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O6palwjeHume K yutaTensam

YBa)kaeMmble KoJisieru, goporue apy3ba!

B Hawem coBeTCKOM [JeTcTBe Obl10 04eHb MONyaspHbiM BbliparkeHne «CTabubHOCTb —
nokasartenb KayecTBa». [JO nopbl 4O BPEMEHM OT MEHS YCKOMb3an O0COO6bIM CMbIC/T 3TON dpasbl.
Ho B nocnegHee BpemMs NpuLLIO 03apeHue, U CTano 0O4eBUAHbLIM, YTO B 3MOXM MEPEMEH, CIOXHbIX
reonoIMTUYECKUX CUTYaLIUIN U MHOTOYUCTIEHHBIX BHYTPUCTPAHOBbLIX UBMEHEHMI, B TOM YUCAIE K NyY-
wemy, ANs NIoAen 04eHb BaXKHO MMETb AKOPbKMU UK MasiyKK, cnacuTesbHble TOYKM OTCHETa, B KOHLE
KOHLOB, «4aCbl BEYHOCTU», KOTOPbIE NO3BONSIOT HE COMBATbLCS C Kypca, YyBCTBOBaTb, YTO ABUraelLb-
CS1 B MPaBUIbHOM HanpaB/iEHUU, @ 3HAYUT — ObITb YBEPEHHbLIM: BCE BYET XOPOLLO.

MMeEHHO K TaKnMm daKTopaM Masika MOXHO OTHECTM CBET Halen NpodecCnoHanibHOM accoLu-
auunn — Cotoza negmatpoB Poccuun, opraHmMsaumm, NpoBEPEHHOM NOYTU CTONIETUEM Ha MPOYHOCTD,
BEPHOCTb CTpaHe 1 ee geTaM. OTpaaHo, YTO MMEHHO B 3TW UCMbITbIBaOLWME HAC Ha CTOMKOCTb Bpe-
MEHa eCTb Y Hac coo6LIeCTBO eANHOMBILLEHHWKOB, YyBCTBYIOLLMX MOLLb NPeAlecTBEHHUKOB U NEPCNEKTUBY NocneaoBare-
e, HEBEPOSITHO CMJIOYEHHOE M OpraHn30BaHHOE, BEPHOE Maeanam Nto6BU K JEeTIM M yBaXKeHUs K Konneram, cnocobHoe
CNpaBuUTbLCS C NO6bIMK 3ajavyaMu U NPeooNeTb Ntobble TPYAHOCTH.

Meanatpbl — WCTUHHbIE Tepou Poccuu, cTosilmMe Ha cTpaxe ee byayuero — geten. [103ToMy 3aKOHOMEPHbI MHTEpeC
K HawuM npodeccroHanbHbiM COObITUAM W YBaXKEHME K HallMM exeAHEBHbIM nobenam, YTO B NOMHOM Mepe oTparkaeTcs
B KOPOTKME TPW AHA HaALIMX FaBHbIX MapTOBCKUX KOHIPECCOB, KOrAa MHOMOThICAYHbIE ayAUTOPUU U ANIMHHbBIE CMTUCKKU NoYeT-
HbIX FOCTEN NOAYEPKMBAIOT HEBEPOSATHYIO aKTyanbHOCTb TEM, 06CYKAAEMbIX LETCKUMU Bpayamu, U rpOMaHylo 3Ha4UMOCTb
noBceAHEBHbIX Nobe neanaTtpoB. M orpoMHOE YMCNO Pa3HOro pofa Harpaj, BpydaemblX HallMM Koneram B 3TW AHW, —
NWWb Manas ToNMKa NPU3HaTeNbHOCTU rocyaapcTBa U 06LLIeCTBA K TOMY, YTO ABASETCA CMbIC/IOM M3HU KaXKAoro neaua-
Tpa, — COXPaHEHMIO 1 YKPENIEeHUIO 300p0Bbs AeTen Poccum — 6yaylero Hallen BENMKON CTpaHbl!

C yBaXKeHuem,

rnaBHbIN pejaKTop XypHana, akageMmuK PAH, npodeccop, 3acnyXeHHbli geatesib Hayku PO,
3aBegyowas Kadegpon dakynbTeTcKon neguatpum UHCTUTYTAa MaTepUHCTBA U eTCTBa
®raoy BO PHUMY um. H.U. NMuporosa MuusgpaBa Poccuu (MuporoBckuin YHUBepcuUreT),
pykoBoautenb HUU neanatpmumn n oxpaHbl 340pOBbS AeTeN

HKL N22 ®IrBHY «PHLUX um. akap. B.B. NeTpoBCcKoOro»,

coBeTHUK BO3, uneH Giopo Ucnonkoma MexxayHapoaHOW nNeanaTpu4eCcKon accoumaLmm,
nact-npesuaeHT EBponeickoi neguatpuyeckon accoumauyum (EPA/UNEPSA),

no4veTHbI Npodeccop YHuBepcuteta ®oaxa (Utanua),

NoYeTHbIN YieH neguartpuyecKkoro pakynbreta KoponeBcKoro Konneaxxka repaneBtoB Upnanauu
Nlenna CeimypoBHa Hama3oBa-bapaHoBa

Dear colleagues, dear friends!

Back to our Soviet childhood we had one very popular expression “Stability is the indicator of quality”. The meaning
of this phrase eluded me up to a certain time. However recently the insight has come, and it has become obvious that it
is crucial for people to have anchors, beacons, saving points or, after all, the “eternity clock” during the era of changing
times, challenging geopolitical situations, and numerous turns within our country, including for the better. Such things
will stop you from getting off the course, will allow to feel that you are moving in the right direction, and so to be sure —
everything will be fine.

Our professional association, the Union of Pediatricians of Russia, organization that has proven its strength and
loyalty to the country and its children for almost a century, can become such lighthouse. It is pleasant that we have
such community of like-minded people in these testing times. All together we feel the power of our precessors and
perspectives of followers, we are incredibly close-knit and well organized, faithful to the ideals of love for children and
respect for our colleagues, we can cope with any challenges and overcome any difficulties.

Pediatricians are the true heroes of Russia, guarding its future — children. Therefore, interest to our professional
events and respect to our daily victories is understandable, and it is fully reflected during short three days of March
congress, when thousands of people and long lists of honored guests emphasize the incredible relevance of the topics
discussed by children’s doctors and the topicality of everyday victories of pediatricians. Vast number of various awards to
our colleagues at these days is only a small part of the gratitude from our government and society to the meaning of every
pediatrician life — preserving and strengthening the children’s health in Russia as it is the future of our great country!

Sincerely Yours,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,

Head of the Department of Faculty Pediatrics at the Institute of Maternity and Childhood

of Pirogov Russian National Research Medical University, Head of Pediatrics and Child Health Research
Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,
the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

Honorary member of pediatric department of Royal College of Physicians of Ireland

Leyla Namazova-Baranova
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https://doi.org/10.15690/pf.v22i1.2862 ) Check for updates
OT pegakumumn

YBa)xaemblie Konneru!

lpescTaBisiemM BalleMy BHUMaHUIO HEBEPOSTHO BaXKHYIO M aKTyaslbHyl0 MMEHHO AJ151 CerofiHAWHEeN POCCUICKON AETCKOM
MeAMUMHbI 3aMnUCKY, HanucaHHyIo npakTnyeckn 60 neT Hadaj HaluMMn reHmaabHbIMK neguatpamu akagemmkamm AMH CCCP
I"H. CnepaHckum n A.®. Typom. 1o cyTH, BOGOPOT BBOAMTCS HEU3BECTHbIN paHeE NCTOPUYECKUI JOKYMEHT, CBUAETENLCTBYIOLMIM
06 OTBETCTBEHHOM rpa)KAaHCKOM MO3ULMM M MPO30PJIMBOCTU BblaloLMXCs COBETCKUX neauatpoB. B cepeanHe 60-x rr.
npownoro cronetus leopruit Hectoposmy u AnexkcaHap PenopoBuyY MPUBAEKIN BHMMaHue pykKoBogcTBa MuH3apaBa
M CTPaHbl K «3[J0POBbIO 3[J0POBbIX», OTMEYasi OCTPYI HEOOXOAMMOCTb OTAE/IUTbL NMPopuiaKTUd4ecKoe HarpabsieHne paboTbl
negmatpa OT KypaTMBHOIo, npuaatb 3Ha4YuMOCTb paboTe LIKOJIbHOro/AeTcaoBCKOro Bpada M MeacecTpbl (npejnarasics
Jlaxke o4eHb rpuBJieKaTesIbHbIN TEPMUH «MececTpa 340P0BbS» /19 COOTBETCTBYIOLEro CpeHero MeanLUMHCKOro nepcoHana)
W BbIUTU Ha HOBOE MOHUMaHWe HeOBXOAMMOCTM CEPbE3HOM MNPOPUIaKTUYECKON paboTbl C OpPraHM30BaHHbIMWU [E€TbMMU.
lNopakaeT BOObpa)xKeHNe HECKOJIbKO MOMEHTOB:

e B CCCP Ha TOT MOMEHT 6b1710 83 MJIH IETEN, 4TO NOYTH B TPU pa3a 60/iblle, YHEM B COBPEMEHHOM Poccum (To/IbKO AOLIKOJIb-

HUKOB 6b1s10 33 MJIH), a negmnatpoB — no4ytn 72 000;
®  OMUCaHHbIN B 3aMnCcKe GaKT yMeHbLUIEHUS B Te oAbl BABOE Mpu NpopuiakTU4eCKMX 0CMOTPax Y1cia 340p0BbIX JeTel —

¢ 60 go 35%;
®  BbICOKMI NPOLEHT AETEN C NPU3HAKaAMM apTepmnasibHON rMMNepTeEH3UN — KaK MUHUMYM KaxKAbih 10-# WWKOJAbHUK U TPETh

CTY[€HTOB MepPBbIX KypPCOB UMEJN MOBbILLIEHHOE AaBieHue (I) (4To )Ke yauBASATbCS, YTO CMEPTHOCTb OT CepAEYHO-COCYAM-

CTbiX 60/1€3HEN CTasla JOMUHUPYIOLEN cpeaun ApYrux NPU4YuH, Korga 3T AeTH cTajin B3POC/bIMAU TPYAOCNIOCOBHOro BO3-

pacTta, HECKOJIbKO AECATUAETUI CNYCTA...);
® abCoJIIOTHO MPOBUAYECKOE U3JTOXKEHUE NapaaunrMbl MPorpaMmMnpoBaHUs 30p0BbS YeJ0BEKa, COOPMYIMPOBaHHOE Jecs-

TUIETUAMM 03)Ke («COBETCKOMY 34paBOOXPAHEHUIO U NeAnaTpmM4ecKon ciy»be CTpaHbl B YaCTHOCTM HEOOX0AMMO pas-

paboTtatb cuctemy meponpmatui no COXPAHEHUHKO 340POBOI0 PEBEHKA C MOMEHTA 3AHATUS (npaBnibHOe nuTaHne

n pexxnm 6epemeHHon xeHuwmHbi) 0 EM0 INOJIHOMO @OPMUPOBAHUS», c. 9).

K coxxaneHuio, 3anucka rnosy4unsia HeraTuBHYyH OLEHKY O4HOro n3 Y1HOBHUMKOB MuH34paBa, Ybe MMsi He OCTaHEeTCS B UCTO-
pumn (B 0T/INYME OT aBTOPOB JOKYMEHTA), B pe3y/ibTaTe Yero TorgallHUM MUHUCTPOM 3apaBooxpaHeHns CCCP B.B. [eTpoBCKUM
ObIJ10 MPUHATO pelleHne He MoAAepKMUBaThb MNpeasIoXeHUs neguaTtpoB M OTNPaBuTb 3arucKy B apxuB. Ho, Kak roBoputcs
B M3BECTHOW 0C/0BMLUE, «BOJa CBOE BO3bMET» — WJIM, KaK B 60Jiee KpacMBOM BapuaHTe, «pyvyeeK crnpaBemBoCTH BCe
pPaBHO HaNAET JOPOry Ha MOBEPXHOCTb, Ja)Ke KorAa ero neitatoTcs 3achinatb». [1oaTomy ABa npeanoxeHus ILH. CnepaHcKoro
n A.@. Typa Bce e MMen HEKOTOPYIO MPaKTUYECKYI0 peain3aLmio.

lepBoe npeanoxeHue, U3J10XKEHHOE B puHaIe 3anncKu, 3By4asio Tak: «4is HaydHon pa3paboTku npobiembl “OXPAHA
3/10POBbA PACTYLLEIrO AETCKOIO OPFAHM3MA” co3aaTb Bcecot3HbIN UHCTUTYT 340P0OBOro pebeHKa M MoApocCTKa,
COCTOSILUI N3 CEKTOPOB: TMIMEHNYECKOI0, PU3MO0JI0MMYECKOro, KIMHUYECKOIro (340p0OBOIro pebeHKa m nogpoctKka)» (c. 11).
CoBeplUeHHO He 6yay4Yn 3HaKOMbIM C AaHHbIM JOKYMeHTOM, akaaeMuKk PAH A.A. bapaHoB, npopaboTaBLUni 3aMeCTUTENIEM,
B TOM 4ucie nepBbiM, MMHUCTPa 3apaBooxpaHeHnss CCCP B camble C/I0XKHbIe rofbl 3aBeplueHus anoxu Coetckoro Cor3a
(1987-1992), pobuncsa cosgaHna B 1998 r. HaydyHoro LeHTpa 3g0poBbs aeten PAMH nyTem obbeanHeHns UHCTUTYTa
neagnaTpumn n MHCTUTYyTa rurneHsl geten n nogpoctkos un 20 net (o 2018 r.) yBepeHHO pyKOBOAMI UM, peaan3yss UMEHHO
3Ty KOHUenuuio.

Y BTOpOE npeaioxeHne — o He0OX0AMMOCTH NpuaaHns 3Ha4MMoCTH paboTe neanaTpoB B LUKOJIe, NpefocTaBuB «MM rpa-
Ba 3amecTuTenen AMPEKTOPOB AETCKUX YIPEKAEHMI M0 340p0BbIo» (C. 10). OnAThb e coBePLIEHHO He 3Hasl O CyLecTBOBaHUU
3TOro AOKYMEHTa, B TeYeHNe HECKOJIbKMX nocaeaHux net 'BC MuH3apaBa Poccuun no neauatpmmn n E€TCKONU NpopuiaKkTu-
yecKon meamumnHe akagemmku PAH A.A. bapaHoB u J1.C. Hama3oBa-bapaHoBa BHOCHM npeanoxeHus B MuH3apas Poccumn
n MuHnpoc Poccnn 0 HEO6XOAMMOCTU BBEAEHWS AO/IKHOCTU 3aMeCTUTENS] AMPEKTopa 06pa3oBaTe/ibHOM opraHm3auumn
1o nNpo@uaaKkTM4ecKon pabote ¢ 0bydaroLmnMUCS.

Loporune apy3bs! Mbl ocTaeMcs BEpHbI NaMATH HaLMX BEJIMKUX yuuTenen n 6yaem Bcerja XpaHuTb U pa3BuBaTh Hacaeane
HalInX reHnasbHbIX npealecTBeHHMKoB!

MuHucTpy 3apaBooxpaHeHns CCCP
Akagemuky b.B. TETPOBCKOMY

JoKnagHas 3anucKa:
O HEOBXOAUMOCTU CO31AHUA B COBETCKOM COIO3E
CNYXbbl 340POBbA PACTYLLEIO AETCKOINO OPTAHU3MA

35,6% Bcero Hacenenus CCCP coctasngtoT getu ot O HMe ocywecTBaaT 71 738 neanaTpoB BCeEX BEAOMCTB,
no 17 net (no gaHHbIM LICY, Ha 01.01.1966 r. geten 6b1710 4yTO cocTaBaseT aMwb 12,9% Bcex Bpaden (555 Thicay).
82 993 420). U3 Hux: 33 095 066 npeaaolWKoNbHOro [MopaBnsowee O60NbLIMHCTBO AETCKOro HaceneHus —
W golKonbHoro Bo3pacta (0—6 net) u 49 898 354 WKOSb- 3T0 NPaAKTUYECKM 300POBbIE AETHU, OPraHN30BaHHbIE B KOJ-
Horo Bo3pacTa (7-17 net). MegnMUNHCKOe MX O0BGCNyXKMBa- NIEKTUBAX OETCKUX ydperaeHunn: 48,245 MIH LWKObHUKOB



M 8 MNIH AeTen B NMOCTOSIHHbIX JETCKMX cajax, cafax-acnsx,
Acnax, T.K. CBbllle 5 M/IH AeTeW HaXoAATCA B AETCKMX KOIEK-
TnBax. K HUM MOXHO f06aBuTb 1,7 MJIH AETEN-MOAPOCTKOB
15-17 net, oby4atowmxcs B NpoPeccUOoHaIbHO-TEXHUYE-
CKMX yunnuuwax u wronax, wrkonax 30.

OaHaKo MoYTM BCe BHMMaHWe neanaTpoB cocpeaoToye-
HO Ha naTonormn. M3 62 023 neanaTpUYECKMX OOMKHOCTEN
B cucteme MuH3gpaBoB Ha 01.01.1966 r. Ha ne4vyebHO-
npodunakTMyeckoe 06CNyKMBaHME LWKON U AETCKUX CafoB
npmuxoannockb TonbKo 7890, U3 HUX 3aHATO 6979,75 OomK-
HOCTK (6933,75 — B ropogax, 46,0 — Ha cene), Ha KOTopbIX
Oblno 4472 dusnyeckux nuua. pyrumu cnosamu, B cpea-
HeMm Ha 1 Bpaya B cTpaHe Ha 01.01.1966 r. npMxoannochb
o6cnyxuBaHue cebiwe 12 000 geten cagoB m wkon. Ecnu
y4YecTb, YTO MHOTME Bpayu JETCKMUX YYPEXKAEHWU paboTatoT
MO0 COBMECTUTENbLCTBY, TO CTAHET SICHbIM, HAaCKOMbKO CHW-
3U/ICS B CTPaHE YPOBEHb M3YyYEHUS U OGCNYKUBAHUS Npak-
TUYEeCKM 300poBOro pebeHka. o cywecTByOWMM WTaT-
HbIM HOpMaTtuBam (npuvka3d MwuH3gpaBa CCCP N? 282-m
0T 26.12.19551.) 1 fomKHOCTbL Bpaya AaeTcs Ha 2500 aeten
wkon nnn 400-600 pgeten getcagos, YTO AOIKHO COOTBET-
cTBOBaTb paboTe Bpavya OAHOBPEMEHHO B ABYX WKoNax (Ha
880 y4yeHMKOB Kakfas) 1 AByx getcagax. [lpu Takon Hopme
Bpay 3ax04MT B IETCKOE yuypexaeHne 2 pa3a B Hefento.

B 0encTBUTENBHOCTU e BO MHOIMX WKonax MOCKBbI
M NPOMBbILIIEHHbIX FOPOJOB CTPaHbl cama AO/KHOCTb Bpa-
Yya [OETCKOro y4ypexaeHus GaKTUYeCKU NMKBUAMPOBAHA,
a 06CNy)XMBaHMUE KONNEKTUBOB [AeTeln WKOA U cafoB BO3-
JIOXKEHO Ha y4aCTKOBOro neauvartpa, KOTOpbIi NeperpyeH
naTosorMen Ha yHacTKe U MOXKET 3aberaTb B LKOY UK AeT-
cajg pa3 B 2—-3 Heaenu. [JOMKHOCTb e LIKOJIbHOro Bpaya
WUnv Bpaya Aetcaja YMCAUTCS B MONUKIWHKKE, @ camMu Bpa-
YW OETCKMX KONNEKTMBOB MCMOJb3YIOTCH KaK y4aCTKOBble
neavarpsbl.

CocTosiHMe 340POBbSA B JeTCKUX KONJIEKTUBaX

3a nocnegHme 10-12 net B CTpaHe HEMNPEPLIBHO yXya-
WwaeTcs cnyxoba 340poBoro pebeHka. Mexay TeM nayyeHue
340p0OBOro pebeHKa, 3HaHWe GU3NONOTUN U TUTUEHbI PacTy-
LLLero AETCKOro opraHM3ama — eCcTb OCHOBA BCeW neamMaTpum.
3abBeHne 3TOM OCHOBbI MOBAWSNO M NPOAOIKAET BAUATb
Ha COCTOSIHWE 340POBbS KO/IEKTUBOB AETEN.

Mo paHHbIM MunHsgpasa CCCP, B 1965 r. npu npodurnak-
TUYecKkux ocmoTtpax 17 359 728 WKONbHUKOB FOPOACKMUX
NOCENEeHNN BbISBNEHO: @) C MOHUXEHHOW OCTPOTOM 3pe-
HMA — 1 216 917, ¢ HapyweHnem ocaHkn — 458 297, co
ckonno3om |I-lll ctreneHen — 326 363; T.e. Ha 1000 ocmo-
TPEHHBbIX.

Mo onepaTMBHbLIM AaHHbLIM, MOJlyYEHHbIM 3a NocneaHee
BpeMS pas/IMyHbIMKW Hay4YHO-UCCNEeA0BaATE/IbCKUMM YUPEX-
[EHUSIMU, B COCTOSIHUM 3[0POBbS LWKOJbHUKOB BbISIBIEHO
MHOTIO CEPbE3HbIX OTK/IOHEHWIA.

Mo gaHHbIM XapbKOBCKOr0 MHCTUTYTa OXpaHbl 340pO-
Bbsl eTel U NOAPOCTKOB, cpeau yyeHukoB |-VIII knaccos

\ £ MEKECTPY XFABCOT[ANEE
f Azageuxxy E.B.[IETFOR

a5,6% scero macesemts COCF cocTesaset xetx of O xo I7 xer
(o xaxmew U0F, wa 1/I-66r. XeTed duso 62 993 420). X3 mmx:
33 095 056 DpeXICEXOAMNOTO X 10SEOILNOTO poIjacTa (0-6 2eT) m
49 598 3H w (7-I7 xe2). § nx o8-
cIYmOANNS OcYReSTIADT 71 735 BEINATPOD BOOX BOXONCT, WTO

cocTapanet Axms 12,55 seex spatel (555 Tuesw).

ol B0 ReTCEOrO

= T0 mpaxTR-
ROCER JXOPOBNG XOTH, OPrANNIOBANNUG D KOAZOXTNMAX IOTCENX Yue-
pexzemal: 48,245 MIN. EXOIMEEXON X 5 MIN. IeTeR B BOCTOANNMX
ROTCKNX CAXAX, OCOANAX-RORRX, ROXAX, T.0. CEMme 56 MAN. XeTeR
BAXOZATOR B ZOTOKEX KOZROXTEBAY, K Muu woxxo xosasuts I,7 wan.
2evel marnasrean 15.17 ssw. » opod Tox-
| D=
-2- } ] | pom cocpexoToNeNo ma
A oA
: ’ b | SEXNOCTER B CHOTewe Maxd-
P P 0 pedenxa. [0 cymecraynany
oy | ETNUACKOS OSOXYIABANES
STaTEGM wopuaTusan (mpuxas Mxmaxpasa CCCP ¥ 282-X or 26/)I-55r.)

| g0 7 690, X3 Mxx sansro
I zoaxxoots spave xeetes wa 2 500 xeteR mEOX wxm 400-600 ZoTed

X odox

| axy 6,0 = ma cexe), ma
ZeTCRIOB, WI0 IORXHO COOTBETCTROBATE PACOTe BpAMA OLHCEFPOMORND

| FREME CROBAMN, B CPOINGM
B Iyx sEogax (WA B50 ywesmros Eaxxas) X Iayx reteax

x. [lipx T8~

| IM202L  OCAYXEBANNS
®0 HOpuE BPAN JAXOXMT B ISTCEOO YHOpeXTeNNe £ pa3a B HeXeAD.

| B ySOCTH, NTO MMOTEO
B gefCTEMTEALNOSTE X€ B0 MHOTWX mEoxax Mocxsw x TpoMVEIeE~-

| STADT DO CORMSCTETOZMCT
RUX FOpOZOB OTPANN CAMA TOAXHOCTE BPANA IOTCXOTD YNepextemus da- 1
CTpANE YPOBEM RIYROREA

Zerel mxox X
CAXOB BOJXOXENO N8 YUACTXONOTO DOANATPS, BOTODMA Deperpyxes ma-
TOIOTHOR A YUACTES X MOXST 38MErATh B HKOAY AR IETCAX 63 B

P s & 0doay

2-3 moxezu. ROAXNOGTS ¥® EEONMNOTO BPANA MAN BPANA Z0TCAZA WHO-
ANTCA B NOXEKAMNKS, 8 COMM BDAWN ROTCKNX XORASKTHBOB EGHOABIY-
DTCA EAX YRACTEONNG DEINSTOM.

LoSTORENE JXOPORRR B _XSTCKNX XOXSETERAX.

3a pocxexmme I0-IZ xet 8 CTpaNE KeOpEPUREO YXYABANACH CRYXA
Axoposoro pedenza. MexIy Tew mayuenme ATOPOROTO pedeNER, IRANEY

SEIROROTEN N INCEOES PACTYRETO XETCEOTO Op = eCTh OCHOMA
BCOR pexmarpEx. 3aSmexEs ITOR OCHORM MOBARAZO M MPOXOXXRET BEM-
ATh WA COCTORNNE JX0POBLE EKONXEXTMROR yetel.

0o tawmwy Mxw3zpass COCP.m 1965 r. mou sesdssawssossees asua
Tpax I7 330 728 mxoasn )
MEXCREOR OCTROTOR aped Fhl }JI{

_‘Eb_z‘i_‘?: %a_cRoxN0 v flo NN, DONYSOHNMM 38 DOCACANES BPEMA DAOANY-
SoTpemmux _§ WM HAYSRO XDy » TOpORIA
0] H X0, o b
‘:x 17 35 728 - EEOIBHREOR MEO b

;. 2 236 735 : Do rasmee MapamoPCROTe NMCTETYTA OXpANM 2XOpODMS XeTeR X nox-

~  pocTxom, cpeaE ¥ I-YE xzaccos uxox r. X »
1965/66 ywedsow Toxy P nowTE ¥
108 xeted, = wap NepEnoR ofnna~

Przouw y 1I,5F xeTel.

KROTATYT THrEeNM XeTol X DOXPOCTEOR MMeeT YOeudTeAMNMWE XANENE
RIYYCKRA IARANAKN COOCTONNMMA JIOPOBLA ¥ OXMMX B TeX xe Xored IO Mo-
CIOBCENX EECX NS MPOTAXSNNX MEOTEX f6T. JoTedl, RpINANEMX JXOPOBN-
W, duxo 60,8¢ (I960), orame 35,38 (I965). KomwveoTso XpoEwecKEX
¥ ¢ 29,458 (I960) xo 47,48 (I965)

HEpPRALX 385 { pou) o If
(1960) 20 9,5 (I965), xp opraxce
(racTpuey, maawTs x xp.) ¢ 26 (I960) 20 5,3 (I966).

o zewmne 2eTcEOR

XEECXOTO, B PeIYARTATE OCHOTPA 5 000 ZoTeR HADYSEXMA MOCOTAOTER

GORMNNDN MN. J3ep-

OduapyxeEy ¥ 54§ axopomux XeTell, B TOM WHGIe XPORKYECENE YACTO
X y 10% zeTeR.
Qo zamnuw HncTETYTE IEINeEM xeTedl x noxpootxos M3 COCP, mpx

EIYSONNR B TENEHNC TPOX IeT COCTOANRA 3TOPORLA 325 YVERRKOS EXOXN-
ERTepnaTa B I8 deaMxo-unTeMaTENeCEOTO mpodeax npe NIV (I5-I7 ser)

sudiono OTpOMNOS WMCAO X0TON © BHOMARRAMN POYpAXUER, XOTOpOS A~

PasTeer: 426 (1963/64), 43 (I964/65) w 468 (I965/56). ¥ arux xe-
TR prep ¢ (I35-160 mu pr.cT.) B Hayaze
1965/66 ¥u.roza duzo B 9 mxascax ¥ 6,56, » I0 mx.- 2%, » II mxac-
Gax - 10,2%. B cepexume yNeOHOTO TOAS B CBRIX © yNeONOR neperpyl-
%08 270T npouens poIxo yBeAMNRACA: B 9 Kxaccax 1o 13,88, » IO xx.

A0 18,26, » II xa. 10 32,8%. Deperpyara fetell OXAJAISCH NACTOXMXO

OCMOTpPEHHbIX C NOHUXXEeHHOW ocTpoToM 3peHus | C HapyweHuemM ocaHKu | Co ckonuno3som I-lll cT.
LLIKoNnbHUKOB 17 359 728 70,1 26,4 18,8
ocewaioumx 2296 735 46,1 16,8 10,0
MAajWmre Knacchbl
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THE HISTORY OF PEDIATRICS

U3 UCTOPUU NEAUATPUU

MaccCOBbIX LWKOA TI. XapbkoBa B 1965/66 yvyebHOM roay
rMNepPTOHUYECKME COCTOSHMSA BbiiBAEHbI No4Th Y 10% geTen,
dYHKLMOHaNbHbIE e HapylweHWs HEPBHOW AesfTeNbHOCTU
o6HapyxeHbl y 11,5% neten.

MHCTUTYT rUrneHbl geten u noapoCcTKOB MMeeT ybeau-
TeNbHble AaHHblE N3YYEHUS AMHAMUKKM COCTOSHUS 340POBbSA
y oaHUX M Tex xe geten 10 MOCKOBCKMX LIKON Ha NpoTs-
EHUW MHOrUX net. [leten, Npu3HaHHbIX 340POBbIMU, 6bIN0
60,8% (1960), ctano 35,3% (1965). KonnyectBo XPOHMU-
YECKMX TOH3WIIUTOB M ajeHonoB yBennyunocb ¢ 29,4%
(1960) no 47,4% (1965), dyHKUMOHaNbHbIX HEPBHbIX 3a60-
NeBaHUi (acteHndyeckun cuHapom) ¢ 1% (1960) o 9,5%
(1965), xpoHUYECKNX 3aboNeBaHNIN OPraHoOB NULLEBAPEHNS
(racTpuTbl, KONUTbI K Ap.) ¢ 2% (1960) ao 5,3% (1966).

[To paHHbIM MOCKOBCKOW [AETCKOW KJIMHWYECKOM
60NbHULbI UM. [13€epXMHCKOro, B pelynbTraTe ocMoTpa
5000 geTen HapylweHUs HOCOTNOTKU OBGHapyeHbl Yy 54%
3[0POBbIX JeTeil, B TOM YUC/e XPOHMUYECKMe 4acTo 060-
cTpaoWmecs TOH3UNANTbI 06HapyxeHbl y 10% obcnepo-
BaHHbIX AeTen.

Mo paHHbIM MHCTUTYTa rUrMeHbl geTerl U NoapoCTKOB
M3 CCCP, npu n3y4eHUM B TeyeHWe Tpex NeT COCTOSAHUSA
300p0Bbs 328 y4YeHMKOB LWKOMbI-MHTepHaTa N2 18 dbur3unKo-
MatemaTtuyeckoro npooung npu MIY (15-17 net) BbISB-
NIEeHO OrPOMHOE YUCNO AeTer C aHoManuaMu pedpakuuu,
KoTopoe HapacTaeT: 42% (1963/64), 43% (1964/65) n 46%
(1965/66). Y aTMx oeTen noBbilleHHOE apTepuanbHoe AaB-
nexve (135-160 mMm pT. CcT.) B Havane 1965/66 y4y. roga
6bin0 B 9 Knaccax y 6,5%, B 10 kn. — 2%, B 11 Knaccax —
10, 2%. B cepeavHe y4yebHOro roga B CBfAA3M C y4ebBHOM
neperpy3Kom aToT NPOLEHT PE3KO yBennyunacs: B 9 Knaccax
n013,8%,810Kn. 00 18,2%, B 11 kn. no 32,8%. NMeperpy3Kka
[eTen oKazanacb HaCTONbKO BeNuKa, 4To 43% aeten, Kues
B UHTEpHaTe, COBEPLUEHHO He 6blBann Ha CBEXKEM BO3AYXe,
a 10% peten rynano TonbKo 4o 30 MUH B A€Hb.

Mo paHHbiM AMH PC®HCP, B cneuwkone N2 2 ¢usn-
Ko-maTemaTuyeckoro npoduna OKTA6PbLCKOro p-Ha
r. MOCKBbl MOBbILIEHHOE apTepuanbHoe AaBneHue (135-
160 MM pT. CT.) BbISBMNOCh y 32% ydalmxca garke nocne
3UMHWUX KaHWKYN B peBpasne 1966 .

Bonbwon MHTepec NpeacTaBAsfoT AaHHble NOAWKAUHM-
kn N2 8 npu MIY. C 1953 r. no 1965 r. Ha 1 Kypce MI'Y
noctynano no 2400-3000 cTya. M3yyeHne GyHKLUKU cep-
[e4YHO-CoCyAMCTON CUCTEMbl MOKasano, 4yto go 1/3 cTy-
[EeHTOB nepej ceccuer U BO BPeMS CeCcCcuu UmeeT MoBbl-
LleHHoe apTepuanbHoe aaBneHue (Ao 160-170 MM pT. CT.).
Mpu noctynneHMn Ha 1 Kypc oOGHapyMKeHbl cnegyouune
OCHOBHblE OTK/IOHEHNUS B COCTOSIHWUM 340POBbLSA:

1953r. 1965r.
AHOManuu pedpaxkumm 20,6% 37,6%
3aboneBaHus cepp.-coc. CUCTEMbI 12,9% 15,9%
JIOP-3aboneBaHusa 7,8% 7,6%
BonesHu HEpPBHOM CUCTEMBI 12,0% 7,3%
MnepToHUYeckasn 60/1e3Hb 0,4% (1955) 3,6%
Mp13HaHO NOMHOCTbLIO 310POBbLIMMU 40% 31% (1963)
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MEANER, NTO 438 Zeredl, XMRA B ENTEQRATE, COMOPEENED Ke CLBAAN HE
cpexeM podxyxe, & I0F XeTeR ryAsao ToARKO X0 30 MMM. ¥ XeH.

