKD onpenensiercst TOBBILIEHHBIN YpoO-
BeHb IgA, IgD (c aTuM cBsI3aHO ONHO M3 €ro HasBa-

&

TRAPS

Huit — runeplgD cuHApOM), OMHAKO HET KOppEesiluu
C aKTMBHOCTBIO 3a00JIeBaHUsI, TAHHBIM TECT HEe UCIOJb-
3yeTCsl B HACTOSIIEE BPeMsI ISt OLIEHKU TSKeCTH 3a00J1e-
BaHUs U 3(PeKTUBHOCTH Tepanuu. [ToBbIIIEH YpOBEHb
MEBAJIOHOBOM KHCJIOTBI B Moue, OCTpoda3oBbie Map-
Kepbl. bosee BeIpaxkeHHbIE U3MEHEHUS U TSIKECTh COCTO-
STHUST OTMEYAloTCsl TIPU MeBaJIOHOBO# atuaypuu [19, 20]

KpuonupuH-accouumpoBaHHbie Nepuoauyeckme
CUHAPOMBI

KpuonupuH-accouumpoBaHHbIE MepuoanIecKue
CUHIPOMBI OOYyCNOBIEHBbI MyTaiveit B TreHe NLRP3,
XapaKTepU3ylTCsl ayTOCOMHO-IOMUHAHTHBIM HacJea0-
BaHMEM, MPEICTaBJIeHbl TpeMsl M3BECTHBIMU (hEHOTU-
MaMHu B 3aBUCHMOCTH OT TSIKECTU TIPOSIBJICHU: Haubosiee
JIETKUI — CEMEWHBIM XOJOAOBOM ayTOBOCHATUTEIbHBIN
CUHIPOM, UK ceMeliHas XxononoBas KpanvupHua (Famil-
ial Cold Autoinflammatory Syndrome/Familial Cold
Urticaria — FCAS/FCU); cunapom Maki-Yaica
(Muckle-Wells Syndrome — MWS) — camblii TsKebIit
MO CBOMM TIPOSIBJIEGHUSIM M OCJIOXKHEHUSM XpOHUYE-
CKUA MJIAQAEHYECKUU HEPBHO-KOXHO-apTUKYJISIPHBINA
CUHIPOM, WM XPOHUYECKOE MJIAIeHYECKOE MYJIbTUCH-
cTeMHOe BocnanuTenabHoe 3aboeBanue (Chronic Infan-
tile Onset Neurologic Cutaneous Articular/Neonatal
Onset Multisystem Inflammatory Disease — CINCA/
NOMID) [21]. B knaccupukamnmm ayToBoCTIaTuTeTbHbIX
3a00JIeBAaHUIT KPUOTIMPUH-ACCOLIMUPOBAHHBIC TIEPUOIM-
YyecKMe CUHIPOMBI MPEICTaBIISIIOT TPYIIY 3a00IeBaHUI,
XapaKTepU3yIIMXCS COUeTaHWEeM CHUCTEeMHOIO BocTaje-
HUS U yPTUKAPHBIX BeICkIMaHuii [7]. KoxHasi cumntToma-
TUKa TaKXKe XapaKTepHa U TpeJcTaBieHa YPTUKAPHBIMU
BBICHITIAaHUSIMU, OY€Hb HAIIOMUHAIOIIUMU KParMBHUILY,
OIHaKO MPU MOPGhOJIOTUUECKOM MCCIIeIOBAaHUU HE UMEET
ee XapaKTepHbIX Mpu3HakoB (puc. 3a, 6). Yactora mopa-
>KEeHUsI KOXU MPU KPUOTTUPUH-ACCOLIMMPOBAHHBIX MEPU-
OIMYECKUX CUHIpoOMax aocturaer 85—97%, mpu 3TOM
89% MMeIoT ypTUKapOITog0OHbIe 3JIeMeHTHI [21, 22].

VY nauueHToB ¢ ceMelHOI XOJIONOBOI KparnmvuBHULIEH
HU3KHME TeMIlepaTypbl OKpYXKalollel Cpelbl BbI3bIBAIOT
BOCITaJIUTENIbHBIE TIPUCTYIIBI, KOTOPbIE TPOXOAST B TEUEHUE
HECKOJIbKMX YacoB (10 24—48), B TO BpeMsl KaK «KparB-
HUIL@» Y TALIMEHTOB ¢ CUHIPOMOM MakJi-Yajuica u XpoHu-

Puc. 2. Dpurema (a), ﬁomuenpmm.le BbICbIManus (0), MepMOPOUTAJIbHBINA OTEK W IpUTeMa (B)
y nanuenToB ¢ TRAPS-cunapomom
Fig. 2. Erythema (a), ring-shaped rashes (0), periorbital edema and erythema (B) in patients with
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YeCKUM MJIAICHYECKUM MYJITBTUCUCTEM-
HbIM BOCHAJIMTEILHBIM 3a00JIeBaHVEM,
Kak MpaBWJIO, HE BbI3BaHA XOJIOIOM, BO3-
HMKaeT 6e3 BUIAUMBIX TIPUUUH U MOXET
COITPOBOXK/IATh TIAIIMEHTOB Ha TIPOTSIKe-
HMM Bcell MxX Xu3Hu. MIX TpymHO OTIuU-
YUTh OT OOBIYHOHM XOJIOZOBOI KpaItmB-
HMIIBI, B CBSI3U C OOJBIIMM BHEITHUM
CXOACTBOM UX HeobxomnuMmo 1udde-
PEHLIMPOBATh OT KPANMBHUIIBI OCTPOTO
U XpoHWUYecKoro TeyeHus. [loMorb
B auddepeHInaTbHON  TMarHOCTUKE
MOXET OKa3aTh orpeiesieHue ocTpodaso-
BBIX MapKepoB. JIpyriMu posiBJIeHUSIMU
KPHOTTMPUH-aCCOLIMMPOBAHHBIX TIEPUO-
MNYECKUX CUHIPOMOB SIBJISTIOTCST JIMXO-
pamka, TJIa3Hble CUMIITOMBI (KOHBIOH-
KTUBUTHI, YBeUT, Kepatut) (puc. 3B),
HeMpOCEeHCOPHAasl TYroyxXxoCThb, MAaToJIO-
TUs LEHTPAJIbHOW HEPBHOW CHCTEMBI,
cyctaBoB [2, 3, 21, 23]. XapakTepHO TOBBIIIEHNE YPOBHSI
octpodazoBbix MapkepoB (COD, C-peakTMBHOTrO 0Oelka,
CBIBOpPOTOYHOTrO amumionna A). Ortmedarorcss OOIIEKOH-
CTUTYLIMOHAIbHBIE CUMITOMBI (BSUIOCTh, YTOMIISIEMOCTD,
CHMXXEHHUE pPabOTOCITOCOOHOCTH), MUAJTUM, apTPaJITUH,
apTPUTHI, apTPONATUM, KOTOPBIE MOTYT OBITH JTOOpOKa-
YeCTBEHHBIMM TIpU CUHIpoMe Maxki-Yamica, a Ipu xpo-
HUYECKOM MJIAZICHYeCKOM MYJIbTUCHCTEMHOM BOCTIAIM-
TeJTbHOM 3a00JIeBaHUN HOCST e(OPMUPYIOIINI XapaKTep
¢ (dyHKuMOHATBLHBIMU orpaHuyeHusmMu [23]. HabGmona-
€TCsl TaTOJIOTHS TJIa3 B BUIE PEIUIUBUPYIONINX KOHBIOH-
KTMUBUTOB U JOOPOKAYECTBEHHOTO YBEWTA Yy TAIMEHTOB
¢ cuHApoMoM Maki-Yasica 10 TSKeJI0ro MOBPEeXKISHUS
BCEX OT/EJIOB IJla3a C pa3BUTHUEM CJIETIOTHI TIPU XpOHUYE-
CKOM MJIaZICHY€CKOM MYJIbTUCUCTEMHOM BOCIAITUTEIbHOM
3a001eBaHUM, HEMUPOCEHCOPHAs TYrOyXoCTh, DPa3BHUBAIO-
masicsl B MOJAPOCTKOBOM M MOJIOZIOM B3pOCJIOM BO3pacTe
Mpy cuHapoMe Makii-Yajuica v mpakTUYeCKU cpasy Tociie
POXIEHHUsI y TIAIMEHTOB C XPOHUYECKUM MJIaneHUECKUM
MYJBTUCUCTEMHBIM ~ BOCTIAJIMTEIbHBIM  3a00JIeBaHUEM.
OCcO0OEHHOCTBIO TeUEHUS Y MOCTIECTHUX SIBISIETCSI pa3BUTHE
TSDKEJION HEBPOJIOTMYECKOM TATOJIOTUN, PEUMANBUPYIO-
IIUX aCENTUYECKUX MEHWHTUTOB, TUAPOLIe(paTbHOTO CHH-
IipoMa, OTCTaBaHUE B (PU3MUECKOM M YMCTBEHHOM DPa3BU-
tam (puc. 4) [23].

Syndrome (B)

D,I/IaI'HOCTVI Ka MOHOIreHHbIX ayToOBOCNaNIUTEeJIbHbIX
3aboneBaHui

B cBsI3M ¢ TPYOZHOCTSIMU IMATHOCTUKU y TIAIMEHTOB
OTMeUaeTcs BbIpaXkeHHasl 3afepkKKa TTOCTAaHOBKU JIHa-
rHO3a, WHOTAA COCTaBJIsIIOIIasl NeCSITKU JeT (puc. 5)
[8, 19]. Ilo mamnHeiIM HayyHo-mccienoBaTeIbCKOToO
MHCTUTYTa peBmarosnoruu um. B.A. HacoHoBoii 601b-
IMMHCTBO MAllMEHTOB C MOHOT€HHBIMU ayTOBOCIIAIM-
TeTbHBIMU 3a00JIEBAHUSIMU MaHU(ECTUPOBAITU B TIEPBhIE
5—10 yret xu3HM, OOJIee paHHUI BO3pacT 1e0r0Ta OTMEUEeH
y TTALIMEHTOB ¢ KPMOTTMPUH-aCCOLMMPOBAHHBIMU TTEPUO-

B MOMOLLIb NMTPAKTUY OMY BPA

Puc. 3. YpTukapHble BBICHIIAHHS Y MANMEHTOB C KPUOMHPHH-ACCOMMAPOBAHHBIME
neproINYeCKUMH CHHApoMamu (a, 0), KOHBIOHKTHBUT y mamueHTKn ¢ Muckle-Wells

Fig. 3. Urticaria in patients with cryopyrin-associated periodic syndromes (a,0), con-
junctivitis in a patient with Muckle-Wells Syndrome (B)

Puc. 4. T'naponedanbHblii cuaapom, hopMa 4epena y nammeHTa
C XPOHMYECKHM MJIAJEHYECKMM MYJbTHCUCTEMHBIM BOCHAJIM-
TebHbIM 3a001eBanneM CINCA/NOMID

Fig. 4. Hydrocephalus syndrome, the shape of the skull in a pa-
tient with Chronic Infantile Onset Neurologic Cutaneous Artic-
ular/Neonatal Onset Multisystem Inflammatory Disease

IUYeCKUMM cuHapomMaMu u cuHapomom HIDS/MKD.
3anepKKa MOCTAaHOBKM TMAarHO3a y MOJIOBUHBI OOJIbHBIX
cocTaBuia 6onee 5 net, y 24,7% — 6onee 10 net, Hanbo-
Jiee ObICTpasi TOCTAHOBKA TMarHo3a oTMe4YeHa y OOJIbHBIX
C CeMENHOU Cpean3eMHOMOPCKOW JTUXOPATKON.
IToBOpOTHBIM 3TAaroM B Pa3BUTHMM YYEHUSI O BOC-
najeHuu SIBUJIOCh OTKpbiTHE B 1997 romy mpaktuye-
CKM OJIHOBPEMEHHO JBYyMs TpymIiaMu UCCleaoBaTe-
et (ppaHIy3CKOl U MEXIyHAapOJHOM) TeHEeTUUeCKOn
MPUPONIBI CEMEWHOU CPean3eMHOMOPCKOM JTUXOPAIKH,
cBsI3U 3a00JieBaHUsA ¢ MyTauusmu reHa MEFV [24, 25].
BrniepBbie ObLIO TMOKa3aHO, YTO TMEPUOAMYECKUE JTUXO-
pagKyd MOTYT HMMETh T€HETUUYECKYI TPUPOIYy C MEH-
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JIETUPYIOIIMM/MOHOTEHHBIM THUIIOM HacJie-
noBaHusg. B mocnenyroomem 1997—1998 rr.
OBUI  OTKPBITHI TEHBI, MYTallUAd KOTOPBIX

OTBETCTBEHHBI 3a  pa3BUTHE CUHIpPOMa ot
TRAPS (ren TNFRSFIA), nepuoanyeckoro 70 -
CUHAPOMA C TUIEPUMMYHOTIOOYIMHEMHUEH
D (ren MVK), a B 2001 romy — o01iero 60
IJIST  KPUOTIMPUH-aCCOMUPOBAHHBIX TEpU-
OOMYeCKUX  CcuUHApoMoB reHa  NLRP3, 50
YTO TTO3BOJIMIIO TTOKA3aTh, YTO 3T TPU (DOPMBI
KPUOMMUPUH-ACCOLIMMPOBAHHBIX TMEepPUOIAYe- 3 40 -
CKMX CHHIPOMOB, PaHee CUMTABIIMXCS camo-
CTOSITETbHBIMU HO30JIOTUSIMUA, €CTh MO CYTH 30
pasnuuHble (PEHOTUITBI OMHOTO HACJIEICTBEH-
Horo 3aboneBaHus [6, 26—28]. 20
K mHacTtosmieMy BpeMeHU TeHeTudecKas
JIMarHOCTMUKA MOHOTEHHBIX ayTOBOCTIATUTEIb- 10 -
HBIX 3a0o0JieBaHUI cTaja GoJjiee TOCTYITHOM
U paclvpuiia CBou Bo3MoxXHocTH. [1pu uccre- 0

Boapacr nagasa cenvrromor

]
Bospacr npu nocranosxe amarsosa

AHRArHocTHMeCKAN 3AALPAKA, FOABI

! il L, Ié i

L -

JIOBAaHUU WCITOJTb3YIOTCS Pa3IMUHble METOIBI:
MMOUCK TEHETUYECKNX BApUAHTOB B <«TOPSINX
TOYKax», T.e. 30HaX TeHa, IJe HauboJjee 4acTo
BBISBIISIIOTCST MyTallUM, Kak, Hampumep, B 10
9K30He 11 reHa MEFV; cekBeHMpoBaHME
Bcero reHa mo CaHrepy; MpoBelNeHUE UCCIIe-
JIOBaHWST Ha TapreTHBIX maHeassx NGS, BKIIO-
YapIIMX Ha COBpeMEHHBIX 3Tarnax yxe ooyiee 500 reHOB.
B psime ciydaeB MpOBOOUTCS TMOJTHOIK30MHOE/TTOTHOTE-
HOMHO€ CeKBeHMpoBaHue (puc.6 ).

B Hacrosimee BpeMsl 3aperMCTPUPOBAHO OOJIBIIOE
YUCJIO PA3IMYHBIX TEHETUYECKUX BapUAHTOB (MyTaIluii),
OTBETCTBEHHBIX 32 Pa3BUTHE CEMEIHOI CpeTM3eMHOMOP-
ckoit muxopanku (406), KpMOTTMPUH-ACCOIMUPOBAHHBIX
nepuonnueckux cuHapomoB (303), TRAPS-cunnpoma
(184), cunnpoma HIDS (285). Cnucok ux e€xerogHo
nonosiHsiercst B 6aze pernctpa INFEVERS wu npyrux
6azax [29]. IIpoBemeHne MOJIEKYISIPHO-TEHETUYECKOTO
aHaJIi3a SIBJISIETCST OUYeHb BasKHBIM MOMEHTOM IS TTOCTa-
HOBKM JIMarHO3a MOHOTEHHBIX ayTOBOCITAJTUTEIBHBIX
3aboeBanuii. Ha Ham B3rysm, 6e3 reHeTUYeCKOro IO -
TBEPXKIEHUST TOCTOBEPHBIN MMAarHo3 (3a MCKIIOUYEHHEM
XpPOHMYECKOTO  MJIQJIEHYECKOTO  MYJIBTUCUCTEMHOTO
BOCMAJIUTENBHOTO  3a00JI€EBaHUSI) YCTAHOBJEH ObITh
He MoxeT. CoBpeMeHHbIe KJTaCCU(UKALIMUT MOHOTEHHBIX
ayTOBOCTIAIMTEILHBIX 3a00JIeBAHUI YYUTHIBAIOT TEHETHU-
yeckuit BapuaHT 3abosieBaHus (Taou. 1) [30].

B nmarHocTHMKe CYIIECTBEHHYIO MOMOIIb MOTYT

OoKa3aTb TaKne JOITOJTHUTECIIbHBIC O6CHCI[OBaHI/IH
CekBeHMpoBaHne CekBeHupoBaHue
9K30HOB » rexa ‘

"lopsune Toukn” (no CaHrepy)

FMF TRAPS CAPS HIDS/
MKD

Blau PAPA NLRP12

Puc. 5. 3anepKKa MOCTAHOBKHM JMATHO32 Y NAIMEHTOB C MOHOTEHHBIMH AYTOBO-
cnajaMTeIbHbIME 3a001eBannavu (agantuposano u3 N. Toplak ¢ coasr. 2012) [8]
Fig. 5. Delayed diagnosis in patients with monogenic AIDS (adapted from To-
plak N. et al. 2012) [8]

Kak OMOMMKPOCKOITMS IJla3a, ayauorpamMma, OMOICHsT
KOXHU, MOP(hOJOrnYecKoe McclieqoBaHe Ha aMUJIOW-
no3 [9—11].

OCHO)KHeHI/I'iI MOHOreHHbIX ayTOoBOCNaNNTEeJIbHbIX
3aboneBaHuii

OcHOBHOE KM3HEeyTpoXKarlIee OCJIOKHEHUE
MOHOTEHHBIX ayTOBOCMAJIUTENbHBIX 3a00JieBaHUT —
AA-amuiionio3, BTOPUYHBIA BapMaHT aMWJIOMI03a,
KOTOPBIN pa3BUBAeTCsl MPU Pa3TUUYHBIX XPOHUUECKUX
BOCTTQJIMTEIbHBIX 3a00JIEBAaHUSIX, B TOM YHCJIE ITPU ayTO-
UMMYHHBIX. KiimHuU4Yecku naHHass ¢hopma aMUIOUI03a
nposiBiIsieTcs HepporaTueii, TOCTOSTHHO HapacTawolei
MPOTEeMHYpUE U TIPUCOEANHEHNEM CO BPEMEHEM XpO-
HMYECKOW WMJIM OCTPO IOYEYHOU HEIOCTATOYHOCTHU.
JlnarHo3 TOATBEpKIaeTCsl TUCTOJIOTMYecku. B penkux
ciyyasix AA-aMWIOUA03 TIOYeK SIBJISIETCS “TIepBBIM”
MPOSIBJIECHUEM  MOHOTEHHBIX  ayTOBOCTIAJUTEIbHBIX
3ab0oseBaHmnii. CBIBOPOTOYHBINM amuiionas A — 0elloK
0oCTpoii (ha3bl, coaepkaHe KOTOPOTO B KPOBU TOBbIIIIA-
eTcsl TIpY BOCIAJICHUU, SIBJISIETCS TIPEAIIeCTBEeHHUKOM
AA-ammtonna [31, 32]

[MaHenb reHoB
(NGS)

[MOMHO3K30MHBbIN/
reHOMHbI aHann3

=

Puc. 6. DTaHOCTH BHITIOIHEHUSI TEHETHYECKOTO HCCIIe0BAHUS Y nanmyMeHToB C nmpeanoJjaraeMbiIMi MOHOT€HHBIMUA 2ayTOBOCHA-

JIMTEIbHBIMH 3200/I€BAHUSAMU

Fig. 6. The stage-by-stage of performing genetic research in patients with suspected monogenic autoinflammatory diseases
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Puck passutusi amuiaonno3a B OOIIEH TMOIMYJISILIMKA
MalLMEHTOB C CEMEMHOI Cpean3eMHOMOPCKOM JIMXOPaaKoi
cocrasisieT 30%, a B MOMYJISIIUSX BEICOKOTO PUCKa, B TOM
YUCIie He TTOJYJaloINX TeParmio KOJIXULIMHOM, HapacTaeT
1o 75%; y maumenToB ¢ TRAPS-cuHapoMom pa3BuBaeTcst
¢ vactotoif 10 25%; Tpu KpUOMUPUH-aCCOIMUPOBAHHBIX
MEPUOANIECKIX CUHIpPOMAaX B 3aBUCUMOCTH OT (heHO-
tuna — ot 2 10 25%. IepuonnuecKkuii CUHAPOM C TUTIEP-
“UMMyHorooymHemueir D — HamOosiee OGaronpusiTHOe
ayTOBOCITAIMTENTIbHOE 3a00JIeBaHNE C TOUYKU 3pPEHUS pa3BU-
s AA-amuonno3sa (mo 10%) [3, 32].

3HAYUTENIBHO peXe y TAlMEeHTOB ¢ MOHOT€HHBIMU
ayTOBOCTIAIMTEIbHBIMUA ~ 3a00JIEBAHUSIMU  MOXKET pas3-
BUTBCSI CMHAPOM aKTWBAUM Makpodaros. Taxxke cie-
JIyeT TTIOMHUTD O APYTUX OPTaHHBIX TTOBPEXICHUSIX, OTH-
CaHHBIX BBINIE (HApYIIEHUS CITyXa, 3peHUs U JIp.).

CoBpeMeHHble NpeAcTaB/IeHUs O NaToreHese
M NoAxoAbl K Tepanuy MOHOreHHbIX
ayToBOCMNaNuTesbHbIX 3a60neBaHuii

Crnemyer OTMETUTb, 4YTO TIpUMEHEHUE aHTHOaKTe-
pUabHOM, AHTUTMCTAMUHHOM Tepanuu He OKa3bIBaeT
3HAYUMOTO BJIMSIHUSI Ha TeYeHUE BOCTIAJIUTEIbHBIX
SMHU30/I0B, 3TO OBLIO HATJSITHO MPOAEMOHCTPUPOBAHO
KJIMHUYECKON MpaKTUKON. DPDHEeKTUBHOCTh Oa3ZMCHBIX
MPOTUBOBOCITAJINTENIbHBIX TpernapaToB, MCITOJb3yeMbIX
B PeBMATOJIOTMM, TaKMX KaK METOTpeKcar, cyibdacana-
3UH, JedyHOMUI U 1p., He AoKa3aHa. CorjacHO COBpe-
MEHHBIM PEKOMEHIALUSIM W TIPAaKTUYECKOMY OTIBITY
B KauyecTBe CHUMIITOMaTMYeCKOro, 00e30011MBaroIIero
U TIPOTMBOBOCHAJIMUTEILHOTO CpEeACTBAa BO BpeMsi 000-
CTPEHUSI MOTYT MCIOJIb30BaThCSl HECTEPOUIHBIE MTPOTU-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

BOBOCITAJIUTENIbHBIE TIpenapaTthl, TITIOKOKOPTUKOCTEPH-
ofibl U UX KoMOuHawms [9—11, 33—39].

KonxvmH ~ sBAsIeTcss  OCHOBHBIM  TIperapaToM
U0 JIEYEHUS] CEeMEUHOU Cpemnm3eMHOMOPCKOW JINXO-
pagKku, OH JOJDKEH OBITh Ha3HaueH cpasy Ioclie MmocTa-
HoBkM mauarHosa [38, 39]. C 1972 roma KOJXULIMH
MpUMeHsIeTCs IpK 3ToM 3abosieBanuu, ¢ 2016 roma 3ape-
TUCTpupoBaH. JleTssM 0 5 JleT OH Ha3HayaeTcsl B J103€
0,5 mr/cytku, 5—10 ner — 1 mMr/cytku, crapiie 10 geT —
1,5 Mr, MakcuMmajnbHasl 103a IJIs MMOJPOCTKOB COCTaB-
JISIET 2 MT/CyTKHU, 1Uist B3pocibix — 2—3 mr/cytku. Cre-
IyeT OTMETHTh, YTO TIPUMEHEHUE KOJXUIIMHA IOJIKHO
MPOBOINUTBCS Ha TTOCTOSTHHOW OCHOBE W JJIUTEIBHO
(MOXXM3HEHHO) B HEeoOXoauMoit ao3upoBke. [Ipumene-
HUE KOJXUIIMHA B KauyeCcTBEe CHUMIITOMATHUECKOTO Cpe.-
CTBa B MOMEHT aTaku He siBJiseTcs 9(pHeKTUBHBIM. B ciy-
yae HeMmepeHOCHMOCTH TIperapaTa WIK HeTOCTaTOYHOTO
OTBeTa Ha Hero (KOJXULIMHPE3UCTEHTHOCTh) MallieHTaM
Ha3HavyaloTCs TeHHO-UHXEeHEPHBbIe OMOJOTUYECKUE TIpe-
mapathl. KOJXMIIMHPE3UCTEHTHOCThIO, KOTOpast pas-
BuBaercda y 3—15% naumueHToB, ceayeT CUMTaThb HaJIU-
ype 6osiee 6 TUIMMYHBIX O0OOCTPEHUI B roj Wiau Gosee 3
000CTpeHMit B TeueHUe 4—6 MecsleB; HEMOJTHOILEHHBIE
000CTpeHMs C TIOBBIIIEHNUEM YPOBHST peaKTaHTOB OCTPOIA
¢a3pl (C-peaktuBHoro Oenka, COD, CHIBOPOTOYHOIO
ammionna A) He MeHee, YeM B 2 pa3a MeXIy o0ocTpe-
HUSIMU, aMWIOWI03. B peaqbHON KIMHWYECKON TpaK-
TUKE B HEKOTOPBIX CIIy4asiX KOJXWIIMH MOXET YCTIEITHO
HCTIONb30BaThCsl TPU IPYTMX MOHOTEHHBIX ayTOBOCTA-
nuTenbHBIX 3a0oeBaHusIX (cuHapoMbl TRAPS u HIDS),
OIHAKO NP KPUOIMMPUH-ACCOLMUPOBAHHBIX TEPUOTN-
YECKUX CUHAPOMAX KOJXULIMH ObUT Hed(h(HeKTUBEH.