Tlo zemma ALLE POUCE, » ¥ 2 guonxo
mpodaan OKTROpIOROTD p-Sa . EOCKRM nOBUmENNOE ApTEPEAILEOL IAR-
aerxe (I35-160 s pr.cT.) Buspuzocs y 32§ yuamuxcs Iaxe mocAe 2w

EEX EANKKYA B gespase 1966 r.

Eoxsaoll mutepec RRXHNO B 8 opa MIY.
C 1953 r. no I965 r. ma I xype MIY mocrymanc mo 2 400- 3 000 eryx
Hay GyREINE Cof AMCTON CHOTOMM DOKA3ANO0, NTO 10 %
CTYAOKTOR DEpOX CCCCEHCR X BO BPOMA COCCNN MNCET DOBMZOHNOS SpTe-
poazsroe ganzemwe (10 I60-170 wmw pr.er.). Dpx moctymsemem ma I

xype ¥ » b
.._.Lg_h_q _m——»

1. Anowesun pegpaxmi 20,68 7,68

2. SafoReBANER COpX.-COC.CHOTEMM 1z,9% 15,9%

3. NOP-aaSoReBaNNR 7,08 7,65

4. BoaesEm mepexoR cECTOME 12,08 7,28

5. [anepromemecras SoIeINL 0,4% (1955) 3,68

UpRINaKO COAROCTED ITOFOBMIN 408 308 (1963)
Moxmeamoe 060OKOBANNG CUETEOT, NTO OTMONONNNC OTKIONCHRR
B 310pomse OpNOSpETEMM B NEpEOL Yvedu B mEose.

¥u cuxTaew P ocodoe Ha
3op B oydep B EXPOXON CMUCKE ITOTO
mounrea (I0-I8 xer). B peay B c03-
PeRANKR Reten p P t ¥ poct,

HBNOCTS, BUINBADGAS OT=

s ( MEHMX Xened, Oduend. me-
, .fj CTEEAX B TxoR dmanoxo-

DROMAALEAL P ReApo acTeNNA, or- » HEY

ERORONER B GYNEUIEE CEROBAPATORMNON CECTOMM ¥ T.X. X T.0. RA, DHOZECEOE COQANG,

H2 mIoXexNoro swImo, %TO B NESTORTeE MpiMR B CTDANE OTOYT-

oTRYeT & ATECKOR RIFTRHAE W P mpa-
ETAVOCKN IXOPORNX XeTed.

HveEno nosTOMy ¥ P ®
cxyzde crpaxy » CRCTOMY wepompE

ATk o DD COXPANEHED JUOPOBON0 PEEEEKA C MOMEHTA SATUATRE (npa-
BEZMNOO GETANEC E PAXXM Jepemennol xemmmxu) 10 K70 DOREOTO €0P-
MEPORAEER. Jag 9TOr0 ¢EINOROTED X TErEeNY JLOPOBOTO PASTYREIO

ZeTEROTO crexyer

EAX OANY X3 OCNO|
BRUY OTPACION MONMUXENM.

B cOOTPOTOTREN © TAXXM DomMMaNes B DNemye (Hraxs) coazex

BAYUNA DENTP B0 E3Y w pacty xeTERO~
TO OpraNEIML - XCINTYT ayKcolorat. [of00WER Xe MNGEATYT 4NN~
ounpyer » & - B E nugeTer NROTHTYT 3x0-

POBOTO pOJONES X PAIRNTRA WEXOBEKA,

B Esermx uweerca ISI5 qentpos mo oxpase 3Toponss pedena, &
BCO X6TE OXBANENM EROAMNON CAYXUOR AXOPORLA, ZETAM B WEORE BMIA-
DTOA GECOEATHEG 3ASTPAXX. CXOLEAR GIYXOA 3X0POBMA EMCETSR M B
APYTAX CRANANKABCENX CTPARAX.

Ouens xopomo p X npogd
padora cpexx » B PN, FI8 EMEDTCR Che-
SRAIBRKE al moan =
I 500 sxoxsxmxon. Boe o
Hexocaasames. -8 - A

B CEA I mxomamndl
3xoporss xa I 500 ywax
46 750 mue.).

Mexzy Tew,cAYXSa OXpANM II0POBAR IeTER X MOXPOCTEOD KMeOT
JRUETATEXMNYD EOTOPKD M TPANKINK. Bnepaue Orzeau agopomks xerell
X mOxpoCTEGR COTANM EO EEmEATEME B.E.Lexxxa eme xexadpe I9I7 r.,
xorza cayxda 03K x [1 dusa poszsasaens B.W.Eowv-Epyesaw (Bexwuxx-
EOR), CTApMN COIBIEBXRONM M KPYTROM Op

CTpANA OTAXA OPE DOMORNM XPATEOCH
NEUX XKYPSO® FOTOEETE B3 Bpavel O0Rerd HpOJERR EEOAMENX BpavelR

Yxe » mpae

(spana-nezarors  pocENTATERN), MECHOTPE ES NEBEDOATRO TATeRME
1318 rox. I5 cemradpa IS2I r. B.E.Jemxn noimecat coegmaxsmdl 1e-
xper Commaprows, BBOXAmud B mameR cTpame “TloxoxEsxe of oxpaxe
AZ0pOBLA MOXPOCTEOR M XeTeR™, XDTOPOE ONPEACAREO JALANN W DOXPOC:
MO DOTASMORTEDOMLRO CXYESY O3JIxll. Corzacke JTOre IeXpets OuR
coaxaxk "Copers O3MxI", BCe DOCTAXOMIOKEA EOTOPMX BOGKE YTMEpXIe:
LT ] n Ee ¥ 4 il

B reuewne 20wx ¥ el roxon B CTPANE DAIPEDHYEACS EKNTONCNBNAR
padora Do MOXTOTORES KAIDOR EEOXMMNX mpaved (» I937 r. mx duzo
oX020 4 000). B cOOTMTCTMEN ¢ npuxasow EX3 POCP (or 19/1-33 r.
Hopwn odcaymisaxud ¥a [ sxoassoro spawa duts I600-I900 mxoxsmxxs;
B crpane peasch mNTENCEDRAR PAJOTA DO NIYTONED §UINOXOIEE, FHIME-
L x P pedenza x

lpaxasow Mamaxpasa COCP B 142 or 27.0.1950 r. duza yoramomse
¥a mraTEas wopwa: I 10ITROCTE EEOIMROTO Bpava TOOO- T 500 yeamxx

e B ToXM - Fpaved, spavedl 03InD

EBYu0 cxas padora TP Cpexn
P n!a!w, ¥

PecnpooTpANemNS BITAMLMN, NTO X ¥ pon %

NEIaveM EweTh BpANeR B XETCEEX yH6p
ZeTH. Cropux XApos ke CTAXO B PeIVAMIATE €CTECTBOKNOR YOMAN.
Tpoveus zeveono-npodmraxtavecxol paSOTH CPOIE TETCKEX RORACKTH-
BOB DOIKO CREINRCK.

Ta® eCTH



MonnKkAnHWKa 060CHOBAHHO CYMTAET, YTO OTMEYEHHbIE
OTK/NOHEHMA B 340POBbE MPUOBPETEHbl B Nepuos yyebbl
B LUKONeE.

Mbl cyuTaem Heo6XxoauMMbIM 06paTUTb 0co60e BHMU-
MaHWe Ha COCTOSiHME 3[40POBbS LWKOMbHUKOB B ny6ep-
TaTHOM BO3pacTe B LMPOKOM CMbICie 3TOr0 MOHATUA
(10-18 net). B pesynbrate 3HAOKPUHHON MNEPECTPONKMU
M CO3peBaHUsA LETCKOro opraHM3amMa NPOUCXOAUT YCUIIEH-
HbI POCT, MOBbIWEHHAA ABUratesbHas U HEPBHO-MCUXMU-
YyecKasi aKTMBHOCTb, Bbl3blBalolWass OrpoOMHOE Hanpsxe-
HWEe HEepPBHOW CUCTEMbI, IHAOKPUHHBLIX Xenesd, obmeHa
BelwecTB. Mpn He6NaronpUATHLIX BHELWHWUX BO3LENCTBUAX
B Takon GU3MONOrMYecKMn nepuos pasBuBalOTCH HEBPO-
TUYECKME COCTOSHWUS, HEYCTOMYMBOCTb MCUXMKKU U NOBe-
[EeHWS, 9HAOKPUHHbIE OTKJIOHEHWS, OHOWECKOEe CcepaLe,
IOBEHWIbHAA TUMNEPTOHUSA, HEMPOUMPKYISPHaa acTeHus,
aKpoLMaHO3, OTKNOHEHUA B QYHKUMK MULLEBAPUTENLHOWM
CUCTEMbI U T.A4. U T.0.

M3 3N0¥KEHHOr0 BUAHO, Y4TO B HacTosILEee BPeMS B CTpa-
He oTcyTCTBYET GM3MONOrMYeCcCKoe NOBCEMECTHOE N3yYeHUe
M 0340POBJIEHNE MPAKTUYECKN 340POBbIX AETEN.

MMEeHHO NO3TOMYy COBETCKOMY 34paBOOXpaHeHUto
W neagnaTpuyeckon cnyxbe cTpaHbl B HaCcTHOCTM Heobxoau-
MO paspaboTatb cuctemy meponpuatuin no COXPAHEHUIO
3J0POBOIro0 PEBEHKA C MOMEHTA 3AYATUA (npaBuib-
HOE MUTaHWe U peXxum 6epeMeHHON XeHuwmHbl) 40 ErF0
NMOJIHOFO ®OPMWPOBAHUA. Ana 3toro ¢du3nonoruio
W TUrMeHy 340POBOro PacTyLLero 4eTCKOro opraHuama ob6s-
3aTeNbHO cnefyeT BblAeNUTb KaK O4HY M3 OCHOBHbIX OTpac-
nev MmeauLmnHebl.

B cooTBeTCTBMM C TakKMM MoHWMaHueM B [leHye
(UTanunq) cosgaH Hay4YHbIM LEHTP MO MU3YyYeHWto GU3no-
IOTMK 340POBOr0 pacTylero AeTCKOro opraHusmMa —
WHCTUTYT ayKcosIorun. NMoaoBHbIN e UHCTUTYT GYHKLMO-
HupyeT B JlIoHJoHe U B lMapuxke. B LUBenyapumn nmeetcs
HaunoHanbHbIM MHCTUTYT 340POBOr0 pebeHKa U pasBu-
TS YenoBeKa.

B LWBeunn nmeetcsa 1515 LeHTPOB Mo oxpaHe 340P0BbSA
pebeHKa, a BCe 4eTU OXBayeHbl LUKOJAbHOM cny>6on 340-
poBbS, AETAM B LIKOME BblaaloTcs 6ecnnatHble 3aBTpaKu.
CxofHas cnyx6a 340pOBbA UMEETCH U B APYrMX CKaHAWHaB-
CKMX CTpaHax.

O4yeHb XOpowWoO MaccoBas 0340POBUTENbHAA W MNpo-
dunakTnyeckas paboTta cpeau LWKONbHUKOB MNocTaBfieHa
B bonrapuu, rge MmMeloTcs cneuunanbHble WKONbHble aMby-
natopuu, a 1 WKONbHbIM Bpay npuxoantcs Ha 1500 wkKonb-
HWKOB. Bce feTn oxBayeHbl WKOMbHOW CyX 601 340pOBbSA
1 B YexocnoBakuu.

B CLWA 1 wKonbHbIM Bpay npuxoantcs Ha 2200 yyalmx-
csl, a cecTpa 3a0poBbs Ha 1500 yyauwmxes (B 1962/63 y4. 1.
6bl110 yyalmxes wrkon 46 750 Tbic.).

Mexay Tem, cnyx6a oxpaHbl 340pPOBbS AeTeN M noj-
POCTKOB MMeeT 3ameyaTtesibHyl0 UCTOPUIO U Tpaauuuu.
Bnepsble OTaenbl 340p0Bbs AeTel M MOAPOCTKOB co34a-
Hbl Mo uMHUumaTuee B.WU. JleHnHa euwe gekabpe 1917 r.,
Korga cnyx6a O3[4ull 6bina Bo3rnaeBneHa B.M. BoHu-
BbpyeBuy (BennykuHowm), ctapbiM GONbWEBUKOM W KPyn-
HbIM OpraHM3aTopoM 34paBOOXpPaHeHUs, negnaTpom. Ye
B uione CoBeTcKasa cTpaHa cTana npuv NOMOLWM KpaTKo-
CPOYHbIX KYpPCOB rOTOBWUTb M3 Bpadven obuiero npodw-

-7 =

910 HYEHO XERATH MRS BOCINTAHNY 3X0POBOTO MOMOXEHRR [‘

[EFBOE. EMETE BPARA-CTEGNARKCTA DO §u-

INOZOTEN M TUTHONE DACTYROrO LOTCEOTO OpPraENIMs 3XOPOBOTe pedeNEa
Taxo® span dyger COCAYEEPATE GOABEYD HACTS XNINE JL0pOBOTD pedenE

Hrxoassut :pn‘ 5 JOEEDALEME XOZZOXTHBOB) = 570 CoemEmARCT
B PONPOCAX (EINOSOTHN POCTYROID OPTGININE, NOFPAINNNNX cOCTOMMEE
(mOzzexaZUX 0IXOPORIENED M e TPEOYDENX COOIMAAMNOLG Zewemnn) X
rErEeny xetel ¥ DOXPOSTEOM.

Ero orpoumas b 38 op PASDETHE M EOC-
ORTAERE NETER zoxxxs SuTh Y ] T COMNEC L
mo pasore.

K mEozsuowy (I0ZEosssowy) Bpasy clexyer npexsamETh Tpedopa-
L
1) 3ro zoxxen dure EHPOXO odpasomammd nennp}%wm

norp " e A n
o x ) B coune ®
2) Roxwew raydoko swats x NOHINATE monpocw dmamomori pacTymeroc
opranLe, ¢ RePRHOR CHOTOMM X BMC-

el HepENOR XEATEXMEOCTH pedeNEA X OOEpOCTER,

2) Joxxem XOpomO IXATH BOOPOCH TRrEeNE ¥ COMMTAPEN ZeTell ¥ BOXPOG
TEOR.

Ky norp

M OTHOCHM RAp -
TANRR, GCRXONENpOXOTHNECKN® PEAXINN, BETONMNESKNE COCTORKMS, KAY
beuns (noxtexasme xoppex

(--) temran (yorpammemue $u3-
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» xapry (wsropwn passares), xoro- pomeccs (mpodasaxTaxy X
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aro moamoro ¢op " e

symumna o
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ETOPOE, MoaroToREa TAXOTO BPANA-CHEUNAANCTA XOAXES BOCTECH &
BRXNATFUROCKNX AXYALTOTAY, B TAXYE K3 ZeRCONUX GAXYAMTOTAX WeXRy-
30P, EOTOPEE K& DOCIOINEY KYPCAX XOLXHN HMETE COOTROTOTRYDRNE Ohe-
DMAZMENG EajeNjw. Ba FI Xypoe CTYRENTM, COOLNAZNIXPYTUNECK DO $EIN:
OIOTER K THTXENE JICPOBOTO PACTYROTO IETCXOTC OPPAXEINS, XOZXEM
SPOXOINTE CYSORIENATYPY DO XaNOX cuemEAZMXcoTX. Ea JII xypee omx

Z0XXKN BORY pONSEy 1o oxpaxe pacTyRe
o P s : " pedenza ¢
v T BoKOR
B IEDAONG P (spa 00 PACTYRENY 0T
CEONY OpramEany).

Yeowep B ocne Ppatel JOXENE OPOBOANTECA
S COSNANMNUX EAJOXPAY N LrEXAX B [ = IHL¥Bax.

TPETEE. [ Y z P cpexxe

TO 3eEA IOXKNN DPOBOINTRCA B WEXYVEAENAX CO CCOZEAIMNOR EPOrpaIME
OTIOALNO 1AM EXOX, TOTOKNX CAXOB N ACEXS € OPNCHOSNEEN EBAIRXTANN
“Mexcectpa axoponss” ¢
TO XXX ZOENKOXMNOTO) BOIPACTA.

WETEEPTOE. Eversue Ncp spaned =
BEOX NG XOXENM } .
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-9i= e
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KHX CAXOB X mcReR mpuxasawy Mxmaxpasa CCCP ¥ 695 or 20/IX-T949r. =

% Z82-u or 26/XN-1955r., xoTopwe XeNCTBYDT B HACTORNCC DPONK.
MHT0E. Yentusas JOALEYD OTEOTC ¥
L)
38 MpABAABHOE DABNTHE, BOCHNTANNG X 3X0POBSE peOeNKA B mxn&m
7 M NpaRa AMPOETODOR ZOTOEMX Yuepoxzemail
60 3%0pOBLN. B EXOIAX NADABKE C APYTUM DeXATOTHYECKIM NMEPCORATON,
BPEICCTABKATE OTOYOK BO BPEMR ACTHAX KANNKYA ¥a 45 pagouwx xnef.

TunTUBan HOROPI(POBAKNIE pAdOWNE XOHb M JANDENONKe CORMECTHTEXBOTE,
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Neckod, neXar HoR
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P W OEpCONANOM Ywepexzewmll, mpexocTa-

BRTE Bpa 310p0BLE OXNAR Bume Ha IS% odwu-

HOTO Bpauedioro oxaaza. O uexsn P BAYERO

CXoR padoTy DO JANHOR AXTYAXMNOR NPOGACNE NPEXOCTADIATS BPANAM-GE-
yree BAKow » HAYE,

COOTBOTCTEYDMYD HAXSAEKY X OERAXY.
EECTOE. Xz maywoR padpadoTsx npodxews “OXPAHA SR0POREA PAC-

TYHETO EFTCHOTO OFTAEN3MA® coaxats B HHCTATYT T
pedesxa X nOXpoCTER, 3 P rur 0, duIND-
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U3 UCTOPUU NEAUATPUU E THE HISTORY OF PEDIATRICS

N9 WKO/MbHbIX Bpayen (Bpava-negarora v BocnutaTens),
HEeCMOTPS Ha HEBEPOATHO TsKenbih 1918 roa. 15 ceHTa-
6psa 1921 r. B.W. JleHWH noanucan cneuuanbHblii AeKpeT
CoBHapKoma, BBOAAWMMA B Halwen cTpaHe «[lonoxeHue
06 oxpaHe 340PpOBbS MOAPOCTKOB U AeTel», KOTopoe onpe-
4ensano 3ajayn U noapobHO pernameHTUpPOoBano Cayxoy
034ulM. CornacHo aToro aekpeTa 6binn co3aaHbl «CoBeThI
03/ul», BCe NOCTaHOBAEHUSA KOTOPbLIX MOCNe yTBepxae-
HUs Hapkom3gpasoM M Hapkomnpocom nonyyanu o6s3a-
TeNbHbIN XapaKTep.

B TeyeHne 20-x u 30-x rogoB B CTpaHe pas3BepHynachb
MHTEHCMBHasA paboTa MO MOArOTOBKE KaApoOB LWKOMAbHbIX
Bpayen (B 1937 1. ux 6bin0 okono 4000). B cooTBeTCTBUM
¢ npukazom HK3 PCPCP (ot 19.01.1933 r.) Hopma obcny-
¥MUBaHUA Ha 1 WKonbHOro Bpayva 6bina 1600-1900 wKonb-
HWKOB. B cTpaHe Benacb MHTEHCHMBHasA paboTa No U3y4yeHuio
$GU3N0N0rnn, rTMrneHbl, NCUXONOrnn 1 BOCMUTaHWUA 340POBO-
ro pebeHKka 1 NOAPOCTKa.

Mpukasom MunsapaBa CCCP N2 142 ot 27.02.1950 .
Oblfla ycTaHoB/EHa WTaTHag Hopma: 1 AOAKHOCTb WKOSb-
Horo Bpada Ha 1000-1500 yyauwmwmxcs. B nocneBoeHHble
roabl NOAroTOBKA LWKObHbIX Bpayen, Bpaden 03w, Hayy-
HO-uccnegoBatenbcKkas paboTa MNOCTENEHHO npeKpaTu-
nucb. Cpean opraHn3aTopoB 34paBOOXpaHeHus, 3aHMMaB-
WKXCA AEeTCTBOM, MOMYyYMnWM pacrnpocTpaHeHue B3rnagbl,
4YTO AOCTATOYHO y4acCTKOBbIX NeaMaTpoB U He3ayeM UMEeTb
Bpayen B AETCKUX YYPEXAEHUSAX, rAe eCTb 340POBble AETH.
CTapblx KagpoB He CTano B pe3y/nbraTe ecTeCTBEHHOW yObl-
. YpoBeHb Ne4yebGHO-NpodunakTUieckon paboTbl cpeau
LETCKUX KONNTEKTUBOB PE3KO CHU3MUACS.

YTO HYXHO AENATb AJi1 BOCNTUTAHUA

340POBOro NOKOJIEHUA?

MEPBOE. A6CONOTHO Heo6xoAMMO MMETb Bpava-cne-
unanucta no GU3MONOrMKU U TUrMeHe pacTylero AeTCKOro
opraHu3ma 340p0oBOro pebeHka. Takon Bpay 6yaet obeny-
MBaTb 60MbLUYIO YaCcTb XXU3HU 340POBOro pebeHKa.

LLIKoNbHbIM M ceMenHbl Bpay (Bpa4y AOWKOJbHbIX KOJ-
NEeKTUBOB) — 3TO chneuuanuct B Bonpocax ¢Guanonoruu
pacTyLwero opraHnama, norpaHnYHbIX COCTOSHUI (Moanexa-
WKMX O340POBAEHUIO U HE TPeOBYIOLWMX cneLmransHoro neye-
HWS) U TUTMEHbI JeTeN M NOAPOCTKOB.

Ero orpomHasi OTBETCTBEHHOCTb 3a MpaBuibHOE
PA3BUTUE W BOCMNUTAHUE JETEN fomkHa GbiTb Y3aKoHe-
Ha M UCK/oYaeT COBMECTUTENbCTBA No paboTe.

K WKONbHOMY (LOWKONbHOMY) Bpayy cnegyeTr npenb-
ABUTb TPE6OBAHMS:

1) 370 fomKeH 6biTb LUIMPOKO o6pa3oBaHHbIf negnaTp
06LLECTBEHHUK, FNYOOKO 3HAIOWMI NOrPaHUYHbIE COCTOSHUS
M 3HAKOMbIN C NCUXONOrUen, NeaarorMkon U BOCNUTaHUEM
(OM3NYECKUM U MCUXUYECKUM) B CEMbE U KONIEKTUBE.

2) HdomkeH rny6oko 3Hatb M NMOHUMATb Bonpoch
$Gu13MoNorMnM pactyliero AeTCKoro opraHuama, 0CO6eHHO
GU3M0SIOTMN HEPBHOW CUCTEMbI U BbICWIEN HEPBHOW Aed-
TeNbHOCTM pebeHKa M nogpocTKa.

3) [lo/mKeH x0opoLlo 3HaTb BOMPOCHI MMIrMeHbl U caHUTa-
puu aeten 1 NOAPOCTKOB.

K ynomMsHYTbIM NOrpaHnyHbIM COCTOSIHUAM Mbl OTHOCHUM
HapyweHUs MnUTaHus, NCUXOHEBPONOrMYECKUE peaKLuHu,
aCTeHUYEeCKMe COCTOSHWUS, HapylleHUs OCaHKW W nerkue

OpTONEeANYEeCKUE YKIOHEHUS (NoAnexalime KoppeKLuuu),
Heb6o/blNe YKNOHEHUS B PUBUYECKOM Pa3BUTUM (yCTpaHs-
emble GUBKYNBTYPON UK le4ebHOM TMMHACTUKOM), nocnea-
CTBMUS pecnupatopHbiX MHOEKUMN, GapUHIOTOH3UANUTDI,
peBmMaTouaHble npouecchl (MpodunakTMKy 1 6opboby ¢ KOTO-
PbIMX MOXET OCYyWecTBAATb Bpay 340pOBOro pebeHKa)
M HEKOTOPbIE ApYrne COCTOAHMUS.

LLIKONbHbIN (OOWKONBHBLIM) Bpay [OO/KEH PerucTpupo-
BaTb HayaslbHble CUMMNTOMbI 3a60seBaHKs B cneLuanbHyo
KapTy (MCTOpUIO pas3BUTUS), KOTOpass MNOCTOSHHO AOJSIKHa
cnepoBaTh 3a pebGEHKOM C MOMEHTa POXAEHWS O ero
NoAHOro GOPMUPOBAHMSA, M KOHCYNbTMPOBATb MNATONOMMI0
C COOTBETCTBYIOWMMHU crieLmanuctamu. C nomoLbio cneuu-
anUCTOB €XerofHO NPOBOAUTL AUCNAHCEPU3aLMIO AeTeN.

BTOPOE. [ogrotoBKa TaKoro Bpava-cneunanucra
[LO/MKHa BECTUCH Ha neguaTpuyeckux dakynsteTax, a Takxe
Ha nevyebHbIX paKynbTeTax MeaBy30B, KOTOPblE Ha nocnea-
HUX Kypcax LOMXHbl MMETb COOTBETCTBYOWME crneumanb-
Hble Kadegpbl. Ha VI Kypce cTydeHTbl, cneunanuanpyto-
wueca no GuU3MONorMnM M rurueHe 340pOBOro pacTylwero
[LEeTCKOro opraHu3ma, LO/KHbl NPOXoAuUTb cybopanHaTtypy
no AaHHoOM cneunanbHOCTU. Ha VIl Kypce OHM JOMKHbI NOJy-
4yaTb MNEPBUYHYIO cneumanusauuio no oxpaHe 340pPOBbS
pacTylero 4eTCKOro opraHu3ma, npaBWIbHOIMO pa3BUTUS
W BOCNUTaHua pebeHKa ¢ npucBoeHnem focyaapcTBEHHON
3K3aMeHaLMOHHOM KoMuccuen KBanudukauuv B gunaome
«negunatpa-dusnonora» (Bpava-crneumnanucra no pacryuie-
My LETCKOMY OpraHuamy).

YcoBeplueHCTBOBaHME U CneunanmMsauuns Bpadven JOmK-
Hbl MPOBOAUTLCH Ha creunanbHbix Kadegpax U LMKNax
B UMY n TMAYyBax.

TPETbE. [oarotoBKa, cneuuvanusauus W ycoBep-
lWeHCTBOBaHWe cpefHero 3BeHa [OJXKHbl MPOBOAMTbLCA
B nefyyunuvuiax no crneunanbHOW nporpamme OTAENbHO
L4N9 WKON, AETCKUX CafoB U ACeNb C MPUCBOEHUEM KBau-
duKaummn «meacectpa 340p0OBbSA» C YKasaHMeM nNpoduns:
WKONIbHOrO (NPeAAOLWKONbHOIO MAM LOLWKONbHOIO) BO3-
pacTa.

YETBEPTOE. LUTaTHble HOpMaTUBbI yKa3aHHbIX Bpayen-
crneunannucToB AN19 WKO He AO/XKHbI NPEBbIWaTh HOPMaTH-
BOB, YCTAaHOBNEHHbIX Npnka3dom MuH3gpasa CCCP N° 142
oT 27.02.1950 r.: 1 gomKkHOCTb Bpayva Ha 1000-1500 yya-
wmuxcsa. Ans AeTCKuMx cafoB Lenecoobpa3Ho OCTaBUTb
B Cuie cylecTBylolmMe HopmaTuebl (Mpuka3 MuH3gpaBa
CCCP Ne° 282-m oT 26.12.1955 r.): | gomKkHOCTb Bpaya
Ha 400-600 peTten petcaga. [Ana sacnem — oCTaBUTb
B Cuie cylwecTBylolwmMe HopmaTuebl (Mpuka3 MuH3gpaBa
N2 695 o1 20.11.1949 r.): 1 Bpay Ha iICAN C YACIOM MeECT
ot 80 go 139.

LtaTHble HOpMaTMBLI ANA «MeAcecTep 340POBbS»
cnepyet OCTaBUTb TaKUMM, KaKUMW OHW YCTAHOBMEHbI
LNA cpefHero meanepcoHana WKon, AeTCKUX CafoB U Acnewn
npukasdamu MuHsgpasa CCCP N2 695 ot 20.11.1949 r.
n N2 282-m o1 26.12.1955 ., KOTOpblE AENCTBYIOT B HACTO-
slee Bpems.

MATOE. YyuTbiBas 6OMblIY0 OTBETCTBEHHOCTb YKa-
3aHHbIX CNeunannucToB 3a NpaBWibHOE pa3BUTUE, BOC-
nuTaHne ¥ 340poBbe pebeHKa B KONEKTUBE U CEMbE,
npeaocTaBuUTb MM MNpaBa 3amMecTuTeneh AUMPEKTOpPOB
LETCKUX yYpexaeHUn no 340poBblo. B WKonax HapaBHe



C APYrMM neparorM4ecknm nepcoHanom npeaoctaBiaTb
OTNYCK BO BPEMS JIETHUX KaHWKyn Ha 48 paboyunx OHen.
YunTbiBass HEHOPMMPOBAHHbLIN paboynii eHb U 3anpelle-
HWE COBMECTUTENbCTB, a TaKKe CNOXKHbIM MHOroNpoduib-
HbIM XapaKTep paboTbl (BpayeOHON, TMTMEHUYECKON, Nneaa-
rOrM4yecKo-BOCNUTATENIbHOW U MCUXOIOTMYECKON) C AETbMMU
M KOHCYNIbTaTUBHOM C POAMUTENSMM U NMEPCOHANIOM YYPEK-
[IeHW, NPeAoCTaBUTb YyKa3aHHbIM Bpayam-cneymanmucrtam
3/10p0OBbS OKnajg Bbille Ha 15% 06bl4HOro BpavyebHOo-
ro oknaga. C uenbto CTUMYIMPOBAHUSA Hay4yHO-UCCNEeao-
BaTe/bCKOW paboTbl NO [JaHHOW aKTya/ibHOW npobneme
npeaocTaBnaTb BpavyaM-crneuuannucrTam, YTBEPKAEHHbIM

BAKom B cTeneHu KaHaupaTa MeAMLMHCKUX HayK, COOT-
BETCTBYIOLLYIO HAaA6aBKy K OKNlagy.

LLECTOE. Ans Hay4YHOM pa3paboTku npobnembl «OXPAHA
300POBbA PACTYLLEIO AETCKOIO OPrAHM3MA» co3aaTb
Bcecolo3HbIM MHCTUTYT 340pOBOro pebeHKa M NoApoCTKa,
COCTOSILMIA M3 CEKTOPOB: FMIMEHMYECKOro, Gpusnonoruye-
CKOr0, KNIMHWMYECKOro (340p0BOro pebeHKa 1 NoapocTKa).

[evctButenbHbin YyneH AMH CCCP
lepon Coumanuctnyeckoro Tpyaa
npodeccop IH. CNEPAHCKUM
HevictButenbHbin YyneH AMH CCCP
npodeccop A.®. TYP

MuHucTpy 3apaBooxpaHeHns CCCP
AkagemuKy b.B. METPOBCKOMY

Fny6okoyBaxaembit Bopuc BacunbeBuu,

B cBa3K ¢ npeactoswuMm obeyxaeHnem y Bac moen
[oknagHon 3anuncku «0 HeO0BX0AMMOCTH CO34aHUs CNYXKObI
340pOBbS pacTylero AeTCKOro opraHM3mar» cyutalo Heob-
XOAUMbBIM MPOCUTb MPUIIAcUTb CleayloWwmnx cneLmanncTon
no obcyxgaemMomy BOMpocy:

1. B.B. NapuH — aKageMmuk (busuonorus 4yenoseka
W }UBOTHbIX)

2. B.MM. lebegeBa — AOKTOP MeAMLMHCKMX HayK (OCHO-
BOMONOXHUK OXpaHbl MaTepuHcTBa u aetctBa B CCCP)

3. 10.9. JombpoBcKkaa — npodeccop (neguatpus)

4. [0.0. Nebeae — npodeccop (negmatpus)

5. A.l. UnTnnH — npodeccop (neguatpus, opraHnsaums
34paBOOXpaHeH.)

6. E.M. Benoctoukas — npodeccop (LKoSbHas rmrueHa)

7. T.H. CepalokoBcKass — KaHauAaT MeAULMHCKMUX HayK
(anpekTop U-Ta rurueHbl 4eTen 1 noapocTKOB)

8. M.B. AHTponoBa — [OKTOP MEAMLMHCKUX HayK
(LWKONbHasA rUrneHa)
9. I0.M. TMpaTtyceBn4 — [OKTOP MEAMLMHCKUX HayK

(dnsnonorusa pactywero 4ETCKOro opraHmama, Hemnpopusu-
onorus pebeHkKa)

10. A.B. Kopo6koB — npodeccop (bnamonorunsa euaunde-
CKOro BoCnuTaHus, aupeKTop Beec. u-ta GUsKynbT. n cnopta)

11. H.M. AKkcapuHa — npodeccop (ncuxonorma u Boc-
nuTaHue feTen paHHero Bo3pacTa)

12. M.A. YMHOBa — . cneyuanucTt [maBHoro ne4ve6-
Ho-npodun. ynpasnaeHns MuHUcTepcTBa 3paBOOXPaHEHUS
CCCP)

¢l nonarato, 4TO y4acT1e YKa3aHHbIX TOBapHULLEN B 0OCYHK-
[EeHWN BONpoOCca 0 BOCMUTAHUM, PA3BUTUN U yNYYLLIEHWU 300-
pOBbS AETCKOro HaceneHns cTpaHbl NO3BOUT BCECTOPOHHE
paccMoTpeTb AaHHbIM BONPOC U pekomeHaoBaTtb Bam Hau-
6onee abPeKTUBHbIE MEPDI A5 €r0 PeLlEeHUS.

C UCKPEHHWUM U TTyGOKUM

yBaXKeHWeM A.H. CNEPAHCKWM

16 nekabps 1966 roaa
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Fepuel Copaataimmmesion T

a _.w'.-. M, s Tea B P80
'/‘/‘“l Mummerpy sxpasooxpaxenna COCP
/ {\ﬁ Avaxeuxxy E.P.[ETP0B
I
'{ N Taydoxoysaxaewutt Bopuc Bacuasesud,

B cpR3M C NpeXCTORZMM OdCYXaeHeM y Hac woed foxratson za-
ouexx "0 He0OXOXEMOCTH COAXBHMA CXYXON JZ0DOBLA DACTYRErO 1€TCXO:
TO OPTaNMINA" CUMTAD HEOJXOZMNMWM NPOCHTE NPATAACHTE CREXYDOEX
cr'.dum;.l&"mo 10 0O0CYXIZEMOMY BONpPOCY: =

T
1. /B:B.Mapun - oraxeunk (¢uaMor0THR WEI0BeRE X XEEOTHUX)

% E.K;ﬁesexcru = ZO0KTOD MEXMUMHCKMX HAYK (OCHOBOGOMOXHHX OXPANM
Pty UATEDUKCTEBA X ReTcTea B CCCP)
.i}.ﬁg%.;oqﬁ;'ozcm - npodeccop (nmexmazpus)
‘_’gii:‘-':,'ﬁ. grer - npodeccop (nexmarpua)
\\‘1‘- ‘i-l-&""ﬂ?}l}ﬂl - npogeccop (NexMATPUR,OPraRKIBNMA 3XPABOOXPAREH. |
~ul Ef Bexoctouxan - npodeccop (mKoAbMAS THTHeHa)
-f.ﬂ.:cpquoncmn = EAHUMIBT MOXMUMHCKNX MAayx (xmpexrop K-ta
FHTUEKN xeTell ¥ NMOXPOCTXOR
B.AHTDONORE =~ XORTOD MEXMUMHCKEX HAYX (NEKOABRAR TACHeNs)
« 9. T.U.TIpaTycesus - ZOXTOP MEXRUMHCKUX nayx (¢s3noxora pacryme-
. TO XOTCKOTO Oprasuswa, HeRpodsawolo-
TR pederxa)

10. A.B.Hoposxoe - npodeccop (¢W3MCXOTHA ¢MIMNECKOTO BOCHHTAHMA,

i * ZNPeKTOP BCec.M-Ta ¢HIXVALT.H CROPT

il. H.M.Axcapuya - npodeccop (ncuxoxorms = pocmMTanke xered paK-

s . Hero moapacra)

i2, i.A.Iqula - PR.Cnemnatiet [aaskoro neveGHO-NpOdus. YNpaBAeHUR
' KxnEoTepcTRa 33papooXpakenua CUCP

Al nozaren, Ur0 YNACTHE YXASANHMX TOBApKNER B OOCYXAeHMH BOM-
POCE O BOCMMTAHMN, PASHATHN X YAYZCHMM 3X0POBBA 1€TCKOTO Hacere-
RUMA CTDANN COJBOAKT BCECTO[OHHeE PRCCHOTPeTH LAHHWT BONJOC W pEXO-
NéHzopaTs Baw naudoRee I(QeXTHBHNE MEPM X3A €r0 POEEHMS.

C mexpennmu x raydo
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H CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

KnuHunyeckum cnyvyamn

‘W) Check for updates

https://doi.org/10.15690/pf.v22i1.2857

A.X. UGuweBa, J1.P. Karaes, J1.B.-M. >ka6paunoBa, M.M. lNapgyesa,
U.WU. MacaeBa, M.A. leHunbxaHoBa

POKB um. E.IM. MuHKK, Mpo3Hbin, Poccuinckaa Pegepauns

Cnyyau TOKCU4YECKOro anuaepmasbHoOro
HEeKpoJ/siu3a y MaJib4MKa ¢ cuHgpomom [lpaBe

ABTOp, OTBETCTBEHHbIA 3@ NepPenucky:
Néuwesa AceT XamuaoBHa, Bpay-neauatp, annepronor-ummyHonor [BY «Pecny6amkaHcKas geTckas KnnHuyeckas 6oabHuua um. E.M. Mk M3 YP
Anpec: 364028, TposHbld, yn. bucyntaHosa, a. 101; Ten.: +7 (928) 129-16-13; e-mail: ibisheval8@mail.ru

O60ocHoBaHMe. TOKCHMYeCKNi anuaepMalbHbii Hekpoan3 (TOH) npeactaBaseT cob6oi 3HaYUTeIbHYI0 NPobaemy A5 34pa-
BOOXPaHEeHMs, MOCKOJ/IbKY COMNPOBOXXAAETCS BbICOKOM CMEPTHOCTbI0. OnMcaHue KIMHUYEeCKOro cay4yas. ABTopamu onu-
caH cnyyan TOH y manb4yunka ¢ cuHapomom [paBe. [laHHble 06 0COGEHHOCTAX TEYEHUST U UCTUHHOM PacrpoCTPaHEHHOCTH
TSH y neteri B Mupe orpaHUYeHHbI B CBSA3M C PEAKON BCTPEYaeMOCTbIo 3abo1eBaHus. 3aKaw4deHue. [1pojeMoHCTpMpoBaH
YCMEeLWHbINA ONbIT Ie4EHNS TOKCUYECKOro 3rnmMaepmMasibHoro HEKpPon3a.

Knw4eBbie cnoBa: cuHapom Jlavienna, cuHapom Apase, cuHapom CTuBeHca — [KOHCOHa, AeTH

AnauyntupoBaHusa: onwesaA. X.,Karaes/1.P.,[Ixabpaunosall.B.-M.,lagyesaM.M.,MacaeBaW.LL.,JeHnnbxaHosa M.A.
Cny4an TOKCMYECKOro anuaepMalibHoro HeKponun3a y MasnbyunKka ¢ cuHapomom [pase. lNeguatpmnyeckas papmMaKkonorus.

OBOCHOBAHME

ToKcuyeckui anuaepmanbHblil Hekponus (TOH) — pea-
KO€e XU3Heyrpoxalollee 3aboneBaHne, KOTOpoe NposBs-
eTCcs TSHKEbIM NOParKEHWEM KOXMU U CIM3NUCTbIX 060104EK.
KoxXHOMY CMHAPOMY MOTryT MpeawecTBOBaTb JIMXOPaAKa,
HegoMoraHue, 601b B ropne W Kawenb. B nocnepyto-
LWEeM MPOUCXOAUT MOParKEHWE KOXWM U CIU3UCTbIX 060-
JIoYEeK B BUAE 3PUTEMATO3HbIX MNATEH, KOTOPbIE CKOHHbI
K MPOrpeccupoBaHunio, C MOJOXUTENbHbBIM CUMMNTOMOM
HMKONbCKOro — MexaHn4YecKoe pa3aparkeHue Bbl3blBaeT
oTcnoeHue anuaepmuca. lNopaxeHue cnmna3ucTbix 06050-
YyeK, B HaCTHOCTM POTOBOM MONOCTH, HabnogaeTcs y noaa-
BAsitoLero 60blIMHCTBaA NaLMeHTOB. HepeaKko BCTpeYatoT-
CSl M OCNOXKHEHUS CO CTOPOHbI ra3 U reHuTanuin. MasHole
CUMMTOMbI MOTYT BapbMpPOBaTb OT OCTPOIr0 KOHbIOHKTUBH-
Ta 10 3p03u1KM poroBumLbl. llaTonorng Mo4enonoBoro TpakTa
BK/IlOYaeT B cebs o6pa3oBaHWe Crnaek, CTEHO3 ypeTpbl,
pybLeBaHue U CTPUKTYpbl. MapKepom TaxecTu 3abone-
BaHMA ABNSETCS NowaAb nopaxeHus Koxun. TOH n cuH-
apom CtuBeHca — [oHcoHa (CC/) aBnsaioTca BapMaHTaMu
OAHOro MaToNOrM4yecKoro npouecca, pasnuyalowmmucs
no pacnpegeneHunio naouwaan NOBEPXHOCTM Tena: nopa-
eHne < 10% obwen nnowaam NoBEPXHOCTHU TeNa Knaccu-

2025;22(1):12-18. doi: https://doi.org/10.15690/pf.v22i1.2857

duumpytot Kak CC, > 30% — Kak TOH [1-4]. 3aboneBaHue
ObICTPO MpoOrpeccupyeT, XapaKkTepmn3yeTcs BbICOKOW CMepT-
HOCTbIO — CpPEeAHWN 3aperncTpupoBaHHbIM YPOBEHb CMEPT-
HOCTU cocTaBnseTt 25-35% [5].

KJMHUYECKHUHA NPUMEP

O nauueHTe

Manbuuk, 14 net. Co cnoB 3aKOHHbIX NpeacTaBuUTENEn
M COrnacHo npeaocTaBA€HHOW MeAWLMHCKOW AOKYMeHTa-
umMn, B Bo3pacte 4,5 mMec y pebeHKa BrepBble BO3HUKIU
NPUCTYNbl CyA0POr Ha GOHe NOBbLILWEHUS TEMMNEepaTypbl TeNa,
KOTOpble COMPOBOXAANNCL NOAEPrUBAHUAMM MbIWL, MLa,
TOHMYECKUM HaMpPsKEHWEM MbllL, TYN10BUILEA M KOHEYHO-
CcTeN, 3aBefeHneM rnas3Hblx S610K BBEPX, NPOAOIKUTENb-
HOCTbO 10 5—6 MUH.

B Bo3pacTe 2 net npoBeAeHO MOSIEKYNIAPHO-FEHETUYECKOE
nccneaoBaHue: o6HapyKeHa HoHceHe-MyTaums C664T B 3K30-
He 5 reHa SCN1A, npuBoasiwas K 06pa30oBaHMIO CTOM-KOAOHa
K222X. YctaHoBneH amarHos: «CuHapom [paBe (Taxkenas
MMWOKJ/IOHUYECKas 3NWAENCcUst paHHEro AETCKOro Bo3pacTa)».

MpoBoanaca HeOAHOKPaTHbIM Nog6op NpPoTUBOI3NUIEN-
TUYECKOM Tepanuu: BasbnpoaT HaTpusa, NeBeTupaleTam,
3TOCYKCUMWUA, CTUPUMEHTON, Knobaszam. Ha ¢oHe npue-

Aset Kh. Ibisheva, Lechi R. Kagaey, Linda V.-M. Dzhabrailova, Malika M. Gadueva, Iman Sh. Masayeva,

Madina A. Denilkhanova
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Toxic Epidermal Necrolysis in a Boy with Dravet Syndrome:

Clinical Case

Background. Toxic epidermal necrolysis (TEN) is significant public health issue as it is associated with high mortality. Clinical case
description. The authors have described the case of TEN in a boy with Dravet syndrome. Data on TEN course and real prevalence
in children around the world is limited due to its rare incidence. Conclusion. Successful experience in TEN management has been
presented.
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Ma nonauTepanun — CTUPUMNEHTON, Kno6asam, Banbnpoart
HaTpUs — OTMEeYanoCb yMEeHblUeHWe 4acToTbl MPUCTYMOB.
OpHaKko B fdafibHeWWeM CTUPUNEHTON OTMEHEH B CBfA3KU
¢ durHaHcoBbIMM TpyaHocTaMu. C BBedeHMEM B Tepanuio
TonuMpamaTa reHepann3oBaHHble aTOHMYECKWUE MPUCTYMbI
He PerncTpmpoBannCh, HO yBenM4MIach YactoTa NPUCTYNnoB
no TMNy abcaHCOB A0 €XeOHEBHbIX, NEPUOLUYECKHM CO CTa-
TYCHbIM TeyeHueM. TpUcTynbl KynUpPyTCa BHYTPUMBbILLEY-
HbIM BBEAEHWEM fMasenama.

B aHBape 2024 r. Haxoauncs Ha cTauuMoHapHOM obcne-
[OBaHUN U NEYEHUN B MCUXOHEBPONOrMYECKOM OTAENEHUN
B OAHOM M3 denepanbHbiX yyperaeHun r. MOCKBbI, rage
nocsie KOMMNJeKcHoro o6cnefoBaHmns 6olna NnposBeaeHa Kop-
PEeKLMS NPOTUBOCYAOPOKHOM TepanmMnm — BanbnpoaTt HaTpms
500 mr 2 pasa B CyTKMW, TonMpamaT 2 pa3a B cyTku (50 mr
yTpom, 100 mMr Be4yepom), AeKCaMeTa3oH 4 Mr, exXxeHEBHO,
C NoCcTeneHHOn OTMEHOW.

17.01.2024 wHUUMMpPOBaHa Tepanus KOMOGUHWMpPOBaH-
HbIM nNpenapaTtoM (beHobapbutan + 6pomusoBan + Kode-
WH-6eH30aT HaTpPUs + NanaBepuHa rMAPOXA0pPUA + KanbLus
rnoKoHat — Marnodepan-2) no 1 Tabnetke 2 pasa B CYTKHU,
HexxenaTteNbHbIX BAEHUA He 3aperucTpupoBaHo.

Mo peleHnto KOHCUAMYMa COrnacoBaHO MNPUMEHEHME
He 3aperncTpMpoBaHHOro Ha TeppuTopun Poccun nekap-
CTBEHHOro npenapata [unakomut (cTupuneHton). lNocne
BBEAEHUS B Tepanuio CTUPUMNEHTONa PEKOMEHLOBaHa Kop-
PEKLMS aHTUINMNENTUYECKOM Tepanuu: noctTeneHHas otMe-
Ha Marntodepana-2 (no 1/4 kaxable 10 gHEN) n nocteneH-
Hoe BBefeHWe Knobasama — 250 mr 2 pasa B CyTKM 7 AHEN,
3aTem no 500 mr 2 pas3a B CYTKW, Aanee no 2 Kancynbl
yTpoM, 3 Kancynbl Be4epoM, ANnTensHo, 6e3 nepepbiBOB.

BbinucaH coMatnMyeckun B CTabUIbHOM COCTOSIHUM.

27.01.2024 posa MNarnwdepana yBenunyeHa:
Narniodepan-3 no 1 Tabnetke 2 pasa B CYTKM.

02.02.2024 nosiBUNUCb BbICbINAaHWA Ha KpacHOM Kanme
ryo, Ha ¢oHe caMOCTOATENIbHON HapPyXKHOM Tepanuu AeKc-
NaHTEHO/IOM — 6€3 NOSIOKMUTENbHON JUHAMUKM.

04.02.2024 nosBUANCb 3PUTEMATO3HbIE BbICbiNaHUA
Ha KOXe nuua.

05.02.2024 otmevanocb MOBLIWEHWE Temnepartypbl
Tena 0o 40 °C, KOXHbIM NaToONOrMYecknin npouecc npuob-
pen reHepanu3oBaHHbIN XapaKTep; 0CMOTPEH UHPEKLMOHH-
CTOM, AMarHo3 He yCTaHOBMIEH, PEKOMEHA0BAHO: MHTepde-
POHbI, aHTUFMCTAMUHHbIE NpenapaThbl, COPOEHTDI.

06.02.2024 noBkllleHne TemnepaTtypbl Tenano Gebpub-
HbIX LMdP COXpaHAeTCs, C }KaponoHMKaloWen Lenbio caMmo-
CTOSITENIbHO MaTEPbO MCNONb30BaHbl Napauvetamon 15 mn
2-3 pasa B CyTKW, uméynpodpeH no 1 tabnetke (200 mr)
3 pasa B CYTKM, BHYTpPb.

07.02.2024 o6patunuMcb B pamoHHYlO 6ONbHULY,
HanpaBfieH B MEAMLMHCKYIO OpraHM3aLmio TpeTbero ypoB-
H$1, MO TAXECTW COCTOAHNUS rocnuTann3vnposaH B JAPO (aet-
CKO€ aHecTe31010ro-peaHMMaLMoHHoe OTAeNeHuE).

C6op aHamHe3a XM3HW 3aTpyaHeH (aHamHe3 cobpaH
13 npefocTaBieHHON MeANLMHCKOM AOKYMEHTaUMUKN B CBA3KU
C OTCYTCTBMEM PSAOM poaHOM maTtepu). Pe6eHOK OT nepBom
6epeMeHHOCTH, NpoTeKaBlwen 6e3 0cob6eHHOCTEN, NepPBbIX
CPOYHbBIX CaMOCTOSTENbHbLIX POAOB. Macca Tena npu pox-
nennn — 3360 r, anvHa — 52 cm. PaHee annepruyeckue
peakuuMu He oTmevanucb. feMoTpaHCdY3MOHHbIM aHaMHe3
He oTdAroweH. BakunMHMpoBaH TONbKO B POAMSIBHOM Aome
npotmMB Tyb6epKynesa v renatuta B. Y oaam no oTuoBCKOM
JIMHUKU NOCTTpaBMaTUyecKas anunencus.

dusnKanbHaa gUarHocTuKa
O6uiee cocTosiHe pebGeHKa MPU MOCTYMEHUU Tawe-
noe, 06YC/NOB/IEHO KOMXHbIM MaToNIOrMYECKUM MPOLECCOM,

rmnepTepMuYecknm cuHapomom. Macca — 27 Kr. AnuHa
Tena — 140 cm. Temnepatypa Tena 41,0 °C. KoxHbI naTo-
NIOFMYECKNUIA NPOLLECC HOCUA TFeHepaNM30BaHHbIN XapakK-
Tep, NpeactaBieH NATHaMK, nanynamu, I0Kanu30BaHHbIN
Ha KOXe nuLa TynoBuLLa, KoHeyHocTen. KpacHas Kama ryé
XapaKkTepu3oBanacb 0OGMMEM KPOBOTOYALLMX remopparu-
YeCKMX Kopo4yeK. Cnmsnctas poTorioTKM rmnepemMmpoBaHa,
A3Bbl HEe BU3yanuanpytotcs. Cumntom HMKONBLCKOro oTpuua-
TenbHbIM. OTMeYaeTcs 0AyTNoBaTOCTb AnLa. KOHbIOHKTMBA
He runepeMupoBaHa, OTAENAeMOro HeT. AKT rnoTaHus
ymepeHHO 6o0ne3HeHHbIn. KOCTHO-MblWeYyHas cucTtema:
dopma yepena — oKpyrnas, rpygHasi Knetka — LUWAWH-
ApUYeCKas, KOHEYHOCTU — aKTUBHblE ABUXEHWUS OrpaHu-
YeHHbl. BUTanbHble GYHKLKUKM COXPaHHbI: YacToTa CepaeYHbIX
COKpaleHnn — 92 ya./MuH, apTepuanbHoe haBlneHne —
110/60 mm pt. cT. Sat0, = 98%. Mo ocTanbHLIM opraHam
n cuctemam 6e3 0Co6eHHOCTEN.

MpeaBapuTenbHbi AUArHo3

1o COBOKYMHOCTU KJIMHWKO-aHAMHECTUYECKUX AaH-
HblX YCT@HOBNIEH NpeaBapUTENbHbIN AMArHo3: «TOKCMKO-
annepruyeckmm gepmaTmt: cuHapom CtuBeHca — [AXXOHCOoHa».

AnMHamuKa u ucxopbl

Mpu nepBrYHOM NabopaTopHOM UCCieA0BaHMM B 06LLEM
aHanun3e KpoBM — MoKasaTesM KOMNEHCUPOBaHbI, B GUOXU-
MUYECKOM aHann3e — NpU3Hak1 TOKCUYECKOro NoparkeHus
nevyeHun: anaHuHaMuHoTpaHcdhepasa (AJIT) — 350 Ea/n,
acnaptatamuHoTpaHcdepasza (ACT) — 325 En/n, nak-
TataerngporeHasa (J14r) — 1286 Ea/n, KpeaTWHUH —
67 MKMONb/N, MO4YeBUHaA — 9,88 MMONb/N, BbICOKME Map-
Kepbl BocnaneHus: npokanbuutoHuH (MKT) — 8 Hr/mn,
C-peaKTnBHbIn 6enok (CPB) — 161 mr/n, ¢beppuUtnH —
1746 ur/mn. I1gM, 1gG, OHK Chlamydophila pneumoniae,
Mycoplasma pneumoniae, a Tak»e BUPYCOB NPOCTOro rep-
neca 1, 2, Bupyca dnwrterHa — bapp, untomeranoBupyca
He O0BHapyKeHbl, YpPOBEHb CbIBOPOTOYHbLIX MMMYHOTN06YN-
HOB B npeaenax pedepeHcHbIXx 3HAa4YEHUN, cuctema remo-
cTa3a 6e3 0CO6eHHOCTEN.

Mp1M MWUKPOBMONOIrMYECKOM WCCNEeLOBaHUM Ma3KoB
M3 pasnn4HbIX JIOKYCOB MaTOMIONMYECKU 3HAYUMble TUTPbI
He 3aperncTpupoBaHsbl.

C Lenblo NOUCKa CKPbITbIX 04aroB MHOEKL MM BbINMOAHEHO
yNbTPa3BYKOBOE WUcCneaoBaHWe OpraHoB OGPIOLWHOW Moo-
CTH, NOYeEK, aXoKapanorpadumsa, KomnbloTepHas ToMorpadpus
opraHoB rpyaHon knetku (KT OF'K) — 6e3 natonoruu.

Mo COBOKYMHOCTU KAMHWKO-aHAMHECTUYECKUX, nabo-
PaTOPHO-UHCTPYMEHTaNbHbIX AaHHbIX COCTOSiHWE pacue-
HEHO KaK «TOKCUKO-annepruyeckumn gepmatuTt: CUHAPOM
CtuBeHca — [KOHCOHa». [peanonoxKeHo, YTO 3TUONOIMU-
yeckum dakTopom aBnsietcsas deHobapoutan. lpenapart
Marnodepan oTMeHeH, npoBefeHa KOppeKuus NpPOTUBO-
CYAOPOXKHOM Tepanun — gobasneH nesetupauetram 200 mr
2 pasa B CyTKM K Tonupomaty 50 mr ytpom, 75 mr Bede-
poM W BanbnpoeBon Kucnote 500 Mr 2 pasa B CYTKM,
MHULMMPOBAHa nNyfAbc-Tepanua MeTUANPELHU30N0HOM
10 mr/Kr/cyT, xnopanupamuHom 20 Mr B/B, CTPYMHO, YPCO-
[€30KCUX0NEBON KNCOTOM 15 MI/Kr 1 pa3 B CYTKM, C LieNblo
npodunakTMKK A3B Xenyaka — omenpason 20 mr 1 pas
B CYTKM, C Liesiblo 06e360/1MBaHNs, 06BONIaKMBaHUA POTOBOM
nofiocTM — anregpat + MarHus rmgpokcua + 6eH30KauH
3 pasa B CYTKW, KOHTPO/Jb W KOPPEKLMS INEKTPOSMUTHBIX
HapyweHuin. Ha ¢oHe npoBoaAMMOWN Tepanuu OoTMe4asnocb
NPOrpeccupoBaHmne KOXHOro MaToNorMyeckoro npoiecca
(puc. 1-4): Ha KoxXe KOHEeYHOCTeW, TynoBMLLa, nua nosiB-
naTCa 619LWKKN, TpaHchopMupylowmecs B Ny3bipu ¢ nocne-
OYIOLWMUM BCKPbITUEM M OTCIOMKOW anuMaepmuca — CTeneHb
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CLINICAL CASE

KNTUHUYECKUU CNTYHAHU

Puc. 1. BHewHuin Bua 6onbHoro. KposoTtoyauine
remMopparM4eckme KoOpoyku
UcTouHuk: M6uwesa A.X., 2024.

Fig. 1. General appearance of the patient. Bleeding hemorrhagic
crusts
Source: Ibisheva A.Kh., 2024.

nopaeHus Koxun 6onee 30%. Cumntom HUKONBLCKOrO NOM0-
WUTENbHbIA. BudyannanmpoBanocb MOpParKeHWe CAU3UCTbIX
060104€eK rnas.

B poToBOM MONOCTM MHOMECTBEHHbIE KpPOBOTOYaAlWME
3po3un. [loBbilieHWE TemnepaTypbl Tena coxpaHseTcs,
CYAOPOXKHbIN CUMHAPOM He 3apernctpupoBaH. OTmevaeTtcs
NoNoXMUTENbHaA AMHaMUKa CO CTOPOHbI NaGopaTopHbIX Map-
KepoB: CPb — 45 wmr/n, NKT — 5,9 Hr/mn, ACT — 54 Eg/n,
ANT — 148 Ea/n, AT — 629 EZl/n, NOBbILWEHHbIN YyPOBEHb
deppuThHa coxpaHanca — 1861 Hr/Mn, anbOyMUH — 24 1/n,
KpeaTuHWH — 46 MKMOonb/n, Mo4eBUHA — 3,34 MKMOb/N,
C3 komnnemeHTa — 159 mr/an, C4 — 50 mr/an.

YcTaHOBNEH AuarHo3: «TOKCUMYECKUM anuaepMaibHbIn
HeKkponu3 (cuHapom Jlanenna)». Y4uuTbiBass NporpeccupoBa-
HME KOXHOro MaTosIorMyeckoro npouecca, UHULMUMPOBAHA
Tepanus UMMYHOTN06yIMHOM ANS BHYTPUBEHHOIO BBEAEHMS
(BBUI) MpuBuaxkeH 1 r/kr (11.02.2024, 12.02.2024).

14.02.2024 ycTaHOBJIEH LEHTPaNbHbIM BEHO3HbIV KaTe-
Tep (UBK), npoBegeH nnaamMoo6MeH ¢ nocneayolwmm BBeae-
Huem BBUT (500 mr/kr/cyT). NpoBeaeHa TenemeauumnHcKas
KOHCYy/NbTaLMs co crneuuanuctamun degepanbHOro LEHTpa,
pPeKoMeHA0BaHO MPOAOMKUTL Tepanuio MeTUnNnpeaHn30no-
HOM, NpOBeAeHME MN1a3Mo0OMeHa.

MpoaomKeHa KOPPEKLMA INEKTPONUTHBIX HapyLEHWN.

20.02.2024 npowusowno chy4anHoe ypaneHue LIBK
naumMeHTom. B cBA3K € NONOKUTENBHOM AMHAMUKOM MO KOXK-
HOMY CMHAPOMY NEpPEBEEH B COMATUYECKOE OTAE/IEHNE.

B panbHenwem oTMeEYaeTcs HMBENMPOBAHME KOXKHOMO
naTofIorMyecKoro npotecca, OAHAKO rMNepTepMUYEeCKUit

Puc. 2. BHelwHUin Bua 6onbHoro. leckBamauus anunaepmuca
McTouHmK: Mbnwesa A.X., 2024.

Fig. 2. General appearance of the patient. Epidermis
desquamation

Source: Ibisheva A.Kh., 2024.

CUHIPOM COXPaHsACs Npu OTCYTCTBMM MapKepoB Bocnane-
HuA. Kpome TOoro, Ha ¢OHe OTMEHbl MEeTUNNPEAHM30JI0Ha
BO306HOBWJ/ICSA CYAOPOXHbIM CUHAPOM. [0 AaHHbIM 3HUe-
danorpammbl Ha GOHE NPUHUMAEMbIX MPOTUBOCYAOPOMKHbIX
npenapatoB MaToO/NOrMYECKNUX M3MEHEHUN KOPKOBOMW PUT-
MUKW HE OTMEYEHO, aNUNenTMPopMHas aKTUBHOCTb, 3MU-
NenTUYeCcKne NPUCTYMbl HEe 3aperncTpupoBaHsbl. MNpoBeaeHa
KOHCYNbTaLMsl 3NUAEnTosiora C nocieaylollen KoppeKLm-
eV NPOTUBOCYAOPOXKHON Tepanuu (yBenuvyeHa Ao3a Nese-
TupaueTama), Ha POHe KOTOPOM FUMMepTEPMUYECKUIN CUH-

Puc. 3. BHewHui Bua 601bHOr0. My3bipb C CEPO3HbLIM
COAEPHUMbIM
McTouHuK: M6mwesa A.X., 2024.

Fig. 3. General appearance of the patient. Vesicle with serous
content
Source: Ibisheva A.Kh., 2024.



Puc. 4. BHewHUn Bua 60nbHOro. lemopparmMyecKkas Cbifb Ha KOXe
HUXHUX KOHEeYHOoCTeN

McTouHmK: Mbunwesa A.X., 2024.

Fig. 4. General appearance of the patient. Hemorrhagic rash on
the skin of lower limbs

Source: Ibisheva A.Kh., 2024.

OPOM HUBENWPOBaH, YacToTa CYAOPOXHbIX MOAEepPruBaHun
yMeHblnnach. B nnaHe nHMuMauma cTMpuneHTona, 3asasKa
B paborTe.

26.02.2024 y pebeHKa oTmevaeTca 601e€3HEHHOCTb
npu nanbnaumMm B NOAKAOYMYHON OobnacTu (Ha mecTe ycTa-
HOoBKKM LIBK), npu axorpaduyeckom uccnegoBaHuMu B Nofa-
KJIIOYUYHON BeHe BU3yannaupytoTcs Tpombomaccehl (8 MMm),

Puc. 5. YnbTpa3ByKoBOe UCCeA0BaHNE MATKMX TKaHeMn.
Tpom6omacchl B MOAKOYMYHOWM BEHE
NcToyHuk: Mbuwesa A.X., 2024.

Fig. 5. Soft tissue ultrasound. Subclavian thrombotic masses
Source: Ibisheva A.Kh., 2024.

no agaHHbiM KT OIK ¢ KOHTpacTHbIM yCUIEHWEM MPU3HAKK
TPOM603IMBONUM NEroYHOM apTepUn — OKKIIO3MpyloLme
TpoMOOTUYECKNE OedeKTbl HarnoSIHEHWS MpaBOW 3agHew
6a3anbHOM CEerMeHTapHOW M NeBOW nepeaHen 6asanbHOM
CerMeHTapHon aptepui (puc. 5, 6).

MHUUMMpPOBaHa aHTUKOarynsHTHasa Tepanua — Hedbpak-
LLMOHMPOBAHHbLIM renapuH (No4 KOHTpO/sem MoKasaTtenen
Koarynorpammbl n aHTudakTopa Xa). Ha ¢oHe npoBognumon
Tepanuu 0TMe4anocb yMeHblUEeHNe pa3mepoB TpoMmbomac-
cbl, ogHako 11.03.2024 3aperncrtpuMpoBaHoO yBennyeHue
ob6bema B NoAKM0YNYHOM BeHe — 6,2 MM (0T 05.03.2024 —
4,2 mm). C Lenbio OUEHKM 3PGEKTUBHOCTM MPOBOAMMBIX
MepOonpUATUI BbinonHeHa nosTtopHas KT OIK ¢ KoHTpacT-
HbIM YCWNIEHMEM, NO pedynbTaTamM KOTOPOM OTMevaeTcs
NoNOXMUTENbHAsA AMHaMWKa B BUAE YMeEHbLUEHWUS B pa3me-
pax MMEBLUMXCA TPOMOBOTUYECKUX LedEKTOB HaMOHEHUS.
Tepanus NpoJo/mKeHa B TOM e 06beMe.

3a BpeMsl HaxoXAeHWs B CTauMoHape B AafibHENWeM
COCTOSIHUE C TMOJIOKUTENbHON AUHAMWUKOW — OONEe3HEH-
HOCTKM MpuY NafnbnauMm B NOAKIOYMYHOM 06NaCTU HE OTMeE-
YyaeTcs, MO AaHHbIM MHCTPYMEHTaNlbHbIX METoAOB [Aua-
FHOCTMKM TpoM6GOMacChl He BU3Yann3uMpyloTCs, KPOBOTOK
duKcupyeTcs.

26.03.2024 BbiNUcaH 13 oTAeNeHNs COMaTUYECKU B CTa-
OMNbHOM COCTOSIHMKM C pa3pelleHMeM KOXKHOro cuHAapoma
M Pa3BMBLUMXCA OCNOXHEHWUM MOA HabnaeHwe neguatpa
Mo MEeCTY XXUTeNbCTBa (pUc. 7).

MporHos

CuHapoMm Jlanenna ABASETCA TAXKENbIM KUSHEYrpoXKalo-
MM COCTOSIHUEM, NMPU KOTOPOM CTEMEHb NMOPAXKEHUS KOXKMU
BbICTyNaeT OCHOBHbIM MPOrHOCTUYECKUM GaKTOPOM.

OBCYXAEHME

T3H, unn cuHapom Jlanenna, ABNSETCA PeaKUM XKU3He-
YrPOXaloLWMM COCTOSIHWMEM, KOTOPOE nopaykaeT npubanau-
TenbHo 1 nam 2 Ha 1 MAH exerogHo [6]. M3-3a peaKocTu
3a60/1eBaHUsA OTCYTCTBYIOT AaHHbIE O PacnpOCTPaHEHHOCTH
cpean neguaTpuyecKux NauueHToB, O4HAKO YCTaHOBNEHO,
YTO y AeTel CMepPTHOCTb M YacToTa PeunanBOB HUXKE, Yem
y B3pochbix [7].

Yale Bcero npoouupyolmMm daktopom pa3sutua TOH
BbICTYNalOT SIeKapCTBEHHble npenapaTbl — MNPOTMBOCYAO-
POXKHble, HECTEPOUHbIE MPOTUBOBOCNANUTENbHbIE U @HTH-
6aKTepuanbHble [7].

Puc. 6. KomnblotepHas Tomorpadus nerkmx. Tpoméomacchl
B /IEFOYHbIX apTEPUSX
NcToyHuK: Nouwesa A.X., 2024,

Fig. 6. Lungs computed tomography. Thrombotic masses in
pulmonary arteries
Source: Ibisheva A.Kh., 2024.
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H CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Puc. 7. PaspelleHne KOXHOro naTonornieckoro npotecca
y naumeHTa
NcToyHUK: Neunwena A.X., 2024.

Fig. 7. Recovery of skin lesions in the patient
Source: Ibisheva A.Kh., 2024.

CNOXKHOCTb HaCTOALWEro KAMHMYECKOro cyyYas 3aK/io-
Yyanacb B HECKOJIbKMX acrneKTax.

MepBoe: nNauuMeHTy MpUWAOCbL OTMEHWTb Mpenapar,
KOHTPONIMPYIOLWNIA CYAOPOXKHBbIM CUHAPOM, 6eCnOKOALLMN
Ha MPOTAKEHUU MHOTMX NET U KyNMUPYEMbIA €XeAHEBHbIM
BBeAeHWeM Aunaszenama. OTMeHa npenapata npuBoavna
K BO30OGHOBJ/IEHUIO CYyAOPOT.