Tabauya 1. Knaccudmkanusi MOHOTEHHBIX AyTOBOCTIAJMTEIbHBIX 3a00J1eBaHuii (anantupoaHo u3 M.Gattorno ¢ coasr., 2019) [30]
Table 1. Classification criteria of mAIDS (adapted from M.Gattorno et al., 2019) [30]

CAPS

FMF

TRAPS

HIDS/MKD

IMonTBepxkaaroas MyTalus
reda NLRP3* u > 1 u3 cne-
JIYIOLIMUX MTPU3HAKOB:

KpanusHuia
ITokpacHeHue r1a3 (KOHb-
IOHKTUBUT, STTUCKIIEPUT,
YBEUT)
HeiipoceHcopHas Tyroy-
XOCTh

MJIN He nmoaTBepxKaaroias
myTtarusg NLRP3**u > 2
U3 CJEAYIONIMX TPU3HAKOB:

KpanusHuna
KpacHplif 11a3: KOHBIOHKTH -
BUT, SMMCKJIEPUT, YBEUT
HeiipoceHcopHas nmorepst
ciyxa

IMonTBepkaaroas MyTalus
reHa MEFV* u > 1 u3 cneny-
IOILIUX MPU3HAKOB

ITponomKUTETbHOCTD TTU30-
noB 1—3 nHga
Aptputr
Boab B rpyau
Bob B xuBoTe

MJIN He noaTBepxKaaromas
mytamuss MEFV** u>2
U3 CJEAYIONIMX TPU3HAKOB:

ITpoaomKuTeIbHOCTD AMU30-
noB 1—3 mHs
ApTpuT
Boub B rpynu
Bonb B xuBoTE

TTonTBepxnatoiast MyTa-
st reHa TNFRSFIA* m > 1
U3 CIEIYIOIINX MPU3HAKOB

[IponomKUTeNIbHOCTD SIU30-
JI0B >7 nHe’
Muanrus
Murpupytomas chlib
[eprnopOuTaIBHBII OTEK
Crpagaroniie poaCTBEHHUKH

MJIN He moaTBepxKaaroIas
mytanuss TNFRSFIA** u>2
U3 CJIEAYIONIMX TPU3HAKOB:

IIpomomKxuTeIbHOCTE S1H30-
J10B >7 nHel
Muanrus
Murpupyromnias ChIITb
[lepuopOuTanbHbIA OTEK
Crpajarolye poACTBEHHUKU

[MonTBepxaatonias MyTanus
reHa MVK* u> 1 u3 cienyto-
LMX IPU3HAKOB

KenynouyHo-KuIeuHbIE
CAMIITOMBI
[letinpIit TUMbaTeHUT
AdTO3HBIN CTOMATUT

Ilpumeuanue: CAPS- cryopyrin-associated periodic syndromes, FMF- familial Mediterranean fever, TRAPS- tumor necrosis factor (TNF)
receptor-associated periodic syndrome, MKD — mevalonate kinase deficiency. *I[ToarBepxnatoriasi MyTalusi — nmaToreHHasi WJid BEpOSITHO Ta-

ToreHHasi; **He roarsepxxaaioiasi — MyTalysi HessICHOI 3HAYMMOCTH
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Canyeuna C.0., @edopos E.C. AyroBocnaneHiie — HOBast KOHIICTIIMS, HOBbIe HO30M0rnu. Kak pacro3HaTh v 4To feiath?

Tabauya 2. VIATuOMTOPBI HHTEPJIEHKNHA- 1 IPY MOHOTEHHBIX AYTOBOCHAIMTEILHbIX 32001eBaHusAX (WWW.grls.rosminzdrav.ru)
Table 2. IL-1 inhibitors (canakinumab, anakinra) in monogenic autoinflammatory diseases

Kanaknuyma6 AnaknHpa
IIpenapar (IMOTHOCTBHIO YeI0BeYeCKOe MOHOKJIOHAJIbHOE AHTHTEJI0 (peKOMOMHAHTHDBIE PACTBOPUMbIE
K IL-1B) AHTaroHMcThb! penentopos IL-1)
Tloxasarms Ch HIDS/TRAPS/FMFxp* CAPS / FMFxp*
(FCAS,MWS,CINCA/NOMID)
®eppanb 2021 — CAPS
Jlata peructpaiuu 05.03.2013 17.11.2016 Hosi6pb 2021 — FMF
Hetn
2 rojga u crapiie, Al 2 Rel 1 o, >8 MecsiieB
Bospact/Bec Jm6o ot 7,5 Kr
mbo ot 7,5 Kr Beca B ¢ Becom >10 kr
3POCIIBIC
B3pocabie
< 40 Kr — 2 Mr/KT
Mg 2—8 Mr/Kr > 40 kT — 150 Mr <50 kr — 1-4 mr/kr
MaKCcUMaJIbHO 10 300 mr >50 xr — 100 mr/cyt
MakcuMaabHO 10 300 MT
Yacrora Kaxnpie 8 Henenb Kaxnpie 4 Henenu ExxenHeBHO
ITyTh BBEIACHUS TMOJIKOXHO MTOIKOKHO TIOJIKOXHO

Tlpumeuanue: CAPS- cryopyrin-associated periodic syndromes, MWS — Muckle-Wells Syndrome, FCAS — Familial Cold Autoinflammatory
Syndrome, CINCA/NOMID — Chronic Infantile Onset Neurologic Cutaneous Articular/Neonatal Onset Multisystem Inflammatory Disease,
FME- familial Mediterranean fever, kp-kkonxutinapesuctentHasi, TRAPS- tumor necrosis factor (TNF) receptor-associated periodic syndrome,

MKD — mevalonate kinase deficiency *Kp- KOJIXULIMHPE3UCTEHTHOCTD

CoBpeMeHHbI MOAXO0M K Teparnuu y O0JbHBIX C MOHO-
T€HHBIMU AYTOBOCHIAIMTEbHBIMU 3200JI€EBAHUSIMU U KOJI-
XULIMHPE3UCTEHTHON  CEMEMHON  CpenrM3eMHOMOPCKOiA
JIMXOPAJIKON BKITIOUAET paHHee MPUMEHEHUE NHIMOUTOPOB
WHTepJIeliKMHa-1, 4To MMeeT moja coOOi orpeneieHHbIe
ocHoBaHud [7]. YueHne o0 ayToBOCIIAJIEHUM CO3aBaJIOCh
Kak paszien MeIUIMHbI, NU3y4alollnii MaTOJOTHI0 CUCTEMBI
BPOXXJIEHHOTO MMMYHHUTETA, HEOTbEMJIEMBbIM aTPUOYTOM
aKTHUBAllMK KOTOPOW SIBJsIETCsl (hopMUpPOBAHUE BOCHATIU-
TEeJIbHOM peakiiuu. BaxHelmmmu perysitopaMu Bocnase-
HUSI, UTPAIOLLIMMU OMPENIEIISIONILYIO POJIb B €T0 MHULIMALIAH,
MoANepKaHWU U TIpeKpallleHUU SIBJISIIOTCS IIUTOKUHBI —
BEILIECTBA, KaK IMPaBUJIO, TICTITUAHON TMPUPOIbI, SIBIISTIO-
1yecs: MPOAYKTaMU MPEUMYIIIECTBEHHO aKTMBUPOBAHHBIX
KJIETOK UMMYHHOI CUCTEMBI, XapaKTepu3sylouuecs: 01m13-
KOIEWCTBUEM, JIMIIEHHbIE AHTUTEHHOW CHEeLM(MUIHOCTU
U OO0YyCIaBIMBAIOIINE MEXKJIETOUHbIE B3aMMOJECTBUS
MPpU Pa3INYHbIX (PUNOTOTUYECKUX W TATO(hU3UOIOTU-
YyecKMX Mpolleccax, TakKMX Kak TeMOMod3, BOCHaJeHUE,
UMMYHHBII OTBeT [7, 8]. YueHue o0 ayToBoCIaJieHUU B 3Ha-
YUTEIbHON cTerneHu (HOPMUPOBATOCH KaK YUEHUE O 1IUTO-
KMHOBOI IMCPETYJISIINM, TIpA KOTOPOI HapylleH OajaHC
MEXy MPO- U MPOTUBOBOCHATUTEIbHBIMUA LTUTOKUHAMM.
B opraHusme HUTOKMHBI B3aUMONEHCTBYIOT, (HOPMUPYS
LIMTOKMHOBYIO CE€Th, OTHAKO MPY TOI WJIX MHOW HO30JIOTUH
MOXKHO BbIIEJTUTDb BEAYILEE 3BEHO, BO3ACICTBYS Ha KOTOPOE
MOXHO NOOUThCS TEPANeBTUYECKOTO yCrexa U TMONaBUTh
MaToJ0rnyeckKuil mpoiiecc. Uil KIacCUYeCKUX MOHOTEH-
HbIX ayTOBOCHAJIUTEIbHBIX 3a00JI€EBAHUI TaKWUM LIUTOKU-
HOM U KJTIOUEBBIM MEIMATOPOM MATOJIOTMYECKOTO Mpoliecca
cran WUutepneiikun-1p (IL-1B). Bo MmHOrom, otyacrtu 6ma-
romapsi U3y4eHUIO ayTOBOCHAIMUTENbHBIX 3a00J1eBaHUI
CTajla TIOHSTHA BaxHelmas ponb IL-1p kak meauatopa
CHUCTEMbI BPOXIEHHOTO MMMYHMUTETa B TeHe3e BOcCIale-
HUSI: OH BbIpAa0AThIBAETCSI B BUJE HEAKTUBHOI MOJIEKYJIbI-

MpeKypcopa, KoTopasi pu HeOOXOAMMOCTU B HEM JOJDKHA
ObITh akTuBMpoBaHa. st aktuaiuu npo-UJI-1 cyie-
CTBYET CHELUATIbHBIA CYTTPaMOIEKYJISIPHBIA MYJIBTHOETKO-
BBIIf KOMIUIEKC, UMEHYEMbI MH(IaMMacoMoii, a 3a0oJie-
BaHUSI OTHOCAT K MH(IaMMacoManarysiM, B TOM YHCJIe 3TO
KacaeTcss OCHOBHBIX MOHOTEHHbBIX ayTOBOCIAIMTEIbHBIX
3a00JIeBaHMI1, O KOTOPBIX UIET PeUb B HACTOSIIIIEM COOOIIIE-
Hun. [lo3TOMYy OCHOBHOI MMIIIEHBIO TIPM MOHOTEHHBIX
ayTOBOCIAIUTEIbHBIX 3a00JIeBaHUSX CTaTu WHTUOUTOPBI
1L-1 (kaHaknHymMa0, aHaKMHpa), KOTOPbIE SIBJISTIOTCS TIpe-
napaTamMv TIEpBOM JIMHUM TIPU OCHOBHBIX TIEPUOIMYE-
CKUX JINXOpaJKax, OHU 3aperucTpupoBaHbl B Poccuiickoi
®enepanyu. [TokazaHust, CITOCOOBI TIPUMEHEHUST U O3Bl
TpernaparoB IIpencTaBieHbl B Taduie 2. DPheKTUBHOCTh
TEparnuu OYeHb BBICOKAs, MEPEHOCUMOCTb YIOBJIETBOPH-
TeJIbHAs 1 10 YMCIY HeXeJlaTelbHBIX SIBJIEHUI He OTIMJa-
eTrcs oT Ipyroii Teparuu [40—44].

WMHunumanus tepanuu reHHO-UHXXeHEPHbIMU OMOJI0-
TMYECKMMU TIperapaTaMu OCYILECTBIISIETCS B PeBMAaTOJIO-
TMYEeCKMX OTAeIeHUsIX (heiepanbHbIX IeHTPOB. [TocKombKy
JIe4eHue SIBJISIeTCSI KpaiiHe J0POTOCTOSIIIIMM, €0 TIPOI0JI-
>KEHME MOCTYITHO IUISl TIAlMEeHTOB B pamMKaX MpOrpaMMbl
«Kpyr noodpa». 5 suBapst 2021 rona npesuaeHT B.B. [Tytun
noanucan Ykaz Ne 16 «O co3manun DoHma MmoaaepKKu
NIETEH C TSOKETBIMU SKU3HEYTPOXKAOIIMMU XPOHUYECKUMU,
B TOM 4Yucjle penkuMmu (opdaHHBIMU) 3a00JIeBaHUSIMU
«Kpyr nobpa». Llenb ¢poHga — obecrieyeHre TaKUxX neTeit
JIEKapCTBEHHBIMM TIpernapataMy U MEITUIIMHCKUMU U3JIe-
JIUSIMU, B TOM YKCJIe HE 3aperMcTpupoBaHHBIMU B Poc-
cuiickoit Menepanuu. TakuM rpemrapaToM T TAIlUEHTOB
C MOHOTEHHBIMU ayTOBOCTIAIUTEIbHBIMU 3a00JIeBAaHUSIMU
siBsieTcst uHrnouTop IL-1 kaHakuHyMao.

Yro KacaeTcsl Ipyrux TeHHO-WHXEHEPHBIX OMOJIO-
TMYECKUX TIPEraparoB, TO ODUIIMATLHONW pPEeTUCTpaliuu
MpPU MOHOTEHHBIX ayTOBOCTAJIUTEIbHBIX 3a00JIeBAHUSIX
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HET, OJHAKO B COBPEMECHHBIX KIMHNUYCCKNX PEKOMCHIA-
OUAX OTPaXE€HbI OTACJIbHBIE CUTyallUUN JIsd UX UCITOJIb-
30BaHUA IO MHIAWBUAYAJIbHBIM ITOKAa3aHUAM. IT10 oa-
TBEPXKIACT U KIIMHNYECCKaA MpaKTHUKa.

3akovyeHue

Taxkum o6pa3om, cpenn aeTeil ¢ IMXOPagKoul W TpU-
3HaKaMM CHCTEMHOIO BOCITaJIEeHUsI MOTYT CKpBIBAThCSI
MalUeHThl C PEAKMMHU MOHOTEHHBIMU ayTOBOCITAJIM-
TeJbHBIMU 3a00JI€BAHUSIMM, KOTOPBIE CJIEAYET BBISBISIThH
U CBOEBPEMEHHO Ha3HAyaTh WM TapTeTHYIO TEpaIluio.
YT0ObI 3aMOIO3pUTh MOHOTEHHOE ayTOBOCHAUTETbHOE
3a0oieBaHNe y TMAIIMEHTOB C MPU3HAKaMU CHCTEMHOTO
BOCHaJIEHNSI, HEOOXOAMMO TPEACTABIATh cebe, B KaKMX
CHUTYyaLMsIX Ha 3TO €CTh OCHOBaHMUSI.

Mpodunb naumeHTa ¢ MOHOreHHbIMU
ayToBocnanutenbHbiMU 3a00N1€eBaHUSMMU:

— WckomouyeHsl apyrve MpUuurHbI;

— Her orBeTa Ha HecTepouIHbIE MPOTUBOBOCITAIN-
TeJbHbIC TIpernapaThl, aHTUOAKTepUaIbHbIE, aHTUTUCTA-
MUWHHBIE TIpeTapaThl, €CTh OTBET Ha IMTIOKOKOPTUKOU/IBI;

JINTEPATYPA (REFERENCES)

1. Kastner D.L., Aksentuevich 1., Goldbach-Mansky R. Autoin-
flammatory disease reloaded: a clinical perspective. Cell 2010;
140: 784—790. DOI: 10.1016/j.cell.2010.03.002

2. Kysemuna H.H., Canyeuna C.0O., @edopos E.C. AytoBocma-
JINTENIbHBIE 3a00JIeBaHMsI U CUHIPOMBI Yy jaeteit. Mocksa:
HUMA-npecc. 2012. [Kuzmina N.N., Salugina S.0., Fedor-
ov E.S. Autoinflammatory diseases and syndromes in chil-
dren. Moscow: IMA-press. 2012]

3. Hashkes P.J., Laxer R.M., Simon A. Textbook of autoinflam-
mation. Springer, 2019; 820

4. Pamees B.B., Jlvicenko (Koznoeckas) JI.B., boedanosa M.B.,
Moucees C.B. AytoBocmanuTenbHble 3a0oneBaHus. K
dbapmakon tep 2020; 29(4): 49—60 [Rameev V.V., Lysenko
(Kozlovskaya) L.V., Bogdanova M.V., Moiseev S.V. Autoin-
flammatory diseases. Kliniches kaya farmakologiya i terapiya
2020; 29(4): 49—60 (in Russ.)]. DOI 10.32756/0869- 5490—
2020—4—49—-60]

5. Fietta P. Autoinflammatory disease: the hereditary period-
ic fever syndromes. Acta Biol. Ateneo Parmense 2004; 75:
92-99

6. McDermott M.F., Aksentijevich I., Galon J., McDermott E.M.,
Ogunkolade B.W., Centola M., et al. Germline mutations
in the extracellular domains of the 55 kDa TNF receptor,
TNFRI1, define a family of dominantly inherited autoinflam-
matory syndromes. Cell. 1999; 97(1): 133—144

7. Federici S., Martini A., Gattorno M. The central role of anti--
IL-1 blockade in the treatment of monogenic and multi--
factorial autoinflammatory diseases. Frontiers un Immunolo-
gy. 2013; 4: 351. DOI: 10.3389/fimmu.2013.00351

8. Toplak N., Frenkel J., Ozen S., Lachmann H.J., Woo P., Koné--
Paut I, et al. An international registry on autoinflammatory
diseases: the Eurofever experience. Ann Rheum Dis. 2012;
71(7): 1177—1182. DOI: 10.1136/annrheumdis-2011-200549

9. Kiununyeckue pekoMmeHaauuu — CeMeiiHas cpenus3eM-
HoMopcKast Juxopanka (HaciencTBeHHBIM — ceMeHbIN
amuionnos) — 2023—2024—-2025 (14.03.2023) — YTBepx-
nensl MunsnpaBom P® [Clinical guidelines — Familial
Mediterranean fever (Hereditary familial amyloidosis) —

B MOMOLLIb TPAKTUYECKOMY BPA4YY

— Pannwmii ge6roT (10 roma);

— TloBTOpHBIE HEOOBICHUMBIE STU30IbI  JIUXO-
pamku (He MeHee 3-X 3a 6 MecseB) UTMTETbHOCTBIO
OT HECKOJIbKMX YacOB O HECKOJIbKUX Helelb;

— KimHudyeckue TIPOSIBJICHUS: CBIMb, apTPUTHI/
apTpajruu, 6071 B XKUBOTE, B TPYIHON KIJIETKE, HEMPO-
CEHCOpHAasl TYTOYXOCTh, KOHbIOHKTUBUTBI, YBEUT, MPOSB-
JIEHUST CO CTOPOHBI LIEHTPATbHOI HEPBHOW CUCTEMBI,

— TloBbIllIecHWE YPOBHST OCTPO(A30BBIX MapKepoOB
B KpoBHU (C-peakTuBHbIi 6es10K >2(0 MT/J1, CKOPOCTb OCe-
JTAHWS SPUTPOIIUTOB >30 MM/, CBIBOPOTOYHBII aMUIOUT
A (>10 MKT/JT), OTCYTCTBHE ayTOAHTUTEIT,;

— OTcyTCcTBHE KJIMHUKO-JIA00PAaTOPHBIX TIPOSIBIIE-
HUI MeXIy TIPUCTYTIaMU;

— CeMeiiHblli aHaMHe3 (aHAJOTUYHbBIC SMU30.bI
Y POICTBEHHUKOB);

— AA-amuyionzo3, TIaTOJIOTMS  TO4YeK, TuOeIb

OT OCTpOH TIOYEYHOW HEIOCTaTOYHOCTU Y TallMeHTa
WJIN Y POJICTBEHHUKOB;

— HanpapneHve Ha TpoBeJeHUE MOJIEKYJISIPHO-
reHeTnyeckoro wuccienoBaHusi reHos MEFV, NLRP3,
TNFRSFIA, MVK nist nonTBepKaeHus TMarHosa.

2023-2024—-2025 (03/14/2023) — Approved by the Ministry
of Health of the Russian Federation (in Russ)]| http://disuria.
ru/_1d/13/1345_kr23E85pO0MZ.pdf \ Ccbuika axTUBHA
Ha 8.10.2025

10. Kimuanyeckne pekoMmeHmaimu — KpuormipruH-accommpo-
BaHHbIE TEPUOIMYECKME CUHIPOMbI ([Ipyrve yTOUYHEHHbIE
HapYLICHUS C BOBJICYCHNEM MMMYHHOTO MEXaHU3Ma, He KJlac-
cuuipoBaHHble B Ipyrux pyopukax) — 2023—2024-2025
(15.03.2023) — YtBepxkaeHsl Munzapasom P® [Clinical guide-
lines — Cryopyrin-associated periodic syndromes (Other speci-
fied disorders involving the immune mechanism, not elsewhere
classified) — 2023—2024—2025 (03/15/2023) — Approved by
the Ministry of Health of the Russian Federation (in Russ)| http://
disuria.ru/_1d/14/1431_kr23E85p0MO08p2M.pdf \ Cchlikma
akTtuBHa Ha 8.10.2025

11. Kiimnuueckue pekoMeHmauuu — llepuoanyeckuii CuH-
JIPOM, AaCCOLIMMPOBAHHBI € MyTalMeil TreHa pelernrtopa
¢dakropa Hekposa omyxoau (TRAPS) (Jpyrue yrouHeH-
Hble HapyLIeHUs] ¢ BOBJEYEHWEM MMMYHHOIO MeXaHu3Ma,
He KilacCUu(pUIUpPOBaHHBIE B APYrUx pyopmkax) — 2023-
2024—2025 (16.03.2023) — VYTBepxaeHbl Munsapasom PO
[Clinical guidelines — Tumor necrosis factor receptor gene
mutation-associated periodic syndrome (TRAPS) (Other
specified disorders involving the immune mechanism, not
elsewhere classified) — 2023—2024—-2025 (03/16/2023) —
Approved by the Ministry of Health of the Russian Federation
(in Russ)] http://disuria.ru/_1d/13/1339_kr23D89p8MZ.pdf
\ Ccblika aktuBHa Ha 8.10.2025

12. Simon A., van der Meer J.W.S. Patogenesis of familial peri-
odic fever syndromes or hereditary inflammatory syndromes.
Am J Physiol Regul Integr Comp Physiol 2007; 292: 86—98.
DOI: 10.1152/ajpregu.00504.2006

13. Janeway T.C., Mosental H. Unusual paroxysmal syndrome
probably allied to recurrent vomiting, with a study of nitro-
gen metabolism. Trans Assoc Am Physicians. 1908; 504—518.
DOI: 10.1001/ARCHINTE.1908.00050080016002

14. Siegal S. Benign paroxysmal peritonitis. Ann. Intern. Med.
1945; 23: 1-21

POCCUCKWIA BECTHUK MEPUHATOJIOMMV U MEANATPUM, 2025; 70:(6)

124

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2025; 70:(6)



15.

18.

19.

20.

21.

22.

23.

24.

25.

Canyeuna C.0., @edopos E.C. AyroBocnaneHiie — HOBast KOHIICTIIMS, HOBbIe HO30M0rnu. Kak pacro3HaTh v 4To feiath?