B. Lobao # coaBT. coobwmnu o TOH y KeHWmnHbl 57 net
nocne peseKkumn MEHUHIMOMbI, KOTopas NpuHMMana GeHu-
TOWH C NPOTUBOCYAOPOXKHON Lenbto [6]. HemeuKknmu uccne-
poBaTtensiMu 6bI10 MOKa3aHo, YTo Mo4YTW Bce cnyyvaun TIH
n CC[ pasBuBanucb B TeyeHMe 63 AHeW nocne Havana
npuema NpoTUBO3INUAENTUYECKKUX NpenapaToB. Kpome Toro,
aBTOPbl OTMETU/IU, YTO PUCK pa3BUTHSA TOH Ha 10 ThiC. HOBbIX
nauneHToB yBennunBasncsa ansa kapbamasenuHa (1,4 cnyyas
Ha 10 Tbic.), namoTpuaxuHa (2,5), peHobapbuTana (8,1)
n deHunTomHa (8,3) [8].

Mo gaHHbIM MPaHCKUX y4YeHblX, Hanbonee pacnpocTtpa-
HEeHHbIMUM NpenapaTamMu, Bbi3biBatowmmu CCA n TOH y peten,
aBnsTca deHobapbuTan, KO-TPMMOKCa30/l U aMOKCULMA-
NvH [9].

Anungemunonornyeckoe uccnegosanme CCA 1 TOH noka-
3as0, 4To caMbIM YacTblM GOHOBbLIM 3a60sieBaHNEM Y NaLM-
eHToB ¢ TOH 6bina anunencus. Kpome TOoro, B nevyeHumu
CC/A y Habnogaembix NaLMeHToB UCNONb30Baan CTEPOUAbI,
B TO BpeMs KaK B fie4eHnn TOH — KoMOMHMPOBaHHYIO Tepa-
MU0 TNIOKOKOPTUKOMAAMMU U BHYTPUBEHHbLIM UMMYHOIN06Y-
nuH [10].

BTopoe: Ha ¢oHe nynbc-Tepannun METUNNPESHNU30/10HOM
HamMK OTMEYEHO NPOrPECCUPOBAHME KOXHOIO CUHAPOMA.

Cneundunyeckasa Tepanus cuHgpoma Jlanenna, KoTo-
pas AoKasana 6bl cBOK 3PPEKTUBHOCTb B KOHTpOAMUpye-
MbIX KJIMHUYECKUX UCCNEOOBaHUSAX, Ha CErofHSAWHUIA AeHb
He paspaboTaHa. [MaBHbIMWU COCTABAAWMMU B JIEHEHWUU
TOH gaBnsOTCS 3NMMUHALMA NPUYUHHO-3HAYUMOro daKTo-
pa, noAAepxuBalouwas Tepanus, BKAYalowas MOHWUTO-

PUHI 6anaHca KMAKOCTU U 3NEKTPOAUTOB, PECNUPAaTOPHYIO
M HYTPUTUBHYIO NMOAAEPHKKY. Hanbonee 4acto ucnonbaye-
MbIMWU METOAaMMU NleYeHUs SABASIOTCA MMMYHOTI06YIMUHBI,
CUCTEMHbIE TIOKOKOPTUKOUAbLI M LIMKAOCNOPKH A, 61ON0MN-
yecKue npenapaTtbl n nnasmadepes [11].

Mo paHHbIM PEeTPOCNEKTUBHOIO MHOrMOLEHTPOBOrO
nccneaoBaHus, KOPOTKUMIM Kypc NynbC-Tepanuun eKkcameTa-
30HOM MOET MPUBECTU K CHUKEHUIO YPOBHSA CMEPTHOCTHU
naumeHToB ¢ TOH [12]. Ucnonb3oBaHWe rMIOKOKOPTUKONI0B
CBfI3aHO C MX MPOTMBOBOCNANUTENBHBIM U UMMYHOAENPEC-
CMBHbIM gencteuem. [lokasaHo, YTO BbICOKME [O3bl MMOKO-
KOPTMKOMAOB MOTYT MOAaBASATb anonTo3 KepaTMHOLMTOB,
BbI3BaHHbIN T-KneTkamu [13].

MHOro4McneHHbIMK UcCnefoBaHUaAIMM NoKkasaHa addek-
TMBHOCTb B neyvyeHun TOH BbICOKOAO3HbIX BHYTPUBEHHbIX
MMMYHOTNO6Y/IMHOB, AENCTBMUE KOTOPbIX 0BYCNOBIEHO 6/10-
KupoBaHueM cBa3blBaHUS Fas-FaslL, npepbiBaHnem nepe-
Jayn curHana anonto3a M NpeaoTBpalleHMeM HeKposa
KepaTuHouuToB [14-16].

Opyrum TepaneBTUYECKMM MNOAXOAOM SABASETCA Mpw-
MEHEeHWe aHTUTeN NPOTUB GaKTopa HEKPO3a OMyXOau alb-
da (TNF-a). ABTopbl coobwmnm 06 abopTUBHOM TeYeHUH
3a6o0neBaHus B TeyeHne 24 4 1 MOSHOWM peanuTennsaunu
B Te4yeHune 5 aHen [17].

[JoKasaHa ponb WU LMKNOCNOpKHa B fiedeHun TIH. Tak,
B OAHOM M3 UCCnefoBaHUM 6bIN10 NOKa3aHo, YTO UMMYHOCY-
npeccuMBHas Tepanus cBs3aHa C peanuTenndaumen U HU3-
KUM yPOBHEM CMePTHOCTH [17-19].

HabniogeHnsa SINOHCKUX YYeHblX MO3BONWAM 3aperu-
cTpupoBaTth apbEKTUBHOCTb Nna3madepesa y NaLneHToB
¢ TOH, KoTopble 6blNK pedpaKkTepPHbl K TepanMm CUCTEMHbI-
MU TIIOKOKOPTUKOMAAMWU U BHYTPUBEHHBIM MMMYHOIN06Y-
nnHom [20].

MatoreHe3 TOH u3yyeH He A0 KOHUa. KnioyeBbiMKM
KNieTKamu, y4acTBYIOWNMU B Pa3BUTUK HacTosWwero 3abo-
fleBaHusa, CcyMTalTCA LMUTOTOKCUYecKue T-TMMbOoUMUTI
N eCTECTBEHHbIE KNETKU-KNANEPbI. ATU KNETKM pacno3HatoT
Ha KepaTMHOLMTax TOKCUYHble npenapaTbl Uan ux Metabo-
NNTbl, NPEeACTaB/EHHbIE MONEKY/TaMU MaBHOIMO KOMMJEK-
ca rMCTOCOBMECTUMOCTHM | Knacca. AKTMBaLMa UMMYHHbIX
KNIETOK MPUBOAUT K BbICBOOOXKAEHMNIO PA3IUYHbBIX LIUTOKK-
HOB, BK/4Yasa Fas-nuraHa, nepdopuH, rpaH3mm B 1 rpa-
Hyn13uH, TNF-a, KoTopble, B CBOK o4epelb, onocpeaytot
anonTo3 KepaTMHOLMTOB, OTC/IOEHUE KOXMK WU CIAU3UCTbIX
o6oso4eK [1-5].

Y 60MbWKMHCTBA NaUMEHTOB HabGMAOAAOTCS pasnnyHble
OC/IOXKHEHWS, TaKMe KaK MHEBMOHMUSA, renatut U centuue-
MUSl, KOTOpble SBASIOTCS OCHOBHOM MPUYMHOM THAMKENOro
TeyeHus n cmepTn [1-3].

TpeTbe: B HaweM crnyyae Mbl CTONKHYIUCb C FPO3HbIM
KaTeTep-accouMMpoBaHHbIM TPOMOGO30M, noKanusaums
TPOMOOTMYECKMX Macc Npu HeahdEKTUBHOCTU KOHCeEpBa-
TUBHOW Tepanuu 3HayvuTeNbHO ycyrybnsna paspelleHue
3aboneBaHus.

3AK/TIOYEHUE

CuHapom Jlanenna aABNSIeTCA PeaKow M TAXKENOM TOKCHU-
[epMUen, paHHAS AMArHOCTMKa W NevyeHne KOTopon unme-
0T pellatolllee 3Ha4YeHne AN AOCTUKEHUS B6NaronpUATHbIX
pes3ynLTaToB.

WHOOPMUPOBAHHOE COIJIACHUE

OT 3aKOHHbIX NpeacTaBUTENEeN nNauuMeHTa nony-
4yeHo uWHbOpMMpPOBaAHHOEe [06pPOBONbLHOE cornacue
Ha ny6avKauuio pe3ynbTaToB ero o6cnefoBaHus, nede-
HUS M NpeaocTaB/ieHHbIX doTorpadui (gata nognucaHus:
11.09.2024).
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najoBapoTeHa ANd nevyeHus
duopoaucnnasum occubuumpyroLiem
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ABTOp, OTBETCTBEHHbIN 3a NEPENUCKY:

HukuwmnHa UpnHa lNeTpoBHa, KaHaMaaT MEAULIMHCKMX HayK, 3aBeaytollas na6opatopuen peBMaTUYecKkux 3aboneBanni geTckoro Bos3pacta ProHY HANU
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Appec: 115522, MockBa, Kawupckoe wocce, a. 34A, Ten.: +7 (910) 437-65-06, e-mail: irpetnik@yandex.ru

O6ocHoBaHHne. dubpoauncnnasus occupuuympytoas nporpeccupytowas (POI) — KpariHe pegkoe reHeTmyeckoe 3ab0-
JieBaHMe ¢ ayTOCOMHO-AOMMUHaHTHbLIM TUIMOM HacnegoBaHus. @Ol cBa3aHa C reHeTUYEeCKU JeTEPMUHNPOBaHHbIM Hapy-
LIeHMeM, 06YyCJIOBIEHHbIM Haandnem onpegesieHHon mytaumn B reHe ACVR1/ALK2, Koaupytowem peLentop KOCTHOrro
MopgoreHeTndeckoro 6eska. ®OI KAMHUYECKM MPOosBAsSeTcs 6e3yaepKHbIM 06pa3oBaHUEM reTepoTONUMYECKMX OCCH-
GUKaToB, NPUBOAALUMX K MOCTENEHHOMY MPOrpPeccupoBaHnio MHBaIMAM3aUMn BNOTb 4O MOJHOM 06e34BUKEHHOCTH
nauymeHTa. B paHHem Bo3pacTe 60/71€3Hb MOXXHO Pacrno3Hatb M0 HaJMNYymI0 XapaKTePHbIX PeHOTUMTMYECKUX CTUIM, r1aB-
HbIM 06Pa30M XapaKTePHOK MasibpopmaLumm 60bLIMX NasbLEB CTOM, NOATBEPANB ANArHO3 MOEKYISIPHO-reHETUYECKUM
aHanm3om. PaHHsAsi anarHoctuka PO no3BosisieT u3bexKaTb HEHYXKHbIX SITPOreHHbIX MaHUNyasaUMi U 3aMennnTb npo-
rpeccupoBaHue 3aboseBaHus. [Jo HeqaBHEro BPEMEHN He 6bl10 Teparnun, OKa3blBarllen natoreHeTM4ecKoe JencTame,
npegoTBpaLyarLlen pa3sntne occupuKkatos. [lepBbiM M eAMHCTBEHHbLIM JIEKaPCTBEHHbLIM MpenapaToM, [OoKal3aBLMM
CBOI 3PPEKTUBHOCTb B Pe3y/bTaTe KIMHUYECKUX NCCAEA0BaHUI N 3aperucTpUpPoOBaHHbIM K MPUMEHEHMIO Y NalyNeHTOoB
c ©O0I1 B psine cTpaH, ABAsSIETCS nasoBapoTeH. OnucaHne KJAUMHUYECKUX cay4daeB. B nyb6avKauum npeactaBieH nepBbii
POCCHIACKMI ONbIT MPUMEHEHUS NaloBapoTeHa C ONUCaHUEM ABYX KIMHMYECKMX HabIIOAEHUI NaLMEHTOB C FreHETUYECKU
noaTBepKAeHHbIM AnarHo3om PO, OnncaHbl KIMHUYECKas KapTUHA, CI0XKHbIA NyTb K AMarHOCTUKE, 06HaAEXUBAIOLLMIA
OnMbIT IEYEHNS NALMEHTOB, BKJIKOYAKOLWMI MPOTMBOBOCNAINTEbHYIO TEPAMMIO C UCMOJIb30BAHUMEM MHIMBUTOPOB SIHYC-KMHAa3
(TopaunTuHM6) M NaToreHEeTUYECKYIO Teparnumio npenapaTtomM naaoBapoTeH. 3aKkntoyeHne. ArpeccrBHbIN XapaKkTep TeYeHus
®OI1, Hen36exxHO NPUBOASLLMI K TSXKEN0N MHBaNuan3aLmnm naLlmeHToB, 06yCc10BIMBAET HEOBXOAUMOCTb LLIMPOKOro rnpu-
BJ1I€4YEHUSI BHUMAHMS NPaKTUKYIOLMX Bpavei K paHHen auarHoctuke ®Or, yrnybneHHoMy n3y4yeHnio pakTopoB, onpeaesns-
oLmMX NporpeccMpoBaHne, a HoBblE BO3MOXKHOCTU NaTOreHETUYECKON Tepanuu no3BOJISIOT PACCYMTbIBaTb Ha yaydleHne
MPOrHo3a 3TOro KpamHe TsKesn0ro 3a6oieBaHms.

KnrueBble cnoBa: pubpoaucniasns occupuumpyrollas nporpeccupyrolyas, naaoBapoTeH, TopaynuTUHNO, KIMHUYECKNI
cayvan

Ans yutupoBaumsa: HuknwuHa W.M., MaTkaBa B.I., ApcenbeBa C.B., lacbimoB 3.I., ApedbeBa A.H. lNepBbii poccuincKkum
ONbIT NPUMEHEHUS NanoBapoTeHa And neveHns dubpoaucnnasmm occuduumnpytollen Nporpeccupyolem: ABa KIMHUYECKMX
HabnwoaeHuns. lNMegmnatpudeckas papmaronorus. 2025;22(1):19-30. doi: https://doi.org/10.15690/pf.v22i1.2851

OBOCHOBAHME TaK Ha3blBaeMble «BCMbIWKW», BO3HMKalOLWME NOJ BO3AEN-

dubpoancnnasunsg occuduumpytowas nporpeccupyto-
was (POM) npeacTaBaseT cobow ynbTpapeaKoe reHeTnye-
CKO€ HapylleHWe ocTeoreHesa, npu KOTOpoOM NPOMCXOAUT
dopmMMpoBaHME O4aroB reTepoToNMYEeCcKon occuduKkalmm
(FO) B MATKMX TKaHAX, Mblwuax, Gacuusax, CYXOXKUINAX
n cBaskax [1]. MatoreHe3 pa3BuTua OOM cBA3aAH C aKTK-
BaLMeN CUrHaNbHOIO NyTU KOCTHOMO MOPdOreHeTUYECKOro
6enka (bone morphogenetic protein; BMP), 4To npuBoaut
K 9HAOXOHAPANbHOMY OKOCTEHEHUIO U GOPMMPOBAHUIO
reHepanmMsoBaHHoW O, NocTeneHHO NPUBOASALLEN K Tpy-
6biM GYHKLMOHAbHBIM HapylWeHUIM OMOPHO-ABUraTeb-
HOro annapaTa BMJOTb OO0 MOJIHOM 06Ee3ABUKEHHOCTH
nauueHTa.

B cuny ¢usmonornyecknx npuymH GopmMuMpoBaHns
KOCTHOIO cKeneTa B eTCKOM Bo3pacTe pa3sutune 0 npo-
MCXOANT OTCPOYEHHO OT MEPBbIX MPOABAEHUIA OONE3HMY,
KOTOPbIMK SIBASILOTCS pa3HOro pa3Mepa W JIoKkanusauuu
KpyMnHble BOCNaNMUTENbHbIE Y3/bl B TOJLLE MSATKUX TKAHEW,

CTBMEM TpUrTepHbIX GaKTopoB, Yalle BCero GU3ndYecKmx
TpaBM, Jaxe He3HauyuTenbHbIX (ywubbl, nageHus 1 T.4.),
ATPOrEeHHbIX MEAULMHCKUX npoueayp (BHYTPUMbIWEYHbIE
WHBEKUMKU, B TOM YWUCNe Npu BaKLMHALMK, XUPYPrUyecKme
BMellaTenbCTBa, MHTEHCUBHbIE CTOMATONOMMYECKUE MaHM-
nynsumm).

3anogo3putb POl MOXKHO 3aa40nro Ao 06pa3oBaHuUA
O — ewe npu poxaeHun pebeHKa Ha OCHOBaHWU xapak-
TEePHOM GEHOTUNMUYECKON CTUIrMbl — BPOXKAEHHOW, KaK npa-
BWNO, ABYCTOPOHHEN fedopmauun 60blIKX NanbLeB CTomM
(KNMHOZ4AKTUANK) C UX BaliblyCHOW [eBWaLMen, yKopoye-
HMeM, NoABbLIBUXOM B ntocHedanaHroBoM cyctaBe, MHO-
raja C pasBUTMEM CHMHOCTO3a/aHKuno3a MexdbanaHroBoro
cycTaBa, 4TO B 60fiee cTapllemM BO3pacTe MOXET TpaKTo-
BaTbCS KaK BPOXAeHHOoe oTcyTCcTBME danaHrn nansua [2].

®OlN aBndetcs ynbTpapeikuMm 3aboneBaHueM, pac-
YyeTHble 3Ha4YeHWda pPacnpocTpaHEeHHOCTU KOTOpOro,
no-BMAMMOMY, 3aBUCAT OT YPOBHA MHOOPMWMPOBAHHO-
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CTM Bpayen O HEM M BO3MOXHOCTEM €ro AWarHOCTUKMW.
PacnpocTtpaHeHHocTb POMM B Mupe, NO pPadHbIM UCTOYHM-
KaM, BapbupyeT B 4Ype3Bbl4alMHO WMPOKOM Anana3oHe —
oT 0,036 Ha 1 mMnH B A3MaTCKO-TMXOOKEAHCKOM pervoHe
no 0,65 Ha 1 mnH B CeBepHon Amepuke [3, 4]. B HEKOTOpPbIX
€BPONEeNCKNx cTpaHax, Hanpumep BO PpaHuuu, oTMeva-
loTca elle 6osiee BbICOKME nokasatenn — 1,36 Ha 1 MAH
[3, B]. To4HbIX AAHHbIX O KOMYECTBE 3apPErncTPUMPOBaAHHbIX
cnyyaeB B Poccuickon degepauun Her. Mo gaHHbIM PIBHY
«Hay4yHO-uccnegoBateNlbCKUt MHCTUTYT PEBMAToNOrMnU UM.
B.A HacoHOBOW», BbINOMHAOWEIO B Hawen cTtpaHe GyHKLKUK
3KCMNEePTHOro LeHTpa no npobneme ®OI, B Poccnn umeetcs
nHdopmauus o 58 nauuneHtax ¢ POM, npoxoanBLLMX CTALMO-
HapHoe nan ambynaTopHoe o6cnefoBaHne B HaWew KIUHK-
Ke 3a nocnegHue 26 net, ogHako MexpervoHanbHas obule-
CTBEHHas opraHusaumns «<Kueywwue ¢ POl» pacnonaraer
NaHHbIMK 0 6onee 4eM 80 nauuneHTax. PacoBoi n nonoso#,
a TaKxe gemorpadpuyeckon ocO6eHHOCTU BO3HUKHOBEHUS
3ab6oneBaHUs He ycTaHOoBNEHO [5].

HecmoTps Ha To, 4To Tema POl 4OBOMABLHO YaCTO Haxo-
anTcs B POKyce MeAULIMHCKON MTepaTypbl M B MEXAYHaPOa-
HoM pedepaTnBHOM 6a3e gaHHbIx PubMed HacyuTbiBaeTcs
okono 3000 ny6nukauun (paTa obpauleHuns 21.12.2024),
nogasnstouiee 601bWMHCTBO U3 HUX NPELCTaBASAIOT COO0M
nuTepaTypHble cnpaBKu, 0630pbl IM60 pedynbTaTthl GyHaa-
MEeHTaNbHbIX UCCNefoBaHU B 06/1acTM natoreHesa, reHe-
TUYECKMX OCHOB 3aboneBaHusi, GUONOTMYECKUX MoLenewn
0. TonbKO efAuHM4YHble NY6GAMKaLMKM KacaloTcs OonuMcaHms
OTAENbHbIX KIMHUYECKUX CNy4yaeB, U Wb OLHO MEXAyHa-
pofHOe UccneaoBaHue, B KOTOpPOe, KCTaTtu, 6bla10 BKIOYEHO
M HECKONbKO POCCUMCKMX NaLMEHTOB, NPeAcTaBAsSET YHM-
KanbHble JaHHble 36-MeCA4YHOro HabNAeHNS €CTECTBEHHO-
ro tedyeHuns POl Ha KoropTe n3 114 60MbHbIX [6].

3aboneBaHne MMeeT ayTOCOMHO-AOMWHAHTHbIA Tun
HacnepoBaHusa. B 97% cnyyaes 3a pa3Butune POl oTBeva-
eT MaxkopHas mytauma Arg206His B reHe ACVR1, Kogupy-
lowemM peLentop akTuBMHa A 1-ro Tvna 1 NoKann30BaHHOM

B NIOKyce 2q23-q24 [7, 8]. MNpumepHo y 3% nauMeHTOB
¢ POl BbIABNEHbI KAWHUYECKUE OCOBEHHOCTU, HEOObIY-
Hble MO CpaBHEHUIO ¢ Knaccuyecknm POrM. ITH nauneHTbl
MMeloT HoBble He-R206H-aKTuBMpylowmMe MyTaunn B reHe
ACVR1 [8, 9]. B 60onblWMNHCTBE C/lyYyaeB BO3HWKHOBEHMWE
MyTaLMW HOCUT CMIOHTaHHbLIN XapaKTep, 0O4HaKo B iuTepaTy-
pe onucaH psaj cnyvyaeB nepepayn 3aboneBaHns OT poau-
Tens petam [8, 9].

OpHaxkabl BO3HMKHYB, Yalle BCEro B MUcCXofe MSArkoT-
KaHHbIX BOCNaNUTENbHbIX Y3/710B, UMEOWMUX B uTepaTtype
yCTOMYMBOE TEPMMHONOIMYECKOe O0603HaAYeHWE «BCMbIKMW»
[2, B, 6], ovarn 'O MMeIOT TEHAEHLMIO K CAUSHUIO U HOPMHU-
poBaHWi0 60/bLUNX 06bEMOB KOCTHOM TKaHW, PaCrONOMKEeH-
HOW BHECKENETHO, YTO BNOCNEACTBMM OKa3blBaeT 3HAYMTENb-
HOe B/IMSIHWE Ha MOGUIBHOCTb MaLMeHTa, ero cnoco6HOCTb
K camoo6cCnyXuMBaHuio 1 nepeasuxkeruto. C Bospactom MO
NPOrpeccuUpyroT No XxapaKTePHbIM aHAaTOMUYECKUM U BPEMEH-
HbIM 3aKOHOMEPHOCTSAM, 06bI4HO MO HamnpaBAEHUIO FONO0BbI
K KOHEYHOCTSAM, OT NMPOKCUMAasbHbIX OTAENOB K ANCTalbHbIM.
K 30Ham paHHen nokanusdaummn 0 0THOCATCS LWest, NO3BOHOY-
HWK, NIe4eBOM NMOSIC U KeBaTefbHble MbllLbl [6, 8—10].

OnarHos POl yctaHaBAMBaAETCA Ha OCHOBaHUMW Kiu-
HMYECKOM KapTWHbl, CKNajblBaloWencs KakK MUHUMYM
13 ABYCTOPOHHEN ManbdopMauun 60MblUMX NanbLeB cTon
M Hanuung (Ho He ob6s3aTtenbHOo) ovaroB 0. NeHeTMYecKoe
TecTMpoBaHWe Ha Hanuyve myTtauun B reHe ACVR1 aBnset-
cs 06a3aTteNibHbIM YCNOBMEM MOCTAHOBKM AuarHosa [6, 8].
HecMoTps Ha TAXKenyt MHBaNMAHOCTb, HEKOTOPbIE NaLMUeH-
Tbl XMBYT NPOAYKTUBHOW XM3HbIO 4O CEAbMOro AecsaTKa feT.
JleTanbHble UCXOAbI FMaBHbIM 06Pa30M CBSiI3aHbl C OC/I0XKHE-
HUSIMWM BCNEACTBME COMYTCTBYOWMX 3ab6oneBaHui, B nep-
BYIO o4epeab, UHPEKLMOHHDBIX.

OCHOBHblEe TeKywMe MnoaxoAbl K BeAeHWI0 MauneHToB
c dOrn [8]:

1) WUCKOYEHUE ATPOrEeHHbIX MaHUNYNAUMM (BHYTPUMbILLIEY-

HbIX MHBEKLWMIN, BUONCHUIN U T.4.), NPOdUTaKTUKA UHDEK-

LIMOHHbIX 3a60/1eBaHUN, TPABM W MOBPEXAEHUN;
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2) Tepanus, HanpaBfieHHas Ha BO3HWKLWIEee o6ocTpeHue
(«BCMbIWKY), — HECTepOuAHble MPOTMBOBOCNANUTENb-
Hble npenapaTbl (HMNBIT), npeanoyYTUTeNnbHO AIUTENBHO,
KOpPOTKME Kypcbl rtoKokopTukongos (MK), B Tom yucne
B Bnae 60/10CHOro BHYTPUBEHHOIO BBEAEHWS B TeYEHUE
nepsblx 1-3 cyT nocne Havyana «BCbIWKMW»;

3) Tepanus, HanpaBieHHas Ha NpeAoTBPaLLEHNE PAa3BUTUS
«Bcnblwek», — HIMBM, MK BHYTpb anutensHo, 6ucdoc-
doHaTbl, PENo3nLMOHMPOBaHUE NOKa3aHU K NpuMeHe-
HWIO TapreTHbIX CUHTETUYECKMX NpenapaTtoB (MMaTUHKG,
capaKaTuHWo, TodaunTUHKG), FEHHO-UHKEHEPHbIE BUO-
Nlornyeckue npenapatbl (MHFIMOUTOPLI UHTEPSIEMKKUHA 1),
naToreHeTuyeckas tepanusa (nanosapoTeH) [8, 11, 12].
B ceHTab6pe 2024 r. Ha TeppuTopun Poccuinckom

depepaunm 3aperncTtpupoBaH npenapat nanoBapoTeH

AN naToreHeTnyeckown tepanun ®Or1. NManoBapoTeH — aro-

HUCT peLenTopa PeTMHOEBOW KUCNOTbl C HAaCTUHHON Ccenek-

TUBHOCTbLIO K ramMa-peuentopy (RARy) ans npuema BHYTpPb.

Cesi3biBasicb ¢ RARy, nanoBapoTeH CHW)KaeT aKTUBHOCTb

curHanbHoro nytu BMP/ALK2, uHrnéupys ¢ocdopunmpo-

BaHne SMAD1/5/8, 4to cHuxaeT ALK2/SMAD-3aB1UCUMbIN

XxoHAporeHes, anddepeHLMpPOBKY OCTEOLIUTOB U 06pa3oBa-

HWe 3HA0XOHAPaNbHOM KocTu [13].
9dpdeKTnBHOCTL M 6Ge3omnacHOCTb MNasoBapoTeHa

ansa nedvenns ®OIM nayvyanucb B paHAOMU3MPOBAHHOM MNna-

1,e60-KOHTPONMPYEMOM [BOWHOM CNENOM MCCNefoBaHum
daszbl Il, B KOTOPOM NafnoBapoTEH OLEeHMBaNCa Aas npo-
dunaktukn O y nauunentoB ¢ ®OIM [13], ¥ B MHOrOLEH-

TPOBOM OTKpbITOM wuccnegoBaHun ¢asbl Il (MOVE) [14].

B nccnepoBaHnn MOVE B KayecTBe BHELIHEro KOHTPOAS

(n = 101) ucnonb3oBanu fAaHHble WccneaoBaHWs ecTe-

CTBEHHOro TeyeHus 3aboneBaHus [6]. Mo pesynbTatam Knu-

HU4eckoro uccnegosavus MOVE nanoBapoTeH nokasan

3bdEKTUBHOCTb B OTHOLWEHUW YMEHbLUEHNS 06beMa HOBbIX

ovyaroB 0. CpeaHun rogoBoit o6bem HoBoW O cocTta-

Bun 9,4 cM3/rof y NaLMEHTOB, MONyYaBLIMUX MOLAEPMHKM-

BalolWyo Tepanuio / neyeHne 06OCTPEHMA npenapaTom

nanoeapoTteH, u 20,3 cM3/rof y He nonyyaBLUMX NeyeHne

nauneHToB (B UCCNefoBaHWM eCTECTBEHHOMO Te4eHns 3a60-
nesaHuns). AddeKT neyenns coctasun okono 10,9 cm3/roa

c 95 % [JosepuTenbHbIM MHTepBanom [-21,2 cm3/rog,

-0,6 cm3/roa] [14]. CneKTp HexenaTeNbHbIX ABAEHUI BKIO-

YyaeT B cebs Knacc-crneynduyeckne adpdeKTbl, XxapaKTepPHbIe

ON9 BCEX PeTMHOMAOB: 3aKOHOMEPHOE TepaToreHHoe Aew-

CTBME Ha BHYTPUYTPOOGHOro pebeHKa, npexaeBpeMeHHoe

3aKpbiTUe 3aNMPU3apHbIX 30H POCTa Y aKTUBHO pPacTyLLMX

feTen, HapyweHue meTabonuama KOCTHOWM TKaHu, nopaxe-

HUE KOXM W CAN3UCTbIX 060/104eK, poToCceEHCHBUAN3aLIUIO,

NCUXUYECKME HapyLIeHNs, HUKTanonuto [13, 14].

Llenb HacTtoswen ny6nuKauuMm COCTOUT B OMUCaHUKU
NnepBoOro POCCUMCKOro OnbiTa NMPUMEHEHMS NanoBapoTeHa
B YC/IOBMAX peasibHOM KAMHUYECKON NPaKTUKK Y NaLnMeHToB
¢ ®OIN ¢ npeacTtaBneHMeM ABYX KIMHUYECKUX ClyYaeB 4u-
TenbHOW (6onee 1 roga) Tepanuun nNasoBapoTEHOM B COYETa-
HUK C TOGAUUTUHUOOM, AEMOHCTPUPYIOLWMX 3PPEKTUBHOCTD
1 6e30MNacHOCTb JIeYeHus.

KNTUHUYECKUE NPUMEPBI

B HacTtosiwee Bpema B Aetckom otgeneHun HUKUP
M. B.A. HacoHoBOW ans Tepanum nanoBapoTeHOM oTobpa-
HO 13 nauyueHToB ¢ AvarHo3om POl, nmeLWwmnx CooTBET-
CTBYlOLIME NOKa3aHWs, a UMeHHO: 1) akTuBHaa dasa POIlT;
2) anarHo3, BepudULMPOBAHHbIA MONEKYNAPHO-reHeTuYe-
CKMM nccnegoBaHunem; 3) BO3pacT NaLMeHToB cTaplue 8 net
nns neBoyek u ctapue 10 neT Ang ManbYnMKoB.

Bcem nauveHTam NpoBeAEHO MONEKYAAPHO-reHeTHYe-
CKOe uccnegoBaHWe Ha npeaMeT MyTauuun B reHe ACVRI,

pyTMHHOE NnabopaToOpHO-UHCTPYMEHTanbHOoe o6cnepoBa-
HWe, B TOM YMCNe HU3KO4030Bas KOMMNbOTEPHas TOMorpa-
dua Bcero Tena (HAKT) ans BbIaBNEHUS reTEPOTONUYECKMX
occudunKaToB M NoacyetTa Mx o6bema Npu gMHAMUYECKOM
HabnoaeHnn. MOCKONbKY B TeyeHWe ABYX NleT ¢ anpe-
nga 2022 r., Korga npenapaT 6bln BKIOYEH B NepeyeHb
NIeKapCTBEHHbIX CpeacTB, duHaHCcupyembix doHaoM «Kpyr
fo6pa», nNanoBapoTeH He WMeN 3aperucTpuUpoBaHHbIX
NOKasaHWM K NPUMEHEHUIO Ha TeppuTopun PoccuincKon
depepaunn, nepuos OT MOMEHTaA MNPUHATUS peLleHns
n odopMNEeHUs 3aKkalyYeHUs deaepanbHOro KoHcuanyma
[0 cTapTa Tepanuun COCTaB/IAN HECKObKO MECSLIEB, B TeYe-
HWEe KOTOPbIX B YCNOBUAX OO6bIYHON KNMHUYECKON NPaKTUKK
npoAo/iKanacb NPOTMBOBOCNANUTENbHASA TEPANUA UHTUOU-
TOPOM fIHyC-KMHa3 TodauntuHmbom. B HacTosee Bpems
B TEKylWeM pexume npenapaT nanoBapoTeH nosay4vator 8
nawumMeHToB.

Bce nauuveHTbl MMenu Knaccuyeckuin derHotun POI
¢ Manbdopmaumen nepBbix NanbLeB cTomn; Manbdopmauus
60MblUMX NanbLEeB KNCTEN Gblna BbisiBNeHa Yy 6 NaluMeHTOB.
Kpome TOro, y Bcex naumneHToB 6blM BbiBAEHbI aHOManus
WEeNHOro oTaeNna No3BOHOYHMKA, nepudepuyecKkne ocTeo-
XOHAPOMbI U MHOXecTBeHHble ['O. [lnarHo3 6bli1 NOATBEPK-
4eH MONEKYNAPHO-TEHETUYECKUM aHaIn30M C BbISIBEHUEM
MyTauun B reHe ACVRI, npu 3aToM Yy 7 nauueHToB Oblna
BbIiB/ieHa MakopHasi myTtauus (p.Arg206His), y 1 nauwu-
eHTa — ynbTpapeakasa myTauus (p.Gly356Asp). CpeaHun
BO3pacCT Ha MOMEHT Ha3HayeHusa nanoBapoTeHa COCTaBuA
13 neT (MMHMManbHo — 10,2; makcumanbHo — 17,9). MNaATb
nauveHToB 6binn mnaawe 14 net. CpeaHWM pocT cocTta-
Bun 155,3 cm (MuHumym — 144; makcumanbHo — 180).
CpeaHss macca Tena coctaBuna 46 Kr (MMHUManbHo — 35;
MaKcuManbHo — 60). CpefHAs NPOAOIKUTENBHOCTb Tepa-
nuu nanoBapoTeHoM cocTtaBnseT 14 mec (o1 8 go 19 mec).
MonoBuHa nauueHToB (4/8/50%) Haxoaunacb TONbKO
Ha NOAJEepXKMBalOLEM peXUMMe npuema nanoBapoTeHa
(3—5 mr/cyT B 3aBUCMMOCTM OT Macchl Tena), 4/8/50% nauu-
eHTaM TpeboBanocb NOAKMOYEHUE AO3UMPOBKU B «pEKUME
060CTPEHUS» B CBA3M C HANMYMEM aKTUBHbIX 04aros Gubpo-
avennasum (12,5-20 Mr/cyT B TedyeHune 4 Hell B 3aBUCUMO-
CTW OT Maccol Tena) [15]. B gnaHHOM cTaTbe NPMBOAMTCS OMM-
caHue ABYX KJMHUYECKMX HabngeHun naumveHToB ¢ POI,
nosyyatowux nanosapoTteH 6onee 1 roga.

Maument 1

O naymeHTe

MaumeHTKa A., 2008 r.p., OT BTOpOW 6EPEMEHHOCTH, BTO-
pbiX poAoB. B poagaome 66110 o6palleHo BHUMaHWe Ha Hanu-
yne manbdopmaumnm 1-x nanbues cton (puc. 1A, b), B cBA3MK
€ YyeM Habnoganacb OpTonesoM.

MepBble KAMHUYECKUE NPOosBAEHUS 3aboneBaHUs BO3-
HWKAW B Bo3pacTe 5 net (Man 2012 r.), Korga nocne nepe-
HeceHHon OPBW nerkon cteneHu TSXeCTU Ha BOMIOCUCTOM
4YacTu rofioBbl NOSIBUAUCH MNAOTHbIE OKPYr/ble YNAOTHEHUS,
KOTOpble pacLeHMBanucb Kak 1MMmdoyanbl / y3nosartas apm-
Tema. Koxka Hap BocnanutenbHbIMM O4aramu ocTaBaniacb
6e3 U3MEHEHUN, JTIOKaJIbHOW rMNepTePMUUN HEe Hab4anoch.
MoBblweHns ocTpodal3oBbIX MAapKEPOB BbISIBAEHO HE OblO.
B deBpane 2013 r. BO3HMK HOBbIM 3Nn304 06OCTPEHUSA
B BMAE aCUMMETPUYHO PACNONOKEHHbIX 04aroB NPMMNyxio-
CTW B 061aCTH WeK C pacnpoCTPaHEHNEM Ha HUKENeXalune
OTAENbI TYNOBMLLA.

MaumeHTKa OGblna rocnutanM3npoBaHa B CTauuoHap
MO MECTY KMTENbCTBA, FAE NPU OCMOTPE OTMEYaUCh yHacTKU
4epeBSAHMUCTON NAOTHOCTU B 06/1aCTK Wen cnesa ¢ pacnpo-
CTPaHEHWEM Ha HaANOMNaTOYHYI M aKCUANSPHYIO 06nacTu
C NIoKasibHOW runeptepmuen. Hapactana ¢yHKUMOHaNbHadA
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Puc. 1. A — manbdopmauma nepsbix NanbLeB cTon. b — peHTreHorpadus cTon: KAMHOAAKTUANS NepBbix Nnanbues. B — MPT KIC:
NpPU3HaKK ABYCTOPOHHEero cakpounuuta. I — MPT KI1C: AByCTOPOHHWE KOKCUTBI

lMpumeyaHne. MPT — MarHuMTHO-pe30oHaHCcHas Tomorpadus; KMNC — KpecTuoBO-NoAB340LWHOE COYIEHEHME.

McToYHUK: HukunwmnHa W.T. n coasT., 2025.

Fig. 1. A— malformation of the first toes. b — X-ray of the feet: clinodactyly of the first fingers. B — MRI of the CPS: signs of bilateral

sacroiliitis. ' — MRI of SIJ — bilateral coxitis

Note. MRI (MPT) — magnetic resonance imaging; SIJ (KIMC) — sacroiliac joint.

Source: Nikishina I.P. et al., 2025.

HeAOCTaTOYHOCTb B BMAE OrpaHn4yeHuns o6bemMa ABWKEHUM
B WWENHOM OTaesie NO3BOHOYHUKA (HEBO3MOXHOCTb MOBEP-
HYTb FO/IOBY, HAK/IOHWUTbLCS), @ TaK}Ke B Mie4YeBbiX CycTaBax
(HEBO3MOXHOCTb NOAHATb PyKH). Ha doHe aHTMGaKTepuasb-
HOW Tepanuu ynyyleHUs He OTMeYanoch, o4ar pacnpocTpa-
HUACA Ha MNpaByl HaANoMaTo4yHyl 061acTb, MOSCHWUYHbLIN
oTAeN NO3BOHOYHMKA.

[Onsa BepudumKauumn anarHo3a 6bina nposeaeHa 6uoncus
B 06/71aCTM KMBATE/NbHOM MbllWLbl cneBa. [MCTONOrn4yecKn
mMaTtepuan Obln NpeacTaBfeH MPEUMYLLECTBEHHO PbIXJION
COEANHUTENbHON TKaHbO C HEPAaBHOMEPHO PACMOJIOXKEHHbI-
MU GUOPO3HBIMKM MPOCIOMKaMK, Npoavdepaunen KneTtok
MEXMbILWEYHbIX MPOC/IOEK: KNeTKM Tuna pubpobnacTos pas-
JINYHOWN BENMNYUHDBI M GOPMbI; 60/bLIASA YacTb U3 HUX BbITAHY-
TOM GOPMbI C OKPYIbIMU WK YAJIMHEHHBIMW SAPaMK U 303U-
HOOWIBbHOM UMTONNa3Mon; nponndepayma GubpobnacTos,
OTTEeCHSIoWaa MblWEYHYI0 TKaHb; MblleYHble BOJIOKHA
B 30He nponndepaunm nulieHbl NonepeyHon UcHepyYeHHo-
CTH, 6anKe K nepudepun MUOLUTbI C MPU3HAKaMun AUCTPO-
GUN 1 pasIMYHON CTENEHN KOMMPECCHUMU.

Mo gaHHbIM peHTreHorpadumn CTon onpegensnacb Kiau-
HOBMAHasA gedopmMaums danaHr 1-x nanabLEB C BblpaxKeHHON
Ba/brycHom geBuauunen. Ha oCHOBaHUKU KIMHUYECKOW Kap-
TUHbI NpeanonoxeH anarHo3 ®Ol, npoBeaeHO MoneKynsap-
HO-reHeTU4YeCKoe uccnefoBaHue, BbISBUBLLEE «TUMUYHYIO»
myTaumio B reHe ACVR1 (p.Arg206His). MpoBoannuck nynbce-
Tepanua K, nHby3un 6uchochoHaTtoB € KpaTKOBPEMEH-
HbIM MONOXNUTENbHbIM 3QDEKTOM.

B ntone 2015 r., nocne nepeHeceHHON KULWEYHON NHDEK-
UMM BO3HMKNA HOBasi «BCMbllKa» C MOSIBIEHWEM O4aros
B 06/1acTv cnuHbl. B ceHTa6pe 2015 r. nosBMAOCH NAOTHOE
obpa3oBaHue B BMAE Taxa B 061aCTH LWeK C ABYX CTOPOH.
Ha ¢oHe HIMBIM u uHdy3un 6uchocdoHatoB OTMeEYeHa
HeboNblas NONOXUTENbHAA AMHAMWKa B BUAE KynMpoBa-
HUs 60/1EBOr0 CUHAPOMA.

[anee nocnegoBanu HeEOAHOKpATHble rocnuTanMsaumm
C Lenblo AMHaMMUYecKoro HabnaeHns — npouecc Henpe-
PbIBHO pPeLMAMBMPOBAN, 3HAYUMTENbHO yXyawuicsd o06b-
€M [BMWXEHWN B NJeyeBbIX CycTaBax, WEWNHOM W FPyaHOM
oTAenax NO3BOHOYHMKA, mepuoauvecku nonydvana HMBIM
C HEMNPOAOJIKMUTENbHBIM MONOXKUTENbHLIM 3 deKTOM. B aBry-
cte 2022 r. BO3HMKNA o4epeaHas «BCnbllWKa» C NOSBIEHUEM

npunyxmaocTtn B o6nacTn natepasbHOM MOBEPXHOCTHU LLEU
cnpasa, oTMeYanuncb 60n1 B 0651acTu Tasa ¢ HapyweHunem
NOXOAKH.

dusnKanbHasas JUarHocTMKa

B ceHTabpe 2022 r. nauMeHTKa BNepBble rocnuTannsu-
poBaHa B HUWP um. B.A. HacoHoBo#. lNpu ocmoTpe BbiSiB-
JIeHbl BU3yasibHO M NanbMNaTopHO onpeaensemMble KpynHble
O B 06/1aCTH CNUHbI, 1ONATOK C OrPaHUYEHNEM ABUKEHUSA
B LUEMHOM oOTaene MNO3BOHOYHMKA, MJeYeBblX U Ta3obe-
[LPEHHbIX cycTaBax (pUc. 2A), CHUXEHa 3KCKYpCUSA TpyaHOM
KNneTkn go 1,5 cm, BbiNpsAMAEH NOSCHUYHbBIA IOPA03, CUM-
ntom Lo6epa 2 cMm. PyHKUMOHASbHBLIM CTaTyCc MO LWKane
CAJIS — 9 6annoB. PocT naumeHTKM coctaBnan 161,2 cwm;
mMacca Tefia — 52 Kr.

MpeaBapuTenbHbIA JUarHo3

Ha oCHOBaHWUWM XapaKTEPHOW KIMHWUYECKOW KapTWHBbI,
BK/OYaowen B cebs BM3yanbHO onpedensieMble MHOXe-
CTBEHHble o4aru [0, 3HauYnTeNbHOE OrpaHuyeHne GyHKUMK
LUENHOro, rpyagHoro, NOSICHUYHOIO OTAENOB MO3BOHOYHMKA
M KPYMHbIX CYCTaBOB, NpU3HaKkn Manbdopmauun 1-x nanb-
ues ctorn, anarHo3 POIl1 He Bbi3biBaa COMHEHMWS.

AnarHoctnyecKune npouyeaypbl

Mo HOKT B pexume «Bce Teno» 6GblIM OGHapPYXKEHbI
MHOXECTBEHHblE€ aHKMI03bl MEXMNO3BOHKOBbLIX CYyCTaBOB
Ha ypOBHe wuccnefoBaHus, nepudpepuyeckme OCTEOXOH-
APOMbl B 061aCTh nneyeBbix, 6eapeHHbIX, 60nbluebepLo-
BbIX KOCTEWN, aHOManus pa3BuTtua 1-x nanbues o6eunx cTon,
a TaK)Ke MPU3HaKK ABYCTOPOHHEr0 CakpoUInMnTa, aHKMUI03
AyrooTpocTyaTblX COYJIEHEHUNW M Ten psja NO3BOHKOB
B LUEMHOM OTAesie N03BOHOYHMKaA. O6Wmin 06beM y4acTKOB
IO Ha MOMeHT uccnefosanmna (09.2022) coctasun 49,7 cm3
(B WeitHoN o6nacth — 0,15 cm3; B rpyaHoit o6nactn —
34,61 cm3; B nosicHMyHoi obnactm — 15 cm3; B o6na-
CTM npaBoro TasobeapeHHoro cyctaBa — 0,546 cm3)
(puc. 2B).

o faHHbIM MarHUTHO-pe30HaHCcCHOM ToMorpadumn (MPT)
KpecTuoBO-NoAB340WHbIX covsieHeHun (KMNC) BbigBAEHDI
NPU3HAKM XPOHWYECKOro [ABYCTOPOHHEro CaKpowuIuuTa,
C NpU3HaKaMu OTEKa KOCTHOr0 MO3ra, pPKO BbIPaXeHHble



Puc. 2. A — orpaH1yeHne o6bema ABUKEHMIN B nneyesbix cyctasax. b — HAKT oT 09.2022: 06wuit o6bem N0 — 49,7 cm3 (cTpenkamu
oTMeyeHbl [0, 0BanamMm — nepudepuyecKmne ocTeoxoHapombl). B — HAKT ot 11.2024: 061wwmit 06bem [0 — 53,79 cm3 (cTpenkamu

oTMeyveHbl [0, oBanamu — nepudepryeckme oCTEOXOHAPOMbI)
lNpumeyvaHune. HAKT — HM3KoA03Haa KoMnbloTepHas Tomorpadus; N0 — retepotonnyeckas occupuxkaums.
McTo4HMK: HukuwmnHa W.I. n coasT., 2025.

Fig. 2. A — limitation of the amount of movement in the shoulder joints. 5 — LDCT from 09.2022: the total volume of HO — 49.7 cm3
(arrows indicate HO, ovals indicate peripheral osteochondromas). B — LDCT from 11.2024: the total volume of HO — 53.79 cm3 (arrows

indicate HO, ovals indicate peripheral osteochondromas)

Note. LDCT (HOKT) — low-dose computed tomography; HO (FO) — heterotopic ossification.

Source: Nikishina I.P. et al., 2025.

CUHOBUTbI B BUAE 3HAYMTENbHOrO BbiNoTa B Ta306e/1pEHHbIX
cycTaBaXx, NOATBEPXAEHHbIE AaHHbIMW ynbTpacoHorpadum
nepudepuyeckme apTpuTbl KOJIEHHbIX W TONEHOCTOMHbIX
CYyCTaBOB, YTO B COYETAHWUM C aHKMIO30M MEKMNO3BOHKOBbIX
CYCTaBOB M Te/N NO3BOHKOB Aasio OCHOBaHMe BepUOULMPO-
BaTb B KayecTBe conyTtcTBytowero OO agnarHo3 toBEHWb-
HOro aHkunosupytouero cnoHaunuta (KOAC) (puc. 1B, IN).

KnnHn4yecKunit gunarHo3

OcHoBHOM: M61.1 (MKB-10) ®u6poancniasnsg occu-
duumpylollas nporpeccupytollas, NoATBEPKAEHHAs MyTa-
umen B reHe ACVR1 (p.Arg206His), ¢ MHOXXeCTBEHHbIMU
KPYMHbIMW FeTepOTONUYECKMMM OcCUbMKaTamm 06nacTu
LIEN, CMNUHbI, TPYAHON KNETKW, Mosica BEPXHEN U HUIKHEN
KOHeYyHocTen; manbdopmaumen 1-x nanbueB o6enx cTon.
HeoapTpo3bl y4aCcTKOB reTepoTonMyecKkon occuduKalunu
C OCTUCTbIM OTPOCTKOM Th3, 3agHUMK OTpe3Kamu 7, 8, 9-ro
pebpa, c 6OKOBbIM OTPE3KOM 2-ro pebpa. MNepudepnyeckue
OCTEOXOHAPOMbI B 06/1aCTU N1e4eBbIX, 6eaApeHHbIX, 60Mblue-
6€epLIOBbIX KOCTEN.

Conytcteytowmn: M08.1 (MKB-10) KOBEHUNbHBIN aHKK-
NIO3UPYIOLLMIA CMOHAWMANT, aHKM03 MEXKNO3BOHKOBbIX CyCcTa-
BOB U TeJl NO3BOHKOB Ha ypoBHe C7-Th3, Th4-Th5, Th1l-
L1, ABYCTOPOHHWI XPOHUYECKUIN CaKPOUTUUT, ABYCTOPOHHWUNI
KOKcuT, nepudepnyeckne apTputbl. [IpaBOCTOPOHHUI CKO-
nmo3s Il ctenexu.

AndpdepeHuymnanbHas guarHocTuKa

Ha MOMeHT rocnutanuMsaumm ¢ y4etom 60MbliOV AaB-
HOCTM 3a60oNfeBaHUsA U BbIPAXXEHHOCTU KJIMHWUKO-PEHTIreHo-
JIOTMYECKUX U3MeHeHun anarHo3 POl He Tpe6GoBan aAnd-
depeHUMaLnM ¢ APYrMMM NATONOMMHECKUMU COCTOSAHUSAMMU.
CneayeT NOAYEPKHYTb, YTO aHAMHECTMYECKM Ha MOMEHT
MaHudecTaunn NepBbIX KIMHUYECKUX NPOSBAEHUI andde-
peHuManbHaa AuarHoCTUKa BK/O4Yana B cebs KOMMIeKe
MEPONPUATUIA, B TOM 4YMUCNEe WMHBA3WBHbLIX, HaNpaB/iEeHHbIX
Ha UCKJIlOYEHME OHKOIOTMYECKOM NaToNOrMK, XOTS TUMUYHbIE
GEHOTUNNYECKME CTUIMbI C Manbdopmaumen 1-x nanbueB

CTOM W XapaKTepHas floKanu3auuss MArKOTKaHHbIX Y3/10B
dubpoamcnnasmm Mornm 6bl cpasy, 40 BbINOJAHEHUA 6uon-
CUW, HaBECTU Bpayer Ha Mbic/b 0 AuarHose POI.
O60cHOBaHWe BTOPOro PEeBMAaTO/IOrMYEeCKOro AuarHo-
3a — HOAC — 6b110 NpOANKTOBAHO ABYMSA 06CTOATENbCTBA-
MUW: BO-MEPBbIX, aKLEHTUPOBAHMEM BHUMaHUS Ha SIBHOM
CXOACTBE KJIMHUKO-Ny4eBbIx nposisneHunt PO n akcuanb-
HOroO CMOHAWMNOAPTPUTA, O KOTOPOM paHee He YNOMMUHaNnoch
B IMTepaType, 3a UCKOYEHMEM HalUMX COBCTBEHHbIX paHee
ony6nuMKoBaHHbIX AaHHbIX [12], @ BO-BTOpbIX, Leiecoobpas-
HOCTbO MCMOb30BAaTb MO 3aPErMCTPUPOBAHHbLIM NOKa3aHu-
aM Tepanuio TodaunTUHMOOM, MPUMEHEHWE KOTOPOro npea-
cTaBnanock onpasaaHHbIM npy ®OI ¢ y4eToM O0CTOBEPHOIO
yyacTus NpoBOCNanuTeNbHbIX LMTOKMHOB Ha cTagusax PO,
HenocpeaCcTBEHHO NpeaLecTByoWwmx pa3sutuio 0.

MeaunuymMHCcKne BMelwlaTe/bCTBa

HenpepbiBHas aKTUMBHOCTb 3abofeBaHUs C ObICTPbIM
nporpeccupoBaHnemM GYHKLUUOHANbHON HeAOCTaTO4YHOCTH
ABMNacb 0OGOCHOBAHMEM K Ha3HA4YeHWIO TapreTHou npo-
TUBOBOCNANWUTENIbHON Tepanuu WMHIMOGUTOPOM SHYC-KMHa3
TodaUMTUHNUOOM, KOTOPbIN NaLMEHTKa NONydYaeT C CEHTAOPS
2022 . C ynoBNETBOPUTENIBHON MEPEHOCUMOCTBIO U NMOOXKHK-
TeNbHbIM 3GDEKTOM B BUAE YMEHbLIEHUS TOKa/IbHON aKTUB-
HOCTW HOBbIX 04aroB, KynnupoBaHus 601€BOro cMHAPOMa.

[ONONHUTENBHO — Y4MTbIBas BO3PACT NALMEHTKM, Hanu-
ynMe Ha MOMEHT ob6cnenoBaHna B ceHTsabpe 2022 r. aKTUB-
HbIXx nposiBneHut OOl ¢ npu3HakamMu NPOrpeccupoBaHms
PEHTrEHONOrMYEeCKMX U GYHKLIMOHANbHbIX HAPYLLEHWI, Kpan-
He HeBGnaronpuATHbLIM NPOrHO3 Mo 3a60ieBaHNI0, 0COOGEHHO-
CTW NoKanudauun occudukaTtos, obuedUsnyeckmi crtaTtyc
nauneHTKM — NpoBeAeH NepBbiv degepanbHblii KOHCUITNYM,
0406pPMBLUMIA Ha3HayeHne cneunduyeckon natoreHeTuye-
CKOM Tepanuu npenapatom nasoBapoTeH.

AnHamuKa n ncxogbi
MauneHTKa nonyyaeT npenapaTt NasoBapoTeH C anpens
2023 1. perynsapHo B noagepxuvpaiollen fo3e 5 mr/cyT.
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

3NM304 HOBOW «BCMbILWKM».

MepBas rocnutanusauuns
B HWUW peBmaTonormm
M. B.A. HacoHoBo#.

[narHo3 noaTBepxKAeH

Manbdopmarus HoBbIn anu3oa
1-x nanbues dopmHnpoBaHUs o4aros
cTon (poaaomMm) npunyxnocrew 3nu3on HOBOWM CtapT Tepanuu
B 06N1acTy LWeu «BCMbILWKKU» nanoBapoTEHOM
Mait ®deBpanb ®deBpanb Uionb ABryct CeHTA6pb Anpenb Hos6pb
AU 2012r. 2013 . 2013r. 2015r. 2022r. 2022r. 2023r. 2024 r.

OKpyrfble yNaoTHEHUS
Ha BOMIOCUCTOMN
4YacTu rofoBbl Nocne
nepeHeceHHoro OPBU

HasHauyeHa Tepanus:
MHIMGUTOP SHYC-KMHA3
(TopauuTUHNG +
nanoBapoTeH)

Buoncusa ovaros.

[eHeTUyecKas AMarHocTnka —
o6HapyeHa MaxopHasa MyTauus

ACVR1 — p.Arg206His.

Ds: ¢ubpoauncnnasuns occubuumnpyoLas

nporpeccupyoLas

[nHamnyeckoe o6cnegoBaHune 8 HUA
peBmartonorum um. B.A. HacoHoBon —
He3HauuTeNbHOE yBenyeHne o6bema
reTepoTonMyeckon occudurKaymm
B rpyaHon obnactu

Puc. 3. MNauneHTKa 1: XpOHONOrns pa3sBuTns 601e3HM, KIoYEBblE COObITUS U Tepanus

NcToYyHUK: HuknwuHa W.IM. 1 coaBsrT., 2025.

Fig. 3. Patient 1: chronology of disease development, key events and therapy

Source: Nikishina I.P. et al., 2025.

lepeHocuMOCTb Npenaparta yaoBneTBopuTesbHas, Ha GoHe
npuema oTMevanacb CyXOCTb KOMHbIX MOKPOBOB, YTO pac-
cMaTpMBanNoCh KaK XapaKTepHoe HexenatenbHoe sBle-
HWMEe AN AaHHOro Kjacca npenapaTtoB, HO He sBAseTcs
NnoKas3aHWeM K ero otMeHe. KOHTposbHble nabopaTopHbie
nccneoBaHus, BbINOMHABLIMECS €XXEKBapTabHO, HE BbiAB-
NN KJIMHUYECKM 3HAYUMBbIX OTKIOHEHWW. MaHUPECTHbIX
nposiBneHnn aktusHoctn ®OIM n HOAC B TeyeHue 1,5 net
HabnogeHna He 3adUKcMpoBaHo. [Npu KOHTPOIbHOM 06¢cne-
JfloBaHuKn B ctauunoHape ¢rbHY HUMUP mum. B.A. HacoHoBow
B HoAb6pe 2024 r. 6bina NOBTOPHO BbinonHeHa HAKT,
no AaHHbIM KOTOPOMW 06Kk 06bem y4yacTKoB O cocTaBun
53,79 cM3 — B OMHAMWKE He3HauuTesrbHOoe yBenuyeHue
ob6bema 0 B rpyaHon obnactu Ha 4,09 cm3, yTo cocTaBuo
38,7 cm3 (paHee 34,61 cm3) (puc. 2B) 6e3 NoSBAEHUS HOBbIX
oyvaroB 0. Takxke no gaHHbiIM MPT oTMe4YeHO yMeHblUeHne
NPOSIBNIEHUN KOKCUTA, 4TO NO3BOASET paclLeHuBaTb OMbIT
KOMOGMHMPOBAHHOIO NPMMEHEHUWS NasioBapoTeHa U Todaum-
TUHMGA NO3UTUBHbIM.

lMporHo3

OCHOBbIBasACb Ha JAaHHbIX JUTepaTypHbIX MCTOYHMU-
KOB M COOGCTBEHHOM OfMbITE AOATOCPOYHbIX HaGMOAEHMN
6onblwon KoropTbl nauueHtoB ¢ POI, cnepyeT paccma-
TpMBaTb MPOrHO3 KakK HeGNaronpuaTHLIM C TOYKU 3PEHUS
pPUCKA TSXKENbIX WMHBANWAW3MPYIOLWMX MOCNEACTBUIA, 06Y-
CNOBJIEHHbLIX nporpeccupoBaHnem [0O. BbinonHeHue
MHBA3MBHbIX BMeELWaTenbCTB Ha CTaguM MEepPBUYHON
MaHudpectauun POM aBngeTcs 0CHOBHbIM GaKTOpPOM, NpPo-
BOLUMPYIOLWNUM HEKOHTPONMPYEMbIVA NATONOrMYECKUIM OCTEO-
reHe3. HenocpeacTBEHHbIX PWCKOB Pa3BUTUS KU3Hey-
rpoXatLWmnXx COCTOSSHUI CO CTOPOHbLI BHYTPEHHUX OPraHoB
M CUCTEM Yy MaLMEHTKM He ycmaTpuBaeTcsd. CornacHo AaH-

HbIM KOFOPTHOIO MCCNeAoBaHWUS €CTECTBEHHOIO TeYEeHMS
®OIM [6], NOAPOCTKOBLIN BO3pacT ABNSETCA caMbiM onac-
HbIM B NNiaHe npupocTta o6bema O, N03aTOMYy MCMNOSIb30Ba-
HWe MaTOreHeTUYeCKON Tepanuu NOo3BOJISET pacCYMTbiBaTb
Ha CHWXKEHKWe TEMMOB NPOrpeccMpoBaHuns 601€3HM.

BpemeHHas wWKana
XpoHonornsa passutus 601€3HU, ee KoYEBbLIE COObITUSA
M Tepanusa ans NaunmeHTKn 1 npeacrtaBneHbl Ha puc. 3.

MauumeHT 2

O nayuneHTe

MaumneHT A., 2013 r.p., OT BTOPOM 6EPEMEHHOCTH, BTOPbIX
pofoB. I3 aHaMHe3a U3BECTHO, YTO C NEPBOr0 rofa XU3HK
nauuveHT Habngancs optonegamMy no NoBoAy onpeaensis-
LIEencs ¢ poxaeHus maabdopmanmm NepBbix NanbLUeB 06emnx
CTOmM, B CBSI3U € 4eM B 2018 . 6bls1a BbINOSHEHA KOPPUTUPY-
jolaa octeoTomms 1-v NItOCHEBOKW KOCTU CieBa, apTponna-
CTMKa 1-ro nnocHedanaHroBoro cyctaBa ¢ OCTEOCUHTE30M
cnuuamn, B 2020 1. — Koppurupytowas octeotomus 1-u
NOCHEBOM KOCTM crnpaBsa (puc. 4A-[).

B BO3pacTe 7 neT, BCKOpPE MOC/e BbIMOJHEHWUS BTOPOro
onepaTtMBHOro BmelwaTeNnbcTBa Ha crtonax (2020 r.) maTb
obpatuia BHUMaHME Ha BblpaXEeHHOE OrpaHuyeHue 06b-
eMa ABWXXEeHMI B 060OMX MfevyeBbIX CycTaBax, MOCTENEHHO
HapacTalouee B AnHamuke. B aBrycte 2022 r. Bnepsble
nosiBMaachb siBHas NPUMNyxaoCcTb B HaAa0MNaTo4HOM 06/1acTu
C ee GbICTPbIM YBEIMYEHMEM B pa3Mepax W HapacTaHueM
naoTHOCTU. Mo agaHHbIM MPT MsArkux TkaHen un KT opraHoB
FPYAHON KNETKM C KOHTPACTHbIM YyCUIEHUEM OGHapYyKeHbI
npu3Hakn Andpody3HOro o6beEMHOro 06pa3oBaHUA MATKUX
TKaHEen CrnuHbl, B CBA3K C YeM Oblla 3anoJo3peHa capKo-
Ma. MNnaHnpoBanocb NpoBeaeHUe GMOMNCUKM, OAHAKO Mama



Puc. 4. A — peHTreHorpamma cTon 40 BbIMO/IHEHUSA KOPPUTUPYIOLLMX onepaLuni (GoTo n3 apxmusa MeAULMHCKUX JOKYMEHTOB NauneHTa).
B,  — BHeLWwHWM BNA CTON € NpM3HaKamu manbdopmMaLlnmn 1-x nanbueB cTon: Ha ¢oTo b — nocne BbINONHEHUS ONEPATUBHOINO SIeYEHUS Ha
NleBoW cTore (BblaeneHo oBassom); Ha ¢oTo I — nocne BbINOJIHEHWUS KOPPUIUpyoLWen ocTeOTOMUKU Ha 06eunx ctonax. B — peHTreHorpamma
CTOM nocJsie BbINOJIHEHMSA ONePaTUBHOIO NeYeHns Ha NeBou cTone (BblaesieHo oBanoM) (pOTo U3 apxMBa MEAULUHCKUX JOKYMEHTOB
nauueHTa). [ — KoMmnbloTepHas Tomorpadus cton B popmarte 3D-peKOHCTPYKLMM (NOce paHee BbINONHEHHOW KOPPUTUPYIOLLEN
0OCTEOTOMWUU Ha 06enx cTonax)

McTouHMK: HukuwuHa W.IM. 1 coaBT., 2025.

Fig. 4. A — X-ray of the feet before performing corrective operations (photo from the archive of the patient’s medical documents).

b, I — the appearance of the feet with signs of malformation of the 1st toes: in photo b — after performing surgical treatment on the left
foot (highlighted in oval); in photo I' — after performing corrective osteotomy on both feet. B — X-ray of the feet after performing surgical

treatment on the left foot (highlighted in oval) (photo from the archive of the patient’s medical documents). [ — computed tomography of

the feet in 3D reconstruction format (after previously performed corrective osteotomy on both feet)

Source: Nikishina I.P. et al., 2025.

HacTosiNa Ha KOHCYNbTaLMKW OHKosora B peaepasnbHOM LieH-
Tpe B CBA3M C TeM, 4YTO Npeanonoxuna y pebeHka Hanuine
®OIM no MHdopmaumm U3 Be6G-pecypcos.

Bbinn HanpaBieHbl Ha KoHcynbTauuio B HMWLL oHKono-
rmn um. H.H. BnoxuHa, rage cneunanucTbl NpeaBapUTebHO
noaTesepannu auarHos ®OrM, HanpaBmB pebeHka B PIrBHY
HWUUP um. B.A. HacoHoBOW Ana OKOH4YaTebHOW BepudUKa-
UMn amarHosa. Mo AaHHbIM KIMHWMYECKOro OCMOTpPa, aHau-
3a npefocTtaBAeHHON MEeAULIMHCKOW JOKYMEHTaLUUN U nepe-
cmotpa MPT u KT, BbINOMHEHHbIX MO MECTY XMWTENbCTBa,
anarHo3 dO[ He Bbi3biBasl COMHEHMWI. BbinosHEHO Mone-
Ky/IAIpHO-TEHETMYECKOE WCccliejoBaHne — MNOATBEPHKAEHA
MyTauus B reHe ACVR1 (p.Arg206His).

dusunkanbHasa gUarHoCTUKa

BnepBble nauMeHT rocnutannanpoBaH B MHCTUTYT peB-
MaTofiormmn B oKkTa6pe 2022 r. Ha MOMEHT ocmoTpa oTme-
Yanucb aKTMBHble o4aru ¢ubpoauncniasnm B 061acTu LWen,
CMUHbI cnpaBa C NOKallbHOW rMNepTepMMUEN, TMNepemMuen
M GONE3HEHHOCTbIO MPW Nanbnauuu, OrpaHU4yeHue [ABu-
EHUN B WENHOM oTaeNle NO3BOHOYHWKA, BblpaXeHHoe
OrpaHU4yeHne OBUIKEHUM B MeYeBbLIX cycTaBax (puc. D).
[loMmnmo BpoOXKAEHHOW ManbdopMaLuM NepBbiX NasblEB
CTOMN, MACKMPOBaHHOW paHee BbINOMHEHHbIM OMNepaTuBs-
HbIM Jle4eHneM, 6bi10 06palleHO BHUMAHWE Ha Hanudue
yKOpoyeHus 1-x nanbueB Kucten. PyHKLUMOHANbHbIM cTaTyc
no wkane CAJIS — 6 6annoB. PocTt naumeHTa coctaBui
144.4 cm, macca Tena — 37,3 Kr.

lpeaBapuTeNbHbIA AUArHO3

Ha oCHOBaHWM XapaKTEPHOW KIMHWMYECKOW KapTUHbI
ycTaHoBneH avarHo3 PO, BnocneacTBuMM NOATBEPANBLLNIA-
CSl MOJIEKYNSAPHO-TEHETUYECKMM UCCNefoBaHUEM, BbISBUB-
WKM «TUMKUYHYIO» MyTaumto B reHe ACVR1 (p.Arg206His).