Reimann H.A. “Periodic disease A probable syndrome in-
cluding periodic fever, benign paroxysmal peritonitis, cyclic
neutropenia and intermittent arthralgia. JAMA 1948; 136:
239-244

. ®edoposé E.C., Canyeuna C.0. CemeiiHasi Cpear3eMHO-

MoOpcKasi Juxopanka (rmepuoanyeckast 00JIe3Hb): MCTOPUSI
Ui peajbHasi npobiema. CoBpeMeHHasi pPeBMaTOJIOTHUS.
2018; 12(3): 61—69. [Fedorov E.S., Salugina S.0. Famil-
ial Mediterranean fever (periodic disease): history or a real
problem. Sovremennaya Revmatologiya 2018; 12(3): 61—69.
(in Russ.)] DOI: 10.14412/1996-7012-2018-3-61-69

. Lachmann H.J., Papa R., Gerhold K., Obici L., Toui-

tou I., Cantarini L., et al. The phenotype of TNF receptor--
associated autoinflammatory syndrome (TRAPS) at presenta-
tion: a series of 158 cases from the Eurofever/EUROTRAPS
international registryAnn Rheum Dis 2014; 73: 2160—2167.
DOI: 10.1136/annrheumdis-2013-204184

Canyeuna C.0., ©edopos E.C., Kareoa M.U., Kameney E.A., 3a-
xaposa E.IO. KiMHUKO-TeHeTUYeCcKasi XapaKTepuCcTUKa OOJb-
HbIx ¢ TRAPS (meproanueckuii CMHAPOM, aCCOLMUPOBAHHBII
¢ peuenTopoM ¢akTopa HEKpo3a OIyXO0JIH) 1Mo JaHHBIM (de/e-
pajibHOTO peBMarojioruueckoro 1eHtpa. [eauarpust um. I.H.
Criepanckoro. 2022; 101 (4): 64—71. [Salugina S.0., Fedor-
ov E.S., Kaleda M.I., Kamenets E.A., Zakharova E.Y. Clinical
and genetic characteristics of patients with tumor necrosis fac-
tor receptor-associated periodic syndrome (TRAPS) according
to the data from the V.A. Nasonova Research Institute of Rheu-
matology. Pediatria n.a. G.N. Speransky. 2022; 101 (4): 64—71.]
DOI: 10.24110/0031-403X-2022-101-4-64-71

Ter Haar N.M., Jeyaratnam J., Lachmann H.J., Simon A.,
Brogan P.A., Doglio M., et al. The phenotype and genotype
of mevalonate kinase deficiency: a series of 114 cases from
the eurofever registry Arthritis Rheumatol, 2016; 68(11):
2795-2805. DOI: 10.1002/art.39763

Koznosa A.JI., baydosa B.O., bypaakoe B.U., Paiikuna E.B.,
Bapaamosa T.B., Kypnukosa M.A. u dp. Cunnpom nedu-
LIMTa MEBaJOHATKMHA3bI: OMBIT OAHOrO leHTpa. HayuHo--
npakTuyeckass pematosorusi. 2021;  59(3): 326—334.
[Kozlova A.L., Bludova V.O., Burlakov V.I., Raykina E.V.,
Varlamova T.V., Kurnikova M.A., et al. Mevalonate kinase de-
ficiency syndrome: Single center experience. NauchcnoPrak-
ticheskaya Revmatologia 2021; 59(3): 326—334 (in Russ.)]
DOI: 10.47360/1995-4484-2021-326-334

Levy R., Gérard L., Kuemmerle-Deschner J., Lach-
mann H.J., Koné-Paut 1., Cantarini L., et al. Phenotypic and
genotypic characteristics of cryopyrin-associated periodic
syndrome: a series of 136 patients from the Eurofever Regis-
try AnnRheum Dis 2015; 74: 2043—2049 DOI: 10.1136/ann-
rheumdis-2013-20499

Monfort  B.,  Desbayes S., Dusser P.,  Bourgui-
ba R., Savey L., Vinit C., et al. Cutaneous manifestations
of monogenic auto-inflammatory diseases: An internation-
al cohort study from the Juvenile Inflammatory Rheuma-
tism cohort J Am Acad Dermatol. 2022; 87(6): 1391—1394.
DOI: 10.1016/j.jaad.2022.08.015

Canyeuna C.0., ®edopos E.C., Topeawuna A.B. CINCA/NO-
MID — penkuii ayToOBOCTIATUTEIbHBIN CUHAPOM B ITPAKTUKE
peBmatosiora. OMNBIT IUArHOCTMKMW, BEAECHUS U Tepa-
nuu  UHTHOMTOpamMu wuHTepineiikuHa 1. CoBpeMeHHast
pesmatosiorus. 2024; 18(2): 25— [Salugina S.0., Fedor-
ov E.S., Torgashina A.V. CINCA/NOMID is a rare au-

toinflammatory syndrome in rheumatological practice
Experience of diagnosis, management and therapy with
interleukin-1 inhibitors. Sovremennaya Revmatologiya

2024; 18(2): 25—32. (in Russ)] DOI: 10.14412/1996-7012-20
24-2-25-32

The French FMF Consortium. A candidate gene for familial
Mediterranean fever. Nat Genet. 1997; 17(1): 25-31

The International FMF Consortium. Ancient missense mu-
tation in a new member of the RoRet gene family are like-

26.

27.

28.

29.

30.

31

32.

33.

34.

35.

36.

37.

38.

ly to cause familial Mediterrnean fever. Cell. 1997; 90(4):
797—-807

Drenth J.P., Cuisset L., Grateau G., Vasseur C., van de Velde--
Visser S.D., de Jong J.G. et al. Mutations in the gene encoding
mevalonate kinase cause hyper-IgD and periodic fever syn-
drome. International Hyper-IgD Study Group. Nat. Gen-
et. 1999; 22 (2): 178—181. DOI: 10.1038/9696

Hoffman H.M., Mueller J.L., Broide D.H., Wanderer A.A.,
Kolodner R.D. Mutation of a new gene encoding a putative
pyrin-like protein causes familial cold autoinflammatory syn-
drome and Muckle-Wells syndrome. Nat Genet. 2001; 29(3):
301—-305. DOI: 10.1038/ng756

Aksentijevich 1., Nowak M., Mallah M., Chae J.J., Wat-
ford W.T., Hofmann S.R. et al. De novo CIAS] mutations,
cytokine activation, and evidence for genetic heterogeneity
in patients with neonatal-onset multisystem inflammatory
disease (NOMID): a new member of the expanding fami-
ly of pyrin-associated autoinflammatory diseases. Arthritis
Rheum. 2002; 46(12): 3340—3348. DOI: 10.1002/art.10688
The registry of Hereditary Auto-inflammatory Disorders Mu-
tations. https://infevers.umai-montpellier.fr/web/ \ Ccbuika
akTuBHa Ha 8.10.2025

Gattorno M., Hofer M., Federici S., Vanoni F., Bovis F., Ak-
sentijevich I., et al. Classification criteria for autoinflamma-
tory recurrent fevers. Ann Rheum Dis 2019; 78: 1025 —1032.
DOI: 10.1136/annrheumdis-2019-215048

Obici L., Merlini G. Amyloidosis in autoinflammato-
ry syndromes. Autoimmunity Reviews 2012; 12: 14—17
DOI: 10.1016/j.autrev.2012.07.016

Pameee B.B., Moucees C.B., Koznosckas JI.B. AA-amuinonnos
MpU ayTOBOCTIAIUTEIbHBIX 3800 — JieBaHuUsIX. KinH dapma-
kou Tep 2021; 30(4): 52—61 [Rameev V.V., Moiseev S.V., Ko-
zlovskaya L.V. AA amyloidosis in autoinflammatory diseases.
Klinicheskaya farmakologiya i terapiya 2021; 30(4): 52—61
(in Russ.)]. DOI: 10.32756/0869-5490- 2021—4—52—61

Ter Haar N.M., Oswald M., Jeyaratnam J., Anton J., Bar-
ron K.S., Brogan P.A. et al. Recommendations for the man-
agement of autoinflammatory diseases. Ann Rheum Dis. 2015;
74(9): 1636—1644. DOI: 10.1136/annrheumdis-2015-207546
Soriano A., Soriano M., Espinosa G. Current Therapeutic Op-
tions for the Main Monogenic Autoinflammatory Diseases
and PFAPA Syndrome: Evidence-Based Approach and Pro-
posal of a Practical Guide. Front Immunol. 2020; 11: 865.
DOI: 10.3389/ fimmu.2020.00865

Hansman S., Lainka E., Horneff G., Holzinger D., Rieber N.,
Jansson A.F., et al. Consensus protocols for the diagnosis and
management of the hereditary autoinflammatory syndromes
CAPS, TRAPS and MKD/ HIDS: a German PRO-KIND
initiative. Pediatr Rheumatol Online J. 2020; 18(1): 17.
DOI: 10.1186/s12969-020-0409-3

Ter Haar N., Lachmann H., Ozen S., Woo P., Uzl Y.,
Modesto C., et al. Treatment of autoinflammatory diseases: re-
sults from the Eurofever Registry and a literature review. Ann
Rheum Dis. 2013; 72(5): 678—685. DOI: 10.1136/annrheum-
dis2011-201268

Romano M., Arici Z.S., Piskin D., Alehashemi S. The 2021
EULAR/American College of Rheumatology points to con-
sider for diagnosis, management and monitoring of the in-
terleukin-1 mediated autoinflammatory diseases: cryopyrin--
associated periodic syndromes, tumour ntcrosis factor
receptor-associated periodic syndrome, mevalonate Kinase
deficiency, and deficiency of the interleukin-1 receptor an-
tagonist Ann Rheum Dis 2022; 81: 907—921. DOI: 10.1136/
annrheumdis-2021-221801

Ozen S., Demirkaya E., Erer B., Livneh A., Ben-Chetrit E.,
Giancane G., et al. EULAR recommendations for the man-
agement of familial Mediterranean fever. Ann Rheum
Dis. 2016 Apr; 75(4): 644—651. DOI: 10.1136/annrheum-
dis-2015-208690. Epub 2016 Jan 22

POCCUVCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2025; 70:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025, 70:(6)

125




B MOMOLLIb TPAKTUYECKOMY BPA4YY

39.

40.

41.

Ozen S., Sag E., Oton T,. Giil A., Sieiro Santos C., Bayrak-
tar D., et al. EULAR/PReS endorsed recommendations
for the management of familial Mediterranean fever (FMF):
2024 update. Ann Rheum Dis. 2025; 84(6): 899—909.
DOI: 10.1016/j.ard.2025.01.028

Kuemmerle-Deschner J., Gautam R., George A., Raza S., Lo-
max K.G., Hur P. Systematic literature review of efficacy/ef-
fectiveness and safety of current therapies for the treatment
of cryopyrin-associated periodic syndrome, hyperimmuno-
globulin D syndrome and tumour necrosis factor receptor--
associated periodic syndrome. RMD Open. 2020; 6(2):
¢001227. DOI: 10.1136/ rmdopen-2020—001227

Neven B., Marvillet 1., Terrada C., Ferster A., Boddaert N.,
Couloignier V., et al. Long-term efficacy of the interleukin-1
receptor antagonist anakinra in ten patients with neonatal--
onset multisystem inflammatory disease/chronic infantile
neurologic, cutaneous, articular syndrome. Arthritis Rheum.
2010; 62: 258—267. DOI: 10.1002/art.25057

IMoctymna: 25.09.25

Kongauxm unmepecos:

Aemopbl dannoil cmambvl n0OMEepousU OMCymcmaue KoH-
(haukma unmepecos u PUHaAHCOB0I NOAOEPIHCKU, O KOMOPbIX
Heobxo0umo coobuyums

42

43.

44.

. Walker U.A., Tilson H.H., Hawkins P.N., Poll T.V., Novi-
ello S., Levy J., et al. Long-term safety and effective-
ness of canakinumab therapy in patients with cryopyrin--
associated periodic syndrome: results from the B-Confident
Registy. RMD Open. 2021; 7(2): ¢001663. DOI: 10.1136/
rmdopen-2021-001663

Benedetti F., Gattorno M., Anton J., Ben-Chetrit E., Fren-
kel J., Hoffman H., et al. Canakinumab for the treatment
of autoinflammatory recurrent fever syndromes. N Engl
J Med. 2018; 378(20): 1908—1919. DOI: 10.1056/NEJ-
Moal706314

Canyeuna C.0., Dedopos E.C. I'eHHO-WHXEHEpHbIE OUO-
JIOTMYECKHME TIperapathl B JICYCHUM OCHOBHBIX MOHOTEH-
HBIX ayTOBOCHAJUTEJbHBIX 3a00JeBaHMIi: 0030p JuTepa-
TYpbl U KIMHUYecKoe HabmoneHue. 2021; 15(6): 95—100.
[Salugina S.0., Fedorov E.S. Biologic disease-modifying
antirheumatic drugs in the treatment of major monogen-
ic autoinflammatory diseases: literature review and clinical
observation. Sovremennaya Revmatologiya 2021; 15(6): 95—
100 (in Russ)] DOI: 10.14412/1996-7012-2021-6-95-100

Received on: 2025.09.25

Conflict of interest:

The authors of this article have confirmed the lack of conflict

of interest and financial support, which should be reported.

POCCUCKWIA BECTHUK MEPUHATOJIOMMV U MEANATPUM, 2025; 70:(6)

126

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2025; 70:(6)



DnuaepMaibHas ajieprus y aerei

C.U. bapdenuxosa', O.b. [oseyn?, 3.9. Jlokwuna', JI.A. lllasroxosa’, H.U. baeuposa’,
I'.b. Kysneuos'

'®re0y BO «Poccuiickuii yHBepceuTeT MeamumHbl» Munisaopasa Poccu, 127473, Mocksa, Poccuiickas depepauns
°I'BY3 «[eTckas ropoackas knvMHuyeckas 6onbHuLa ceaToro Bnagnmupa» A3M, 107014, Mocksa, Poccuiickas @enepaums.

Epidermal allergy in children

S.1. Bardenikova', O.B. Dovgun’, E.E. Lokshina', L.A. Shavlokhova', N.I. Bagirova’,
G.B. Kuznetsov'
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2St. Vladimir Children’s City Clinical Hospital, 107014, Moscow, Russian Federation.

B cratbe 00cyxaaoTcess NpodJaeMbl aJUIEPrUM HA KUBOTHBIX: PACHPOCTPAHEHHOCTb B PA3HBIX MOMYJISIMAX, ACTEKTHI reorpaduye-
CKOIi M BO3PacTHO# dnuaeMuoiornd. PaccMaTpuBaioTcs HanboJiee 4yacTbie BUIbI SNHIEPMAJIbHBIX AJIEPreHOB, X OCHOBHbIE HOCH-
TeJI, BO3MOXKHbIE MyTH SNUIEPMATBHON CeHCHOMIM3anun, GakTopbl PUCKA M CBA3b C HACJIEACTBEHHON NMPeIPACHOI0KEHHOCTDIO.
AK1eHTHpYeTCs] BHUMaHHe HA OTCYTCTBHU TMII0AJLIEPreHHBIX MOPOJ AKUBOTHbIX. O0CYKIAI0TCA 3HAYMMOCTD JKMBOTHBIX aJlJIePreHOB
B Pa3BUTUM AJUIEPrHYECKUX 3200/I€BaHMIi U NX KIIMHUMYECKHe BAPUAHTBI, 0230BbIe BONPOCHI Bepr(HKALMU IMATHO32 ¥ BO3MOKHOCTH
MOJIEKYJISIPHOI AJ1JIEProqUarHOCTHKH. Y/eJleHO BHUMAHHE HAYYHOIi JUCKYCCHH 00 MMMYHOMO/Y.IMPYIOIIEM BIMSIHUM PAHHei 9KCIOo-
3UIMHU (MPEHATAJIBHO M MOCTHATAJILHO) XKMBOTHBIX AJLIEPreHOB NPH BJIAIEHUH JOMAIIHUMY MUTOMUAMH C KOHKYPEHTHOI MHIYKIuei
WM PA3BUTHEM DNMAEPMAJTBHOI AJUIePTiH, HIM IPOrPAMMHPOBAHNEM UMMYHHO# TOJIEPAHTHOCTH. ABTOPBI AHAIU3UPYIOT 3 deKTHB-
HOCTb TPAJUIHUOHHBIX METOI0B NPO(MHUIAKTHKH SMHAEPMAIBbHOI a11epruu, 6a3upyoLUXCs HA YCTPAHEHUH SKCIO3UIMH WK u30e-
TaHUU NPUYMHHBIX TPUITEPOB, A TAKIKE PACCMATPUBAIOT MHHHOBALIMOHHBIE BO3MOXKHOCTH (DOPMHPOBAHHS TOJIEPAHTHOCTH M KOHTPOJIS
COJIePXKAHNS JKUBOTHBIX AJIEPreHOB B OKPYKAIOIIeil cpeie, KOTOpPble MOMOTYT pPemaTh NpodeMbl 10Ir0CPOYHOi MPOGUIAKTHKH
1 HAJIeXKHO ONTUMHU3MPOBATDH MPOTHO3.

Karoueevie caosa: annepeeHbl HCU6OMHbLX, MOoAepaAHNTHOCMb, CeHCll6ll/lll3(1L4uﬂ, 3nu6epM¢mbHa;z aanepeus, 0emu, nepcneKmuebl.

Ansa umtupoBanuns: bapaeHuvkosa C.U., losryH O.b., JlokwuHa 3.9., LLlaBnoxosa J1.A., barupoBa H.U., KyaHeuos I.b. SnvuaepmasnbHas an-
neprus y getei. Poc BectH nepuHaton n neguarp 2025; 70:(6): 127-137. DOI: 10.21508/1027-4065-2025-70-6—127-137

The article discusses the problems of animal appearance: prevalence in different populations, aspects of geographic and age epidemi-
ology. The most common types of epidermal allergens, their main carriers, possible pathways of epidermal sensitization, risk factors
and connections with hereditary predisposition are considered. Attention is focused on the absence of hypoallergenic animal breeds.
Cases of the occurrence of allergens in animals in the development of their diseases and their useful variants, basic issues of diagnosis
verification and the possibilities of molecular allergy diagnostics are discussed. Attention is paid to the scientific discussion about
the immunomodulatory effect of early exposure (prenatally and postnatally) to animal allergens in pet ownership with competitive
induction or development of epidermal allergy, or programming of immune tolerance. The authors analyze the effectiveness of tra-
ditional methods of preventing epidermal allergies, based on eliminating exposure or avoiding causative triggers, and also consider
innovative opportunities for developing tolerance and controlling the content of animal allergens in the environment, which will help
solve the problems of long-term prevention and reliably optimize the prognosis.

Key words: animal allergens, tolerance, sensitization, children, epidermal allergy, perspectives.
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Ajnmepn/m Ha >XKMBOTHBIX — aKTyaJibHas TpoOiieMa
OBPEMEHHOI aJUTIeproJIOTUN U KITMHUYECKON UMMY-
HOJIOTUM BBUAY TIOBCEMECTHON pacipoCTpaHEHHOCTH
aJUTepreHOB KMBOTHBIX B OKpYKalOIIel YyeoBeKa cpejie
U TECHOTO KOHTaKTa C HUMU B OBITY, B CEJTbCKOM XO3STi1-

cTBe M TPodeCCUOHAILHON NesITeIbHOCTU. 3aTparuBast
JIECSATYIO YaCTh HACeJEHUS TJIaHEThbI, OHA SIBJISETCS Tpe-
ThEU MO YaCTOTE MPUUMHOU peCTMpaTOPHON ajljiepruye-
CKOI1 maTosioruu (Tocie MbUTbLbI U KJIEIel ToMalrHel
MBUIN), a cpean OOJILHBIX aCTMOM B IIPOMBIIIIJICHHO pa3-
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BUTBHIX CTpaHaX MPOLEHT 3MNUACPMaIbHOW CEHCUOWIIN-
3anuu BeIipactaeT 1o 30 [1]. 2Ku3Hp yeaoBeKa M KUBOT-
HBIX TECHO CBSI3aHbI Te€HeaJIOTHell U 3BOJIOLMEN BUIOB.
CylIecTBYIOT 3HAaYUTENIbHBIE TreorpauyecKue pasim-
YUs B pacCIpOCTPAHEHHOCTH 3IUAEPMATIbHON aJlJIepruu,
aCCOLMMPOBAHHbIE C WHTEHCUBHOCTHIO BO3ICUCTBUS
aJUTepreHOB OJOMAIITHEHHBIX XMBOTHBIX Ha XO3dMHA,
YTO B CBOIO OYepelb 3aBUCHUT OT UX BUAA, apeayiia o0Ou-
TaHWsI, KJIIMMaTa, POJU B TIPUPOTHON cpere, OBITOBBIX
VCIIOBUIM U CEMEWHBIX HOPM UX COIEPKAHUS: B HEKOTO-
PBIX KYJIBTypaxX MUTOMIIBI CIISIT B IOME B OTHOM IOCTETN
¢ JIIOJbMU, B IPYTUX — SIBJISIIOTCST UCKITIOUUTETHLHO TBO-
poBbiMU obOuTaTensiMu. MHTepecHble (haKThI: YUCIO
ceMeif, MMEIOIINUX >XWBOTHBIX B JIOME, 3HAYUTEBHO
BapbUpPYET B Pa3HBIX YTOJIKaX TUTaHEeTHl — B McrmaHuu 1o
b 5% xunui, a B HoBoit 3emanann — 65% noMoB,
B cpenHeM B EBpore m CIIA Bragenbuamu cobak
" KolleK sBistiotrest cBbitie 30% HaceneHnms. Yto Kaca-
ercst P@ — B Poccum, mo manHbiM LleHTpa mUTaHus
M OJarormolydydsl >KMBOTHBIX, JIOMAIIHUX TTUTOMIIEB
UMeroT 56% cemeii, IpUYeM WX TIOMYJSIIUS TTOCTOSTHHO
pacter: B 2023 romy YMCIEHHOCTb KOIIEK COCTaBMIIA
49,2 miH, cobak — 25,5 muH. BepHo rosopsit, uto «Poc-
cMsl B TIEPBYIO ouepenb Koliaubsi cTpaHa» [1—3]. Camas
BBICOKAS TUIOTHOCTH JOMAIITHUX XUBOTHBIX, OECCTIOPHO,
PETUCTPUPYETCS B MeTarojmcax.

B mupe Hambosee pacrpocTpaHeHO BiIafeHUe KOII-
KaMd M cobakaMM, WMEHHO OHU CTalu HeOTheMJie-
MOM YacThlO YeJIOBEUECKOM IMBUIN3ALNUA 6—7 MJTH JIET
Hazan. DTO TpPamgUIIMOHHBIE JKMBOTHBIE-KOMITAHBOHBI,
KOTOPBIX YeJIOBEK MPUPYIWIT U COAEPXKUT BOJIU3M ceOst
JUTST OXpaHbl XKWJINILA W 00IIeHns. B Halm THW B 1IUBU-
JIM30BAaHHOM MUpPE OBICTPBIMU TEMIIAMU PACTET TTOMYIISIP-
HOCTb COIEPXKAaHUST «IOMAIIIHETO 300TapKa» C JK30THU-
YeCKMMU TpbI3yHamu, aM(pUOUsIMU, pbiOaMU, TITUIIAMU
M HACEKOMBIMU — OTHOBPEMEHHO C 3TUM MHOXUTCS
pacTpoCTpaHEHHOCTD aJUIEPTUM Ha 3TUX MPEACTaBUTENEH
>KUBOTHOTO Mupa [4]. [TpucyrcTBre Kolek/cobak (XoMsi-
KOB 1 KPOJIMKOB, MOPCKHMX CBUHOK U XOPHKOB, TTOITyTaeB
1 KaHapeeK, aKBapUyMHBIX PbIOOK) B KBapTHpe (KOMHATe,
TTOCTEJTN ), YXOJI 32 CETbCKOX03SICTBEHHBIMU XKUBOTHBIMU
(KOHIOIIIHSI, 3aTOH JUIsl CKOTa, (hepma), JOCyr M oOIie-
HUe B criopTe (KOHKYp M Bble3/Ka Jollajeid, codaubs
U KOIIaybsl IPECCypa M BBICTaBKM), TPOhecCuoHaTbHAasT
pabota (300rmapkK, 3BepUHEll, OKeaHapuyM, LIUPK, BUBa-
puii, BeTJieueOHMIA) — BCE BUIBI KOHTAKTa HarpyxXaloT
MMMYHHYIO CHCTEMY CIEeUU(MUIECKUMU KUBOTHBIMU
ajuiepreHaMM. B pesyibTaTe MHOTMeE Bianeiablibl/KOH-
TaKTepbl CECHCUOMIIU3UPYIOTCS 60Jiee YeM K OTHOMY BUIY
SKUBHOCTU ONHOBpeMeHHO. 1o iMTepaTypHBIM JTaHHBIM
CEHCHOMIM3aIUsI K KOIIKAM OIpenessieTcsl MpaKkThde-
CKU TTIOBCEMECTHO, W aJUIeprHsl Ha KOIIeK BCTpedaeTcst
B JIBa pasa yaiiie, 4YeM ajileprusi Ha codak — €10 cTpajaer
MIPUMEPHO KaXXIbIA TATBIA KUTENb TUIAHETHI, TTPUYEM
B TTOTTYJISILIVIM JTIOAEH ¢ aTOMMYeCKUM (DeHOTUTIOM TUTIEeP-
YYBCTBUTEJIBHOCTb K KOIIKaM BbIsiBIsteTcst v 20—26%
ManyeHToB, K cobakam — y 27% [5, 6]. Tem He MeHee,

B MOMOLLIb TPAKTUYECKOMY BPA4YY

3HAYMMOCTh CEHCHOMIM3AINY K ajjiepreHaM >KUBOTHBIX
HEJIOOLIEHUBAIOT He TOJIBKO TMAIlMeHThI, B paBHOW Mepe
¥ Bpaul He BKJIAIBIBAIOT JOCTATOYHOTO YCEPIUSI U 3a00ThI
B OpraHu3aluio aaeKBaTHON MPOMWIAKTUKU SKCIO3MU-
LIMM 3MUAEepMaTbHBIX aljiepreHoB. BMmecTe ¢ TeM, 3aciy-
JKMBaeT MPHUCTATLHOTO BHUMAHMSI HEOCTIOPUMBIN (DaKT
MPUOPUTETHOTO MECTOTPEOBIBAHNSI COBPEMEHHOTO YeJIO-
BeKa B 3aMKHYTOM ITPOCTPAHCTBE XWJIOTO NTOMa, pabo-
4yero ouca MM y4eOHbBIX alapTaMeHTOB, YTO COCTABJISIET
6omee 90% BpeMeHHM CYTOK. B 3THX Mallo BEHTHIIMPYEMBIX
MPOCTPAHCTBAX HAOMIOJAETCS BBICOKAST KOHIEHTPAIIUS
pa3HOOOpa3HBIX OBITOBBIX AJIEPTEHOB CO 3HAYMTETHLHOM
noJieit anuaepManbHbIX |7, §].