[AnarHocTnyeckune npoyeaypbl

[ToMMMO CTaHAapPTHOIO KIMHMKO-NabopaTopHOro uccne-
noBaHus, 6bina BbinonHeHa HAKT B pexume «Bce Teno»,
Nno AaHHbIM KOTOPOW B CTPYKType OJIMHHENLWEN MbiWLbl
rpyav, MHOropasaenbHOW M NoAB3/A0LWHO-PeBGEPHON MblLLbl
MOSICHULbI CNeBa, a TaKXe NpaMon Mbilwlbl 6eapa cnpasa
BM3yann3npoBanucb noaMmopdHbie ydyactku O, nepude-
pUYECKMEe OCTEOXOHAPOMbI B 061aCTH AUCTaNbHbIX META3MKU-
$u130B 6eapeHHbIX KOCTEN, MPOKCMMabHOro MmeTaanmonsa
IeBOV MNeYeBON KOCTU, aHOManusa pasBuTMS 1-X nanbLeB
o6eunx cTton. HecMoTps Ha BbipaXKEHHY TOKalbHYI0 aKTUB-

HOCTb C Ha/lMYMeM MHOIrnx o4yaros Gubpoamncnaasnm, ooLnm
06bem yyacTkoB 'O Ha MOMEHT nepBoro BbinonHeHns HAKT
coctaBun Bcero auwb 1,234 cm3 ¢ Haubonee KPymHbIM
occuduKkatoMm B o6nactu npaBoro 6edpa Kak crneacresue
paHee BbINONHEHHOM BaKumHaumm AKC (B o6nactv rpyan —
0,308 cMm3; B NosicHW4YHOM 06nactu — 0,155 cm3; B 0o6nactu
NpaBoit HUXHe KoHeyHocT — 0,665 cm3; B 061acTv NeBO
HUXKHEN KoHeYHocT — 0,106 cm3). Kpome Toro, o AaHHbIM
MPT n ynbTpa3ByKOBOrO McclegoBaHus Ta300edpeHHbIX
CYyCTaBOB ONpefensmMcb BblpaxeHHble [BYCTOPOHHME KOK-
CWUTbI, 4TO MO3BOMMO YCTAaHOBWTb COMYTCTBYIOLWMIA Ana-
rHO3 IOBEHW/IBHOIO XPOHMYECKOr0o apTpuTa. JOoNoSHUTENbHO
npu NpoBeAEeHWM ayaMOrpaMmbl BbliBieHa HEWPOCEHCOP-
Has TyroyxocTb 1-1 cteneHn. Co CTOPOHbI BHYTPEHHUX Opra-
HOB W CUCTEM NpK GU3UKaANbHOM MCCNEedOBaHUMN KAWHUYE-
CKM 3HA4YMMbIX UBMEHEHUI HE BbIBIEHO.

KnnHn4yecKuni gnarHos

OcHoBHOM: M61.1 (MKB-10) ®u6poaucniasusa occu-
duumpyolas nporpeccupyroulas, ¢ Mytauuen c.617G>A
(p.Arg206His) B aKk30oHe 6 reHa ACVR1, aktuBHasa ¢dasza

Puc. 5. AKTMBHbIe o4aru ¢uépoamncniasnm Ha cnuHe 1 NosicHULe
y naumeHTa ¢ POl (ykadaHbl CTpenkamm)
NcToYHMK: HuknwuHa W.I. 1 coasT., 2025.

Fig. 5. Active foci of fibrodysplasia on the back and lower back in
a patient with FOP (indicated by arrows)
Source: Nikishina I.P. et al., 2025.
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

C pacnpocTpaHeHHbIMK O04aramu Gubpoancnnasum B obna-
CTW 3aiHEW NOBEPXHOCTH LUEN, CMIUHbI, MapaBepTebpanbHbIX
OTAENI0OB BEPXHErPYAHOro CErMeHTa N03BOHOYHMKA, MHOXe-
CTBEHHbIE reTepoTonuyeckme occudukaThl; manbdopmaumns
1-x nanbLeB 06eunx cTon (COCTOSAHWE Nocne KoppuUrupytowemn
ocTeoToMKUK). Manbdopmauma nepBbix NanbLEB KUCTEN.

ConyTectBytowmnin: M08.3 (MKB-10) KOBEHUAbHbIN XPOHW-
YECKUIM apTpUT, MONNAPTUKYNSPHBIV BapuaHT.

AnddepeHymnanbHas guarHocTuka

AHaNOrMyHO BbIWEONUCAHHOMY KAMHUYECKOMY Habnio-
[LEeHWI0 NepBOM NaLMEHTKM HA MOMEHT rocnuTanmMsaunm aua-
rHo3 @Ol He Tpeb6oBan audpdepeHUMaLnmn ¢ Apyrumum nato-
NOTMYECKUMU COCTOSAHUSIMU, OAHAKO ClieayeT NoAYEPKHYTh,
4YTO TONIbKO OMbIT M KBalWdUKaLMA AETCKUX OHKONOroB
denepancHOro LeHTpa NO3BOMIMAM OTKal3aTbCs OT BbIMOA-
HEHWS oMnacHbIX ANS nocnefylowero NporpeccupoBaHus
'O nHBa3MBHbIX BMELLATENbCTB, HanpaB/eHHbIX Ha UCKIIO-
4yeHue 3/10Ka4yeCTBEHHbIX HOBOOGpa3oBaHWi. B KavecTBe
conytctBytowero POl peBMaTonornyeckoro auarHosa
C Y4ETOM TeX XKe MPUYMH, YTO YKa3aHbl B MepBOM Habnoae-
HWW, NauMeHTy 6bl10 060CHOBAHO Hanu4yMe OBEHWUSIbHOIO
XPOHUYECKOrO apTpuTa, UCXOAA M3 Haln4yusa BblparKeHHbIX
NPU3HaKOB CMHOBMUTOB KPYMHbIX CyCTaBOB 6€3 ABHOI0 BOC-
nanuTenbHOro NopaxeHnsa akcmManbHOro ckeneTa.

MeanumMHCcKHWe BMeLllaTe/IbCTBa

YynTbiBas KpanHe BbICOKYIO CTEMNEHb JIOKaNbHOM aKTUB-
HOCTW C HanMYMem MHOXecTBa o4aros dubpoaucniasuu
B 06/1aCT1 LWEN, CMUHbI C BBICOKMM PUCKOM GIOKMPOBaAHMSA
ABUMKEHUA KPYMNHbIX CycTaBoB, 6Gblna npoBefeHa nynabc-
Tepanus TK “ Ha3HadvyeHa Tepanus WUHIMOGUTOPOM SHYC-
KnHa3 TodauntuHnb6om 5 mr 2 pasa B CyTKU. TeM He MeHee,
«BCMbIWKKM» B 06/1aCTU CMWHbI PeuuanBUpPOBaIn ¢ pacnpo-
CTP@HEHMEM Ha MNOSCHUYHYO ob6nacTb C o6pa3oBaHueM
BUAWMbBIX OCCUOUKATOB — MO AaAHHbIM peHTreHorpadpuu
OpraHoB rpyaHOM KneTku (puc. 6A—B).

Mpn NnoBTOpHOM rocnuTanu3dauunn B uioHe 2023 1. oTMe-
4YeHO nporpeccuMpoBaHue 3aboneBaHWsa € oTpuLaTenbHOM
IMHAMUKON no aaHHbIM HAKT B BMAe NOSBIEHUSA JOMNONHK-
TeNbHbIX y4acTKoB 'O BKyne ¢ yBennyeHnem o6beMa paHee
BbIiBIeHHbIX. O6WKnin 06bem yvacTkoB O B ntoHe 2023 T.

coctaBun 56,699 cm3 (B weitHol o6nacth — 0,182 cm3;
B 06nacTu Tynosula — 55,6 cM3; B 061aCTW NpaBoit HUX-
HEN KoHeyHocTn — 0,811 cm3; B 061aCTH NEBON HUMKHEN
KoHeuyHocTH — 0,106 cm3). Hannume MHOMecTBeHHbIX [0,
CTpeMuUTeNbHO 06pa3oBaBLUMXCS 3a 9 MecC, a TaKKe LOCTU-
eHue nauneHToM Bo3pacTta 10 net NocnyxunmM oCHoBaHu-
€M 4151 HagHa4YeHUs naToreHeTUYeCKom Tepanuun NnanoBapo-
TEHOM.

AnHamunka n ucxoanl

MNMauneHT nonyyaeT NnanoBapoTeH ¢ Hos6psa 2023 ., nep-
BOHa4aNbHO B «pexunume 060CcTpeHus» (B nose 12,5 mr/cyT),
Ha GoHe Yero oTMeyanucCb SABNEHUSA «PETUHOMAHOIO Aep-
MaTuTa» C Bblpa€HHOW pacrnpocTpaHEeHHOW KOXHOWM
cbinbio M 3yaoM. locne nepexofda K nojaepxuBatollen
no3e (3 Mr/cyT) aleMeHTbl KOXHOW CbiNW perpeccupoBanm
(puc. 7TA-T).

Ha ¢oHe npuema nanoBapoTeHa OTMeYanocb cylle-
CTBEHHOE ynydlweHne dYHKLMOHaNbHOMO cTtaTyca ¢ LOCTO-
BEPHbIM yBeNnYeHMeM o6bema [ABWKEHWWA B MNje4veBbIX
cycTtaBax. BayHO noayepKHyTb, 4To 3a 9 Mec HabnoaeHus,
HEeCMOTPS Ha Npuem nanoBapoTeHa, TMHENHbIN POCT NaLu-
eHTa yBenuuuncs Ha 5 cm u coctasun 149,6 cm. CToUT oTme-
TUTb, YTO NOCNEAHAS «BCMbllWKa» (Mocne TpaBMbl) C NosiBe-
HMEM o4ara NpUNyxnocTu B 061aCTh NOSICHULLbI OTMeYanach
B MapTe 2024 r. 6e3 yxyaweHus GyHKLMOHaNbHOro cTaTtyca.
Mo paHHbIM HAKT, BbiNONIHEHHOMO Yepes3 roj, 06t 06beM
yyacTkoB 'O yBennuunca sBcero Auwb Ha 4,95 cm3 u cocTa-
Bun 60,55 cm3 (B WweitHoi o6nact — 0,182 cm3; B 06nacTm
Tynosuia — 59,45 cm3; B 061aCTU NPaBOI HUMKHEN KOHEY-
HOoCTM — 0,811 cM3; B 061aCTU NEBOI HUKHEN KOHEYHO-
ctn — 0, 106 cm3) (puc. 8A-[).

lporHo3

AHanornMyHo npeabiaywemMy KaMHUYecKomy Habnoge-
HWIO, ONMMCAHHOMY B [aHHOM cTaTbe, B LIESIOM MNPOrHo3
3aboneBaHusa cneayeT paccMaTpuBaTb KaK HebGnaronpwu-
ATHbINA, y4YUTbiBas ObICTPble CPOKM pas3Butua O B Tede-
HWEe roga c¢ MOMeHTa nepBuYHOM MaHudbecTaumn DOrI.
MpeawecTBoBaBlIME Havyany KIAMHUYECKMUX NPOABAEHUM
onepaTMBHble BMeLIaTeNbCTBa, HanpaB/fieHHble Ha Ucnpas-
neHne gedpopmauunin nepBbix ManbLeB CTOM, HECOMHEH-

Puc. 6. A — aKkTUBHble o4arn pubpoamcnnasumn B 061acTu CnuHbl (YKadaHbl cTpenkamu). b — Budyanuaupyemble occuduKaTtbl Ha

peHTreHorpamme OMK (04.2023) (¢0oTo 13 apxnuBa MEAULIMHCKMUX JOKYMEHTOB NauuneHTa) (YKadaHbl cTpenkamu). B — BuU3yanuaupyemble
occuduKkatbl Ha HOKT Bcero tena (06.2023) (yKa3aHbl cTpenkamm)
lMpumeyarne. OTK — opraHbl rpyaHon kKnetkn; HOKT — HM3KoA03Has KoMMnbloTepHas Tomorpadwus.
UcTo4HUK: HuKMwmnHa W.M. n coaBT., 2025.

Fig. 6. A — active foci of fibrodysplasia in the back area (indicated by arrows). b — visualized ossifications on the TO X-ray (04.2023)
(photo from the archive of the patient s medical documents) (indicated by arrows). B — visualized ossifications on the LDCT of the whole

body (06.2023) (indicated by arrows)

Note. TO (OrK) — thoracic organs; LDCT (HAKT) — low-dose computed tomography.

Source: Nikishina I.P. et al., 2025.



HO, OKa3a/iu HeratuBHOE BJIMSIHWE Ha MporpeccupoBaHue
0. MpOrHo3 ANS KU3HU MOXKHO CYMTaTb 61aronpuUaTHbIM,
OAHaKO BbISIBJEHHOE MpU ayaAMOMETPUU HapylleHWe cnyxa,
Haxogsweecs B CNEKTPe 4acTbiX KOMOPOUAHbBIX COCTOSHUM
y naumeHToB ¢ @O, TpebyeT OTAENbHOM0 BHUMaHUSA U MOHU-
TOPMPOBaAHUA NPU 4OATOCPOYHOM HaGMOAEHUN [B].

BpemeHHas WKana
XpoHonorusa passuTnsa 60e3Hu, ee KnoyeBble COObITUS
W Tepanusa NS naumMeHTa 2 NnpeacTaBfieHbl Ha puc. 9.

OBCYXAEHME

DOl g9BnseTca aKCTPEMaNbHO PEAKMM U KpanHe TsxKe-
NblM 3a60/7€eBaHNEM, UMEIOLLMM TFEHETUYECKYIO MPUPOAY,
06YC/NOBMEHHYIO HanMyMem NaToreHHoW MmyTauuu B reHe
ACVR1 [1-7], v psii NpOABNAEHUIN, CXOAOHbIX C «Kiaccuye-
CKMMMW» peBMaTU4ecKnmu 3aboneBanHuamu [12]. O npea-
CcTaBNsieT CO60M MPOLLECC HEKOHTPOSIMPYEMOTO OCTeOreHe3a
¢ dopMUpOBaHMUEM 3PESION KOCTHOW TKaHW BHE GU3MONO-
rmyeckmx nokanusauun. MporpeccupoBanme IO npu POr
MMeeT HaCTONIbKO arpecCUBHbIN xapaKTep, 4TO NOCTEMEHHO
3axBaTblBaeT BCe Te/10 NauneHTa, NpMBOAS K NONHOM 06€e3-

ABVKEHHOCTH.

MpenctaBneHHble B HAcCTOAWEN CTaTbe ABa KIIMHUYECKUX
Puc. 7. A — «peTUHOUAHbIV AepMaTUT» B 06/1aCTU HUKHUX Ha6NIoAEHNS AEMOHCTPUPYIOT TPYAHOCTU AUArHocTUKKM POl
KOHEYHOCTEN U }KMBOTa Ha GOHE NOBbLIWEHHOW A03bl («PEXUM Ha paHHUX CTaausx 607Ee3HM U CAOXHbIA MyTb K NPaBUIbHO-
060CTpeHus») NanoBapoTeHa (BblAeNEHO 0BaIOM). My AMarHosy y o6oux nauueHToB. B 06oux cnyyasax B Kpyre
B — KpynHonnacTuMHYaToe WenyweHue B o6n1act NepBoro nanbLa AMbdEPEHLMPYEMbIX COCTOSIHWI UCKIIOYaNach OHKOMOrMYe-
JIeBON CTONbI (BblAeNeHo oBanom). B, I — perpeccus KoxHoro cKas rpynna 60e3Hei, YTO Y NepBoi NaLueHTKW SBUI0CH
CMHAPOMa Mocne Nepexosia Ha NojePKNBaIoLLIMI PEXUM Npuema 060CHOBaHWEM K BbINOIHEHUIO BGMONCMM HOBOOOGPa30BaH-
nasoBapoTEHa (BbIAENEHO OBAJIOM) HbIX Y3/I0B B MATKWUX TKaHAX, a y BTOPOro nalueHTta Tojb-
McTouHnK: HukuwmHa W.M. u coasrt., 2025. KO 6narofaps BbICOKOW NpodecCUoHanibHOM KOMMNETEHLUN
Fig. 7. A — “retinoid dermatitis” in the lower extremities and Bpa4en-oHKONOroB YAanocb u3bexatb NpoBeAeHWUs MHBa-
abdomen on the background of an increased dose (“acute 3MBHbIX IMArHOCTUYECKNX NpoLieslyp. BaxHO noa4yepKHyTb,
mode”) of palovarotene (highlighted in an oval). b — large-plate 4TO NtOGble MEAULIMHCKME MaHUMyNALMK, COMPseHHble
peeling in the area of the first toe of the left foot (highlighted in an C HapyLleHWeM LLeNIOCTHOCTU MATKUX TKaHer, NpoBoLMpytoT
oval). B, I — regression of the skin syndrome after switching to 06pa30BaHNs STPOreHHbix O 1 cnoco6eTBYIOT GbiCTPOMY
a supportive palovarotene regimen (highlighted in oval) nporpeccvposarmio GO, cywlecTBeHHO oTArowas NporHos
Source: Nikishina |.P. et al., 2025. 60ne3Hn. Y BTOPOro nauueHTta, BepoATHee BCEro, UMeH-

@
i 1
Puc. 8. A — HJKT ot 10.2022: 06wwuit 06bem 0 — 1,234 cm3 (F0 B 061acTv NpaBoro 6epa Kak exos BakumHaumn AKAC) (ydactku MO
BblaeNieHbl cTpenkamu). b — HOKT ot 06.2023: o6wuit o6bem N0 — 56,699 cm3. B — HAKT o1 05.2024: 06wwmi 06bem N0 — 60,55 cm3. T —
06beM ABUKEHUI B Ne4EBbIX CycTaBax B OKTA6pe 2022 1. [1 — o6beM ABUXKEHUI B MieyeBbix cycTaBax B 2024 r. (MON0XKUTENbHAsA AMHAMUKa)

lNpumeyvaHune. HAKT — HM3KoA4o3Haa KoMmnbloTepHasa Tomorpadus; N0 — retepotonnyeckasn occudpukaums.
McTo4HMK: HukuwmnHa W.I. n coasT., 2025.

Fig. 8. A — LDCT from 10.2022: the total volume of HO — 1.234 c¢m3 (HO in the right thigh area as an outcome of DTaP) (HO areas are
highlighted by arrows). 5 — LDCT from 06.2023: the total volume of HO — 56.699 cm3. B — LDCT from 05.2024: the total volume of
HO — 60.55 cm3. I — the volume of movements in the shoulder joints in October 2022. [l — the volume of movements in the shoulder
joints in 2024 (positive dynamics)

Note. LDCT (HOKT) — low-dose computed tomography; HO (FO) — heterotopic ossification.

Source: Nikishina I.P. et al., 2025.
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a CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

KoHcynbtaums
oHKonora 8 HMUL,
uM. H.H. BnoxuHa.
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Ha nepsom rogy
U3HK

Koppurupytouwas
ocTeoToMUs

3nu3oa nepBon
«BCMbILWKW»
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B HWUU peBmatonorum

vaeHTuduumpoBaHa 1-1 nnocHeBOM B BMAe NOSIB/IEHUS M. B.A. HacoHoBOW.
Manbdopmauus KOCTU cnpaBa npunyxnocTu Mynbc-Tepanus MK, CrapT Tepanuu
60/bLKMX NaNbLEB B Ha/AN0NaToO4HOM MHIUGUTOPbI SIHYC-KUHA3 Nan0BaPOTEHOM
crton o6nactu
Asryct ABryct CeHTAGPDL OKTAGPbL WioHb Hosa6pb Main
2013r. 2018r. 2020r. 2020r. 2020r. 2020r. 2022r. 2022r. 2023r. 2023r. 2024r.
Koppurupyiouwas Mama pebeHka Koxcynbrauus 8 HUA [OuHamunyeckoe [OuHamuyecKkoe

0CTeoTOMUSA Nepsom

oTMeTUNa orpaHuyeHne
o6bema ABUKEHUS
B 060MX NaeyeBblx
cycTaBax

NAOCHEBOMN KOCTH CleBa

peBmaTonornu
um. B.A. HacoHoBoit
+ reHeTuyeckas
[MarHocTuKa.
[wnarHos ¢OM —
NOATBEPXAEH

o6cneposanue 8 HUN
peBmaTonorMn
um. B.A. HacoHoBo.
MporpeccuposaHune
3aboneBaHua
HasHaueH nanoBapoTeH

o6cnegosanve 8 HUN
pesmMaTonorun
um. B.A. HacoHoBo.
OTmeyeHa
NoNoXuTENbHas
AMHaMuKa

Puc. 9. MayuneHT 2: XxpoHONOorns pasBuTUa 601e3HU, KNtoYEeBble COOLITUSA 1 Tepanus

McTouHUK: HuknwmnHa W.M. n coaBrT., 2025.

Fig. 9. Patient 2: chronology of disease development, key events and therapy

Source: Nikishina I.P. et al., 2025.

HO BbINOSIHEHWE OMEepaTUBHOrO JeyYeHns gedpopmaumm 1-x
nanbLeB CTOMN MOCAYXKMUI0 TPUITEPHBIM GaKTOPOM K aKTnBa-
LMK 3a10EHHOro reHeTMyeckn npouecca 0.

[lo HejaBHEro BpEMEHMU He CyLlecTBOBao naToreHe-
TUYECKOW Tepanuu, HanpaBleHHOW Ha npegynpexjeHve
M TOPMOXEHWE pa3BUTUA occudmKaToB. Bce mnonbiTKM
OCTaHOBUTb nporpeccupoBaHne POI 6GbiK HaLeneHsbl
Ha noJaBneHWe BOCMaNUTENbHbIX MPOLLECCOB Ha Havalb-
HbiX cTagusax 0. Umes yHUKanbHbIK ONbIT HabNo4EHUSA
OOHOW M3 HauboNee MHOrOYMCNEHHbIX B MWPE KOropTt
nauneHToB ¢ @OI, CKOHLEHTPUPOBAHHbIX B OAHOM LieHTpe
(58 4enoBekK), a Tak)Ke pacnonarasa Hay4HO 060CHOBaH-
HbIMWU 3HAHWSMMW U MPAKTUYECKUMM HABbIKAMKU UCMONb30-
BaHWS pa3HO0OpPa3HbIX ONLMIK aHTUPEBMATUYECKON Tepa-
nuK, pas3oyapoBaBLUMCb B BO3MOXHOCTAX MPUMEHEHMUSN
FMIOKOKOPTUKOMAOB, OKa3blBalOWMX KPAaTKOBPEMEHHbIN
n napunanbHbii 3o deKT y nauneHTos ¢ O, Mbl NpULLK
K peLleHUnto 0 LenecoobpasHOCTU NMPUMEHEHUSA TApreTHOM
NPOTUBOBOCMANNTENbHON Tepanuu MHrMbUTopamMu sSHyc-
KnHa3s [12, 15].

3a nocnegHue 5 net yxe 34 naumeHta ¢ POl nonyyatoT
npenapaT TopaunTMHUG B HENPEPLIBHOM TEKYLLEM PEXKUME,
4TO MO3BOJSIUNO COKPATUTb KOMMYECTBO «BCMbIWEK» KU OMOC-
pefoBaHHO YMEHbLUTb PUCK GOPMUPOBaHUS HOBbIX 0.

MNpenapaTtom, o6nagatloumMmM HeENoCpeaCTBEHHbIM
natoreHeTU4eCcKUM 3IPHEKTOM TOPMOMKEHMUSA MNaToNOrM-
4YeCcKoro KocTteo6pa3oBaHMs, M3y4yaBLUIMMCSH B paMKax
MEXAYHapOAHbIX KIMHUYECKUX UCCNeOBaHUI, aBnseTcs
nanoBapoTeH. K coxaneHuto, pOCCUNCKME Bpaim 1 nauu-
eHTbl ¢ @Ol He MmMenu BO3MOXKHOCTU MPUHATb yyYacTue
B 3TUX UCCNEeA0BaHMUNAX, NO3TOMY NOCA€E NOSBAEHUS Nano-
BapoTeHa Ha papmaLeBTUHECKOM pbiHKe B Poccuinckon
depepaumm NpeacTaBiSeTCd UCKIOUYUTENbHO BaKHbIM
yaennTb ocob6oe BHUMaHWe aHaindy CO6CTBEHHOTO OnbiTa
NPUMEHEHUA MNanoBapoOTeEHa B peanbHOW KIWHUYECKOM
NpPaKkTUKe, KOTOPbIA K HacTosWeMy BpPEMEHW BKJOYaeT
HabnaeHUa 8 NaLMEHTOB C TAXKeNbIM TeyeHnem 3abone-
BaHu4a [15].

MocKonbKy cpean nauneHTos ¢ ®OI, HaboAatOWMXCS
B ®rbHY HUUP mnm. B.A. HacoHOBOW, NpaKkTUYeCcKKU BCe,
KTO MMEN CYLWEeCTBEHHbIE MPOSBNEHUSA aKTUBHOCTK 3a60-
neBaHus, nonyyanu tepanuio TodaunTUHUGOM, a B CUNy
OpraHM3auUMnOoHHbIX MPUYKMH Nepnoa OT MOMEHTA pPeLleHns
denepanbHOro BpayebHOro KOHCUMAMyMa 4O Havana npwu-
emMa nanoBapoTeHa MOr 3aHfATb HECKO/bKO MeCSLEB,
OblI0 NMPUHATO peleHne ucnonb3oBaTtb 06a npenapaTa
B KOMOGMHaUMW, HE OTMEeHaa NpejlWecTBylOUWY Tepa-
nuto. Takon noaxoa BecbMa NOrMY4EH M3-3a OXMAAEMOro
CUHEepruyeckoro appeKkTa nanoBapoTeEHA U UHTMOUTOPOB
AHYC-KMHa3, BAUSAIOWMX Ha pa3dHble da3bl GOpMUPOBaHUS
[O [16], n BecbMa MpuBbLIYEH AN peBMaTooruu, rae
BCS KOHUenuus dapmakoTepanuMu XPOHWYECKUX peBMa-
TUYeCKMX 3aboneBaHu 6a3npyeTcs Ha NPUHLUNAxX KOM-
nAeMeHTapHOro B3aMMOAENCTBUSA CUMMNTOM-MOANDULM-
pyloWmx U 6a3nCHbIX NPOTUBOBOCMAIUTENbHbBIX CPEACTB,
BKJ/l0Yas TapreTHble CUHTETUYECKMEe W GMoNiornyecKkue
npenaparsbl.

Bce naumeHTbl nognucann MHGOPMUpPOBAHHOE corfa-
Ccue 1 COOTBETCTBOBA/IM KPUTEPUSAM Ha3HavyeHus Tepanuu
nasoBapoTeHOM (MOATBEPXKAEHHbIK MONEKYNAPHO-reHe-
Tnyecknmn metogamun ®OIM; Bo3pacT cTapue 8 u ctaple
10 neT Ana NnauMeHTOB XEHCKOro U MYXCKOro nosa cooT-
BETCTBEHHO). [lanoBapoTeH Ha3Ha4yancs B COOTBETCTBMMU
C odULManbHOW MHCTPYKLMEN — B pexume nogaepxuea-
lowen 4o3bl MK B 4O3MPOBKE, NpeaHa3Ha4YeHHon ans 060-
CTpeHus.

CepbesHbiX HexenaTesnbHbIX SBNEHUMK Ha OHe npwu-
MEHEeHUs npenapaTta 3aperucTpupoBaHo He 6bijo.
Y BCex MauMeHTOB OTMeYaluCb KOXHble M3MEHEHMUS
pPas3fM4HOM MHTEHCUBHOCTWU, COOTBETCTBYHOLLIME KNaccu-
YECKMM HeXenaTtenbHbiM SBAEHWMAM ANSA rpynnbl peTu-
HOMOB. Bblpa)KE€HHOCTb MOpPaXKEHUS KOXW 3aBucena
OT 003bl NafnoBapoTeHa. Y 4 nauuMeHTOB, HaxoAMBLINX-
Cl Ha MOoAJEpP)XMBAIOWEM pexume npuvema npenapara,
HabNo4aMCb NMOPaXKEeHUs KOXW NIErKOW CTEMEHU TsKe-
CTWU, TAKNE KaK CYXOCTb KOXMW, XENUT U KPaTKOBPEMEH-



Hbl 3ya. Y 4 nauueHToB, NoJiyyalwmx nasoBapoTeH
B MOBbLIWEHHON [03€e («peXMM O0BOCTpPEHUs»), HabJito-
nanucb 6onee cepbe3Hble MOBPEXAEHUA KOXK MO TUny
«PETUHOMAHOrO AepmaTtuTa» C 3PUTEMOWN, LWenylweHnem
KOXM C Bblpa)eHHbIM 3yaom. [locne KoppeKuuu A03bl
nasoBapoTeHa BCE KOMHble NPOSBAEHWSA 3HAYUTENbHO
perpeccupoBanu, 4YTO HarnagHO NPOAEMOHCTPMPOBAHO
B ONMUCbIBAEMbIX B JAHHOW CTaTbe KIMHWUYECKUX MPpUMepax.
TaK e, Kak 1 B MeX/lyHapoaHOM nccnenoBaHnun nanoBa-
poTeHa, B YCNOBUAX KIMHWYECKOW MPaKTUKU AN OLEeH-
KN 3pHEKTUBHOCTM Tepanun Heob6Xo0aAUMO MCMOb30BaTb
6e3ynpeyYHble KpUTEPUU, POJiIb KOTOPbIX B Clly4ae ¢ u3yye-
Huem POIM BbinonHaer HOKT B pexume «Bce Teno». 3Ta
MeToAuKa He aBnseTcs pyTuHHon u B ®IBHY HUUP um.
B.A. HacoHoBOW 6blsla BHEAPEHA creumnanbHO, MOCKObKY
NNaHUPOBANOCh y4acTue POCCUWCKUX LIEHTPOB B Cepuu
MeXAYHaPOAHbIX KNTMHUYECKUX UCCnefoBaHU MHHOBALM-
OHHbIX NpenapaToB. [Ana OLEHKW AMHAMUKKU MPOrpeccu-
poBaHunsa POMN HAKT aBnseTca BbICOKOMHOOPMATUBHbLIM
MeToA0M, MOKa3aBlUMM 3aMejsieHMe TeMnoB nporpec-
cupoBaHusa O No cpaBHEHUIO C pacyYeTHbIMKU AaHHbIMU
no npupocty o6bema O, oTMeYeHHbIMKU B MeXayHapoa-
HOM HabngaTeNbHOM UCCNeoBaHUK [B].

3AK/IIOYEHHME

Taknm 06pas3om, NanoBapoTeH ABASETCS MNEPCneKkTUB-
HbIM METOA0M NeveHuns ansd naumeHToB ¢ POl yuuToiBas 6na-
ronpuaTHbIM Npodunb 6e3onacHocTU. KomnaemeHTapHbIn
adpdeKT nanoBapoTeHa n TopauuTUHMOa MOXKET SABNATbCHA
HOBOW cTpaTternen Tepanuun ana nauneHtos ¢ POI, Ho Tpe-
6yeT AanbHENLWNX UCCeJOBaHWN.

WHOOPMUPOBAHHOE COIJIACUE

MonyyeHo noanucaHHoe MNauUMEHTOM W €ro 3aKOHHbIM
npeacrtasuTenem MHGOPMUPOBAHHOE cornacue Ha aHOHUM-
HOE WMCNOMb30BaHWE €ro MEeaMUMHCKMX AaHHbIX (pe3ynb-
TaTOB 06CNEefOBaHUsA, Ne4YeHUs U HAbNAEHUS) B HayYHbIX
uensix (aata noanucanua: naumeHt 1 — 08.09.2022, nauu-
eHT 2 — 14.10.2022). MNpeacTaBneHHble B HAcTosLLEN cTa-
Tbe CBeAeHMs 06e3nnYeHbl, naeHTuduumpyowas tHbopma-
LS yaaneHa.

INFORMED CONSENT

An informed consent was obtained, signed by the patient
and his legal representative, for the anonymous use of
his medical data (results of examination, treatment and
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060cHOBaHMe. X-cLerneHHbIN JOMUHaHTHbINA runodocateMmyeckuin paxuT (X-cuyenieHHas JOMUMHaHTHas runogocgare-
mus, X-linked hypophosphatemia; XLH) — 310 3a6os1eBaHue, BbI3BaHHOE MyTaunsamm B reHe PHEX (pacrosoxeH B JI0Kyce
Xp22.1), KOTOPbIV KOAMPYET CBA3@HHbIN C MOBEPXHOCTbIO KIETKU QEPMEHT, paclyenisiiowmni 6e10K pocoaTperynnpyoLyro
He#nTpanbHyto aHgonentuaasdy (PHEX), npemmylyecTBEHHO 3KCrpeccupyemMbiin B ocTeobiactax, octeoymtax n 3ybax. 310
pefKoe reHeTuyeckoe 3abosieBaHne, MeroLee TPYAHOCTH paHHEeN AMarHOCTUKM, MPU KOTOPOK BaxeH MYy/bTUANCUMITIN-
HapHbIVi noaxod. B Hactoslee Bpems pa3paboTaHa HOBas TapreTHas Teparus, rnokasbiBatoljas rnepBble pe3y/braTh.
B paHHowM cTaTbe npeacTaB/ieH cayydarn ceMenHon X-cuenneHHon runogpocparemmun. OnucaHne KJIMHUYECKOro cjay4as.
JeBOYKHU U3 ABOWMHM, HEAOHOLIEHHbIE, C HU3KOM Maccow Tesia rnpu poXAeHUH, UMeloLLUe OC/TIOXHEHUS B nepuoae HOBO-
POXAEHHOCTU. B aHaMHe3e WU3HU OTMeYalncCb HU3Kas AMHaMUKa pocCTa, Mo34Hee rpope3biBaHUe 3y60B, 3aJepiKKa
peyeBoro pa3BuTus, BapycHas edopmaums HUKHUX KOHEYHOCTEN. B 6MOXMMMYECKOM aHain3e KpoBM 3aperucTpupoBaHsbl
MOBbILIEHME YPOBHS LWE04YHON pocoaTtassl, runopocharemMusi, CHUKEHUE YPOBHS TyOynsipHON peabcopbLmn Gocoopa.
Ha peHTreHOBCKUX CHUMKaxX Oblin 3apMKCUMPOBaHbl XapaKTepHbIE NPU3HaKK paxuta. B niedeHnn npuMeHsIMch npenapartsl
docpopHoro bydpepa, akTuBHas ¢opma BuTammHa D. MeToqoM BbICOKOMPOM3BOAUTEILHOIO NapasiiesibHoro CEKBEHUPO-
BaHMs 10 TapreTHou naHenan «HacneacTBeHHbie 3ab0/1eBaHns CKeseTar» npoBedeH aHaim3 166 reHoB, OTBETCTBEHHbIX
3a KOCTHYIO natoJioruio, BbisiBieHa mytaumns B reHe PHEX. B Bo3pacTte 4 net 8 mec 6bia1 yCTaHOBJIEH KIIMHUYECKMI Ana-
rHO3: «X-CLernieHHbIN JOMUHaHTHbIN runogocpareMmyeckuin paxut. [eTepo3urotHas MyTauus ¢.1568+1G>A B reHe PHEX.
ComaTtunyecKasi HUI3KoOpOoC/0CTb». YuntbiBasi O-06pa3Hyto Jedopmanunio Hor, JeBo4YKam Oblia npoBefieHa KoppurupyroLlas
ocTeoToMMS Ha /1eBYy0 60/bLLE6EepPLOBYIO KOCTb. B 6,5 net — remuanuguanoges. C 8 net Ha4aTo natoreHeTM4ecKoe jeye-
Hue He 3aperucTpupoBaHHbLIM Ha TeppuTopun Poccurickon deaepanmm npenapatoM MOHOK/IOHa/bHbIX aHTUTE K aKTopy
pocta ¢pnbpobnactoB 23 — bypocymabom. [uHammKka pocta M 1abopaTtopHbIX AaHHbIX Ha (POHE JIeYEeHMS MOJI0IKNTETIbHaSs.
3akntoyeHune. [ns ynydlueHns KayecTBa XU3HU NaLMeHTOB BaXKHa CBOEBPEMEHHas AMarHoCTUKa peaKnx Gopm paxmTo-
noAo6HbIX 3a60/1€BaHU.

KnroueBblie coBa: KIMHUYECKUI Cllyqan, runopocdaTeMmyecKnil paxut, JegpopmaLmmn Hor, akTop pocta pubpobiactos
23, PHEX, runogocoatemus, runepgoceartypus, 6ypocymad

Ana yntupoBaHus: Hevaesa A.C., lpuropaH 3.C., Typtn T.B., MNMpusanosa T.E., Bawakmaase H.[., KpacHouekoBa H.A.
MnodpochareMmnyecknin paxuT y naumeHToB M3 6GuxopuanbHOM OGUAMHMOTMYECKOM ABOMHWU: KIMHUYECKUK Chyyau.
lMNepnatpuyecKkas papmakonorus. 2025;22(1):31-41. doi: https://doi.org/10.15690/pf.v22i1.2858

OBOCHOBAHME

X-CUENNEHHbIN [OOMMUHAHTHbIN runodochareMmmnye-
ckui paxuT (X-linked hypophosphatemia; XLH) — peaKkoe
reHeTnyecKkoe mnporpeccupyouee 3aboneBaHne onop-
HO-ABWraTe/IbHOrO annaparta, BCcTpevyaeTcs ¢ yactoton 1
Ha 20 TbiC. HOBOPOXAEHHbIX aeTew [1, 2]. NMpnyinHon 3a6o-
NIEBAHNUS CNYXWUT MyTauus B reHe PHEX, pacnofnoXeHHOM
Ha X-xpomocome B noKyce Xp22.1, koaupyiolem docdat-
pPEeryavpyloLLyo roMofIoOrMYyHyto MeMOpaHHy0 aHAOMNEeNTuU-
[asy B ocTeobnactax u LemeHTobnactax [3]. HapyweHune
BTOPUYHOW CTPYKTYpbl 6€efKa uan ero GpyHKUMOHaNbHOM
aKTMBHOCTU MPMBOAWUT K MOBbIWEHUIO YPOBHA daKTopa
pocta ¢ubpobnactoB 23 (fibroblast growth factor 23;
FGF-23) B CbiIBOPOTKE KPOBW, MPOAYLMPYEMOrO Mpenmy-

LiecTBeHHO ocTteoumTamu [4]. N36bIToK FGF-23 o6ycnosnu-
BaeT CHUXeHne peabcopbunn dochatoB B MPOKCUMabHbIX
KaHanbLax noyek, 4to nposiBnasetca docbhaTypuen, rmuno-
dochatemmen Ha GOHE CHUKEHHOro WAM HOPMAasbHOrO
ypoBHs 1,25(0H),D5 (puc. 1) [2, 5].

XLH Hacnegyetcsa no X-gOMWHaHTHOMY Tuny. OnwucaH
LUMPOKKIM CNEeKTp MyTalMKi, BKIOYas 60/bloe KONMYEeCcTBO
cnyyaeB, 06ycnoBfieHHbIX MyTauusamu PHEX de novo [6].
Mo AaHHbIM NUTEpPaTypbl, y NnauneHToB ¢ XLH MyTaumun B reHe
PHEX onpepensitotca B 50-90% cny4yaes [3, 4]. Ha ceroga-
HALWHWA OeHb M3BEeCTHO 6onee 423 pasiMyHbiX AedeKToB
3Toro reHa [7].

CnepyeTt OTMETUTb, YTO B nepBble 3—4 MeC XU3HU Ypo-
BeHb pocdaToB B CbIBOPOTKE KPOBU MOXKET BbITb B Npeae-
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a CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Nnax HOpPMbl, B CBSI3W C 4YeM MoYeyHyl noTtepto docoda-
TOB clieqyeT oueHuBaTb MyTEM pacyeTa MaKCUMMasbHOWM
KaHanbLeBon peabcopbumm docdatoB Ha CKOPOCTb KIy-
604KkoBon ¢unbTpaumm (TmP/CK®) [1, 3]. Takke cneayet
Yy4UTbIBaTb, YTO HOpMasibHble ypoBHU FGF-23 He ncknto4atoT
XLH, HO JOMKHbI MHTEPNPETUPOBATLCSH KaK HEeAOCTaTOYHO
HopMalbHble Ha doHe runodocdaremMunn [3]. KoHLeHTpauus
KanbLMUS B CbIBOPOTKE KPOBW OGbLIYHO HaxoAuTCs B Mpe-
[lenax HWXHeW rpaHuubl HOpMbl, peabcopbumsa Kanblus
M3 MOYM MOXKET ObiTb HU3KOW WM3-3a HapylleHWs CUHTE3a
aKTnBHOM popmbl — 1,25(0H),D 1, cnegosatesibHo, CHUXE-
HMS a6COpPOLMMN KanbLMS B KULLIEYHUKE. B oTinyMne OT Kasb-
LUMMNEHNYECKOrO paxuTa, YPOBHU NapaTupeouaHoro ropMo-
Ha (MNTl) o6bl4HO HaxXOAATCS Ha BEPXHEW rpaHuLLe HOPMbI
WK [a)Ke HEeMHOro noBbllleHbl. LInpKynupyoume ypoBHM
1,25(0H),D HU3KME WM HECOOTBETCTBEHHO HOPMaJbHble
Ha doHe runodocdaremun (2, 4].

XLH KnuMHM4YecKM nposBnseTcd B Bo3pacte oT 6
[0 18 Mec TsKenbiM paxuMToM C MpM3HaKamu octeoMans-
UMK U TUNepnaa3nun oCcTEOMAHON TKaHU. TaKKe XxapaKTep-
Hbl gdedopmauunn 4vepena (gonmxouedanna ¢ NOOGHbIMMU
M TEMEHHbIMKW ByrpaMun unu 6paxuuedanus), pacwmpeHune
HUXXHEN anepTypbl FPYAHON KAETKWM C BblpaXKEHHOMN «rap-
puMcCoOHOBOW 60p0O3a0W», yToNUEHUE pebepHO-XPALEBbIX
COEMHEHUN («4ETKM») U NyyYe3ansacTHbIX cycTaBoB («6pac-
NeTKU»). BO3MOXKHO pa3BUTME KpPaHWOCMHOCTO3a M3-3a
aHOMaNlbHOro CcpalleHuss carMTTalbHOro LWBa 4epena
C PUCKOM pPasBUTWUS MOBbILIEHUS BHYTPUYEPENHOro AaB-
nenus. dopmupyloTCs BapyCHble WK BanbrycHble gedop-
MauMU HUXKHKUX KoHeyHocTen [8]. C TeyeHWeM BpeEMEHMH,

06bl4HO nocne 5-6 Mec XW3HW, HapacTaeT oTcTaBaHue
Macco-pOCTOBbIX MoOKasaTtenen ¢ npeBbllleHUEM Macchl
OTHOCUTEeNbHO pocTa [3, 7, 9].

MNepBbIM KIMHUYECKUM MPU3HAKOM, NPUBOASALLMM K ANa-
rHOCTMKE X-cUensieHHoM runodocdaremmm, HacTo ABASeTcs
nopaxkeHue 3y6oB ¢ abcueccaMn U aedeKTaMu MUHepa-
nuM3aumn aeHTuHa [4, 8]. Y geten nogpoCcTKOBOro Bo3pac-
Ta MOryT OTMeYaTbCs PaHHWI OCTE0APTPO3, 3HTe30MaTuM,
ncesaonepenombl, 3y6Hble abcecLecchl, coobuianocb Tak-
€ O HEeMpOCEeHCOPHOW noTepe cnyxa, 4To 06YCNOBIEHO
OCTEOCK/IEPO30M U CYKEHMEM BHYTPEHHErO CIYyXOBOr0 NpPo-
xoda [7-9]. B otgenbHbix cnyyasax noan ¢ XLH moryT ctpa-
JlaTb CTEHO30M MO3BOHOYHOrO KaHana, mManbdopmaunen
Kunapwu |, cupuHrommenven u/Mnm noBblWEHHBbIM BHYTpHUYe-
penHbiM aaBneHuem [9].

PeHTreHonornyeckn o6HapyXMBalOTCA PaCLIMPEHHbIE
M pa3MbiTble MeTadu3apHblie 30Hbl B KOCTAX KOHEYHOCTEWN
C YauleobpasHon aedopmaLmen, ocTeonopos, NoaHaaKOCT-
HUYHble NepenoMbl B MecTax HaubOosblIEro UCKPUBNEHUSA
KOCTen Hor (30Hbl Jloo3epa), yToJlEeHWe KOPTUKalbHO-
ro cnos no MeauanbHOMY Kpalo KocTel. B pganbHenwem
MOTyT BO3HMKaTb 60K B KOCTSX, CBA3aHHbIE C apTPO3aMH,
1 nepeBanuBalollasca Noxoaka u3-sa gedopmaluu Taso-
BbIX KOCTeN [7].

[unarHos yctaHaBnnBaeTcs y npo6aH/a ¢ XapaKTepHbIMU
KIMHUYECKUMU, BUOXUMUYECKUMU U PEHTIEHONOTMYECKUMHM
[aHHbIMX NyTEM MAEHTUOMKALMU TEMU3UTOTHOIO NaTOreH-
Horo BapuaHta PHEX y npo6aHaa-mMy»4uHbl UK reTepo3u-
rOTHOrO MaTtoreHHoro BapuaHta PHEX y npo6aHia-eHuwu-
Hbl MPW MOSIEKYNSPHO-TEHETUYECKOM TECTUPOBaHUK [9].
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Background. X-linked dominant hypophosphatemic rickets (X-linked hypophosphatemia, XLH) is a disease caused by mutations
in the PHEX gene (located at the Xp22.1 locus), which encodes an enzyme bound to the cell surface that cleaves the protein
phosphate-regulating neutral endopeptidase PHEX, predominantly expressed in osteoblasts, osteocytes and teeth. This is a
rare genetic disease that has difficulties in early diagnosis, in which a multidisciplinary approach is important. Currently, a new
targeted therapy has been developed, showing the first results. This article presents a case of familial X-linked hypophosphatemia.
Case Report. Twin girls, premature babies, with low birth weight, having complications during the newborn period. There was
low growth, late teething, delayed speech development, and varus deformity of the lower extremities in past medical history.
A biochemical blood test showed an increase in the level of alkaline phosphatase, hypophosphatemia, and a decrease in the
level of tubular phosphorus reabsorption. The characteristic signs of rickets were recorded on the X-rays. Phosphorous buffer
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haemiepiphysiodesis. At the age of 8, pathogenetic treatment with the preparation of monoclonal antibodies to fibroblast growth
factor-23 — Burosumab, unregistered in the territory of the Russian Federation, was started. The dynamics of growth and
laboratory data on the background of treatment is positive. Conclusion. Timely diagnosis of rare forms of rickets-like diseases is
important to improve the quality of life of patients.
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Mpumeyarme. FGF — dakTop pocTta puépobnactos; MNTI — napaTMpeouaHbli FOPMOH.

Fig. 1. Pathogenesis of hypophosphatemic rickets

Note. FGF — fibroblast growth factor; PTH (IMTI) — parathyroid hormone.

B neyeHnn npumeHseTcs TpaauMLMOHHAs KOMOWHUPO-
BaHHaa Tepanua npenapatamMu HeopraHuMyeckux docda-
TOB M aKTMBHbIX aHanoros ButamuHa D (anbdakanbumnaon,
Kanbuutpuon). Josbl U ANUTENbHOCTb NEeYeHUs onpeaens-
OTCS BbIPAXKEHHOCTbIO PAXUTUHECKUX UBMEHEHU, YPOBHEM
docdaToB B KpOBM, BO3PAcTOM NauMeHToB. bonee BbicoOKkMe
[103bl penapaToB HeO6X0AMMbI B Ha4yase Tepanuu 1 B Nnepu-
0/lbl MHTEHCMBHOIO pocTa pebeHkKa [1, 3, 10]. PazpaboTtaHo
M B HEKOTOPbIX CTpaHax oduLManbHO BHEAPEHO HOBOE
NoKofleHWe npenapaTtoB — MOHOKJ/IOHa/IbHblIE aHTUTena
K FGF-23 (AT-FGF-23) [3, 7, 10].

OnepaTuMBHOE XMUpypruyeckoe nevyeHue pedopmaluim
HUXXHWUX KOHEYHOCTEN NOKa3aHOo NP TAXKENbIX HAPYLIEHUSIX,
3aTparnBalolmMx CTPYKTYPYy Tal306eApeHHbIX U KONEHHbIX
CYCTaBOB, a TaKXe MPU 3HAYUTESIbHOM OrpaHU4YeHUU Moa-
BMXHOCTU [10]. CnoXKHble KOppeKTUpylolwune OCTEOTOMUM
PEKOMEHAYETCS OTNOXKMTb [0 3aBeplieHns GOPMUPOBaHUS
CKeneTa u NpoBoAMTb B 60/s1ee cTaplleM BO3pacTe C Lienblo
npeaoTBpalleHns PELMANBOB U OCNOXHEHWI, HEPEAKO BO3-
HUKaIOLWMX NPU OMnepaTUBHLIX BMeLWAaTeNbCTBax B paHHUE
CPOKK. B HacToslee BpeMs COBPEMEHHbIE XUPYPrUYecKne
MeTOAbl BKAOYalT B ceb6s MalloOMHBa3WBHbIE BMeLIATENb-
CTBa, HaNpaB/ieHHble Ha ynpaBleHNe POCTOM KOCTEMN, KOTO-
pble MOXHO MPOBOAUTb Ha PaHHWUX cTaausx 3aboneBaHus
[10]. Mpn HanMyMM OTKPbLITbIX 30H pocTa ONTUMAaSbHbIM
METO[IOM CYMUTAEeTCs BPEMEHHbIV anndunanoges [1-3].

BakHoe MecTo B neyeHun n peabunutaumm nauneHToB
¢ XLH, B Tom uyncne nocne onepauuu, oTBOAUTCA seyeb-
HOM GU3KYNbTYpe 1 duanoTepanuun g nogaepaHmua Mak-
cMManbHOro o6bema [ABUKEHWS B CycTaBax, yBENMYEeHUs
MbILIEYHOW CUIIbl U BbIHOCIMBOCTU. PU3UYECKast aKTUBHOCTb
nauneHToB ¢ XLH gomkHa 6bITb aganTMpoBaHa K BO3MOX-
HOCTAM NauueHTa [7]. JleyebHas u3KynbTypa U GU3MO-
Tepanus UrpatoT BaxKHYl PoJib B JIEHYEHUN U peabuanTauum
nauneHtoB ¢ XLH, B TOM uucne B nocneonepalmoHHOM
nepuoge. OHW HanpaB/ieHbl Ha COXPaHEHWe MaKCUMalb-

HOM aMNAWTYAbl ABUMEHUI B cycTaBax, YKPEnIeHne MbliLL,
W MOBblIWEHNE BbIHOCAMBOCTU. Pu3nyecKas aKTUBHOCTb
[OMKHa 6biTb afanTupoBaHa K MHAMBUAYaNbHbIM BO3MOMX-
HOCTSAIM naumeHTa [7, 10].

Llenb onvcaHWs HacTosLWero KAMHWYECKOro clnyyas —
MOBbICUTb HACTOPOXEHHOCTb Bpayen B OTHOLWEHUU paHHEN
AWArHOCTUKM peaKoro 3abofieBaHusl, NPeAcTaBUTb KWHU-
KO-AMarHOCTUYECKUE KPUTEPUM, NOKa3aTb IPOEKTUBHOCTb
NPUMEHEeHNs npenapaTta HOBOIro NOKOJIEHHS.

KJAUHUYECKUI NPUMEP

O naumeHTax

Oesoykn A. n W. poamnucb B ceHTabpe 2014 .
bepemeHHOCTb NepBas, 6uxopuanbHas, 6MamHUOTUYECKAS,
npoTeKana Ha BCEM MPOTSKEHUU C YrPO30M NpepbiBaHUs,
Ha 15-1 Hed oTMeYanocb KPOBOTEYEHUE, poabl Ha 32-i Hef
NyTEM 3KCTPEHHOIO KecapeBa Ce4yeHus.

M3 reHeanorn4yeckoro aHamMHe3a W3BECTHO: Opak
He 6/IM3KOPOACTBEHHbIN. 3abosieBaHNs B CEMbe, CBSA3aH-
Hble C OMOPHO-ABWUraTeNbHOM CUCTEMOM, OTpuuatoT. PocT
MaTepu — 170 cm, pocT oTua — 183 cwm.

MauymeHtka A. — | ©“3 [OBOWHKM, 3aKpuyana cpa-
3y, oueHka no wkane APGAR — 6/7 ©6annos, mMacca
Tena npu poxaeHun — 1570 r, gavHa Tena — 40 cwm.

Ha6bnoganacb ¢ anarHo3oMm: «AcOUKCUS NIETKOW CTEMeHwu
npu poxaeHumn. HepoHoweHHoCTb 32 Hea. ManoBecHbIM
K recTalMOHHOMY BO3pacTy, BHYTPUKENYA04YKOBOE KPOBO-
na3nuaHue 1 c1., remonmMtTuyeckas 601e3Hb HOBOPOXK/AEHHbIX
no pesyc-daKTopy, XKenTylwHo-aHemmyeckaa dopma cpen-
HEW CTENEHU TAXKECTU».

MauneHTKa . — Il U3 ABONHK, 3aKpKU4yana cpasy, oLleHKa
no wkane APGAR — 6/7 6annoB, Macca Tena npu poxae-
HuM — 1660 r, gnnHa tena — 41 cm. KnnuHmnyecknn gua-
rHo3: «ACOUKCUA NErkKom CTEMNEHUM TMPU POXKAEHUMN.
HepoHolweHHOCTb 32 Hea. femonuTnyeckasa 60/1e3Hb HOBO-
POXAEHHbIX MO pe3yc-PaKTopy, MKENTYWHO-aHeEMUYEeCcKas

PEDIATRIC PHARMACOLOGY. 2025;22(1)

NEANATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / Ne 1



E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

dopma cpefHen cTeneHn TaxecTur». [leTn 6blIn Ha UCKYC-
CTBEHHOW BEHTUAALMKW NErKUX B OTAENIEHWMM peaHuMauuu
M UHTEHCUBHOW Tepanuu HOBOPOXKAEHHbIX A0 7 CYT XKU3HMU,
fanee HaxoAWAUCh B OTAENEHWUM NATONOM MU HOBOPOXKAEHHbIX
no 1,5 mec xu3Hu. IpyaHoe BCKapMmanBaHue — o 4 mec,
3aTeM nepeBefeHbl Ha MOJIOYHYO CMECh, NPUKOPM BBeAeH
c 8 Mec, MICO — C 9 MEC XU3HW.

PaHHee pa3BuTME [EBOYEK: TO/0BY YAEPKMBAIOT
¢ 3-4 mec, nepeBopayMBaTbCs CO CMMHbI Ha XMBOT Hada-
m ¢ 5—-6 mec, nondatb — € 7 Mec, BCTaBaTb y OMNopbl —
¢ 8 Mec, caMOCTOATENBHO X0AMTb — € 1 roga 1 Mec »KU3HM.
OTmeyanocb no3gHee npopesbiBaHve 3y6oB — B 1 rog.
C 2,5 neT XM13HM 3aperncTpmpoBaHo HalM4me CBULLEN 3y60B.
Mocne 1 roga 1 mec, Korga AeTM Havanu caMOoCTOSATENbHO
X04MTb, MamMon oTMeYanncb O-06pa3HOe UCKPUBNEHUE HUK-
HMX KOHEYHOCTEW M MepeBannBalowasncsa noxogka. [JeBoyku
Habnoganncb HEBPONOIOM C 3aJEPHKKON PEYEBOrO Pa3BUTUS.

B 3 roga 10 mec (Mtonb 2018 r.) AeT 6binn rocnuTannusu-
poBaHbl B OTAENIEHWE NCUXOHEBPONOTMM B CBSI3N C HapyLle-
HMeM peyn. Mo gaHHbIM 06CcnefoBaHUs, B GUOXMMUYECKOM
aHanM3e KpPOBW BMNepBble 3aperucTpMpoBaHO: YPOBEHb
wenoyHon cdocdatasbl (LLUP) nauneHtkm A. — 1209 Ea/n;
nauveHtkn WM. — 1016 Ep/n (taébn. 1). MNpu peHTreHo-
rpadum TazobeapeHHbIX CyCTaBOB BblBleHa MeTadusap-
Has gucnnasusa. [varHo3 npu BbIMUCKe Yy 06enx AeBOYeEK:
«CHHApOManbHaa reHeTnyeckas natonorus (runodocdare-
MuUsA?). 3ageprkka peyeBoro pa3sutus. Obuiee HegopasBu-
Tve peyn |l ypoBHS».

OTmMeyanacb O4YeHb HM3Kas AMHaAMKMKa pocTa —
no 2-3 cm/rog.

B Bo3pacTte 4 net 1 mec (oKTa6pb 2018 r.) 6bina npoBe-
[eHa nnaHoBas rocnurTann3aums no HanpaBaeHWUO reHeTu-
ka KALU MACKB B otaeneHne HacneACcTBEHHbIX HapyLeHUn
obmeHa BeuwectB MAIMKB. Macca Tena geso4vek A. u W.
npu noctynineHnn — 12,0 u 12,5 kr, poct — 84 n 86 c™m
COOTBETCTBEHHO. anobbl Ha 4acTble Kapuechbl W CBULLK
3y60B, AedopMaLInio KOHEYHOCTEN, BLICTPYIO yTOMISEMOCTb.
Mpun ocmoTpe — gucnanus, GeHoTUNn4eckne oCo6eHHOCTH
(nnocKaa nepeHocuua, rMnNepTenopusm, OTCYTCTBME MOM-
KW yXa, CrnaX}eHHOCTb Ko3efika, 10noyxocTb), O-o6pasHas
nedopMaLnsa HUKHUX KOHEYHOCTEN.

AunarHocTuka 3a6oneBaHusa
Mo pesynbTataMm nNpoBeAeHHOro nabopaTtopHoro oéene-
[I0BaHWUS Y NALIMEHTOK BbISIB/IEHO CHUXEHWE YPOBHA Ty6ynap-

Ta6nuua 1. JTabopatopHble NoKka3zaTenu
Table 1. Laboratory values

HoW peabcopbumm docdopa (TRP) B noykax — TRP = 46,6%
(neBoyka W.), TRP = 54% (peBoyKka A.) npu pedepeHc-
HbiX 3HavyeHuax TRP = 85-95%, runodpocdatemus —
no 0,97 mmonb/n.

Ha peHTreHorpammax KMCTew pyK — KOCTHasi NIOTHOCTb
andbdY3HO CHUXKEHA, OTMEeYanucb Hananyne KMCToobpasHbixX
NPOCBETIEHNM B NOKTEBbIX M JIy4E€BbIX KOCTSX, KOCTAX 3ans-
CTbSl, B MACTHbIX KOCTSAX W danaHrax nanbues 4o 5 X 4 mm,
«M3bEEHHOCTb», Pa3MbITOCTb KOHTYpPOB MeTadu30B JIOK-
TEBOWM M Nly4eBOW KOCTEN C MpepblBaHUEM KOPTUKANbHOIO
cnosl. YuntbiBas BbISIBNEHHbIE M3MEHEHUS, Ha OCHOBaHWKU
anob, aHamMmHe3a, KIMHUYECKON KapTUHbI Ha KOHCUAWyme
naunMeHTKkam Obl1 YyCTaHOB/IEH NMpeaBapuUTesibHbIA Auna-
rHo3 «[MnodochareMUYECKUN PaxmnT.

[AnarHocTuyeckue npoueaypbl

C uenbto BepuduKaLumm guarHosa 6bi1 caaH aHanus Kpo-
BW Ha NOWUCK MyTaLMi B reHax, OTBETCTBEHHbIX 3a pa3BuUTUe
XLH, a Takxe meTadum3apHbix gucnnasum ¢ runopocdarte-
Muen (Tun $HceHa), METOAOM BbICOKOMPOU3BOANTENBHO-
ro napannenbHoro cexkBeHupoBaHus (NGS) no TapreTHowm
naHenn «HacneacteBeHHble 3a6oneBaHns ckenetar. B oKkTA-
6pe 2018 r. Ha 6a3e PIBHY MIHL, npoBeaeHo moneky-
NApHO-reHeTnyeckoe obcnegoBaHne no naHenun «KoctHas
naTonorns» — BblBNEHbI USBMEHEHWS HYKNEO0TUAHOM Nocne-
poBatenbHoct PHEX NM_000444:exonl14:c.1586+1G>A
B reTepo3MroTHOM COCTOSIHMM Yy 06enx aeBoyeK. MyTauwms
onncaHa B Human Gene Mutation Database (CS157376).
MyTauun B reHe PHEX o6ycnoBnuBatoT passutne XLH
C JOMWHaHTHbIM TUNOM HacnegoBaHus. B 4 roga 8 mec (MapT
2019 r.) Ha 6a3e PIBHY MI'HL, noaTBEpKAeHa BbIBNEHHaAsN
myTaumus no CeHrepy y o6enx geBoYeK.

B Bo3pacte 4 roga 8 Mec Obln yCTAaHOBNEH KJWHM-
YyeCKUM pamarHos: «E83.3 X-cuenneHHbl AOMUHAHTHbIN
runopochareMmyecknn paxut. FeTepo3uroTHas MyTaLus
¢.1568+1G>A B reHe PHEX. ComaTnyecKkass HU3KOPOC/OCTb.
(conyTcTBYOWMIN AMArHO3: CMELaHHbIM  acTUrMaTu3Mm,
ambnunonus cnabon cTeneHm)».

OnTUManbHbIMKM CPOKaMKU CBOEBPEMEHHOW [LMarHoOCTu-
KW M Hayana Tepanuu cyuTaeTcs nepuos A0 3aKpbiTUS 30H
pocTa W Havyana GopmMUpPoBaHMS TAXKeNbIX AedopMaLini cKe-
neTa, NPUBOASALLMX K MHBANUAN3ALMM, MblLLEYHON CNaboCTH,
abcueccam 3y60B. B Hawem cnyyae neveHune npenaparamu
docdopHoro 6ydepa n akTMBHbIMKU dpopmamu BUTaMunHa D
[LEeBOYKM Havyanu nonyyatb cpasdy, Kak To/IbKO 6bla 3anogo-

Mokasartenu, 4ropa 7 net 8,5 net 9,5 net
eA. U3MepeHusa A. . A. "u A . A "
(ul-lgé,%%/—%sl,om 1209 1016 790 785 393 399 272 301
?if’;gf’f"g'vé'\)"o”"/ 4 0,97 0,97 09 0,92 1,27 1,09 1,01 1,06
éfgggﬁ'?g")'wo”b/ n 2,24 24 23 23 2,38 244 2,30 2,39
a%efgg”ffgé%g"on b/n 32 34 25 24 38 379 4 43
{E’_”gg)“" 8 198,0 195,1 44,84 32,34 75,61 82,0 86,96 47,21

Mpumeyarune. WP — wenoyHasa d¢ocdatasza; MTI — napaTMpeonHblt TOPMOH.
Note. AP (LLl®) — alkaline phosphatase; PTH (MTI) — parathyroid hormone.



3peH XLH, elle Ao reHeTYeCcKoro NoATBEPKAEHUS MyTaLLMK.
OTMeYanucb yaoBAETBOPUTENbHbIE pe3yNbTaTbl NeYeHus,
T.e. COXpaHeHWe Xxopolen AMHAMWKM pocTa M OTCYTCTBUE
nporpeccuu gedopmauunm Hor. MauneHTKaMm 6bljia PEKOMEH-
[OoBaHa nnaHoBas rocnutanusauns 1 pa3 B 3 Mec ¢ NpoBe-
[EeHNEeM KOHTPOJbHbIX 06Cnef0BaHNi.

HOekabpb 2020 r.: npoBeaeHa OLEeHKa cCoOMaToTPOMNHOro
ropmoHa (CTI) c Harpy3Kon — cTUMynsaLMoHHas npoba ¢ KNno-
HUAMHOM: MaKCUMalbHbIA BblI6GpPOC cocTaBun 15,6 Hr/mn
n 15,7 Hr/mn (nauneHTkn W. n A. COOTBETCTBEHHO). ATO CBU-
[eTenbCTBYET O HOpMaibHOM ypoBHe cekpeuunun CTI.

Mo paHHbIM Tabn. 1, B aHanu3ax KpoBM oTMevasncs
BbICOKMI ypoBeHb LLIP ¢ TeHOAEHUMEN K CHUMKEHWIO, TMMNO-
docdatemuns ¢ yMeHbLIEHNEM B AUHAMUKE, HOpManu3auus
KanbumMemun n ypoBHs IMTT.

depanb 2024 r.: vHaeKc TRP ¢ TeHAEHUMEN K HoOpManu-
3aumm — 79,8 % (neBoyka W.), 83,5% (nesoyka A.).

AunddepeHynanbHaa guarHocTuka

OnddepeHymanbHyo anarHoctuky XLH Heobxoau-
MO NPOBOAWUTb C alMMeHTapHbIM AePULMTOM BUTamuHa D
W/MAn Kanbuusa, APYrMMKW TyGynonatusmMu, Npu KOTOPbIX
TaKXe MMelTCa KJMHUYECKME NPOSIBNEHUS paxuTa (CWH-
npomM PaHKOHW, NMOYeYHbIM TYOYNsipHbIA aumnao3), a Takxe
C HacneacTBEHHbIM HapyweHueM meTabonu3ma BUTaMu-
Ha D (BUTamuH-D-3aBUCHMMbIA paxuT, runodocdatasusa) [3,
10] (tabn. 2).

ButamunH-D-gedUUNTHBIN (MW @aNMMEHTapHbIX, KNaccu-
YECKUM) paxuT cBA3aH C HapylweHuem anddepeHUnpoBKU
XOHAPOLMTOB, MUHEpanu3auuMmM 30H pocTa M ocTeouia
y AE€TEWN, BbI3BBAHHbLIM AedULUTOM BUTaMUHa D n/mnun Hego-
CTaTOYHbIM NOCTynneHneM Kanbums. Jedununt ButammHa D

BbI3blBAET PaxmuT y MIajeHLEB M JeTEN, a TaKKe ocTeoMa-
NALUMIO BO BCEX BO3PACTHbIX rpynnax. [laHHoe cocTosiHue
MOXeT pa3BuTbCca y Noboro pebeHka — B ciy4yae ecnu
He obecneymMBaeTca JOCTaTo4yHOE noTpebneHue BUTaMK-
Ha D B dopme neKapCTBEHHbIX CPeacTB, GMONOrMYecKu
aKTUBHbIX J0GaBOK WMAM B BMAE 06OraleHHbIX MULEBbLIX
NPOAYKTOB, OCOGEHHO NPU HaIW4YMKM NpeapacnonaraLmx
$aKTopoB, B TOM 4YuC/ie NpU OrpaHUY4eHHOM BO34ENCTBUMU
CO/IHEYHOro CBeTa W/WAK y feTen C XpOHUYeCcKuMu 3abo-
nesaHusamu [11].

PaccmartpuBas cuHapom ae ToHn — [lebpe — PaHKOHM,
KaK NepBUYHbIM NANOMNATUYECKUIN, TaK U BTOPUYHBIN Ha GoHe
HacneacTBeHHbIX 3aboneBaHWMM, TaKUMX KaK LUCTUHOS,
rafiaktosemus, rmkoreHos (Tun l), 6onesHb KoHoBanoBa —
BunbcoHa, wAM BCNEACTBME NPUMEHEHUS HEKOTOPbIX
NIEKapCTBEHHbIX CPEACTB WKW CONMEN TAXENbIX MeTanos,
CTOUT OTMETUTb, Y4TO NPU BCEX JaHHbIX NATONOMUAX Habt0-
faetcs AUCOYHKUMSA MPOKCUManbHbIX MOYEYHbIX KaHasb-
LieB, 4TO NPMBOAMUT K HapyLweHUIo npouecca peabcopbumm
W, KaK CNeAcTBME, K BbIPaXXEHHOM NoTepe C MOYoW [to-
KO3bl, aMUHOKKCNOT, docdhopa, HaTpUs, KanbLus U BOAbI.
BblpaxkeHHaa runodochdatemMna ¢ runoKanbLUEMUEN
Ha doHe dochaTypun 1M KanbLMypum onpemenseT TaKenble
KOCTHble AedopMalumnM M 3adeprkky pocTta [12]. TaxkecTb
TeyeHuss obycnoBneHa OCHOBHbIM 3aboseBaHWeM, NpPUBO-
AAWMM K 3TOMY CMHAPOMY, U MOXET NPOSABAATbCSA TaKxe
nonuypuen, gernapataumen, Mbllle4yHon cnabocTblo, OTCYT-
CTBMEM anneTuTa, N1oxon NnpubaBKOM B Macce Tena n otcTa-
BaHMEM B YMCTBEHHOM Pa3BUTUM.