3nu.qepmanb|-|b|e aJjuiepreHbl, UX HOCUTENN
N ycnoBusa 3KkCcnosmumm

OrnunepMalibHas ajuleprusi — 3TO ajliepruyeckast
peakuusi, BbI3BaHHAsl OOJIAAIOIIMMU BBICOKHUM ajuiep-
TU3UPYIOIIMM  TOTEHIIMAJIOM MPOTEeMHAMU SMUAEP-
MaJIbHOTO TIPOMCXOXAECHUS: U3 TOKPOBHBIX TKaHEM
(snumepMuc\1epxoTb, BOJIOCHI, TIEpbsi) U, TJIaBHOE,
U3 BKCKpeToB (TOT, ModYa, KaJj, CJIIOHA) JOMAallHUX
n GepMepCcKUX XMBOTHBIX, MTHUIl U CaMOTO YeOBeKa.
OCHOBHBIM ~ HOCHUTEJIEM  BIUACPMaJbHBIX  ajjiepre-
HOB SIBJISIETCSA TIEPXOTh/SMUAEPMUC, TIPUIEM, HUMMY-
HOCTUMYJIUpYIOIIUI 3 deKT annepreHa U3 SMUTEIUS
(KoIIKu, B 4aCTHOCTH) B 5 pa3 BblIllIe ajulepreHa U3 ee
mepctu [1]. YemoBekoM IIMPOKO MCIIOIB3YETCS IIEPCTh
U MeX, a TaKKe MSICO U MOJIOKO XXMBOTHbBIX. be3ycioBHO,
B pe3yJibTaTe TePMUYECKON M XMMMYECKO 00paboTKu
cofiep>KaHWe HAaTHUBHBIX (BOJOPACTBOPUMBIX) aJlJIepreH-
HBIX TIPOTEMHOB CHMXAETCsl, MOTOMY JayOJieHble MeX,
LIKypa WM KOXa M KpallleHasl IIepcTh B Belllax U U3/Ie-
X (TMOAYIIKKA, TIEPUHBI W MaTpachl M3 HaTypaibHOM
LIEPCTU U TyXa, KOBPHI, IETCKNUE UTPYIIKU) PEXKE BbI3bI-
BalOT aJUIeprvio, OCOOEHHO TIpU KauyeCTBEHHON oOpa-
00TKe (KalleMup, IepcTh ajibllaka, MepuHOC).

Anteprust Ha CeJIbCKOXO3SIMCTBEHHBIX XMBOTHBIX —
JIolIafel, OBell, KO3, KOPOB, CBMHOK, BEpOJIONIOB —
yalle pa3BMBaeTCsl Kak nmpodeccuoHabHas (PUCK BhILIIE,
eC/Ii OHU JWUKHE Uin 0e310MHbIe), HO MOXET (popMuUpo-
BaThCsl B Mpoliecce ObBITOBOTO OOIIEHUS: TaK, CEHCUOM-
JIU3alrs K TIepXOTH JIOMIAAu paclpocTpaHeHa y MOJib-
30BaTesiell Ty>)KeBOTro TpaHCIopTa, JIoOUTeNIeil BEepXOBOi
e3/1bl 1 JIW1I, 3aHUMAIOIINXCS KOHHBIM CTIIOPTOM, Y MallM-
€HTOB peaOWJIUTallMOHHOW ummoTtepanuu. OrnucaHbl
9KCKJIIO3UBHBIE CJlydal CEHCUOWIM3alUUu TIpU KOH-
TakTe C TEeMAaTUYECKUMU U3ACTUSIMU — IIETKW, CMBIUKU
NI MHCTPYMEHTOB, aHTUKBapHasi Mmebenb. Brpouewm,
KOHCKUI BOJIOC IIMPOKO UCITOJB3YETCSI MIPU U3TOTOBJIE-
HUM MaTpacoB, KOBPOB, BOIJIOKA; HEe ClieAyeT 3a0bIBaTh
U 0 JIeueOHO-TTPO(PUIAKTUIECKUX CHIBOPOTKAX, KOTOPHIE
TOTOBSIT TUIIEPUMMYHU3AIIMEN JIOIIaAe-TIPOIYIIEHTOB
cneunduyecKuMu aHTureHamu. HakoHel, MHorue
COBPEMEHHBIE KOCMETMYEeCKUEe M JieYeOHble CpeacTBa
(am0pa, MycKyc, KoJiJlareH, KepaTuH, BOCK U XUPBI, IKC-
TPaKkThl B COCTaBe IIAMIYHE#, TyXOB, Kpema, TMyaphl,
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Mas3u ¥ CYIITO3UTOPUEB, TTUIEBBIX OMOJTOTUIECKH aKTHB-
HBIX BEIIECTB) colepaT MOTeHIMAIbHO peakKTOreHHbIe
JKMBOTHBIE KOMITOHEHTHI [9].

MMMyHOJIOrMYeCcKOil aKTMBHOCTBIO 00JIafaloT Iepo
(Kypullbl, YTKW, Tycsl, WHIEWKM, TIomyrasi, royyosi)
U TIyX TTUI B MOAYIIKAX U TepUHAaX, ofesaaX W OJeXIe
(3umHue myxoBukM) [10]. OmHaKo MCTUHHAS ajIeprust
Ha caMO NTWUYbe Tepo BCTpPeYaeTcsl ropasno pexe, 4yeM
MPUHSITO CUNTATh, OHA BapbupyeT B nramnaszone 0,5—14%
Oaromaps aneKBaTHONM 00pabOTKe KOMMEpPUYECKUX M3Me-
JIV: MEeXaHWYeCKOMY yHaJeHMUIO TPyOOil CyXOi IbLIH,
crupke u cyuke (mpu T=125°C), OMOTOKCUYHOI XUMMU-
yeckoir uyuctke [11]. OnepeHue NTUll, KaK W IIEPCTh
SKMBOTHBIX, TIOMTYTHO MOXKET «XpaHUTh» B ce0Oe IIMPOKUIA
MWKC BHIOBBIX aJUIEPT€HOB TMBUIEBBIX KIIEIIEH, MUKPO-
rpuboB, OaKkTepuii, IMapa3uToB, HaceKoMmbIX. MMeHHO
MOTOMY CEeHCUOMIM3auusl ¢ BepuduKaimein IMoI0XM-
TEJbHBIX KOXHBIX ajIepronpod ¢ 3KCTpaKTaMu TEPheB,
TIIe CONMepKaTCsl HEe TOJIbKO OEJIKU TTUYbEil ChIBOPOTKHU
U TIOMeTa, HO M aJulepreHbl pa3HOOOpPa3HBIX ECTECTBEH-
HBIX CaTEeJJIUTOB, peructpupyercst y 43% ob6ciaenyeMbix,
TECHO KOHTAKTUPYIOLIUX C TEepPbeBBIM TTOKPOBOM Tep-
HaTbhiX. Tak, Yy OpPHUTOJIOTOB W BJAAC/bIIEB IOMYyraes,
KaHapeeK W TOMAIIHUX TepUH KIMHUUYECKUE peakIuu
BBI3BIBAIOT AJJIEPTEHBI TBIIEBBIX KICIIEH, >KUBYIIUX
U TIUTAIONINXCS B MTUYBUX MepbsiX. Ko BceMy, y mamm-
EHTOB C CeHCHOWIM3alueil K KypuHOMY Tepy HepemaKo
HaOJomaeTcss TMuUllleBasl aieprusi Ha SO  (KeaTok/
6enok/msico) [12]. HakoHelr, B ClTMCOK HOCUTENEH KUBOT-
HBIX aJUIEPTEHOB CJIeyeT BHECTU SMUAEPMUC U MOUY MeJI-
KHUX TPBI3YHOB — «CITYTHUKOB» Y€JIOBEYECKOTO KMIJIUIIIA,
0OMTAIONIX BHYTPU WJIM WIIYIIUX TPUIOT BOJU3U OCO-
OEHHO CTapbIX, BeTXUX 1O0MOB [1, 13].

M3BecTHO, YTO BOJIOC U BMUAEPMUC YeTIOBEKAa BbI3bI-
BalOT aJUIEPTUYECKUE CUMIITOMBI; MPW 3TOM pPa3BUTHE
aJuIepru BO3MOXHO, KaK Ha COOCTBEHHBIE BOJIOCHI,
TaK M Ha BOJIOCHI HAaTypajibHble TTOCTOPOHHETO YeJio-
BeKa (HarmpuMep, Y MapuKMaxepoB) WM Ha UCKYCCTBEH-
Hble. B TaHHOI cHUTyallMM OCHOBHAsl MPUYMHA KPOETCS
HE B CaMOM YeJIOBeYeCKOM BoJjioce, o0JiafaroleM UaeH-
TUYHBIM COOCTBEHHOM KOXe (HepeaKTOTEHHBIM) Kepa-
TUHOM, a B HETIEPEHOCUMOCTH HETIpaBUJILHO MOJ00paH-
HBIX KOCMETHUECKUX CPEICTB JIMUHOM TMTHEHBI U yXOIa
3a BosiocaMu. Momuduuupyollee BIUSHUE Ha OEIKO-
BYIO CTPYKTYpPY BOJIOCA MOTYT OKa3aThb IIaMITyHU, KOH-
IUIMOHEPHI, JJaKW, KPaCKU, apoMaTHU3aTOpbl U KOHCEp-
BaHTbI UCKYCCTBEHHBIX TPECC U3 MOPCKUX BOIOPOCIE,
KJIeil B mapukax U MeTalll (GPUKCUPYIOIINX MUKPOKOJIEIT
MpU HapallluBaHUM Tipsineil Bojoc. Ko Bcemy, BoioOCHI
yesioBeKa SIBJISIIOTCS YHUKAJIbHBIM HOCUTEJEM U Tiepe-
HOCYMKOM TeTepOreHHBIX aspoayiepreHoB [14, 15].
M3MeHUTb aHTUTEHHOCTD BOJIOC MOTYT CUCTEMHBIE MET-
KaMEHTBI, BpeIHbIe TMpodecCuOHaNbHbIE WJIN OBITO-
Bble XMUMHUKAThl U X TOKCHYECKUE MeTaboJUThI. Bme-
cTe C TeM, Helb3sl UTHOPUPOBATh M TIPOTUBOCTOSIHUE
«BCTPEBOKEHHOI» arpecCMBHBIMM KOHTaKTaMU CaMoit
WMMYHHOU CHCTeMBbI (B YaCTHOCTHM, KOXHOTO Oapbepa),

bapdenukosa C. 1. u coasm. DrinaepMaibHas aJuieprus y aereit

OTBEYAlOIIel MPOTECTHOU CyMep3alluTol C pa3BUTUEM
aJUTEPTMYECKOTO TTOBPEXICHUS COOCTBEHHBIX TKaHEM
opraHusma.

ITomMyMoO cKa3aHHOTO, aKTHUBHBIE OSMUIAEPMAab-
HbIe aJiJIepTeHbl B OOJBIIOM KOJUYECTBE HAXOMSITCS
B aTMoc(epHOM BO3IyXe M IIBIJIM BOJW3U OOBEKTOB
colepXKaHUsl XXMUBOTHBIX: KOHIOIIEH, 3aTOHOB M (hepM,
MNTULIEBOTYECKUX XO3SIMCTB, 3B€POCOBX0O30B, CKOTOOOI -
HBIX IMYHKTOB, KOXEBEHHbIX (pabpuk. UMeHHO moToMy
B 30HE CEPbE3HOTO PUCKA IO PA3BUTUIO AJNIEPTUUECKUX
3a00J1eBaHUIT HAXOMSITCS HE TOJIBKO JIIOAU, Mpodeccu-
OHAJIbHO 3aHSThie PabOTON C XMBOTHBIMU, HO U TIPO-
KUBaIOIIMe Ha JaHHOW TEPPUTOPUU WU TIO COCEM-
CTBY, 0COOEHHO MMeEIOIINe CKIOHHOCTDh K atoruu [16].
Bricoku maHchl ceHCMOMIM3AUM Y COTPYIHUKOB 300-
MapKoB, IMPKOB, BETICUEOHUIl U BUBApUEB, TaK, DITHU-
JIepMaiibHasl ajiieprus pasBuBaercs vy 23—47% mnepco-
Hajla MeIuIuHCKuX jJabopartopuit [17, 18]. Ko Bcemy
ciienyer n100aBUTh, UTO IEpPCTsIHasi/TiepbeBasi «Iryba»
SKUBOTHBIX CJITYKUT MpPEeKpacHON OMOJOTMYECKO cpe-
JOM OOMTAaHUS HE TOJBKO KIEIIeil JoMallHeil IbIIH,
OaxkTepuii, HO M HAaKOIUIEHUS KOJIOCCAJIbHOW MacChHl
CIIyYalHBIX HOCUTEJIEW aJUIEPreHOB MHOTO TTPOUCXOXK-
JNeHWsI, HampuMep, JaHIIa(pTHBIX MbUIBLEBBIX 3epeH
W MUKPOCTIOP aTMOC(hEpHOU TIIECEHW C TPOAYKTaMU
nX KM3HeIesITeAbHOCTU. B pesynapraTe, oOwuTaromme
B MYXOBBIX HeApax «I100pOBOJIbHBIE TapTHEPbI», SIBJIsI-
JOTCS TOTIOJTHUTETbHBIMA UCTOUHUKAMM CaMOCTOSITE b~
HOTO CEHCUOMIM3UPYIOIIETOo aHTUTEHHOTO pecypca.

OueBraHA TIOTEHUMAbHAS aJUIeprU3UpYIOIIasl Cro-
COOHOCTb KaK TMPSMBIX, TaK W HEMPSIMBIX OBITOBBIX
KOHTAKTOB C JXKMBOTHBIMHU, K TOMY K€, pPaBHO OIacHO
Kak TTOCTOSTHHOE (COBMECTHOE TPOKMBaHME B KBApTHPE),
TaK M BIM30AMYecKoe OOIIeHue (TpPaHCIOPT, UIKOJa,
ohuc, moma ngepxareneil KMBOTHBIX). BaXHO 3HaTh,
YTO TIOSIBJICHWE KIMHUYECKUX CUMIITOMOB aJlJIeprUu
HE BCEI/a CBI3aHO C HEMOCPEACTBEHHOW KOMMYHUKAIIUEN
C XMBOTHBIMU — TIOJIOBMHA TIAIIMEHTOB C SMUAEPMAalTb-
HOW CeHCMOMIM3aIeil HUKOTIa He CoIepsKald TMTOMIIEB
B nome. CpencTBaMy MAacCUBHOTO TIEpeHoca ajjiepreHOB
B Cpely, Tle KUBOTHBIX HET, SIBJISIIOTCS OfeXaa, oOyBb,
BOJIOCHI 1 TIPEIMEThI OOMXO0/1a BJIa/esIblIeB; 0oJjiee TOro, UX
pacipoCTpaHeHUIO B JKWJIBIX TIOMEIIEHUSIX M COLIUATBHBIX
YUPEKIEHUSIX CITOCOOCTBYIOT CUCTEMBI LIEHTPAIbHOM BEH-
tunsumn. TloceMy y CeHCHOMIM3UPOBAHHBIX JIUIL CUM-
MTOMBI AJJIEPTUM MOTYT BO3HUKHYTh B OOIIECTBEHHBIX
MecTax TIpU SIBHOM OTCYTCTBMM XMBOTHBIX, HO C JOCTa-
TOYHOIM KOHIIEHTpallel MX aJUIePTeHHBIX TTPOTEUHOB —
B LIUPKe, 300MapKe, WIOAPOME, Aaxke TPU HOIICHUU
ONIeKIbl M3 MeXa WM TyXa, W, HaKOHeEll, B KBapTupe, Te
KOTIa-TO KWJIA KUBOTHEIE |5, 7, 8].

W3BecTHO, YTO XMBOTHBIE B TIpOIleCCe TMTHMEHU-
YECKOro yxojia 3a €000l BbUIM3bIBAHUEM (TPYMUHT)
OYMIIAIOT TIOKPOBHI OT TPSA3U W YIAISIOT OTIWHSIBILINE
BOJIOCKU IIEPCTU BMECTE C IMUIAECPMUCOM. Mexmy Tem,
IEePCTh W TIEPXOTh, MPOTUTAHHBIE CIIIOHON, comepkKa-
el TPOAYUMPYEMBIA CITIOHHBIMU  3XKeJle3aMU  TJIaB-
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HbIl Komauyuii ayepredH Fel d 1, sgBasitorcst ymoOHbBIM
MOCPETHUKOM pacrpoCTpaHEHUsT B OKpyKalollei cpese,
adpPOJAMHAMUUYECKOTO pacripefieieHus] B TIPOCTPAHCTBE
STUX YPE3BHIUANHO «IETYYUX» UellyeK MaJIbIX pa3MepoB
U Beca, KOTOpbIE JIeT4Ye MUKPOKJIEIEN JOMAIITHEN MbUIH,
1 ux (pUKcallMM Ha TOBEPXHOCTSIX IMojia u Mebenu. Tak,
aJulepreHbl KOIIKU acCOLMMPOBAaHbBI CO B3BEIIEHHBIMU
B BO3MYIIHOW cpene Meabuaimmu (10 5 MKM) cdpar-
MEHTaMM ITbIJIM, CO0AUYbM K€ B IBa pa3a KpyrHee (6osee 9
MKM). [Tpu ybopKe momMeleH it ajjiepreHHbIe HOCUTEN
B BUIE YACTUIL CJHYIIEHHON KOXM XXUBOTHBIX MOIHUMA-
I0TCSl U IOJITO KPyXaT B aTMochepe KOMHAThI, MEIJIEHHO
ocefasi U HaKarUIMBasiChb B OBITOBOW TIBLIM, MACCUBHO
MEepeHOCSITCS Ha OJIeXIEe MM TOTOKOM BO3Myxa, oOHa-
PYXMBAIOTCSI B aBTOMOOWJISIX, Ha pa3HbIX 3Taxkax OOIe-
CTBEHHBIX YUpeXAeHU, B foMax 0e3 komiek. OueBumIHO,
YTO YPOBHM TIOPOTOBOM KOHIIEHTPALUM YKMUBOTHBIX
aJUIepreHoOB, CIOCOOHBIE MHUILIMMPOBATh KakK aJlJIepru-
YyecKMi OTBeT (TaK M TOJEPAHTHOCTb), BeChbMa WHIM-
BUyaJbHbI. BriosiHE BEpOSITHO, UTO TaKWe MHU3EPHbIC
AHTUTEHHbIE HArpy3KuM MOTYT OBITb HEAOCTAaTOYHbI
7T OBICTPOII TIEPBUYHON CEHCUOMJIM3AIMK, OJHAKO
Jlaxke HU3KME J03bl aJJIEpreHOB CYMMUPYIOTCS TIpU TIepe-
NBUXXEHUU B TpocTpaHcTBe. K TOMy Xe, 1Jist yke rurep-
YYBCTBUTEJbHBIX IMAllMEHTOB KOHLIEHTPAIlUU, IPOBO-
LHUpYyIolIe 000CTpEeHUE alIepruyeckoro 3abojeBaHus,
BecbMa MHAVBUIYAJIbHEI [8].

AddekTbl UMMYHOMOAYNALUN NPU BaAEHUN
XXUBOTHbIMU

AJteprusi Ha XUBOTHBIX XapaKTepHU3yeTcsl Hacleml-
CTBEHHOI TpeapacroioXeHHocThio. CeMeitHast oTs-
TOIIIEHHOCTh B HECKOJIbKUX TTOKOJIEHUSIX BBbISIBJSIETCS
vy 50% Takux ManyeHTOB, TJIAaBHBIM 00pa3oM, IO OTIIOB-
CKOW JIMHUM, OHAa CIIOCOOCTBYET DPa3BUTHUIO CEHCUOU-
JIM3allMM U TIepepacTaeT B aToNUuYeckoe 3abosieBaHUE
MpU onpeaeeHHOM 00pa3e XU3HU, TOYHEe — peainu3y-
eTCsl B YCJIOBUSIX TECHOTO KOHTaKTa C XMBOTHBIMU [1].
MHeHUs YYEHBIX O BIUSHUM COIACPXKAHUST SKUBOTHBIX
B JIOM€ Ha 3/I0POBbE peOCHKA M prCcKaX reHepalny ajijep-
IMYEeCKUX 3a00JieBaHUII BecbMa MPOTUBOPEUMBHI [16,
19—21]. lo HenaBHETO BpeMeHU ObLJIO TTPUHSITO CUMTATh,
YTO paHHEe U JUIUTEJIbHOE BO3IEUCTBIE STMUAEPMaTbHBIX
aJUIepreHoB (B TOM YUCIIC in utero) SIBJISIETCS UHAYKTOPOM
Pa3BUTHS aCTMBbI TIPU HAJTMYWUM HACJIEJICTBEHHOTO OTSTO-
meHus [16, 20, 22]. TTokazaHo, 4TO y aeTeil, KOHTAKTH-
PYIOIIMX C XXMBOTHBIMU B T€UEHHNE TIEPBOTO rojia XXU3HU,
B 2—3 pasa BbIllIe BEPOSITHOCTb Pa3BUTHSI CEHCUOMIM3a-
LIUY Y aJIJIEPTUU K XKUBOTHOMY STTUIEPMUCY B CPABHEHU U
C IeTbMU, KOTOpbIe HayaJii oOIIaThCsl C HUMU B OoJiee
MMO3IHEM BO3PACTE; MMPU 3TOM, STU30ANIYECKINE KOHTAKThI
oracHee BJIaJIeHUsI TUTOMIIaMHU B COOCTBEHHO KBapTHUPE
[1, 7, 16, 19, 22—24]. OnHako Apyrue MCCIeIOBAHUS
NIEMOHCTPUPYIOT MPSIMO TMPOTUBOIOJIOXHBIN 3 GEKT:
paHHUII KOHTAaKT C ajulepreHaMu >KUBOTHBIX BJIEYET
3a co0O0l OrpaHMYEHME IBOIIOLMHN AJJIEPTUU B TTO3IHEM
BO3pacTe, YTO OCOOEHHO BaXKHO ISl JIeTel ¢ ceMelHOoM
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UCTOpUEN aTONuM; TpUYeM claepKuBaHue (HOPMUPY-
folIeiicsl CEeHCUMOMIM3AlMM COXpaHSIeTCsl BO B3POCIION
KM3HU U PacpOCTPaHsIETCsl Ha ajulepreHbl MHOTO Tpo-
ncxoxneHus [22, 25].

ITokazaHo, 4TO TIpeHaTaJIbHOE BO3NIEMCTBUE MOMAIll-
HUX XKUBOTHBIX IOJOXUTEIHHO BIUSET HA WMMYHHBIM
cratyc pebOeHKa elle J0 POXIEHUs; BIpOYeM, MaTe-
puHckuii IgE He mpoHMKaeT yepe3 TUIAlLIEHTY, OAHAKO
TUI0A, CMOCOOEH CaMOCTOSITeIbHO TipoaylupoBath IgE-
aHThTeNa yxXe Ha 11-i1 Hemene recraluu, II09TOMY
pPEaKTUBHBIA WMMYHHBI OTBET PETUCTPUPYETCS YXKe
Yy HOBOpOXAeHHOTo. JloKa3aHO, YTO 3KCIOHMPOBAHME
SMUAEPMATIbHBIX aJUIEPTEHOB B JIOPOJOBOM TIEPUOJIE
U paHHEM JeTcTBe (TrpodeccruoHaabHasi MaTepUHCKas
9KCIO3ULIMSI, KOHTAKThl BHYTPU M BHE J0Ma) KOPPEJIM-
pYET C JOCTOBEPHO HU3KUM (hOPMUPOBAHUEM CIICIU-
¢duueckoil ceHcMOUIU3alMu U ypoBHsIMU obuiero IgE
(Ha 28% wnuxke) B Oymymem [20, 21, 26—28]. UnTe-
PECHO, UTO MJIAICHIIbI, PACTYIINE PSIIOM WU B hepMep-
CKOM XO3SIICTBE B TE€YEHME IEPBOTO MOJYTOIUS XKU3HU
U KOCBEHHO KOHTAKTUPYIOIIME C TOMAIIHUMU CKOTOM
U TITULIAMU, MEHee CKJIOHHBbI K Pa3BUTUIO aJlJIepTUMH,
MOCKOJIbKY, TIOABEPrasicb BO3[IEHCTBUIO MUKPOOOB, WX
MMMYHHasl CUCTeMa TMOCTOSTHHO U MHTEHCUBHO «TPEHM-
pyeTcsl», IIpuodpeTass B UTOTe KOHKYPEHTHOI OOpBOBI
C TTIOTEHUIMAJIBHBIMMA TPUTTEPAMU «Pa3yMHYI0» TOJIEPAHT-
HocTb [27]. [To Bceit BUIMMOCTH, MUKPOOHBITT MEXaHU3M
3alIUTHOTO aHTUaJUIeprudeckoro addexra sBIsIeTCs
KJTIOUEBBIM: )KMBOTHbBIE PaINKaTbHO U3MEHSIOT MUKPOO-
HYIO 9KOJIOTUIO J0OMa, aKTUBHO CTIOCOOCTBYSI TPOHUKHO-
BEHMIO OaKTepuit C BO3AYyXOM, BOmOi, mouBoil. MMeHHO
MOTOMY B OBITOBOM MBUIM XWJIMIIA BaAeblIeB TOMAlll-
HUX TTUTOMIIEB (COOaK, 0COOEHHO) HabIOAAeTCsl pa3HO-
00pa3HbIi CMIEKTP TAKCOHOB OaKTepUil, KOPPETUPYIOIINX
¢ ynmuuHbiMu Tunamu [19, 29, 30]. OnHOBpeMeHHO cO
CMEHOI JIOMalllTHero MMKPOOHOTO Tieii3aka SHEPTUYHO
MEHSIETCSI MUKpPOOMOTa BHYTPU YeJOBEKa C BELYLIMMU
JIMHUSIMU  OaKTepUaTbHOW KOJOHMU3AIMU KETYJT0YHO-
KMIIIEYHOTO TpakTa: TON BO3AECWCTBUEM WMMYHHbBIX
MoanuuKaTopoB (0akTepuaabHble SHAOTOKCUHBI, TPUO-
KOBbIe OeTa-IJIIoKaHbl) (DOPMUPYETCS paHHUN KUIled-
HBIE MUKpPOOMOM U peaqu3yeTcsl MOIYJISIIUS COo3pe-
Barollleil MMMYHHOI CHCTeMbl MJIaJicHIIa C pPa3BUTHEM
aJieKBaTHOM TOJIEPAHTHOCTU K MHOTOOOpa3HbIM aJljiep-
reHHbIM cTuMysiaM. KoHKypeHTHass MHIYKIIMST OTpene-
ssitotiero T1-cheHoTUa UMMYHHOTO OTBETa TpU Toja-
BiieHUM T2 mporpaMMupoBaHUsI MOXET CITOCOOCTBOBATh
npoduIakTuKe OyAyIIUX aJJIeprudecKux 3a0oseBaHMIA
pebeHka. bojee Toro, Kak mokasbIBaeT MpakTHUKa, OMHO-
BpPeMEHHOE CoJiepXKaHUe B JAOME NIBYX U 0oJjiee KMBOT-
HBIX OKa3bIBaeT 3HAYUTEIBHO 0OJiee MOIIHOE MMMYHO-
MOJyJIMpyolliee NeiCTBUE U OJaronpusTCTBYET 3alllUTe
OT aJJIepruu TOCPEACTBOM T'POMAaTHOTO pPa3HOOOpa3usl
OakTepuaabHOil Gopel B cpene obutaHus (3dpdexr
«MUHU-GEPMBI») U MHAYKIIUU TOJEPAHTHOCTU K IIUPO-
KOMY CITeKTPY COBOKYITHOTO TOTEHIIMaja BHYTPEHHUX
¥ BHEITHUX ajiepreHoB [21, 25, 28, 31]. Tak, BnageHue
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KOIIIKAMM CHIDKAeT PUCK Pa3BUTHS CEHCUOMIM3AINU
K aJljiepreHaM KJIellei JoMaliHei mblid, a cobakamm —
WHTUOUpYET (HOPMUPOBAHKWE THUIIEPUYBCTBUTEIBHOCTH
K TpaBaM. B wuTore maHCHl crielu@uieckoil ceHCUou-
JIM3allMM M aJUIeprUYecKrX 3a0oJieBaHUI CYIIECTBEHHO
MajaorT.

IMpakTnyeckuit MHTEpec MNPEACTaBIsIeT KOJIOKOJIO-
o0Opa3Has KpuBas 3aBUCIMOCTH YPOBHSI CIeIIN(PUIeCKOM
CeHCUOMJIM3AIIMU OT M03bl SKCTIO3ULINU BMUAEPMaTbHBIX
aJUTepreHoB: caMasi BBICOKAs TUTIEPYYBCTBUTEIHLHOCTh
KOppEIUpyeT ¢ HU3KUM, HO TTIOCTOSTHHBIM YPOBHEM BO3-
NIEeWCTBMS ajlepreHa, a OKCTpeMajibHasl Harpy3Ka BbI3bI-
BaeT TpaH3UTOpHYyIO rurepnpoaykuuto IgE, cmeHsio-
LIyIocsl BbIpaOOTKOH peryiasitopHoro mnutokuHa IL-10
¢ o0pa3oBaHMEM ajulepreH-creun@uuecKux OJIOKUPYIO-
mux IgG4-aHnTuTen — «CBUAeTeNei» IIacCTUUHON amarn-
TallMi UMMYHUTETa U (POPMUPOBAHUST TOJEPAHTHOCTH
Ha ¢oHe ycrmemrHoW Momudukamuy T2-KJIeTOYHOTO
oteeta [8, 28, 31—33]. Takum 00pa3oM, UMMYHOMOJIY-
JMpyoIni 3 GeKT BIageHUsT JOMAITHUMU KUBOTHBIMU
3aBUCHUT OT BpPEMEHM W YpPOBHSI BO3IEWCTBUS KUBOT-
HBIX aJJIEPreHOB Ha OpraHu3M pebeHKa: MaKcUMabHasT
MOJIb3a CKa3bIBaeTCsl TPU paHHE 3KCMO3UIIUU B IEPUO]T
AKTUBHOTO CTAaHOBJIEHUS WMMyHUTeTa. [lo3gHue KOH-
TaKTbl y TMAIIMEHTOB C aTOMMUYECKUM CEMEWHBIM aHaM-
HE30M YBEJWYMBAIOT PUCK TPUOOPETECHUS ajlepruye-
ckoro ¢eHoTHIIa, a y pebeHKa ¢ yXe c(hopMUpPOBaHHOM
CeHCUOWIM3alMeil K SIUAepMaJIbHBIM  aJlJiepreHaM,
CMOCOOCTBYIOT — TIPOTPECCUPOBAHUIO  AJIJIEPTUUECKOTO
3a00JIeBaHUSI U CHUXXEHUIO 3((PEKTUBHOCTU TTPOBOIU-
Moit Tepanum [21, 29, 30, 32]. OgHako rmoporoBasi 103a
MPUYMHHOTO aJulepreHa, KOTopass MHULUUPYET KIWHU-
YecKue MPOSBICHUST aJllIepTUM, CTPOTr0 WHIWBUAYaTbHA,
a MMMYHOMOZIYIUPYIOMWii 3pdeKT HauMHaeT paboTaTh
y JIIOJIeil ¢ aTornuell He3aBUCUMO W JIATEHTHO, 3a0JITO
IO CTapTa KIMHUYECKOW MaHUpecTalnu.

MaToreHeTU4YeCKMe OCHOBbI KIIMHNYECKOro
nonumopdusma

Wtak, moBbIllIeHHAs YYBCTBUTEJIbHOCTh OpraHU3Ma
K ajulepreHaM >XMBOTHBIX MOXET CTaTb WJIM CaMOCTOSI-
TEeJIbHOM WHULIMMPYIOIIEN NPUUYMHON aIepTUYEeCKUX
peakuuii, UiIM BECOMBIM CTUMYJIOM aJlJIEPrOINaToJOTUN
B YHMCJIe COBOKYITHOCTM OBITOBOTO aHTUT€HHOTO Pa3HO-
obpasus. Hambosee pacmpocTpaHeHHbIE KIMHUYECKUE
CUHIPOMBI aJUIEPTUU Ha XKUBOTHBIX MOTYT OBITh BHI3BaHbI
pasIMYHBIMU TUTIAMM UMMYHHBIX peakiluii: ajljieprude-
CKWIA PUHUT, aJJIEprU4ecKuii KOHbIOHKTUBUT, OPOHXU-
ajibHasl acTMa OTOCPEAYIOTCS TIPEMMYIIIECTBEHHO peak-
UMW TUMEPUYBCTBUTEJIBHOCTU HEMEIJICHHOTO TUIIa
(aTonnueckue); 3aMeyieHHbIe T-KJIEeTOUYHbIE peaklnu
IV Tuna urpaoT riaBHYyIO poJib B pa3BUTUU KOHTAKTHOTO
(ocnoHeHUe, YKyC, llaparnruHa) AepMaTuTa/KparnuBHUIbI
W PETMCTPUPYIOTCS y BJaAeliblieB KOIlIeK, cobak, IIMH-
LW, XOPbKOB, €Xel; MMMYHOKOMIUJIEKCHBI MeXa-
HusM (111 Tum) nexuT B ocHOBe popMuUpoBaHUs ajliep-
rMYEecKoro aybBeosnTa/mHeBMoHUTA [8]. He uckmoueH

bapdenukosa C. 1. u coasm. DrinaepMaibHas aJuieprus y aereit

¥ KIMHUYECKUI BapUaHT OTIACHOM TS SKU3HU aJlJIepri-
YeCcKOU peakluy B BHIe aHa(hMIaKCUU, OMUCAHBI YHU-
KaJbHbIE CyJ4ad aHa(UJIaKTMYECKOTO IIOKa Ha Iliapa-
MUHBI WJIA YKYCHl KapJIMKOBOTO XOMSTYKa, TIECUYaHOK,
MblllIeit, 3acUKCUpPOBaHbl €IMHUYHBIE (hakThl aHahU-
JJAKCUM Ha YKYC JIOIAAM, a TakKXKe Ha MHBEKIINU (apM-
CyOCTAaHLIMI C TIPUMECHhIO OEJIKOB KMBOTHOTO ITPOMC-
xoxaeHus [34—36]. KcraTi, yMECTHO 3a0IHO YIIOMSIHYTh
0 cJlyvyasix TeHepaJn30BaHHOM (MepeKpecTHO) peakiuu
Ha YeJIOBEYECKYI0 CEMEHHYIO TIIa3My Yy CeHCHOWIM3U-
pOBaHHBIX K ayiepreHy cobaku Can f5 mammenToB [37].
BaxxHo moHmmaTh, 4TO (hEHOTUIIMYECKOe pasHOooOpa-
3Ue KIMHUYECKUX BAPUAHTOB U TTOJIUMOP(MPU3M TeUeHUST
OT CYOKJIIMHUYECKMX JI0 SIPKO BbIpak€HHBIX (hOpM 00Y-
CJIOBJIEHBI MOIITHOCTBIO TIPECCUHTA OKPYXAIOIINX arpec-
CHUBHBIX CPEIOBBIX (DAKTOPOB HAa MHAWBUIYATbHO HaCIe-
JIyeMble TeHEeTUYeCKUe MapKepbl YSI3BUMOCTH, B TO 3Ke
BpeMsl, 3(GHEKT JIMHEWHO He 3aBUCUT OT KOHIEHTpaIlUN
aJIlepreHoB B paboueit atMocdepe. CremyeT 3aMeTUTD,
YTO KIIMHWYECKUN OTBET Ha BKCIO3ULIMIO aJlJIepreHOB
JAHHOW TPYyMIbl MOXET TPOSBUTHLCA B JII0O0OE BpeMst
roga, uOO TPOBOIUPYETCS KaK IMOCTOSTHHOM LHUPKYIIsI-
el TPUYMHHBIX aJlJIepTeHOB B OKpYXKalollleil cpene,
TaK M CIyJaiHbIMU KOHTaKTaMU, TIPUYEM, KIMHUYECKHE
Bapualuy He KOPPEIUPYIOT ¢ BUAOM M YPOBHEM CEHCH-
OMJIM3UPYIOIINX XXUBOTHBIX aJljiepreHoB [38].

MaBHble acnekTbl AMarHOCTUKU AaNuAepMasnibHON
annepruv

Bepudukanuusi nuarHosa anuaepMaibHOM aljiepruu
OGasupyeTcsi Ha JeTaJbHOM cOope aHamHesa (KJIWHU-
YeCKOTO, DKOJIOTMYECKOTO) M XPOHOJOTUM TIOSIBJICHUS
KJIMHUYECKUX CUMITTOMOB BCJIE] 32 OKCITO3UIIEN HOCH -
TeJeil TPUYMHHBIX aJUIEPreHOB, 3HAYMMOCTH KOTOPBIX
MOATBEPKAAETCS TTOJIOKUTEIBHBIMU  aJJIeprorpodaMu
(in vivo vinv in vitro) Ipu CKpUHUHTOBOM 0OCJIeIOBaHUH,
KOHCTAaTUPYIOIIMMU  CIelu(pUIEeCcKyl0 CeHCUOMIn3a-
nuto. Hanbosee mMmMpoKo MCTIONb3YIOTCS KOXHBIE TECThI
(ckapuduKalMoHHbIe, TIPUK-TECThI) WIM ONpeaeIecHue
cneunduyeckux IgE B CBHIBOpOTKE KpOBU; pe3yib-
TaThl METOHOB comoctaBuMbl B 94—100% ciyuaeB
[1, 5]. TTomoxxuTeNbHBIN CITIEIMMUUESCKIUA OTBET MOXKET
WY TIOATBEPKIATh POJIb SMUIEPMATBHBIX aJUIePreHOB
B Pa3BUTHUM aJlIeprUYecKOil OOJie3HU, WJIM yKa3bIBaTh
Ha BBICOKWI PUCK pPa3BUTHS allJIeprUYecKoro 3aboJie-
BaHUsI, IEMOHCTPUPYST JATEHTHYIO CEHCHOWIU3AINIO
MPU OTCYTCTBUM COTIPOBOXIECHUST KIMHUYECKUMU CUM-
ntomamu. KomnoneHTHass muarHoctuka (Immuno-
CAP) npenocrtapisieT BO3MOXKXHOCTb HE TOJBKO TIyOOKO
MpOaHaIU3UPOBaTh (HaKTUUECKUI TPOGUIL TUTIEPUYB-
CTBUTEJILHOCTH, OTPEIeUTh 3HAUYMMBbIE aJJIePTeHBI yXKe
B HU3KMX KOHIEHTpAIMsIX U B 00pasiie, B3ITOM Yy Mallu-
eHTa, a TaKXe pa3IMuYUTh TIEPBUYHYIO CEHCUOWMITM3a-
110, KOCEHCUOWIM3alnio, pa3odparbcsl C TepeKpecT-
HOW PpEaKTUBHOCTBIO, OIOCPEIOBAHHOU TOMOJIOTUEN
OEJIKOBBIX TIOCJIEAOBATEILHOCTEl B CTPYKType OIU-
NepMaJIbHBIX aJUIEPTeHOB pa3HbIX XKUBOTHBIX [38—40].
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Tak, TIpy UCITONB30BAaHUU B TUATHOCTUKE JKCTPAKTOB
HeJb3sl Pa3Iu4YUTh TePEeKPECTHO-PEaKTUBHBIE aJliep-
reHbl, HanipuMep, Fel d 4 (komku), Equ ¢ 1 (nomanu) u
Can f 6 (cob6akm), KOTOPBIE TTPOSIBIISTIOT CXOJCTBO 3a CUET
MMaHAJIJIEPTeHOB (CHIBOPOTOYHBIX aTbOYMUHOB U, B 00JTb-
el CTereHW, HEKOTOPBIX JIMTTOKATMHOB) — MapKepoOB
Kpocc-peakTuBHOCTH [41—43]. JluarHocTrueckas raHesb
K anuaepMaibHbIM ajuiepreHaM (ImmunoCAP) naer Bo3-
MOHOCTb OTPEICIUTh CEHCUOWIN3ALMI0 K IITUPOKOMY
KPYry JOMAIIHHUX U CETbCKOXO3SIMCTBEHHBIX KUBOTHBIX,
IIe B CIEKTp OBITOBBIX a3pOAUIEPTeHOB MTOMUMO IIIep-
CTHU U DITUTENTAS KOIITKY M CO0aKM, BKITIOYEHBI aJlJIePTreHbI
JIOMAIITHUX TPHI3YHOB (SIUTEINIT MOPCKOI CBUHKM, DI~
TEJINI KPOJIMKa, XOMSIKa, KPBICHI, MbIIN). OMHAKO, OTpe-
JIEJISIST KITMHUYECKYI0 3HAUMMOCTh MICHTU(DUIIMPOBAHHBIX
SKUBOTHBIX aJUIEPTEHOB, HYXKHO TTOHUMATh CIIOXXHOCTh
BBIYJICHEHUST X HETIOCPEACTBEHHOTO BIUSIHUS U3 CIIEKTPa
3aMbICJIOBaTOTO OBITOBOTO MHUKca. CreayeT HAallOMHUTb,
YTO NHUArHOCTUYECKUE TECThl B BUIE TPOBOKALIMOHHOM
SKCITO3ULIMY aJUIEPTeHOB WHTPaHa3aJIbHO W WHTAJISAIM-
OHHO B TIeIUATPUUYECKOM TIPAKTUKE HE TIPUMEHSIOTCS.
OCHOBHBIE TIPOAYLEHTHl aJUIEPTeHOB Y MHOTHX
SKUBOTHBIX CETOIHS TTOJTHOCTBIO OTpeIeIeHbI, BhIIEIeHbI
U XOPOIIO M3YyYeHbI TJIaBHBbIE (BBICOKOMOJEKYJISIPHbBIE,
MMOJIHbIE) aHTUTEHbI — TTOTEHIIMAJIbHO MOIIHbIE TeHepa-
TOPBI UMMYHHOI peakInu, HanboJiee 3HaUMMbIe MaXKop-
Hble W MWHOPHBIE TIPUMEHSIIOTCS B MOJIEKYJISIPHOM
nuarHocTuke [8, 33, 44—46]. Tak, B HacTosIee BpeMst
UACHTU(DUIIMPOBAHBI U 3apeTrMCTPUPOBAHBI B HOMEH-
Kinatype BcemMupHO opraHuzaiuy 3apaBOOXpaHEHUS
BOCEMb ajiepreHoB Kouiku (nat. Felis domesticus). bonb-
ot MaxopHswiit ayepreH Fel d1 (yreporyiio6uH) mpo-
IyLIUPYETCsl XKeJIe3UCTOM TKAaHBIO CIIOHHBIX, CaJbHbIX,
TTOJIOBBIX, AHAJbHBIX U CIIE3HBIX KeJie3, OH SIBJISETCS
BUIOCTIEHM(UYHBIM OETKOM — €ro IMPOU3BOIUT BeCh
poa KolIIaybMX HE3aBMCUMO OT TTOPOJIbI, TI0JIa, Bo3pacTa
W Macchl Tejia, JUTMHBI IIEPCTH, YCJIOBUHN COMEpXKaHMS
B TIOMEIIEHNN WX Ha ynuie. Bripouem, yposeHs Fel d
1 mHIMBUIYyaNeH, BapuabeleH y pa3HbIX 0ocoOeil B pas-
HbIE CE30HBbI rofa, 0ojee TOro, KOHLEHTpalus 3aBU-
CUT OT BO3pacTa XKUBOTHOTO: Y KOTSIT U CTApPbIX KUBOT-
HBIX YPOBEHb ajlJlepreHa HIKe, YeM Y TTOJIOBO3PETBbIX
ocobeil, y KOTOB ero cojiep>KaHue BBIIIE, YeM y KOIlIeK
WM KacTPUPOBAHHBIX JKMBOTHBIX (BBIpAaOOTKA ITajgaeT
B 3—5 pa3). 3aHsITHO, CIIFOHHBIE XXeJie3bl HAlllX CUOUp-
CKUX KOIIEK MPOIYLIMPYIOT HauMeHbIee KondecTBo Fel
d 1. Bonee 90% GONBHBIX C ajlJieprueil Ha KOLIEK UMEIOT
IgE-anTuTena K 3ToMy IITMKOMPOTENHY, ITOTOMY UX OTTpe-
NeJIEHUE MCTIOIb3yeTCsl B KaueCTBE MapKepa UCTUHHOM,
MepBUYHON ceHcuomm3aunu. MHTepecHo, 4To y JIfoneit
¢ IgE-runepuysctButensHocThio K Fel d 1 BcTpewaetcst
repeKpecTHasl ajljieprusi Ha co0aKky U Jiollaab, a TaKxKe
JIPYTHe BHUIbI PEAKUX KPYITHBIX KOIIAYbUX (CUOMPCKUI
TUTP, JIeB, siryap, Jieorapa). K MuHopHOMY ajiepreHy
Fel d 2 (anb0ymuH), comepxkalieMycsi B CbIBOPOTKE, Tep-
XOTHU U CITIOHE, YYBCTBUTENbHBI 25% oAeit ¢ ajuieprueit
Ha KolleK. Becbma M1000MBITHO, B KOTOPTE CEHCUOMITH -
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3UPOBAHHBIX K HEMY MallMeHTOB, TPU YIOTPeOIeHUN
B TUIILY Msica CBUHBM (OCOOEHHO CBIPOTO WJIM HEIO0-
BapeHHOTO) ONWCAH CUHIPOM TIMINEBOM aJJIepTUn
«KOILIKAa—CBUHWHA», OINOCPENOBAHHBII MepeKpecTHOMN
peakimeil MeXIy ChIBOPOTOYHBIMU aJIbOYMUHAMU ITUX
SKUBOTHBIX, TPOSIBIISTIONINIACS OpaJibHBIM  ajuleprude-
CKMM CUHIPOMOM C 3yJIOM B TOJOCTU pPTa, BBICHITTAHU-
SIMU Ha KOXe B BUIe KPAITMBHMIIBI MJIM AaHTMOOTEKA, peXe
anHadwunakcueir [47, 48]. M3BeCTHBI TakKe CIydand XKU3-
Heyrpoxarolieil OTCpOYeHHOI CUCTEeMHON aHaduiak-
TUUYECKOU peakIMy Ha KpacHOe MSCO MJIEKOITMTAIOIINX
BCJIE/ICTBME CMHTE3a CEHCUOWIM3UPOBAHHBIMU K KOIIa-
ybuM ajuiepreHam nauiamu IgE-aHTtuten k Mosekyse
anmbpda-ran nucaxapuga — <«anbda-ran cuHapom» [49].
Hpyroit xomaunit amnepreH Fel d 4 — BHeKIeTOUHBIM
6eJIOK JIUTIOKAIMH, B OpraHW3Me OH BBITIOJHSET (DYHK-
LIMM TpaHCIOpTepa aKTUBHBIX MOJIEKYJ, B YaCTHOCTU
(depoMoHa, peryaupyIolero MoCpeaCTBOM XUMUYECKUX
CHUTHAJIOB TMOIYJIIIIMOHHOE U TI0JIOBOE TTOBEICHNE.

Anneprenbl cobak (nar. Canis familiaris) wneHTHU-
¢unmpoBaHbl B KosmuectBe ceMu — Can f 1—7, oOHa-
pPY:KeHBI B citoHe, mepctu u repxotu. Can f 1 u Can f
2 TpUHaIIEXaT K CeMENCTBY JTUTTOKAIMHOB — 3TO TJaB-
HbIe MaXXOpHbIE MapKepbl MEPBUYHON CEHCUOMTN3AIINNT;
MpU 3TOM, TIepBbIi — pacrno3Haetcs y 50—90% mamu-
€HTOB C TTOBBIIIEHHOM YyBCTBUTEIBHOCTBIO K COOAaKaM,
MpUYeM, €ro KOHIEHTpalus B SMUAEPMHCE pPa3HBIX
MOPOJ HEOAWHAKOBA; TOCIEAHUI — WMEET TOMOJIOTHIO
¢ komaubuM ajuiepreHoM Fel d 4. Can f 3 — cbeiBopo-
TOYHBIN aTbOYMUH, SIBISIETCS MUHOPHBIM aJlIEPTEHOM,
¥ BBHUIY BBICOKOUW MACHTUYHOCTH OEJTKOBOI CTPYKTYPBI
CIOCOOEH TepeKpPecTHO pearupoBaTh C albOyMHHAMU
IPYTUX MYIIHBIX )KUBOTHBIX. Can f 5 mpeacTaBiieH TOJIBKO
y caMIlOB cO0aK MpPOCTATUYECKUM KaJUIMKPEUHOM —
AHJIPOTEH-CBSI3BIBAIOIIM OEIKOM, 3KCIPECCUPYEeMbIM
B IIpeACTaTeIbHOM KeJie3e Kobeneit [37].

O6cnenoBanme Poccuiickoil KOropThel JeTeil ¢ BEpo-
STHOW  ajjiepronaTojioTMeld Ha  CEHCHOWIM3AIUIO
K OTAENbHBIM MOJIEKyJIaM XWBOTHBIX aJUIEPTeHOB IMPO-
JNEMOHCTPUPOBAJIO ropasfno 0ojiee BBICOKYIO pacIpo-
CTpaHEHHOCTH IO CpaBHEHMIO ¢ eBporneimamu — 58,21%
npotuB 30%, TpuyeM K ajulepreHaM KOIIeK BHIIIIe,
yeM K ajulepreHaM cobak (COOTBeTCTBeHHO — 84,62%
n 59,19%), a TUNEpPUYyBCTBUTEIHHOCTH K MaKOPHBIM
ayutepreHam coctaBmia: K Fel d 1 — 90,91%, k Can f
1 — 73,29%; monoOHbIe TEHACHITNYU 3aBUCSIT OT YCJIOBHI
comepkaHusl TOMAITHUX MMUTOMIIEB, JJIUTETbHOCTH KOH-
TaKTa U TSLKECTH ajuieprudeckoro 3aboiaeBanus [40].

CoBpeMeHHble NapagurmMmbl NPOPUNaKTUKK
M NNeYeHuns anneprum Ha XUBOTHbIX

BeccriopHo, KapaWHalbHBIM  METOAOM  JICUECHUS
" POGUITAKTUKYI SMUAEPMATGHON aJlJIepruyl TIPU3HAHO
MOJTHOE yCTpaHEeHWe SKCIMO3WLINKU WIM U30eraHue KOH-
TaKTOB C «ITPUIMHHBIMHU» XUBOTHBIMM, JTUOO KOHTPOJb
comepkaHUsI WX aJUIEPTeHOB B OKpyXKatomieit cpeme [1,
33, 50]. INoreHUMANBHBIM BIAAEAbLIAM PEKOMEHIYETCS
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HE 3aBOAUTH JOMAIHUX TUTOMIIEB, TpeaBApUTEIbHO
He yOenMBIINCH B OTCYTCTBUU aJUIEPTUU, a TPU POXKIIE-
HUM B CeMbe MaJblllla-aTONUKa 1IeJIeCO00pa3HOo TOI0-
KIaTh TIPUOOpETaTh KUBOTHBIX, MOKa MJIaJEeHEIl TOJI-
pacTeT XOTs1 Obl 0 ABYxJeTHero Bo3dpacTta [7]. [1pu atom
BaXXHO TMOHMMAaTh, YTO BOIPEKMU OBITYIOIIEMY MHEHUIO,
Mmopoa cobak M KOIIEK, He BBI3bIBAIOIIMX aJIJIEPTUIO,
He CyIIECTBYET, Haxe JIbIChle 0e3 IIepCTH/TOAIIepCTKa.
besycioBHO, OTCYTCTBME IIEPCTH Y MUTOMIIA CHUXKAeT
CKOPOCTb pAacIpoOCTpaHeHUsI B IIOMEIIEHUM OUOTpo-
IIYKTOB €T0 KU3HENEeSITEIbHOCTA M MPETSITCTBYET KOH-
LIEHTpalMU TIbUIM HAa HEM CaMOM, HO TaKue XXUBOTHbIC
OoJibllle TIOTEIOT, a MX KOXHBIE XeJie3bl CEKPEeTOPHO
ropasmo axKTWBHee; 0OoJjiee TOro, OOIIEHHE C HUMU
HE MCKJIIOYAET BO3JAEWCTBUE IPYTUX aJUIEPTEHOB, B 4acT-
HOCTH cJItoHHI [45, 51]. CyuTaeTrcs AUIb YaCTUYHO JO0KAa-
3aHHBIM TOJIOXKUTEIbHOE BIIMSIHME KacTpalluyd Ha ypo-
BeHb aJJIEPTeHHOCTH >KMBOTHBIX BBUIY pPa3HOOOpa3usi
9KCKPETOB.

Ecnu anneprust y Bnamenblia yxe pa3Buiach, a KUBOT-
HO€ XXMBET C aJUIEPIrMKOM T1OJl OJHOI KpBIIIEH, paluo-
HaJIbHOW Mepoii Oy/IeT MOABICKATh JTIOOUMILY HOBBII TOM.
OnHako Ha TpakTUKe, HaJIM4ue ajyIepruy BBISICHSIETCS
JIMIIb CIYCTSI KaKoe-TO BpeMsl TMocjie TPpUOoOpeTeHuUst
U COBMECTHOTO TPOXWBAHUS C JOMAIIHUM TTUTOMIIEM.
INokazarenbHa cTaTUCTUKA paOOTHI MPUIOTOB JIJIST JKUBOT-
HBIX B pa3HbIX CTpaHaX MUpa, Tae Cpeay TPUYUH JIUIIe-
HUST TOMAITHUX XUBOTHBIX KpOBa M 3a00THI B 5% ciy-
YaeB yKa3aHO «pPa3BUTHE aJTIEPTUN» Y TOMOX03seB [52].
BaxxHo 3HaTh, 4TO TOC/e ynajeHus KUBOTHOTO U3 J0Ma
CHMXEHUE KOHLEHTpAllUM CIeuudUUecKnx ajiepre-
HOB MPOUCXOIUT KpaliHe MEUIEHHO, OHU COXPaHSIIOTCS
B TmoMmenieHun Oosee 1,5 mer. HakoHel, cymiecTByioT
UCKJIIOUUTENIbHbIE OOCTOSITEILCTBA, KOT/Ia BOBCE HEJIb3sI
paccratbesl ¢ TIpeAaHHBIM IPYTrOM — COOaKU-TIOBOIbIPH.
OueBUIIHO, YTO PEKOMEHIAIIMU MO OTCEJIEHUIO KWBOT-
HOTO U3 JIOMa JMOJDKHBI OBbITh B KaXXKIOM CJlyyae WHIIM-
BUIYaJbHBIMU,  YYUTHIBAIOIIMMM  Pa3HOCTOPOHHMUE
acreKThl, BKJIOYass BO3MOXHOCTh 3(h(HeKTUBHOTO KOH-
TPOJIS TIPSIMBIX M KOCBEHHBIX KOHTaKTOB.

B caywassx urHopupoBaHHUS 3ampeniamiiux peKo-
MEHJAIM, KOrja >KMBOTHOE OCTaeTcs B KBapTHUpeE,
perjlaMeHTUpYyeTCsl  COONIOZIEHNWEe BaXXHBIX  TpaBUJI
st obecrieyeHUsT  OE30TIACHOTO  «COXMTEIbCTBA»
1 OOILIEeHUST ¢ JOMAIIHUMHU JIOOMMIIAMU: HEOOXOAMMO
colepkaTh MX TMojaibllie OT AeTCKOU crmajibHU, yOpaTh
BCE KOJUJIEKTOPHI TIBLIM, €XEIHEBHO JejaTh BJIaXKHYIO
yOOpKYy, HCIOJb30BaTh BO3JAYXOOUMCTUTEINW M TIbLJIE-
cochl ¢ Bo3aymHbiIMU HEPA-dunstpamu (knacca P13,
H14), ynaBnuBamolmuMu B3BELIEHHBbIE YaCTUIIBI pa3-
mepom 1o 0,1—0,3 MHMKpoHA, KOHTPOJIMUPOBATH BEH-
TWISILAIO U UUPKYJISIMIO BO37yXa B JIOME, PETyJIsIpHO
MEHSTh U CTUPATh OAEXIY, MBITh PYKU TIOCJI€ TaKTUJThb-
HOTO O0OIIeHUs ¢ TuToMIIeM. B aToil cutyauum camoro
MUTOMIIAa HEOOXOIMMO PEryJIsSIpHO CTPUYb B 300TIapUK-
MaxepcKoii, yacTto MbITh (2—3 pas3a B Helelo), MpuMe-
HSIST CTieMajIibHbIe pa3pyllialoline ajiepreHbl JOChOHbI

bapdenukosa C. 1. u coasm. DrinaepMaibHas aJuieprus y aereit

W ynajugiole ux maMnysu [6, 45]. Bopouewm, uccieno-
BaHUsI J0Ka3bIBAIOT JIMIIb KPaTKOBPEMEHHYIO 3(pdeK-
TUBHOCTDH MOJTOOHBIX (PU3NMUECKIX METOIOB ITpodMIak-
TUKHW, YPOBEHb KOIIAYbMX aJIJIEPTEHOB I1OCJIE MBIThS
BO3BpallaeTcs K UCXOTHOMY yxKe uepe3 24 yaca [5, 53].
YT00BI M30aBUTHCST OT CIIEM(UIECKOIO 3aIraxa XXKUBOT-
HBIX BBIJICJICHU, HAIJIEXKUT Yallle MEHSITh HAITIOJIHUTEJb
KOIIIaubero TyajeTa, OCTOPOXKHO MPUMEHSISI 1e30/10pU-
poBaHMeE, a TAKXKE CUCTEMaTUUYECKH TIIATEJIbHO CTUPATh
MOJCTUJIKY, Ha KOTOPOW CIUT XXKUBOTHOE; TIPU 3TOM BCE
CAaHUTAPHO-TUTUEHUYECKHUE MEpPOTPUITUS  JTOJIKHBI
MPOBOAUTHCS 3M0POBBIMU POJACTBEHHUKAMU TMallMeHTa-
ajyepruka. BaXHO KOpPMWUTb THMTOMIIA KauyeCTBEH-
HOI TMUILEe#l, MOCKOJbKY 3lI0POBOE XMBOTHOE MEHbIIIE
JIMHSICT U IPOU3BOUT MEPXOTH.

Mexmy Tem, BCe OTM Mepbl MPUMEHUMBI JIMIIb
K CONEpPXaHWUIO COOCTBEHHBIX >KUBOTHBIX B TIEPCO-
HaJIbHOM XWibe. B peanbHON XM3HUW HE WCKIIOYEHBI
MpsiIMble W HETPSIMble KOHTaKTbl C TUTOMIIAMM, TIPU-
HajieXallyMu  pOACTBEHHUKaAM, COCEOsIM, IpPY3bsM,
WJIM HEBOJIbHOE OOIIEHUE C XXUBOTHBIMU-TIACCAKUPAMU
B TpaHCIIOPTE, WJIM MHOroyacoBasi KOMMYHUKaIIUS
B MNyOJMYHOM TomMelieHun (oduc, ImKoja, ASTCKUI
cal) ¢ aHOHUMHBIMU JIepKaTeIsiMU XKUBOTHBIX. Henb3s
3a0bIBaTh, YTO 3MUIAEPMAJIbHBIC aJlJIepTeHbl OTHOCSITCS
K aspoajyiepreHaM W TOTOMY JIETKO pPacIpOCTpaHsI-
IOTCSI B HEOTPAaHUYEHHOM TTPOCTPAHCTBE COBPEMEHHOTO
ropona. IToceMy, (pusnueckne MeTOAbI, HAIlpaBICHHbBIC
Ha CHIXKEHUWE CONepKaHUsI ajyIepreHOB XXMBOTHBIX B BO3-
nyxe, Oe3yCJIOBHO BaxKHbI, HO HE€ OIpaBIaHbl MpPaKTHU-
KO, MOCKOJIbKY HE MCKJIFOYAIOT SKCIIO3UILINIO BHE IOMA.
Takum o6pa3om, oueBMIHA HEBO3ZMOXHOCTH aOCOTIOTHO
MOJIHOW  BJIMMUHALIMY  SMUIEPMaJIbHBIX — aJIepreHOB
U3 OKPYKaroIIei ajyiepruka cpebl.

Jst MUHMMU3AIUY KIMHUYIECKUX TTPOSIBJICHUI STTH-
NepMajibHOM ayuiepruv (Ha3aJbHBIX W TJa3HBIX CHUM-
MTOMOB, KOXHOW CBIMMN) 11eJIecCO00pa3HO MPOhUIaKTU-
yeckoe TPUMEHEHMEe AaHTUTHCTAMUHHBIX IpernapaToB
nepen TIpearojiaraéMbiM KOHTAaKTOM: BU3UT B TOCTU
K BiIamejabliaM JOMAIlIHUX TIUTOMIIEB, TIOCEIeHUE
KyJIbTYPHO-3PEJUIIIHBIX MEpPOINPUSITUI B IIMpPKE, 300-
napke, 300cajie, 300Tearpe, AeAbOUHAPUU, OKEaHApU-
yMe; ofHaKo, (hapMCpeCcTBa CITOCOOHBI JIUIIb BPEMEHHO
obsieryuth cumnroMsl [1]. Hapsmy ¢ HUMuU CHU3UTD BO3-
NEWCTBUE >XMBOTHBIX aJlJIEPreHOB ITOMOTAIOT TeXHUYe-
CKME Cpe/ICTBA WHAMBUIYAIbHON 3alllUTHI I1a3 (TJIOTHO
npuieramplme 04Ku), Hoca (IMPOTUBOIbUIEBbIE MaCKM-
pecrniupaTophl, yiaBnuBaromme 10 98% aspoaniepreHoB
B (UIbTpyeMOM BO3MyXe), TUMOAJIEpreHHas ojexaa
(B ciyyasix nepMaToJIOTMYECKHX TIPOSIBIEHUIT); BITPO-
yeM, 3TU MepPbl TOJKHBI UCTIOJIb30BaThCS B JIOTIOJIHEHUE
K 0a30BBIM CpencTBaM KOHTpoJIsI. TakmMm obpa3om, mepe-
YUCJIEHHbIE MPOGUIAKTUUECKUE MEPOTIPUSITUS HE pac-
CMaTpPUBAIOTCSI KaK WCKJIOUUTENIbHBIE, 3aMEeHSIoIINe
paIvKaJIbHYIO 3JIMMUWHALIMIO TPUYMHHBIX aJlIEpPreHOB,
TMOCKOJIbKY KaXXIblii U3 HUX B OTACJIBHOCTU WJIM BMECTE
He pelamT MpodeMy T0JITOCPOUYHOI TTePCIIeKTUBHI.
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AﬂhTepHaTI/IBHbIe BO3MOXHOCTHU U pealibHble
nepcnekTuBbl

ITockomnbKy cTpaTternu u3deraHust ajyiepreHoB IaloT
BpPEMEHHbIII W OrpaHUYEHHBbIA 3(GdEKT, IS TOBBI-
IIeHUs] I[IaHCOB  0€30MacHOTro  COCYIIECTBOBAaHMUS
MalMEHTOB C yXe BepUUIIMPOBAHHON 3MUAEPMallb-
HOW ajieprueil ¢ XXKMBOTHBIMM, BaXXHbI aJbTEpPHATUB-
Hble BO3MOXHOCTH. Hayka axkTMBHO pa3pabaTbhiBaeT
BCE HOBBIE CMOCOOBI 3alllUTHl TUIEPUYBCTBUTEIBHBIX
K >KMBOTHBIM ajijiepreHam JIIofeid M HIIET CIOCOObI
MOHU3UTH AJJIEPTEHHOCTh CaMUX TMUTOMIIEB, BKJIIOYast
penakTUpoBaHUE TEHOB, OTBETCTBEHHBIX 3a BHIPAOOTKY
OeJIKOB-aJIjIepreHoB |5, 45, 54, 55].

B HacTosiiiee BpeMsi B MHUpe YK€ HMEETCSI OIIbIT
YCIIEITHOTO TIpUMEHEHUsT 00JIe3Hb-MOIUMULIMPYIOIIEH
ajuiepreH-creuvduyeckoit  ummyHotepanuu (ACUT)
MPU aJUIEPTUM Ha KOIIEK U cO0aK, B TOM YUCJIe, CyOJIMHT-
BasibHO# (CJIMT). M3BecTtHO, uTO JieueOHbIE 3apyOexk-
HbIe BaKILWHBI SIBJISIIOTCSI MOHOAJIJIEPTEHHBIMU, TO €CTh
colepXar TOJbKO OIWH PEeKOMOWHAHTHBIN TJIaBHBIN
komayuii Fel d 1, yro nnsg rapaHTUPOBAaHHOTO 3allIMUT-
HOTO UMMYHHOTO OTBETa HEIOCTaTOYHO, TTIOTOMY CEeTOTHSI
B aHTUTEHHBIN COCTaB Mperapara CrpaBeIIMBO BBOISTCS
U Apyrue crneuundudeckue auiepreHbl xXuBotHoro. Cie-
JIyeT 3aMeTUTh, uyTo B Poccuiickoit Meneparuy naHHbIE
WMIOPTHBIE BaKIMHbI HE 3apEerMCTPUPOBAHBI, & KOM-
MepUYeCKHUe BOTHO-COJIEBbIE SMUAEPMaIbHbIE ajlIepTreHbl
OTEUYEeCTBEHHOT'O MPOU3BOJICTBA TpeAHa3HAUYCHBI UCKITIO-
YUTEJBbHO JJISI TMaTHOCTUYECKUX 1IeJIeH.

Poccuiickue  yuyeHble  pa3paboTaid  T€HHO-
WHXEHEPHYIO BaKI[MHY «IIPOTUB aJJIEPTUM Ha KOIIKY»
Ha OCHOBE aJlJIeproTponuHa (KOHbTaT MOAUMUIIUPO-
BAaHHOTO ajulepreHa U UMMYHOMOYJISITOpA MOJTUOKCH -
IIOHUST), OHA SIBJISIETCS] MHHOBAIIMOHHBIM MpernapaTom
U CONEPXUT BCE KIMHUYECKHW 3HAYMMbIe KOIauybu
ajyiepreHbl. HarmosHsieT onTMMU3MOM TOJITOXIaHHas
HOBOCTb — BaKI[MHA IMpOIIJIa TPETUN 3Tam JTOKJIMHU-
YeCKHUX MCCIAeMOBaAaHWUI M TOCNIe KIMHUYECKUX MCIbI-
TaHUWI OyneT 3aperMCTpUpoOBaHa M TOCTYITHA K TIpU-
MeHeHU1o [56]. BBemeHue malnMeHTy BO3pacTaOIINX
03 TIPUYUHHOTO ajulepreHa TMO3BOJISIET HA00UThCS
NeCEHCUOMIM3alMM U YCTOWYMBOW TOJIEPAHTHOCTH,
obecrneuynBasl IJIUTEJNbHYIO 3allUTY 3a CYET 0Opaso-
BaHus IgG4-aHTuTEN, KOHKYPEHTHO OJIOKMPYIOIIUX
cBa3piBaHMe crienuduueckux IgE-nmporenmnoB ¢ Fce-
peuenTopoM Ha TOBEPXHOCTU MAaCTOIIMTOB M 0a3o-
¢dunos [5]. BaxHo, 4TO MeTOI NEMOHCTPUPYET OAHO-
BpPEMEHHOE CHUXXEHUE TUTNEPYYyBCTBUTEIbHOCTH
U Ha IPYTUX «ITYHIACTBIX» KUBOTHBIX, TAKUX KaK KPO-
JIMK, JIoladb, MBbIIIb, Kpbica, XOMSK, KopoBa [57].
HenaBuo B CILA mpomeMoOHCTpUpOBaH CIIOCO0 Jieye-
HUS aJUIeprUM Ha KOIIeK C MOMOIIbI0 MOHOKJIOHAJb-
HBIX (YeJIOBEYECKNX, PEKOMOMHAHTHBIX) OJIOKHPYIO-
mux IgG4-aHTUTEN TIPOTUB OCHOBHBIX aJlJIEpPTeHOB
KOIIIKW, CITOCOOHBIX OBICTPO CBSI3BIBATH MMMYHOJIO-
MUHaHTHBIN Komauuii Fel d 1 mo B3aumomeiicTBust co
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cneluduuecKuMu peuentopamMmu 3(PpGeKTOpHBIX Kile-
TOK, IMpeA0oTBpaliasi paAHHW UMMYHHBIN OTBET [58].

Eiie omHa mombITKa Y4YeHBIX OCIAOMThL ayljiepruye-
CKYIO peakllMIo 4YesoBeKa Ha SMNuAepMalibHble ajliep-
TeHbl — WMMYHM3alMsl CaMMUX KOIIEK TPOTHUB WX XKe
maxopHoro ajuiepreHa Fel d 1. PazpaboTtana u mporectu-
poBaHa BaKIIMHA, MHIYLIMPYIOIAsi CUHTE3 B OpraHu3Me
kouku criettupundeckux IgG-ayroaHturen, HelTpanausy-
torux Mostekyny Fel d 1 in situ, cHMXast aliepreHHOCTh
Komaybux cekpetoB [59]. Hakonel, oOHanexuBarome
pe3yJIbTaThl MPOJAEMOHCTPUPOBAHBI B TMJIOTHOM HCCIIE-
JNOBAaHUM TI0 JIEUEHUIO aJUIEPTUM Ha KOUIKY METOIO0M
YHUKAJTLHOTO CHVKEHMS 10 50% 3KCIO3WITNY B IIEPCTH
U TIEPXOTU OCHOBHOIO KOLIAYbEro ajuiepreHa ¢ MoMo-
1IbIO BBOIMMBIX B KOpM Ojiokupyromux IgY-aHnturen,
MOJIy4YEHHBIX ITyTeM 00pabOTKU SIMYHOTO XKeJITKA B THIIIE
noMuHupytomuMm ayuiepreHom Fel d 1; B pesynbrare,
He Hapylasi (GU3MOJIOTMY XKUBOTHOTO, TTOJTMKIOHATIbHbBIC
ssmuHble aHTuTena IgY mpotus Fel d 1 (antu-Fel d 1 IgY)
3¢ (HEKTUBHO HEUTPATU3YIOT TIaBHBINA TPUTTEP Ha ITyTH
OT €ro TMPOM3BOJACTBA B OpraHuU3Me KOIIIKMW /10 aKTHBa-
1 3¢ GEKTOPHBIX KJIETOK aJIJIEPITMU B OpTaHU3ME YesIo-
Beka [60].

3aknovyeHue

ATOTIMST CHIDKAeT BO3MOKHOCTH amarTaliuyd opra-
HU3Ma B cpele oOuTaHus. DBOJIOLIMOHHAS OMOJIOTUYe-
cKasi TOKTpUHA 00 «MCKyCCTBe MobOexaaTb» B ociaabieH-
HOM COCTOSTHMM 0a3upyeTcsl Ha TOHSITUW TaHIWKara
(cbopwl), TO €CTh ypaBHOBEIIMBAHUY IIIAHCOB TTYTEM TIpe-
WMYIIECTBEHHOTO TpaBa cjlabdoro Mo cujie yyacTHHUKA.
B cocTts3aHUM «<MMMYHUTET / BHEIIHSIST Cpela» KU3Hb
MpeIoCTaBsIeT pa3syMHbII BpeMeHHOW OoHyc (in utero
U majee — B TMepBbie 6—12 MecsIeB Mmocie POXICHMS)
dopmupyrorieiics UMMYHHOI CUCTeMe MaJbllla, Ia0bl
yCIIeTh BBIPAOOTATh TOJEPAHTHOCTh K TOTCHIIMAIBHO
CUJTBHBIM 3TTUACPMATbHBIM aJlJIepreHaM, OTHOBPEMEHHO
MOIYTUPYS pa3BUTHE PAHHETO KUIIIEYHOTO MUKPOOHOMa,
KapIWHAJIBHO BIUSIONIETO HA UMMYHHBINM OTBEeT. BaxkHo,
YTO UMMYHOMOIYTUPYIONINI 3(DDEKT BIageHUS TOMAIIl-
HUMU XUBOTHBIMU 3aBUCUT OT JUTUTEJIBHOCTU W YPOBHS
BO3IEWCTBHSI XUBOTHBIX aJUIEPreHOB Ha TUIACTUYHBINA
WMMYHHTET pebeHKa: MaKCUMaJlbHasl BbITOJA TPU paH-
Hell akcno3unuu. OTHOBPEMEHHO MPEACTaBIIsIETCS Mep-
CIIEKTUBHBIM BHEIPEHNE HOBBIX OMOTEXHOJIOTHI GOPHOBI
C OTKJIOHEHWSIMA WMMMYHUTETa C TIOMOINBIO CPENCTB
CTUMYJIAIIUA ~ aHTUTEH-CIIEIU(UIECKOTO HWMMYHHOTO
oTBeTa, WHAYKUUU peryasTopHbix T-knetok (T reg)
WM UCTIOb30BaHUsI MpoOUOTUKOB. [losne3Hble Koppek-
TUBBI MOTYT BHECTU W YCOBEPIIIEHCTBOBaHHBIC JIabopa-
TOPHBIE TEXHOJOTUU, BBISIBJISISI ajJIepreHHbIE MOJIEKYJIbI
W3 UHANBUAYATbHBIX 00pa3IioB OT JOMAIITHETO MUTOMIIA
KOHKPETHOTO MaINeHTa W OTIPEIeIsisi aHTUTETa B HU3KUX
KOHIICHTPAIIUSX NaXke Y MaJbIIIeil, 9To caeaeT JIUMHU-
HalMIo paHHel 1 3(PHEeKTUBHOIA.

O4eBUIHO, YTO JISI OpraHU3alUMU Pe3yJbTaTUBHOM
SJIMMUHALMM YPEe3BbIYAfHO BaXHO 3HaHMWE OOIIEro
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npoduiass CEHCUOWJIM3aUMW Biaaesiblla ¢ TUMEepYyB-
CTBUTEJIBHOCTBIO K 3MUAePMaTbHBIM aJlJiepreHaM BKITIO-
yuTeabHO. [IpM 3TOM, AMHAMUYECKOE OTCIIeKMBaHME
SMUIEepPMaIbHON CEeHCUOUIM3ALUKU Yy NeTeil ¢ MHIAUBU-
JIyaJIbHBIM PUCKOM ITO3BOJISIET TIPULIEIBHO MTPOTHO3UPO-
BaTh pa3BUTHE 3a00JIeBaHUsI, a MACCOBBIA MOHUTOPUHT
MaleHTOB € yXXe peajnu30BaHHON ajIepronaToJoruei
MPENCTaBIsSeT OCOOBIA WHTEpec JJISI BO3MOXKHOCTHU
MpeIBUICHUS HEXeJaTeJbHbIX COOBITHIA B MaciiTabe
3I0POBbS IO TTOMYISIINU. ABTOPBI CTaTbU HEAaBHO
onyOJMKOBaIM  pe3yabTaThl aHainm3a  30-JIeTHero
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MHTepaKkTHBHBI KIMHAYECKHI CIy4ail KAK COBPeMEHHbI BUPTYAJIbHBIA 00yJaromuii
MeToa nu¢ ¢ epeHInATbHON TMATHOCTUKH MPOTEMHYPHIA y AeTei

A.H. [Iymunyes, M.E. Axcenosa, H.M. 3aiixosa, /[.A. Huxoavckuii, KA. I'yces, P.P. Axmemnabues
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B craTtbe nMponeMOHCTPUPOBAHA BO3MOXKHOCTb NMpPUMEHEHMsS Keiic-MeTona i O0yYeHHsl JAMATHOCTHKE peIKHX 3a00JeBaHUil.
B ocHOBY BMPTYaJIbHOIi IHATHOCTHKHM TOJIOKEHO KJIMHUYECKOe Ha0.oieHue 3a pedeHkoM ¢ xuiaypueii (kog MKB: R82.0), koropas
BbI3BaHA (hopMupoBaHNeM JMMpoypeTepaibHOii (pucTyibl HA GoHe MOpoKa pa3BuTHs JuMpaTnaecKux npoTokos. TpyaHocTu mud-
(hepeHMANBHOI IMATHOCTHKH XWITYPHH 00YCJIOBJIEHBI TEM, YTO OHA MOKET MPOSBJIATHCS MPOTEMHYPHEii BBICOKOTO YPOBHS CO CHHU-
JKeHHeM abOYMUHA, IMMYHOTJIO0YIMHOB KPOBH M PA3BUTHEM OTEKOB, T.e. CHMIITOMOKOMILIEKCOM He(hPOTHIECKOTO CHHIPOMA.
ABTOpamMH pa3padoTaHO BeO-NpUIIOKEHHe, MO3BOJIIONIEe MPOBECTH OOYYAIOIErocs Bpaya Mo 3TanaM Npouecca BUPTYAJIbHOI
JIMATHOCTHKH, HA KAXKJIOM M3 KOTOPBIX HEOOXOIMMO MPOAHAIM3MPOBATH NMPEIOCTABICHHYI0 HH()OPMALMIO O NANMEHTE W MPUHATH
pellieHne: ONMpeAeUTDb IUIAH JAJIbHEIIero 00cie0BaHus, «<HANPABUTH> NANMEHTA HA KOHCYJbTAIMH K CHENHATUCTaM, chopMH-
POBAB NpPH 3TOM TUATHOCTHYECKHE runoTe3bl. [IporpaMma no3BoJisieT oneHUuTb NPABUJILHOCTH BHIOOPA BAPUAHTA AEiCTBHIA 00yYa-
ONIErocs M 00BSACHUTD, B YeM OIIMOKA NMPH HeBePHOM pemieHnn. B pe3ynbrare MpoXoKIeHHs Keiica BHIYMCISETCS W BHIBOIUTCS
HA JKPaH UHTErpasibHasl OLEHKA — cymMMa 0aJlJI0B 32 MpaBHJIbHbIE OTBETHI HA 3aJaHHble Bonpockl. [ToBTOPHOE MPOXO0XKIEHHE BHP-
TYyaJIbHOIi IMATHOCTHKHM, KAK MPABUJIO, MOBBIIIAET KOJNYECTBEHHBIN KPUTEPHii, a [JIABHOE, IOMOraeT 3aKPenuTh 3HAHNUS, HE00X0-
JIMMbIe IS IPABUJIBHOM TMATHOCTHKHY. IHTepAKTHBHBIA KIIMHUYECKHIA CITy4aii MOXKET ObITh MCTI0JIb30BAH /IS OBbILIEHUs KBAU(H-
KalMu Bpavyeii-neAuaTpoB, a TAKXKe B npouecce 00y4yeHus CTYJEHTOB MeJUIMHCKUX BY30B, KIMHUYECKHX OPJAMHATOPOB B KaYeCcTBe
JIOTOJTHUTEILHOTO MHCTPYMEHTAJILHOTO cpecTBa. [IpuMeHeHe HHTEPAKTHBHOTO Keiica B y4eOHOM nponecce M03BoJIseT IPHOOPECTH
HaBbIKu (U depeHnnanbHOi JMATHOCTHKY B PAMKAX NPEICTABJIEHHOTO KIMHHYECKOTr0 HAO/M0IeHHsI, B YACTHOCTH, 0OPATUTH BHM-
MaHKe HA XapaKTep M3MeHeHHs IMMUIHOTO NPO(UIIs KPoBH U (PH3UYECKUX CBOWCTB MOYM, OCOOEHHO B CJIy4ae HATMYUS HETUIMYHBIX
Kan00 y namuenta. Kpome Toro, Hajimyue 00y4aroniero MoayJisi B MHTEPAKTHBHOI MporpamMme, BKJIIOYASI AHUMAIIMIO 1151 00bsSICHEHUS
naroreHe3a, NO3BoJisieT MOMOJHUTD 3HAHUS 110 MHOTUM ACNIEKTAM XHJIYPUH.
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The article demonstrates the possibility of using the case method for teaching the diagnosis of rare diseases. The virtual diagnosis is
based on clinical observation of a child with hiluria (ICD code: R82.0), which is caused by the formation of a lymphoureteral fistula
against the background of a malformation of the lymphatic ducts. The difficulties of differential diagnosis of chyluria are due to the fact
that it can manifest itself as high-level proteinuria with a decrease in albumin, blood immunoglobulins and the development of edema,
i.e. a symptom complex of nephrotic syndrome.

The authors have developed a web application that allows a trained doctor to walk through the stages of the virtual diagnostic pro-
cess, at each of which it is necessary to analyze the information provided about the patient and make a decision: determine a plan
for further examination, «refer» the patient for consultations with specialists, while forming diagnostic hypotheses. The program
allows you to evaluate the correctness of the choice of the student’s course of action and explain the error in making the wrong deci-
sion. As a result of completing the case, an integral score is calculated and displayed on the screen — the sum of points for correct
answers to the questions asked. Repeated passage of virtual diagnostics, as a rule, increases the quantitative criterion, and most
importantly, helps to consolidate the knowledge necessary for proper diagnosis. The interactive clinical case can be used to improve
the skills of pediatricians, as well as in the process of teaching medical students and clinical residents as an additional tool. The use
of the interactive case in the educational process makes it possible to acquire the skills of differential diagnosis within the framework
of the presented clinical observation, in particular, to pay attention to the nature of changes in the lipid profile of blood and the physical
properties of urine, especially in the case of atypical complaints in the patient. In addition, the presence of a training module in an
interactive program, including animation to explain the pathogenesis, allows you to replenish knowledge on many aspects of hiluria.
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JIsl TIpUOOPETEHUST HAaBBIKOB TMAarHOCTUKU B HACTO- KPETHOI KJIMHUYECKOI CUTYyalluu, TIpoBeaeHUsT nudde-
siiiee BpeMsl aKTHBHO TIPUMEHSIETCSl Kelc-MeTo]l, PEHIIMAJIbHOM TMAarHOCTUKU U BBIOOPA TAKTUKU JICUSHUS
SIBJISTIOIINICS 9 (EKTUBHBIM CPEICTBOM aHalIn3a KOH- nauMeHTa B JIMCTaHIIMOHHOM ¢opmarte [1]. Kaxnbrii
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Ilymunyes A.H. u coagm. IHTepaKTUBHBII KIMHUYECKUI CITyyail Kak COBpeMEHHbI BUPTYaIbHbIIi 00ydyatomuii Meto 1uddepeHIaIbHOIL. .

WHTEPaKTUBHBIA KIMHUYECKUI ciaydail (Keiic) Tmipen-
CTaBJIeH OMUCAaHWEM UCTOPUM OOJIE3HU U PSIIOM BOIIPO-
COB, pa3pabOTaHHbBIX JISI TTPOBEPKU 3HAHUI CTYICHTOB
MpU pellleHWW 3amad JAUMarHOCTUKWM M BBIOOpa Jieues-
Hoii TakTnku. [locie oTBeTa Ha BOIPOC OOYYAIOIIMIACS
cpasy y3HaeT O TOM, HACKOJbKO TMPaBWIbHBIM SIBJISICTCSI
€ro OTBET M IMOJIy4aeT MoApOOHYI0 MH(POPMALINIO O TOM,
B UeM 3aKJII0YaeTcsl OlIMOKa MpY HENPpaBUJILHOM OTBETE.
MynbTUMEINIHHBIN KOHTEHT, PeaJu30BaHHbBINA C UCITOJTb-
30BaHUEM 3JIEMEHTOB aHUMALIMU, BUIEO W WHTEPAKTUB-
HOI KOMMBIOTEPHOI rpachukKu, obecrieunBaeT KoMGpOpT-
HYIO paboTy ¢ KelicoMm [2—4].

K coxanenuto, B pycckosisbBidHOM WMHTepHeTe maiio
JIOCTYITHBIX 00pa3oBaTe/bHBIX PECYPCOB C MHTEpaK-
TUBHBIMM KJIMHUYECKUMM CIyJassMU, KOTOpbIE MOTYT
OBbITb MCIMOJIB30BAHBI ISl BUPTYAJBHOW TUATHOCTUKM.
Cpenn Hambosiee Pa3BUTBIX MOXHO OTMETUTH OTKPBITHIN
IJIST AOCTYMa MEIUIIMHCKUIT oOpa3oBaTeibHbIN TOpTas
AHO JTT1O «Axkanemust THHOBallMOHHOTO OOpa30BaHUsI»,
9JIEKTPOHHYIO 0a3y ClieHapueB KJIMHMYECKUX CIIyyaeB
ClinCaseQuest, Ha KOTOPBIX IPEICTaBIeH psI o0ydaro-
IIMUX KJIMHUYECKUX CIIyyaeB ¢ pa300poOM CHUTYallMOHHBIX
3a/a4, MHTepIpeTaleil oJlydeHHBIX pe3yIbTaToB 00ce-
JIOBaHUs B AMHAMUKE W OOCYXIEHMEM BapMaHTOB HaM-
oonee 3(PPeKTUBHOI Tepanuu, OIHAKO KIMHUYECKUE
cilyyau penkux 0ojie3Heil He TipeacTaBieHs [5, 6]. Orpa-
HUYEH TaKKe MYJIBTUMEIUMHBIMN KOMITOHEHT TopTajia —
OTCYTCTBYIOT aHUMAIIOHHBIE POJIUKU U BUJIEO.

B cBsi3u ¢ teM, yto MHCTUTYT BenbTuiena siBisieTcst
JIe4eOHBIM yupekaeHueM ¢enepaabHOro YpOBHS, Melu-
aTpbl M3 peruoHoB Poccum HampaBisiioT B MIHCTUTYT,
KaK TPaBUJIO, TSOKENBIX TAIMEHTOB C KIMHUYECKUMU
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MPOSIBIICHUSIMU peNKUX 3a0ojieBaHuii. Bpauu otneneHuii
WMHcTuTyTa MMEIOT GOTaThlii OMBIT AUATHOCTUKU U Jieue-
HUS pelKuX OoJie3Hel. BaxkHO mepenaTh 3TOT OIBIT U 3HA-
HUST TeM BpavyaM M3 PETMOHOB, Y KOTOPBIX HET TaKOTO
OIBITA, TIO9TOMY aKTYaJIbHOW 3a1adeil SIBJsIeTCS CO3MaHne
W TIpUMEHEHWE WHTePaKTUBHBIX KIMHUYECKUX CIIydaeB
IIJIST OOy9eHMST TMarHOCTHKE peaKnx bone3Heit [7].

OOHapyxeHue Oejka B MOYe — 3TO TOBOJ, s Oec-
nokoiictea Bpaya. CyliecTByeT MHOXECTBO TIPUYMH,
KOTOpbIE MOTYT BBI3BaTh MpoTenHypuio. OaHA U3 HUX —
MOBpeXIeHNE KITyOOUKOB Touek. [Tpexkne yeM Ha3HAYUTh
JiedeHre, HeoOXOIMMO TIPOBECTH TIIATEIBHOE 00CIeno-
BaHWe, YTOOBI OIpPeNeUTh, CBSI3aHa JIU TMPOTEHHYPUS
¢ MopaXkeHueM MOYEUHBIX KJYOOUKOB WJIM BbI3BaHA JIPY-
rumu dakropamu. Llenb maHHOI paOOTBI — MPOXEMOH-
CTPUPOBAaTh BO3MOXHOCTH TMPUMEHEHUS] BUPTYaTbHBIX
o0yJarommnx MeTonoB I nuddepeHIInaaIbHON TUarHo-
CTUKH TIPOTEVHYPUIA Pa3TUIHON STUOJIOTUM Ha TIPUMEpE
KJIMHUYECKOTO CTydasl MalueHTa ¢ XUIypuei.

Xunypusi — pemKoe COCTOSTHUE, TIpU  KOTOPOM
B pe3yJibTaTe CBUILEBOTO COOOIIEHUS MEXTy JuMdaTu-
YECKOW CUCTEMON M MOYEBBIBOISAIIMMM ITyTSIMM B MOYe
MOSBIAETCS TUM@daTUIecKast KUAKOCTb, YTO TIPUIACT eit
MOJIOYHO-0eblii 1BeT. JlabopaTOpHO COCTOSTHHME IIpO-
SIBJISIETCST TIPOTEWHYpUE, MHUKporeMaTypueil B codera-
HUU WIu 6e3 TUIONpOTeMHeMHUU. PacmpocTpaHeHHOCTh
XUJYpUM HEM3BECTHA, Yallle TaHHOe COCTOSTHUE BCTpeva-
eTcsl B TPOIMMYECKUX CTpaHaX, Tak Kak 6osee, yeM B 90%
cyyaeB TIPUUMHOW XWJIYPUM SIBJIsSIeTCS  (DUIISIpUAaTo3,
BbI3bIBaeMbIt  Wiuchereria bancrofti [8]. Henapasutuue-
CKUe MPUINHBI, TaKWe KaK TpaBMa, BPOXKIEHHbIE aHOMA-
U TMMGbATUIECKOM CHUCTEMBI, TYOEpKyie3 WU Ipyrue
MHGEKINN, BbI3BIBaIOIINE JUM(GATUIECKYI0 OOCTPYK-
LIWI0, a TaKKe OIMYXOJIM, CAABIMBAIOIINE VIIA Pa3pyllaio-
e JTUMGaTUIeCKUe COCYIbI, BCTPEYaIoTCs 3HAYUTETHHO
pexxe. B HEKOTOPBIX ciTydasx TpUYMHA XWITYPUU OCTAeTCsT
HesicHo#. Hu3zkast pacmpoCTpaHEeHHOCTb XWUJIYPUM, OCO-
OEHHO B HEOHIEMUYHBIX PETrMOHAaX, MPUBOIUT K HEIO-
CTAaTOYHOM OCBEIOMJIECHHOCTH Bpaueil O KIMHHYECKHUX
MPOSIBJIEHUSIX M JUArHOCTUYECKUX ITOmXxomax. XWIypus
MOXeT OBbITh OIIMOOYHO HMHTEPIPETUpOBaHA KaK TTUY-
pusT WUIM MeTaboJIMUecKre HapyllleHMs, a B COUYeTaHUU
C OTEYHBIM CHHIPOMOM KaK He(MDPOTHUYECKMIT CHHIPOM,
YTO YUTMHSIET BpeMsI JI0 YCTAHOBJIEHHWSI BEPHOTO TMArHO3a,
a TakKe TIPUBOANT K Ha3HaYEHUIO0 He0OOOCHOBaHHOM Tepa-
mu. B cBoIo odepenb, XMITypust MOXKeT TPUBOIUTH K pa3-
BUTHUIO OCJIOKHEHWIA, HANpUMep, BTOPUYHOTO MMMYHO-
neduimTa, neULIMTa TUTAHUS BIUIOTh IO KaXeKCHM,
oteyHoMy cuHimpoMmy [9, 10]. Takum oOpa3om, paHHSST
JMUATHOCTUKA XWIYPUW BaKHA JJIST YIYYIIEHHWsS] KayecTBa
SKU3HU OOJTbHBIX U TIPEAYTTPEXKACHUST OCTOXKHEHUIA.

KnuHuyeckunin cnyyan

B Hedponornyeckom otnenenun MHucrturyra BenbTu-
IeBa HaOTIomaNCcsS MaJbuuK 16-TH JIeT ¢ MUKpOTeMaTy-
pueit ¥ MpoTenHypureil He(hpOTUUECKOTO YPOBHSI, COXpa-
HSBIIMMUCS Ha TIPOTsKeHUU roaa. [To MecTy KuUTeThcTBa
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ManyeHTy ObLT yCTaHOBJIEH nuarHo3 «I'ioMepynoHedpur
C M30JIMPOBAHHBIM MOYEBBIM CHHAPOMOM», HazHaueHa
HebponpoTeKTUBHAs Tepanus. [lpu TocmuTaIM3anuu
MaJTbYMK TTPEIbSBIISUT 3KaT0Obl Ha SITM30IbI 3aTPYIHEHUST
MOYEUCITyCKaHMsI, U3BMEHEHNEe MOYM B BHIE MYTHOCTHU
U TIOBBIIIIEHHOW BSI3KOCTH.

I1pn naGopatopHOM 00OCIenOBaHUN Y peOeHKa OB
BBISIBJICHBI TpPAaH3UTOpPHAs JUM(MOMEHUS, CHIXKEHUE
YpPOBHS 001Iero 0enka M aabOyMHHA, He3HAUYNTEJIbHOE
MTOBBIIIEHNE YPOBHSI KpeaTUHUHA KPOBU, COOTBETCTBY-
folllee pacYETHOM CKOPOCTH KIIyOOYKOBOI (pMIbTpaninm
(CKID U25) 80—88 wmur/mun/1,73M2, TMIIOHATPUEMMUST,
runoramMariooyimHemus. OOclienoBaHUEe Ha ayTo-
aHTUTeNa, BKJIIOYas aHTUTeJa K IIUTOIUIa3Me Hei-
TpodusioB 1 ¢ochorunuaaM, OBLJIO OTPULIATETHLHBIM.
MouyeBoii CMHIPOM ObLIT TMpEeACTaBIeH MUKpOTreMaTy-
pueil, NIIOKo3ypueil 1 MpoTenHypreil He(pOTUIECKOTO
ypoBHsI (8 T/cyT) ¢ mpeobiianaHreM aibOyMUHA M He3Ha-
YUTEJIbHBIM TTOBBIIIEHUEM YPOBHSI HU3KOMOJEKYIISP-
Horo OeTa2-Mukporyio0yinHa B moue. [lpu Mukpocko-
MUY 0calKa MOYU OTPEALISIIOCh OOIBIIOE KOJIMUECTBO
HenubGepeHIIMPOBAHHBIX COJIei; YpOBEHb 3KCKpe-
UM Kajnblusi, ocdopa, MarHus, OKcajaTOB, ypaTOB
¢ MOYOIi ObUT B TIpeiesiax HOPMBI. [10 TaHHBIM yabTpa-
3BYKOBOTO MCCIIeAOBAaHUSI OTMeYaslach reraToMeralins,
a TakXe OBIJIO BBHISIBIEHO KMCTO3HO-COJTUIHOE 00pa3o-
BaHWE pa3MepoM J0 8 CM, HEOTHOPOIHOM 3XOTEHHOCTH,
6e3 KpOBOTOKa, MeHsIoIIee 00beM B Tpolecce MpoBe-
IIeHUs McClaeqoBaHUsA. YpOBHM aibda-deTonpoTrenHa
n  6eTa-XOPUOHUYECKOTO  TOHATOTPONMMHA  KPOBU
y TalKeHTa ObUTH B Mpeaeiax pedepeHCHBIX 3HaUeHUI.
I[To pmaHHBIM MarHUTHO-PE30HAHCHOW TOMOrpachuu
MOYEBOTO ITy3BIpST BU3YaJIM3MPOBAIOCH OOpa3oBaHUe
repeaHel cTeHKU 4 MM, He HaKallIuBalollee KOHTPacT
MpY KOHTPACTHOM YCUJICHUU, HEOTHOPOIHOCTh CTEHKHU
MOYEBOTO ITy3bIpsI, TpWIeXalleil K 00pa3oBaHUIO.
HucTockonusi MO3BOJIMIIAa MCKIIOYUTh HOBOOOpa3oBa-
HUE MOYEBOro TMy3bips. TakuM o6pa3oM, IMOIPOCTKY
C TJOMEpPYJISIPHOM TMpOTeMHypueil HedpOTHUUEeCKOTro
VPOBHSI B COYETAHWU C MUKpOTeMaTypueil, He3Hadu-
TEJbHBIM CHUKEHUEM PacYeTHOM CKOPOCTH KITyOOUKO-
BO# (uiabTpalluy ObLI MOCTaBJIEH TpeaBapUTEIbHbIN
nuarHo3: «InmomepynoHedpur». s TmoaTBepKIeHUS
IMarHO3a U OMNpeIeeHUs] TepareBTUIeCKON TaKTUKU
pebeHKy Obl1a mpoBeneHa HeppoOUOIICHS.

I[To maHHBIM CBETOBOM MMKPOCKOITUU W WMMYH-
Ho(moopeclieHIM He OBIJI0 BBISBIEHO IIPU3HAKOB
JIOMepyJIIpHOTO  3a0ojieBaHus. [lpm  aieKTpoHHOI
MMKPOCKOITUY TOYEYHON TKaHW OTMEYaJloCh 04aroBoe
pacriacTbIBaHUE HOXEK TTOIOIUTOB (IMTOAOLIMTOIIATHS).

B mocTonepanmoHHoOM Tieprone y pebeHKa BIepBbIe
OblJIO 00pallleHO BHMMaHKMe Ha M3MEHEHUEe XapaKTepa
MOYM: MyTHasl BSI3Kast MOYa MOJIOYHOTO IIBETA. YUUTHIBAST
OTCYTCTBHME JAaHHBIX 32 WH(EKINUIO MOYEBON CUCTEMBI
1 MeTaboIMYecKre HapyIIeH!sI, a TaKKe HaJTuIre HeTo-
CTOSTHHOW JUMGOTIEHUHU, TEHIEHIIMA K CHUXEHUIO
YPOBHsI 00111eT0 OeiKa, aJibOyMUHa, HAaTpus, UMMYHO-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

MIOOYJIMHOB KPOBM, TTPOTEUHYPUIO, TJIIOKO3YpUIO, HaM-
OoJiee BEpPOSITHOM TIPUYMHONW W3MEHEHMST XapakTepa
MOYH y peOeHKa Oblja XWITypus.

B HamreMm cirydae st MOATBEPKIAECHUST XUTYPUU OBITIO
MPOBENEHO HCCIIeNOBaHNE TPUTIULIEPUIOB MOYHU, YpPO-
BEHb KOTOPBIX OBLT 3HAYUTEIHBHO MOBBIIIEH U MPEBBIIAT
MX KOHIIEHTpALIMIO B KPOBU ManueHTa. TakuM obpazom,
OBbUIO TTOATBEPXKIEHO HAIMYUE XUIYPUHU Y peOeHKa.

WM3BecTHO, 4YTO 4allle BCEro XWJypusi pa3BUBaeTCs
BCJIEICTBUE Mapa3uTapHOi MH(PEKIIMU, 00bEMHBIX HOBO-
oOpazoBaHnii 1 auM@orpoandepaTUBHEIX 3a00JjieBa-
HUM, CHABIMBAIOLINX JUM@aTHUeCKe COCYIbI/TIPO-
TOKH, WU TIPU TTOBPEXICHUM JTUMGbATUIECKUX COCYI0B
MpU TpaBMax M OINEPAaTUBHBIX BMEIIATEbCTBAX; peXe
y TIALMEHTOB BBISIBISIOTCS aHOMAJIWU Pa3BUTHS JIUM-
darnyeckoii cucrtembl. IlanmeHTy OBIIO IIpOBeneHa
MarHUTHO-PE30HAHCHAs TOMOTrpadust ¢ KOHTPACTHBIM
BEILIECTBOM, ITO3BOJIUBINAS BBHISIBUTH OUJIaTepaIbHYIO
IUJIATAllMI0  TIOAB3IOIIHBIX JUMGMATUIECKUX IPOTO-
KOB ¢ (popmupoBaHueM JTuMdoypeTepaTbHOl (UCTYIIbI
crpasa.

B yueOHBIX 1IeJIsIX ObLT pa3paboTaH ClieHapuil BUP-
TyaJIbHOM JIMarHOCTUKM, COMAEpKaIlMi TOCIen10BaTe/b-
HOCTB 3TaroB, Ha KaXI0M U3 KOTOPBIX HEOOXOIUMO MPO-
aHaJIM3UPOBATh MOJIYYEHHYIO MH(MOPMAIIMIO O TIAIIMEHTe
W TIPUHATDL pellleHre: ONMpeAeUTh TUIaH JajbHeHUIIero
00c/IeIoBaHUsl, «HAMpPaBUTh» MallMEHTa Ha KOHCY/IbTa-
LIUU K crieluaincTaM, chopMrUpoBaB MpU 3TOM TUAarHO-
cTUYeCcKMe TUTIOTe3bl. B mporiiecce pa3paboTKu MHTEpaK-
TUBHOTO KIIMHUYECKOTO CiIyyass ObUIM MCITOJIb30BaHbI
doTtorpapuyeckre TaHHbIE KIMHUYECKUX TPOSBICHUI,
pe3yJibTaThl 00C/ieoBaHusI peOeHKa, B3IThle U3 UCTOPUU
00JIe3HU, 3aKJIIOUYEHUS CIeIMaIMCTOB. BbIIO MmojydyeHo
nHGOPMUPOBAaHHOE JA00POBOJIBLHOE COIJIAaCHE POAUTE-
Jieil Ha McTosib30BaHue (DOTO U BUJIEO MallMeHTa B yueO-
HBIX 1esax. KpoMe Toro, ObLT pa3paboTaH OOydYaroIIid
OJIOK 10 pa3IMYHBIM acTleKTaM XWJIYpHWH, BKIIOYast
naTtoreHe3 3abojieBaHus. [jisi mporpamMMHO# peanusa-
I JAHHOTO KJIIMHUYECKOTO ciiydyasi ObUIo pa3paboTaHO
BeO-TIpUIIOKEHUE, KOTOpOE TIPEeACTaBIsIeT COOON WMHTE-
PakTUBHYIO OOYydYamoIIyl0 TPOrpaMMmy, TTO3BOJISIIOIILYIO
MPOBECTU BUPTYaAJIbHYIO IUATHOCTUKY B PEXUME TUCTaH-
ILIMOHHOTO JIOCTYTIA.

OOcyxaeHue

WMHTepakTMBHBIN KITMHUYECKUI CTydaii OrmyoJIMKOBaH,
JOCTYTIEH 711 CBOOOHOTO MPOCMOTPA U COJAEPKUT BUIEO,
TEKCTOBYIO M rpacduyeckyro MHGOpMaLU, aHUMAIUIO,
TEeCTOBBIE 3aIaHUsI, a TAKKE OLICHKY JIeCTBUIT 00yJaroIe-
rocsi B Tpoliecce BUPTyaJbHOM aMarHoctuku [11].

Ha niepBom 3Tamne sevamuii Bpady B (hoopmMaTte Buae-
OCOOOIIIEHUST TIPEACTaBISET CBEACHUS O TalUeHTe,
oOpaiiasi BHUMaHWe Ha kaJloObl M JaHHBbIE aHaMHe3a
(puc.1). B umHTepakTMBHOM pexume OOydYarolIniics
3HAKOMUTCSI C JIaHHBIMU OCMOTpa TanueHTa. HeoO-
XOJIMMO TIPOAHAJIM3UPOBATh TOJYYEHHYIO K JaHHOMY
MOMEHTY WHG(OpMaIIMIO O TalMeHTe M OTpPeneuTh
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IJIaH JaibHeltrero obcienoBanus. [locie o3Ha-
KOMJIEHUSI C pe3yJbTaTaMM KIMHHUKO-J1ab0opaTOPHBIX
WCCIIeIOBAaHUM, OOydJaroIeMycs IpeiaraeTcss OTBe-
TUTh Ha BOMPOC, KaKWe MAOTOJTHUTEIbHBbIE WCCIEnO0-
BaHUS TIpOBeCTH MaiueHTy (puc.2). B ciyvyae Hempa-
BUJIbHBIX OTBETOB BBIIAIOTCS MOSICHEHUSI.

Ilocne mnpoBeneHusi HedpoOMOTICUU, KOTOpas
TTO3BOJIAJIA WCKITIOUMTHh TJIOMEpPYTOHehPUT, a TakkKe
B CBSI3U C OTCYTCTBMEM IAaHHBIX 32 MH(EKINIO MOYe-
BOI CHCTeMBbI U MeTaboJIMYecKre HapylleHus, Haubo-

Jiee BEpOSITHOM MPUUYMHOU M3MEHEHUs XapaKTepa MOYM
y pebeHKa sBisiach xuaypust (puc.3). st Toro, 4Toobl
MOJIyYuTb OoJiee IIy0oKoe MpeIcTaBleHe O TTaTOreHe3e
XUJIYPUU B MHTEPAKTUBHOM ITporpamMMe MpeayCMOTPeH
0o0yvyawuii MOIyJb, B KOTOPOM HCITOJIb30BaHbI MYJIb-
TUMEIUIHbIE KOMITOHEHThI (aHUMaIus) st oObsICHE-
HUs TlatoreHesa (puc.4).

Hamnmume  aHMMalMOHHBIX  POJUKOB  ITOMOTAeT
HarJsIHO TIOKa3aTh OOYYalOIIMMCS CJIOXHBIE JIJIST BOC-
OpUSITUASL SBJICHUS, TIPU DTOM JIOCTUTaeTCs OOJbIIast

Peakas npuynHa npotemMHypumn - [aHHble aHamHesa %
CeMeHbIA aHaMHes NnauWeHTa OTArOWeEH No aprep A runepreHiuv B
ﬂ ABYX NOKONEHWAX.
47 Pe6eHOK poaMNcA OT 2-OM GUIMONOTMYECKH NP W6 ™,

B - npotemypus
[0 - apTepwanshas runepreHs

* MOMEBOW CUHAPOM B Buae npoTeuHypun (0,3 r/n) u rematypun (43 3p 8 n/3p) emaenen B sospacte 15 net

* 06CNeAOBAH B CTALMOHAPE NO M/K:
otexkos Het, Al 119/69 mm pr cT (75nepu);

ansByMnH KpoBwn 47 r/n, KpeaTuHH KpoBu 69,4 Mrmonsin (PCK® (Schwartz bedside)=89,4 mn/mun/1, 73M%);
npoTerHypus 0,92-7 r/n, 3puTpounTsl B Move 7-380 n/3p, cyTouHan noTeps Senka ¢ MovoR 2,7

¥3W nouex 6/o;
¥3n My3bIpA:
KT oprance manoro Taza: 06pajosaHne MOYEeBoro My3LIPA?;

B NOAOCTH MOYEBOTO NMy3bipA 106x94 Mm;

CPOWHBIX CAMOCTOATENBHBIX POACE € HOPMANbHLIMK  MACCO-POCTOBBIMM
nokasartensamu (macca Tena 3600 r, anmua 53 cm).

MepeHeceHHbIe ONEpauMK: anneHaeKToMUs (Bospact 15 neT).

0:00

UMCTOCKONKA: AaHHBIX 33 HOBOOGPAIOBAHNE HET, HeNeospaHLIi CrycTOK B NPOCBETE MOYEBOrO My3bIPA.

DOuarvos no mix : I $PUT € N3¢

Tepanua: aHananpun 5 mr/cyT.

MOMEBLEIM CHHAPOMOM.

(oo ] [Cowrm
Puc. 1. gkpaHl{aﬂ CTpaHULA: JAHHbIC AHAMHE3A
Fig. 1. Screenshot: history
Penkas npuynHa npotenHypum - Bonpoc 2

Kakue pononHutensHbie uCCneaoBaHna HEO6XOAMMO NPOBECTH NauneHTy?

@) Anrnorpadma coCyaos novex
NPasHABHBIA OTEET [ Betorsernan NPasMALHO

MccnenosaHuWe KPOBU Ha OHKOMApKepbl

NPasABHLIA oTBeT (| Bl CTEETHAN NPABHABHO
© MPT ronosHoro mora

5 dorser [} Bum P

@

3

© MPTc KOHTPAcTHbIM BELLECTBOM OPraHoB GPIOWHON NONOCTH,

3a6pIOWWHHOrO NPOCTPaHCTBa M MaNoro Tasa

npasunskeii oteer [v|  But oTseTHAN NpasmasHO

| CrepHansHan MyHKUMs
npasMAbHbIA OTRET D Bl OTBETHAN NPABMALHO

@

He nokasaxa, yunTeIBan OTCYTCTBMEM CTORKUX MIMEHEHWA CO CTOPOHDI KNMHMYECKONO aHann3a

KpOBM.

B Uuncrockonusa

P si oreer [v]  Bu Ho

3

BMNEPEQ

Puc. 2. Bonpocsl 1 BADUAHTBI OTBETOB C MOSICHEHUSIMHU

Fig. 2. Questions and explanations
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93¢ GEeKTUBHOCTh YCBOGHMSI MaTepuana. AHUMAaIlMOH-
HBI POJIUK WJUTIOCTPUPYET MEXaHU3M (POPMHUPOBAHUST
(UCTYIIBI ¥ pa3BUTUS XUTYPUU.

OOyyaromuii  MOJYJdb CONEPKUT TaKXkKe BOIPOCHI
mo 3akperieHMio Marepuana (puc.5). Ilpu 3aBepiie-
HUU pabOThl ¢ MHTEPAKTUBHBIM KIMHUYECKUM CIIydaeM
Ha D9KpaH BBIBOAWTCS MHTETpaJibHas OLIEHKA — CyM-
MapHOe KOJIMYECTBO palMOHABHBIX JEWCTBUI 00Yy-
Yalolerocss B TIpolecce BUPTYATbHON TUATHOCTHKH
U TIPpaBWIBHBIX OTBETOB Ha BOMpochkl. Ha Hamn B3rism,
1IeJIeCO00pa3HO TTOBTOPHO IPOBOIUTH BHUPTYATbHYIO
JMMarHOCTUKY WHTEPAKTUBHOTO KIWHUYECKOTO ClyJast
C LIEJIbIO YIYUILIEHUST MHTETPATbHOM OLIEHKH. DTO BasXKHO

IUTS 3aKpeIUIeHWsT 3HAHW, HEOOXOOWMMBIX IS aud-
depeHINaIbHON OUATHOCTUKU pPeaKuX 3a0oJieBaHUM,
BCTpEYAIONINXCsI B TIPAKTUYECKOU paboTe Bpaya.

3aknovyeHue

BuptyanpHasi AMArHOCTUKA CJIOXHOTO KIMHUYE-
CKOTo ciyyast sBjsieTcsi 9 (MEKTUBHBIM MUHCTPYMEHTOM
IUTSI U3Y9IEHUSI OCOOCHHOCTE! TeUeHUST 00JIE3HU U TIPOBe-
neHust TuddepeHINaTbHO-IMarHOCTUYECKOTO TTOMCKA.
B HammeMm cityyae TpyAHOCTH paHHEN TUAarHOCTUKU O0Yy-
CJIOBJIEHBI TIOCTETIEHHBIM Pa3BUTHEM CHMIITOMOB 3a00-
JieBaHUs. VIHTepaKTUBHBIN KeC TTO3BOJISIET TTPAKTUKY0-
eMy Bpavy MyTeM MO3TAITHOTO U3y4eHUs] KOHKPETHOTO

Penkas npuynHa npoTenHypum

- Bonpoc 4 X

Muypua

| Mocne nposeaexna HedpoGHoncHM Bnepasie Gbu1o o6p
Hau6onee pepoaTHas NPUYMHA M3IMEHEHMSA XapPaKTEPa MO4YM Y
NaUMeHTa € Y4eTOM AaHHbIX NPeAWecTByIoWero o6cnenosaHma?

Ha {M@ XapaKTepa MOuM NauneHTa,

MeTaGonuyeckue HapyweHua: GochaTypus, rMnepoKcanyprs

[o Xunypwa

Bl

Kpoes

Tpurnuuepuab

0,99 mmons/n

1.99 mmons/n

TPMIAMUEPHAOE MO4M, YPOBEHb

XWMYPMH Y peGeHKa.

Fig. 3. Screenshot: Hyluria confirmed

KOTopbix Gbin HO No
KpOBM nNauMeHTa. Takwm o6pajom, 6bN0 NOATBEPMAEHO HaNWYMe

unp MX KOHUEHTPALMIO B

[ (|

Puc. 3. DKpaHHas CTPAHUIIA: XUIYPHS NOATBEPKIEHA

> 0:34/0:55
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Puc. 4. O6yyaromuit MOy.Tb O XWIYyPHH: MEXaHU3M NaToreHe3a
Fig. 4. Hyluria Training Unit: mechanism of pathogenesis
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Pepkas npuyvHa npoTenHypuu

Tepanusa
PexomeHAALNK NO BELEHHID!
o [lUeTa € OrPAHWEHMEM HUPOR;
* Cupanumyc* no 1 mr x 2 pasalcyT (CO - 2,2- 5,3 ur/mn);
» Bucenton 240 mr x 2 pasa - 3 gualnenemo.

*CUponuMyC B JaHHOM Chyyae Kak np paT, ©
NponagepaumMio COCYANCTHIX KNETOK, W Gnarcgapa 3ToMy YMEHBLAKWWA/
pocT o Mpw P

OCNOMHEHHBIX NOPOKaX NMMGATHYECKON CHCTEMBI (COABNEHNE BHY TREHHNX

MY P

woCTer)

HAIHAMBIOT KOHT

rpynns MEK-uHrubutopos (MAPK-3KCTROLMANIGAPHLIA HHIMEMTOPR PErynaTOPHOR

WML,

Puc. 5. DKpaHHas CTpaHUIIA: KOHTPOJIbHBIE BOMPOCHI

Fig. 5. Screenshot: control questions

KJIMHUYECKOTO CIyvasi OCBOUTh AJITOPUTM UM DepeHIN -
AJTbHOU TMAarHOCTUKU XWIYPUU.

Wcnonb3oBaHue  MYJIbTUMEIUHAHBIX  TEXHOJOTUI
TIOMOTAaEeT BU3YAJIM3UPOBATh KIMHUYECKUE TTPOSIBICHUS
3a00JIeBaHUSI, JOCTUYb JIYYIIEro TMOHUMAHUS CJIOX-
HOTO MaToreHes3a, 4To BaxKHO Tpu nuddepeHInaIbHON
nuarHocTuke. WHTepakTWBHBbIE KIMHUYECKME Ciydyau
MO3BOJIIIOT OLEHUTb NEHCTBUSI OOyyalollerocss Bpaua,
MOIIIarOBO OTOOpaXkasi BEpHbIE M HEBEPHbIC OTBEThI
C TIOSICHEHUSIMM, B UeM OlIiOKa.

WMHTepakTMBHBIN KIMHUYECKUI clydail MOXeT ObITb
WCTIOJIb30BAaH ISl TIOBBIIIEHUST KBaTu(UKalMM Bpaveil-
MeAuaTpoB, a TakKxe B Ipoliecce OOYyYeHUs] CTYyIEHTOB
MEIUIIMHCKUX BYy30B, KIMHUYECKUX OPINMHATOPOB B Kaye-
CTBE JOMOJIHUTEJIBHOTO WHCTPYMEHTAJIBbHOTO CPENCTBA.
IpumeHeHue Keiic-merona B y4eOHOM Ipoliecce MO3BO-
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HEKPOJIOIr

ITamatu npodeccopa C.I'. I'nycaesa (27.04.1954—27.11.2025)

27 Hos16pst 2025 1. mOCe TSXKEJIOW MPOIOIKUTEb-
HOI1 60J1e3HM Ha 72 TOMY XXU3HU YIIeJ U3 XU3HU BbIIal0-
IIUics TmeauaTp, yueHsblii u negaror Cepreii @enopoBuy
I'HycaeB, TOKTOp MEAULIMHCKUX HAYK, TIpodeccop.

Cepreit ®enoposuy poauics 27 anpens 1954 r. Ero
MyTh B MEAULIMHY Havajics co cTeH KalMHUHCKOTO ToCy-
JapCTBEHHOTO MeIUIIMHCKOTro nHeTUTyTa. Cepreit demno-
poBud B 1977 I. ¢ oTIMYMeM OKOHYMII JIeUeOHBIN (haKyThb-
TeT 1 B 1979 r. KIMHUYECKYIO OpAVHATYPY IT0 TTeTUaTPUH.
B 1979—1982 r. 3aBeqoBan AETCKUM OTICICHUEM KeJe3-
HOIOPOXHOU 60bHULIBI T. KannHuHa (HbiHE 1. TBepn),
B 1982—1983 r. paboran 3aMecTUTeNIeM TJIaBHOTO Bpaya
canatopust «Kusau» B Kapennu.

Jlanee 6bu10 0OydyeHUe B acriupaHType B KpbIMCKOM
rocyIapCTBEHHOM MEIVIIMHCKOM WHCTUTYTe, paboTa
MeIuaTpoOM M acCCUCTEHTOM KadeIphl IeTCKUX OoJie3Hel
B . CtaBporosib. B 1987 r. C.®D. 'HycaeB 3alIuTHI KaH-
IUIATCKYIO nuccepTannio «KITMHUKO-IMarHocTuieckoe
3HAYeHWe ONpeneeHrs TITMKO3aMUHOTIIMKAaHOB OMOJIO-
TMYECKUX KUAKOCTEH y JeTeil ¢ peBMaTOMIHBIM apTpu-
TOM», TIOCBSIIIIEHHYIO YCTAHOBJICHUIO HOBBIX OMOXUMMYE-
CKUX 3aKOHOMEPHOCTEN y neTeil ¢ TaHHOU MaToJIOTUen.

B 1996 r. B MockosckoM HU M nennatpuu u 1eTcKoit
xupypruu Munsapasmenpoma P® ycrenrHo 3ammmuiineHa
JIOKTOPCKasl ArccepTalns «3HaYeHWe MaJibIX aHOMauit
cepAua y 3J0pOBBIX JETei M TpU KapAuaJbHON IaTo-
JIOTMM TIO JaHHBIM KJIWHHMKO-3XOKapAruorpahuuecKux
ncciaegoBanmii». Kiraccmpuxkanmss MaiabIX aHOMAaJIMIA
cepllia, Co3MaHHas B pe3yjibTaTe 3TON pabOThl, MHOTHE
TOJBI CITY>KUJIa OCHOBHOM TSI POCCUMCKMX KapIUOJIOTOB.
B 1998 r. Cepreit ®enopoBud yTBEPXKIECH B yUEHOM 3Ba-
HUM nipodeccopa.

C 1990 r. C.®. T'nycaeB paboran B Tepckom MY
CHayvaJsia TiperiojaBarejieM Ha kadeape NeTCKUX 0ojies-
Heit, B 1996 1. 6bUT U30paH Ha JOJKHOCTh 3aBEAyIOIIEro
BHOBb CO3IaHHON Kadeapbl TeauaTpuu TeauaTpude-
ckoro akynbreta. Cepreit MenopoBry OCHOBA BEIy-
myo kadeapy dakynbTeTa M YCIEIIHO PYKOBOAMWI €10
B TeueHue 26 JieT.

C.®. T'HycaeB BHeC HEOLIEHMMBIN BKJIal B pa3BUTHE
MenuIMHCKoi Hayku. Mm omy6naumkoBaHo okosio 200
Hay4YHBIX paboT, TTOJIydeHO 16 MaTeHTOB Ha N300peTeH M.
ITon pykoBoactBoM mpodeccopa C.dD. 'Hycaesa 3amm-
IIEeHBI 2 JOKTOPCKUE M 12 KaHIMIATCKUX ITUCCEePTaLIid.
[MIupoxuit Kpyro3op u TIIyOOKWE 3HAHUS KaK Y4EHOTO
B 00JIaCTH AETCKOU KapAMOJIOTUU U TIPOOJIeM, CBSI3aHHBIX
C IMCIJIa3uell COeNMHUTENbHON TKaHu, caenanu Ceprest
degopoBrYa OCHOBOITOJIIOKHUKOM HECKOJIBKUX HAyYHBIX

HampaByieHuit B Poccuu. Ero sHeprust 1 aBTOPUTET CILIO-
TUJIA KOJUIEKTUB E€IMHOMBIIIJICHHUKOB W TIO3BOJIWIN
Hamucath Poccuiickie KIMHUYECKHE pPeKOMEHIAlluKn
10 TUCTUTa3UN COEAMHUTEbHOM TKaHU Y IeTEN.

Cepreit ®enopoBuY — Bpayd-TeauaTp BBICIIE KaTe-
ropun, wieH Coro3a meauatpoB Poccuu, MHOTHE TOMIBI
BBITIOJTHSIT 00SI3aHHOCTH TJIABHOTO JIETCKOTO Kapauoaora
MunsnpaBa TBepckoit obnactu. Ero HayuHble pabOTHI
IMpPOKO n3BecTHHI B Poccuu u 3a pybeskom. ITpodeccop
T'nycae C.®D. gojrue roasl COTPYAHUYAN C KYPHAJIOM
«Poccuiickuii BECTHUK TIEPUHATOJIOTMU U TIEIUATPUN»,
SIBJISISICH YWIEHOM PelaKIIMOHHOTO COBETA.

Opranusaropckue crocooHoctn Cepress Demopo-
BUYA TTPOSIBUIIVICH B BO3POXKIEHUU TBEpCKOTO OTACICHUS
Coroza nennatpo Poccun. OTKIMKasich Ha TIpuUTIJialiie-
Hue C.®. I'nycaeBa, B TBepM ¢ JOKJIagaMU BHICTYHAIA
BeIylue CIEeLUaJINCTBl CTPaHbI B Pa3HBIX OOJACTIX,
TMOMOTrasi COBEpIIEHCTBOBATh TTOMOIIb JETCKOMY Hace-
nennio pernoHa. C.®D. 'HycaeB — opraHu3aTop U BIOX-
HOBUTENb HecKoJbkux PopymoB memuatpoB B TBepwu,
KOTOpBIE TTOTOM Tepeaain acTadeTy eXXeroaHbIM KOH(e-
PEHIIMSIM TTO/T Ha3BaHWeM «bessieBcKue YTeHus ».

Mmuorue roael Cepreit DemopoBUY Bell aKTUBHYIO
6JIarOTBOPUTENLHYIO IeATeTbHOCTh. KoJutern u yaeHuKu
3aTTOMHSIT €T0 KaK TAJJAHTJIMBOTO Meaarora, TpeboBaTesb-
HOTO HacTaBHUKA M HEPAaBHOAYIITHOTO YeJIOBEKa.

Ceernasg mnamsatb o Cepree @Demoposuue [Hyca-
€Be HaBCer/la COXpPaHUTCSl B CepAlax BCeX, KTO ero 3Hajl
U paboTaJl ¢ HUM.

Pedkoaneeus ycyprana « Poccutickuii gecmuuk nepuHamono2ull U neduampuu» oipaicaem
anybokoe coboneznoganue poonvim, oauzkum u korreeam Cepeess Pedoposuua.
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