ButamuH-D-3aBUCKMBIV paxUT — BPOXAEHHOE U FreHETH-
YeCKu aeTepMuHUpoBaHHoe 3aboneBaHune. OHO obycnosne-
HO 6o aedexktom 25(0H)D-1la-ruapokcunasbl npu | Tune,

Ta6auuya 2. CpaBHUTENbHANA XapaKTEPUCTUKA PaxmMTonoao6HbIX 3a6oneBaHunm

Table 2. Comparative characteristics of rickets-like diseases

FGF-23 | 25(0H)D | 1,25(0H),D nir ca Ca/Cre Pi o TRP M‘;:‘;“"
N/noBbI- N/cHmxeH/ | N/ymepeH-
XLH MNoBbiweH wen yMepeHHo HO MOBbI- N/cHmxeH | N/noBbiweH CHWXeEH MNoBblweHa | CHWxXeHa PHEX
noBblleH WweH
FRTS1,
CuHapom SLC34A1,
DAHKOHN CHwxeH/N N N MoBblWweH N/CHW»eH MoBblWweH CHuxeH MNosblweHa | CHuWXeHa EHHADH,
HNF4A
N/noBbl- CHumen/
ButamuH-D- weH npu la CHUXeH/yme-
. YMEPEHHO CYP27B1,
3aBUCHUMbIN N TUMe, CHK- CHWXeH MoBblWweH MoBbllWeH | peHHO cHUXeH | MoBbiweHa | CHuxeH/N
CHWKEH npu CYP2R1
paxuT la, b Tuna eH npw Ib npu lb Tune
Ib TMne
T™ne
OT Hop- OT HOp-
OT HOpManb- ManbHOro
ButamuH-D- MaJsibHOro
. N/CHWXeH Pe3ko HOTO 10 HU3- [0 HU3KO- VDR,
3aBUCHUMbIN N/CHUXeEH MoBbIweH [0 HMu3Koro | N/noBbiweH MoBbiweHa
npu lla NoBbIWEH KOro ypOBHS ro ypoBHS CYP3A4
paxuT lla, b Tuna YPOBHS (Npu
(npu llb Tune) (npu llb
IIb T1ne)
Tvne)
[golo) N N N N/CHW»XeH N/ur.:Zibl- MNoBbiweH N/noBblweH CHuxeHa N ALPL
ATMMEHTapHbI N CHuxeH/N | Bapbupyet | lNoBbilweH N/CHUXKeEH CHUXeEH N/CHUXKeEH MoBbiweHa | CHUKeH Her
paxut MyTaLum

lpumeyarmne. FGF-23 — dakTop pocta pnubpobnactos 23; 25(0H)D — Kanbumnaunon; 1,25(0H),D — kanbuutpuon; MNTI — napatupeonaHbii
ropmoH; Ca — ypoBeHb Ka/bLMs B CbIBOPOTKE KPoBU; Ca/Cre — 3KCKpeLms Kanbuus K KpeaTuHUHY Mo4yu; Pi — ypoBeHb dpocdopa B CbiBO-
poTKe KpoBw; LLL® — wenoyHas docodartasa; TRP — nHaeKe Ty6ynapHoi peabecopbumm docdopa; N — nokasartenb B npeaenax pedpepeHc-
HbIX 3Ha4eHun, XLH — X-cuenneHHblit JOMUHAHTHbIN rMnodochateMmuyieckunin paxut; PP — runodpocdatasus.

Note. FGF-23 (®P®-23) — fibroblast growth factor 23; 25(0H)D — calcidiol; 1,25(0H),D — calcitriol; PTH (MTI) — parathyroid hormone; Ca —
serum calcium level; Ca/Cre — excretion of calcium to urinary creatinine; Pi — serum phosphorus level; AP (LLl®) — alkaline phosphatase;
TRP — index of tubular phosphorus reabsorption; N — index within the reference values; XLN — X-linked dominant hypophosphatemic

rickets; HPP (Ff®®) — hypophosphatasia.
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

NM60 HapyleHWeM YyBCTBUTENbHOCTU OPraHOB-MULLEHEN
K BuTaMmuHy D npw Il Tune [12].

CumnTOomMbl 3a60neBaHUs, TaKWe KaK BblpaxeH-
Has MbllweyHaa cnabocTb, gedopmMaums KocTen ckeneta
W Yepena, 3ajeprKKa pocTa, No3gHee NpopesbiBaHne 3y60B
W OTCTaBaHWe B MCUXOMOTOPHOM Pa3BUTUK, NPOSABASAIOTCA
Y}Ke B MEPBbIN O XXU3HM.

Mpn nabopatopHOM o6CnefoBaHUKM HabngaeTcs Kap-
TUHa runoKanbunemun n runodocdaTteMmnn, BbICOKOro NoKa-
3atensd MTrl, ysennympatowerocs Ha GoHe CHUXKEHUS YPOBHS
Kanbuns B KpoBu, docdaTypun, ammHoauuaypuu, roKo-
3ypuM U KaHanbLEeBOro aunjosa BCneacTBME NOBbIWEHHOM
3KCKpeunn 6ukap6oHaToB [2]. PEHTreHONOrMYeCcKn BbIsIB-
NAeTcs BblpaXKeHHbIM CUCTEMHbIR OCTEOMNOPO3, UCTOHYEHUE
KOPTUKaNbHOro cnos Tpy64yaTblX KOCTEW, pacliMpeHne 30H
pocTa U yBenuMyeHue MeTadM30B, 3ajepiKKa MosBAEHMA
aaep okocTeHeHus [12].

[oYyeyHbIn TY6YnapHbIM aunMgo3 — 3TO KJIMHWMKO-nabo-
PaToOpPHbLIA CUMNTOMOKOMNMJIEKC, BO3HUKAIOLWMI BCAeACTBUE
HapylweHus peabcopbLnn BUKapOoHATOB B MPOKCUMaJsIbHbIX
M3BUTbIX KaHanbLaX, WM HapyLEHHOM 3KCKpeLuu MOHOB
BOAOPOAA B MOYKax, UM NaToNorM4ecKon NpogyKunn anb-
LOCTepOHa NMM60 YyBCTBUTENBbHOCTH K HEMY, 4TO 06YC/0B/IU-
BaeT AMUCPEryNALMI0O KUCIOTHO-OCHOBHOIO COCTOSIHUS NOY€EK
n cmelleHne pH KpoBW B KUCNYIO CTOPOHY.

[MaToreHes paxnuTUYECKUX U3SMEHEHWI B AJAHHOM ciy4vae
HOCMT TPETUYHbIV XapaKTep n 06yCNOB/EH rMNOKaNbLUEMHU-
en, KoTopas cTumynupyeT BblpaboTKy MTI 1, KaK cneacteue,
pa3BUTUE KIUHMYECKMX NPU3HAKOB BTOPMYHOrO runepna-
paTtMpeosa, NpuM KOTOPOM HabnwgaloTcs pe3opbTUBHbIE
NPOLEeCChl B KOCTHOM TKaHW M PaxMTonojo6Hble U3MEHEHHMS
B KOCTSIX. Ba)KHbIMW OTAMYMTENbHBIMKM acrnekTamu 6yayT
ABNATLCS BblPaXKEHHbIN MeTabo/MYeCcKMn auMao3 KpoBu
npv NabopaTtopHOM UCCNEfOBAHUN, @ TAKKE HU3KWE YPOBHMU
rMapokapboHaToB M pH, MOBbIWEHWE COAEpPXKaHUs XN1opa,
rMNoKanamMemMus, runo- UanM HOpMoOKanbunemus u runodoc-
daTtemus [2].

MeauuUHCKHUE BMeLwnaTenbCcTBa

KoHcepBaTMBHOE Ie4eHune

C oKTs16ps 2018 1. nocne ycTaHOBNIEHWS NpeaBapuUTeb-
Horo anarHosa «flmnodochareMmyeCcKnim paxuT» OblN0 Ha4aToO
neyexue: npenapat docdopHoro 6ydpepa 30—-40 Mr/Kr/cyT,
xoneKkanbumdepon B NnpopuiaKTU4eCcKon aose.

Mpu KOHTpoNbHOM 06¢cnenoBaHun B uone 2019 r. BbisIB-
NEeHO yNNOTHEHME Yalle4YHO-10XaHOYHOM CUCTEMBI, U C LLeNbio
npodUNaKTUKM MOYEKaMeHHOM 60ne3HM B Tepanuio BBeje-
Ha uuTpatHasa cmecb. Y aeBo4vku U. anarHoctuposaHa XbIT:
1-9 ctagus. LUnutpatHyto cmeck He npuHuMatoT ¢ 2020 T.

22.12.2021 npoBeAeH KOHCWAWYM, MO MUTOram KOTO-
poro paspelleH K WMHAMBMAYyanbHOMY BBO3Y W MpUMeEHe-
HUIO HEe 3aperucTpupoBaHHbIM Ha TeppuTopUMn PoccuMCKon
depepaumm natoreHetTMyecku npenapat — AT-FGF-23
(6ypocymab) B po3unpoBke 0,8 Mr/Kr Ha BBefeHue.
KoppeKuus 031POBKM OcyLLecTBASETCA NO YpoBHIO docdo-
pa B KpoBu (1 pa3 B 14 gHeN) n NnepeHOCMMOCTHU NpenaparTa.

Mpenapatbl dochopa u anbdakanbumgoia OTMEHEHbI
c aBrycta 2022 r., 3a Hefeno 40 BBeAeHUS NepBON A03bl
AT-FGF-23. B ceHTa6pe 2022 r. npoBeeHa KOPPEKLNS 103bl
no 1,2 mr/kr Ha BBefeHue. C anpens 2023 . 103MpPOBKa
npenapaTta yBenunyeHa ao 1,6 Mr/Kr Ha BBefeHHe.

B ¢eBpane 2024 r. B xoae BpavyebGHOro KOHCUIWyma
B CBSA3M C NEPUOLOM aKTMBHOIO pocTa AeTew Npu coxpaHe-
HUW PaxMTUHECKUX UBMEHEHWMI POCTKOBBLIX 30H TPy6YaTbiX
KocTew (OLeHKa cTeneHu TaxecTn paxuta — RSS (Rickets
Severity Scale) = 1,5 6anna), NONOKUTENbHOW ANHAMWUKOMN
Ha PoHe Tepanuu C Leblo NyyWero KynMpoBaHUsa paxuTu-

4yecKoro npouecca nalueHTKkam Gbiia NoBbilleHa A03a npe-
napaTta o 2,0 MI/Kr Ha BBeAeHHe.

Xupypruueckoe neyeHume

B 5 net (okT16pb 2019 1.), yunThiBas O-06pa3Hyio gedop-
MaLMIO HOT, AeBOYKam Oblna npoBeAeHa Koppurupylouias
0CTEe0TOMMSA € YCTaHOBKOW annaparta MnusapoBa Ha neByto
60/blIEBEPLOBYIO KOCTb.

B mapte 2020 r. u anpene 2020 r. 4€BOYKN HAXOAWUIUCh
B OTAENIEHUU TPABMaTONOMMK M OPTONEANN B CBA3MU C UHOULIK-
pOBaHHbIMK paHaMu 1€BOW rONEHN, OCTEOMUENTUTOM KOCTEN
neBow ronexHun. B anpene 2020 r. annapat MnvM3apoBa CHAT.
Mo pe3ynbtatam peHTtreHorpadun ot anpena 2020 r. CTPyK-
Typa KOCTEeN NeBOW rofieHn paspexeHa nocne nocTaHOBKM
annapata Mnusaposa, NONHOM KOHCOAMAALMK NEPENoOMOB
nocse 0CTeoToMUK He npou3owno. B sHBape 2021 r. getam
BbIMNOJIHEHO OMEepaTMBHOE BMellaTeNbCTBO — remuanuodm-
3uofes cnpasa y naumMeHTKM A., cnpaBa 1 cieBa — y nauu-
eHTKM W.

o paHHbIM peHTreHorpadun TpybyaTbiX KOCTEN OT AHBa-
ps 2023 1. OTMeYaloTCs MONOXKUTENbHAA AUMHAMMKA, CHM-
XEHWEe BbIPaXEHHOCTU pPaxuTUYECKOro npouecca (Bblpa-
JEHHOCTb paxuTa B KOCTAX npegniedunt — O 6annos,
B GeflpeHHbIXx M 6onbliebeploBbix KocTax — 0,5 6anna
y neBoykn W., 1 6ann — y aeBoyku A., RSS = 0,5 6anna
y aeBoYku WM., 1 6ann — y neBo4ku A. (B nekabpe 2021 r. —
1 6ann y ageBovykn W., 1,5 6anna — y aeBo4vku A.). Man
2023 1. — CHATHE YacTu NNacTUHbI (MauueHTKa A.)).

B deBpane 2024 r. (9 net) No AaHHbIM peHTreHorpadum
KWCTENW KOCTHbIM BO3pacT nauuMeHTKn W. cooTBeTcTBYyeT
7-7,5 rogam, naumeHtkn A. — 6-6,5 rogam (no TW-20 —
5,5 rogam). Ha peHTreHorpammax KOCTEMW HUMKHUX KOHeu-
HOCTEN COCTOAHMUE nocre annduanoaesa TpybyaTbix KOCTEN;
B AucTanbHOM MeTadu3e npaBon ManobepLoBOW KOCTU
no naTepanbHOW MOBEPXHOCTM oOnpeaenseTcs nnactuHa
(neBoyKka W.); B guctanbHon meTtaanudpumaapHoOM 30He npa-
BOW 60MblIe6EePLIOBOM KOCTU BU3yaln3unpyeTcs naacTuHa
(neBo4Ka A.); BapycHas aedopmauums, YMEPEHHbIN runep-
TPOPUYECKNIA OCTEONOPO3, TaKKe MMEKTCH MNOABbLIBUXM
KOMIEHHbIX CyCTaBOB.

[AMHaMHuKa 1 ucxopbl

Ha ¢doHe npoBoanMoM Tepanuu oTMeYeHa MONOXKUTENb-
Has AMHaMMUKa KNIMHWMYECKOro COCTOSIHUS: CO CIOB poanTeNew,
[eTW cTanu BbIHOC/IMBEE, MEHbLUE YCTaloT, HET OrpaHUyYEeHUI
B ®M3MYECKOW aKTMBHOCTM, OTCYTCTBYET MporpeccupoBa-
HWe ckeneTHbix gedopmaumi. OTMevaeTcs xopowas AuHa-
MUKa pocTa (Tabn. 3), OAHAKO COXPaHSATCS BblpayKeHHas
3a4eprkKa pocTa (aeBovka A. — SDS = —-4,06, geBoyka N. —
SDS = -3,29), yKopoyeHne nNpaBoi HOMM y 06emnx NaumneHToK.
Habniogaetca TeHAEHUMS K Hopmanu3aumu nabopaTopHbIX
[aHHbIX, NPU3HaKM HedpOoKanbLMHO3a, MO AaHHbLIM ynbTpa-
3BYKOBOro uccnegoBaHua (Y3M) noyek, 6e3 oTpuuaTtenb-
HOW AMHaMWKK, MO [aHHbIM peHTreHorpabun TpybyaTbiX
KOCTEN — COXPaHSIOTCA paxMTUYECKNE N3MEHEHUS POCTOBbIX
30H Tpyb4aTblX KOCTEM WM OTCTaBaHWe KOCTHOro Bo3pacTa
Ha 2-3 roga. ety NpoaoKatoT MOXMIHEHHO NonyyaTh Tepa-
nuio, HabnaaTbCs NPOGUABHBIMK chneunanucTammn (Tpas-
MaToNor, 3HAOKPUHONON, CTOMATONOr), MPOXOAUTb MIaHOBYIO
rocnuTanndaumio (1 pas B 14 aHen) C BOSMOXKHOW KOPPEKTHU-
POBKOW A03bl NpenapaTa (puc. 2).

MporHos

C yyeToM 06OCHOBAHHOIO MaTtoOreHeTU4EeCKoro seve-
HWS, NPOBOAMMOrO B MOSHOM 06bEMe, KMHMKO-nabopa-
TOpHasa AMHaMWKa MNOMOXWUTE/bHAas, MPOrHO3 ANS XKU3HM
6/1aronpuUsATHbLIN.



Ta6nuua 3. InHamuKa pocTa
Table 3. Growth dynamics

Poct AdeBo4KaA. deBouKka M.
Mpwu poxxaeHun 40 cm 41 cm
4 rona 84 cm (SDS pocta: —3,97) 86 cm (SDS pocTa: —3,48)
6 net 93,5 cm (SDS pocTa: —-4,12) 96,5 c™m (SDS pocTta: —3,54)
7 net 96,6 c™m (SDS pocta —3,99) 100,2 cm (SDS pocTa: —3,33)
8,6 roga 102,4 cm, (SDS pocTa: —4,27) 107,0 c™m (SDS pocrta: —3,48)
9,6 roga 106 cm (SDS pocTa: —4,14) 111 cm (SDS pocra: —3,46)

Puc. 2. ®ot1o o1 ceHTa6ps 2024 1. (10 neT), NnaumeHTKM A. u U. COOTBETCTBEHHO
Fig. 2. Photo from September 2024 (10 years old), patients A. and I., respectively

BpemeHHas wKana
XpOHONOMUSA Te4eHUs 6oNe3HU, ee KyeBble COObITUA
M NPOrHO3 AN9 NauneHToK A. n V. npeacTaBneHsbl Ha puc. 3.

OBCYXAEHMUE

Y neten anarHos XLH cnegyet paccmatpuBaTtbh Npu Hanu-
YUU KIIMHUYECKUX W/WNW PEHTTEHONOTMYECKUX MPU3HAKOB
paxvTa, 3aMeAJ/IeHHOM CKOPOCTK pocTa, runodocdatemumu,
CBfI3aHHOM ¢ noTepen pochatoB NoYKamMu, Npu OTCYTCTBUMU
neduvunta ButammHa D u/mnun kanbuus [4]. Cneayet oTme-
TUTb, 4TO CBOEBPEMEHHAS JMArHOCTUKA UMEET KpalHe BaXK-
Hoe 1 onpegensiollee 3HaYeHMe KaK ANa pocTa v pa3BUTUS
pebeHKa, TaK 1 Ans NpeaynpexneHns pas3BuTUS OCNOXHe-
HuK [1, 10]. B AaHHOM KJMHUYECKOM clydae obcnenoBaHue
NnauMeHTOK Havyanocb B JOBOJILHO NO3JHME CPOKK (B 4 roaa
1 Mec), Koraa y AeBoYeK Habnohannch OTCTaBaHWe B pocTe
(6onee 3 curmManbHbIX OTKIOHEHWM), NPU OOGBHLEKTUBHOM
OCMOTpPE — BbIpaXeHHble KOCTHble AedopMaLmu, a TaKKe
SIBHble PEHTreHONOrMYecK1e NPU3HaKNU PaxmTUYECKUX npo-
ueccoB. CoOrnacHoO POCCUMCKUM KIIMHUYECKUM peKoMeHaa-
UMM, AETSM, UMEIOLWMM HavanbHble MPU3HAKW aKTUBHOMO
paxuTa, 0cCO6EHHO C HEOHOLWEHHOCTbIO B aHaMHe3e, Heo6-
X0AMMO onpeaensaTb ypoBeHb BUTamMuHa D M npoBoavTb
anddepeHumanbHylo AMArHOCTUKY C HacneACTBEeHHbIMU
dopmamMn paxuTonoaobHbIX 3aboneBaHui, B TOM 4YuUcne
n ¢ X-cuenneHHon AoMrMHaHTHOM runodocdartemmnen [13].

MposBneHns 3aboneBaHuUs U CTEMNEHb TAXKECTU MOryT
pasnnyaTbCs y pasdHblX YJIEHOB CEMbM, YHaAcneLoBaBLUMX
naToreHHbln BapuaHT PHEX [7]. HU3KMI poCT coxpaHseTca
y 60/1bLUMHCTBA MNaLUEHTOB, U OTKJIOHEHWE OT HOPMbI YCUK-
BaETCs N0 Mepe TOro, Kak A4eTn B3POC/EIOT U MPOXOAAT MNO0-
BO€E CO3peBaHue; CpeHU poCT B3POCSIOro YesloBeKa 00bIY-
HO HUe —2 SDS oT cpegHero 3HadyeHus gnsa nonynaumm [9].
Onupasicb Ha AaHHble Tabs. 3, MOXKHO caenaTb BbIBOA O TOM,
4YTO POCT AEBOYEK OTCTaeT OT CpefHero B nonynsuuun 6onee
yeM Ha —2 SDS (geBoyka A. — SDS = —-4,06, neBoyka N. —
SDS = —3,29) gaxe npu cobnogeHUn naTtoreHeTU4ecKom
Tepanuu, 4To COOTBETCTBYET AaHHOM natonoruu. CTtouT
OTMETUTb, YTO NALUMEHTKN B JA@HHOM KJIMHUYECKOM Npumepe
POAMNNCH HEAOHOLWEHHbIMU (AeBOYKa A. TaKkKe Obliia Mano-
BECHOM), HOPMa/IbHOr0 POCTa, C HU3KUMKU POCTOBbLIMU MpPU-
6aBKamMu C poOXKAEHMS.

Ecnn natoreHHbin BapuaHT PHEX wnaeHTMdMUMpOBaH
Yy OQHOrO 4jeHa CeMbW, BO3MOXHO MpeHaTtanbHoe WU npe-
MMMI@aHTaLUMOHHOE reHeTnYeckoe TecTupoBaHune Ha XLH [9].
[eHeTMYeCcKoe KOHCY/NbTMPOBaHWe poauTenen nauUMeHToK
NPOBOAMNOCH, OAHAKO MO pe3y/ibTaTaM MaccoBOro napan-
NeNIbHOr0 CEKBEHUPOBaHMA Ha 166 reHoB, OTBETCTBEHHbIX
3a KOCTHYI0 NaToN0rmo, MyTauni He 6b1/10 BbISBIEHO.

PaHHAS anMarHocTuKa W agekBaTtHasa Tepanusa XLH asns-
I0TCS OCHOBOMoONArawwWmMmMu Ansa npoduUNakTMKM cepbes-
HbIX OC/TOXXHEHUM, K KOTOPbIM OTHOCAT NaTO/IOrMI0 KOCTHO-
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a CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Hauanu camocTosiTeNbHO XOAUTb.
0-06pa3Hoe UCKpUBIEHNE
HUXHUX KOHeYHoCTeN
1 HapyLIeH1e MOXOAKH.
3ajepKa peyeBoro pasBuTHs

HMP cooTtBeTcTBYET

YCTaHOBEH KIMHUYECKNI AMarHo3:
«X-CLuenneHHblt AOMUHAHTHBbIN
runopochareMmUyecKnin paxur.

MyTauus c.1568+t0>A B reHe PHEX.
ComaTuyecKasl HU3KOPOCI0CTb»

MporHos
BnaronpuaTHbIA. MonoxutenbHas AuHammnka
B BU/e yny4lleHns TemMrnos pocTa U NepeHoCUMocTH
dU3NYeCKUX Harpy3oK. [leTh npoaomKatT
MOXM3HEHHO MOJly4aTb NaTOreHeTUHECKYIO Tepanuio
1 HaGioAaTbCs Y3KUMU crieLinannctamu

lete po3unrotHasa

BO3pacTy.
OTmevaeTcsa

nosgHee
npopesabiBaHue
3y6oB

Huskas AVHaMWKa
pocta: 2-3 cm/rog

0 Ao 1ropa 1roa 1 mec 2ropa5 mec 4ropalmec

[leBoyka A.: Macca Npu poXxaeHUn —
1570 r, annHa Tena — 40 cm.
[eBoyKa W.: macca npu poxaeHum —
1660 r, aonvHa Tena — 41 cm

3aperncTpupoBaHo

Hanuyue cBULLEN
3y60B

LUuTtpatHas
cMech OTMeHeHa

4ropa8mec 4ropal0mec 5 net 6 mec 6 net 5 mec 8 net

[Ana npodunakTukm
MoYeKaMeHHOW 60Ne3Hu

OnepaTuBHOE

BMewaTenbCcTBo —
remunanuédusnones

B Tepanuio BBeJeHa
LMTpaTHas CMECh.
[Hesoyka N. — XbM 1 cT.

OTcTaBaHue B pocTe, AedopmaLnus
KOHEYHOCTEl, U3MEHEHUS B aHann3ax
1 Ha peHTreHorpamme.
MpeaBapuTeNbHbI AUAarHo3:
«'MnodochaTeMnyecKuin paxuTr.
B neueHnn: akTusHble popmbl BUTaMuHa D,
npenapaTtbl dpochopa

MHWLMMpOBaHO naToreHeTU4ecKoe
NleyeHne He 3aperncTpupoBaHHbLIM
Ha TeppuTopmmn Poccuitckon deaepaummn
npenapaToM MOHOKJ/IOHA/IbHbIX @aHTUTeN
K dakTopy pocTa dpubpobnactos 23.
MpenapaTbl pochopa OTMEHEHBI

Puc. 3. MNaumeHTKH A. 1 U.: XpoHONOrns Te4eHuns 60/1e3HU, KatoyYeBble COObITUSA U MPOrHO3
lMpumeyarne. HINP — HepBHO-Ncuxmyeckoe pa3dsuTtune; XbIM — xpoHnyeckasa 601e3Hb MoYeK.

Fig. 3. Patients A. and I.: chronology of the course of the disease, key events and prognosis
Note. NPD (HINP) — neuropsychic development; CKD (XBI) — chronic kidney disease.

MblLEYHON cUCTEMbI B BUAE AedopMaumin KOCTHOM TKaHM,
NPMBOASALWMX K Pa3NUYHbIM UCKPUBAEHUSAM KOCTEN U HU3-
KOPOCNOCTU; MbllLEYHYl0 cnabocTb, OrpaHMYMBalOLLYO Noa-
BU}KHOCTb pebeHKa, a TaKkKe abcCLecchl U Kapnec 3y60B. 3TH
nposiBNeHns onpeaensoT TaxKecTb XLH 1 yacto ctaHoBATCA
NPUYMHON MHBaNnaM3aunun nauneHTos [1, 3, 10].
PasHoo6pa3ne v BapunabenbHOCTb KIMHUMYECKWUX MNpo-
aneHnn XLH o6ycnoBnvBaloT €ro MyabTUCUMCTEMHOCTb
M TpebyloT MPUBNEYEHUS Y3KUX CNeunanmuctoB (Bpaden-
neguMaTpoB, reHETMKOB, SHAOKPMHOMOMOB, TPaBMaTo/IoroB-
opTOMeaoB, CTOMaTONOroB, XMPYProB) AN KOMMIEKCHOro
BefAeHua nauuneHtoB [8]. O6uwee noHMMaHWe npobnembl
BCEMW CneunanmcTaMm — Kay4eBOon GpaKTop AOCTUKEHUSN
KOHTpONS Haj 3aboneBaHUEM U, COOTBETCTBEHHO, NOBbIWE-
HWSA KayecTBa XM3HUM nauneHToB [1, 10]. B npeactaBieHHOM
K/IMHUYECKOM ciydae 6narogaps MynbTUAUCLUUNIMHAPHOMY
noaxoay yaanocb paspaboTtaTb M peann3oBaTb COrnacoBaH-
HYO CTpaTeruo BeAeHus v TaKTUKY le4eHns NaLneHToB.
McTopumyeckn XLH knaccuduunpoBanui Kak «paxuT, pesu-
CTEHTHbIN K BUTamuHy D, unan BUTaMWH-D-pe3UCTEHTHbIM
paxuT UMEHHO Ha OCHOBaHUU HEADDEKTUBHOCTHU UCMOJIb30-
BaHuWA BUTamuHa D ¢ nuwen B KavyecTse JiedeHus. C yyetom
COBPEMEHHbIX 3HaHWW B 06/1aCTU MOJSIEKYNSIPHON TEHEeTU-
KW 3TOT TEPMUH TepsieT CBOI aKTyalbHOCTb, MOCKOJbKY
HET HWKaKMX [OKa3aTeNlbCTB PE3UCTEHTHOCTU K BUTAMM-
Hy D, a ckopee, yunTbiBass daKTopbl naToreHesa, cnegyet
roBopuUTb 0 HEIDDEKTUBHOCTM MPUMEHEHNS BUTaMuHa D,
NMOCKONIbKY 06pa3oBaHWe KanbLuWTpuoaa He MpoucXoauT
B CBSI3W CO CHW)XEHMEeM aKTMBHOCTM COOTBETCTBYOLErO
depmeHTa. TpaguunoHHas Tepanusa XLH B Te4eHne MHOrmx
NneT BK/oYana B cebs neveHne akTuBHbIMKM dopMamun BuTa-
MWHa D, TaKMMK KaK KanbuuTpuon unm anbdaxkanbuuaon,
B COYEeTaHMM C BbICOKMMM fo3amu docdhaTHbIX CONeEN, KOTO-
pble 6optoTcs ¢ ueneBbiMu addekTamm FGF-23, cHUXKas ero
ypoBeHb U Hopmanusys 1,25(0H),D B cbiBOpOTKE KPOBU

[4, 9]. 3apgava OaHHOrO NIeYEeHUs — OCTaHOBUTb pa3BUTUE
naToNorM4yeCcKMx NPoLEeCcCoB B KOCTHO-MbIWEYHOM cuCTe-
M€, a UMEHHO: CHU3UTb MporpeccupoBaHue aedopmalmu
KOCTEM M BbIPaXEHHOCTb MbIlLEYHON €nabocTu, Cnoco6-
CTBOBaTb POCTY OpraHM3ma W ynyylWuTb COCTOsiHME 3y60B
[1, 10]. Tem He MeHee, pedynbTaTbl 3QOEKTUBHOCTU CTaH-
[LapTHOW Tepanuu CNOXHO OTHECTU K YAOBIETBOPUTENbHBIM
[3, 10]. NmetoTca ybeauTenbHble AOKal3aTenbCTBa TOrO,
4YTO pe3ynbTaTbhl pocTa yayywatoTcs, Korga TpaauuMOoHHOEe
le4eHne HayuHaeTca B BO3pacTe A0 oAHoro roga [14].
Hanpumep, B Halwem KAMHUYECKOM cllyyae TpaauLMOHHas
Tepanusa Ha4yanacb TO/IbKO B BO3pacTe 4 /1eT, YTO 3HAYUTENb-
HO YMEHbLLMIO €€ NONOXKUTENbHbIN 3PPEKT.

Mpo6nembl 4aHHOTO NIEYEHUS TaKXKe BKOYalOT B cebs
TPYAHOCTU C COBNIOAEHNEM CXEM, TPEOBYIOLLNMX MHOTOKPaTHO-
ro BBeAEHMS 403 KaXKAbli AeHb, U BO3HUKHOBEHMWE YacTblX
NO6GOYHbIX ABNEHWUNW, CBA3aHHbLIX C npenapatamn docodop-
Horo 6ydepa. A MMEHHO AMCNENTUYECKUX PaCCTPOMUCTB
(TowHoTa, pBOTa, AMapest), pa3BUTUMS HedpoKasbLMHO3a
W BTOPMYHOro runepnapartmpeosa [4, 10]. B uenom nevyexHune
XLH TpebyeT yacTtoro nabopaTtopHOro KOHTPONS U KOppeK-
TUPOBKM A03bl A4N1F ONTUMU3aLUUKN addeKTa U MUHUMU3ALUK
NOGOYHbIX IBNIEHMI Y pacTyux geten [4].

TpaguUMOHHaA Tepanusa NbiTaeTcs yCTpaHuTb nocnea-
cTBusa uM36bITKAa FGF-23 (HM3KMKM ypoBeHb ¢ocdaToB
n 1,25(0H),D), Ho He GnokupyeT ero apdeKTbl, U haKTH-
YEeCKM MHOTOYUCNIEHHbIE MCCefoBaHMA MPOAEMOHCTPU-
poBanu ysenunyeHne FGF-23 Bo Bpems TpaguLMOHHOWM
Tepanun XLH [15]. Takas Tepanus He yny4llaeT KaHanble-
Byl peabcopbuunto pocdopa y naymeHToB ¢ 3TUM 3ab0-
nesaHuewm [14].

Ha cerogHawHWM aeHb OGHaaeXuBatolme pesynbraTbl
[LEMOHCTPUPYIOT KAMHUYECKME UccnefoBaHMa Gypocyma-
6a — npenapaTta, CoAeprKallero MOHOK/IOHaNbHblE aHTH-
Tena HOBOro nokoseHus 1gGl, HanpaBfieHHble NPULLENTBHO



Ha FGF-23 v npuBoasiline K ero MHrmbupoBaHuio. Y aeten
¢ X-cuenneHHon runodocdaremmen ata TapreTHasa Tepa-
nusi CNOCOBGCTBYET yy4lleHWo peabcopbumn docdatos
noYykamu, HopManu3aunv ypoBHs dochaToB B KPOBM, CHHU-
JKEHMIO BbIPaXKEHHOCTM paxuTa M KOCTHbIX 6ONen, a TaKxe
YNyYLEHUO POCTOBLIX NoKasaTenen U GU3M4eCcKon aKTUB-
HOCTM pebeHKa. lMpn aToM 3adpPeKTUBHOCTL Gypocymaba
3aMeTHO NpeBbIWaeT NoKasaTenu TPagULMOHHOIO NeYeHuns
[16]. BnusiHne npenapaTa Ha 3yO6HYIO aMasib NoKa U3y4eHo
HeJoCTaTO4YHO, M OCTaeTcsi CMOPHbIM BOMPOC, MPUBOAWUT
N1 HOpManu3aunsa ypoBHSA pocdaToB K yny4yLIEHUIO COCTON-
HKA 3y60B [4]. B 2018 r. EBponencKkoe areHTCTBO Mo ieKap-
CTBEHHbIM cpeacTBaM (EMA) u YrnpaBneHue rno caHutapHomy
HaA30py 3a KayeCTBOM NPOAYKTOB M MefuKameHToB CLUA
(FDA) opo6punan npumMeHeHue npenapaTta MOHOK/I0OHaNbHbIX
aHTuTen y nauneHtoB ¢ XLH B cnydasx HeadpdeKTUBHOCTH
/WA HEenepeHOCUMOCTU CTaHAAPTHOM Tepanuu, a TakKe
npu pasBUTUKN OCIIOXKHEHMI Ha GOHE TPaAMLMOHHOIO Neye-
HuA [1, 3, 4, 10]. B HalweM KIMHUMYECKOM cnyvyae pa3BuTue
HedbpoKanbUMHO3a y AeBOYEK Ha GOHE ANUTENBHOro Npue-
Ma docdaToB NPenaTCTBOBANO0 YBENMYEHUIO 403bI AN1F KyNK-
pPOBaHWUS PaxMTUHECKOro NpoLecca B KOCTSX, U B 9TOM CBA3MK
Ha3HayeHune Bypocymaba 6bl/10 060CHOBAHHbLIM U LLENECOo0-
6pasHbIM.

Ha ¢oHe nonyyaemon naTtoreHETUHYECKOM Tepanuu
y NaUMEHTOK COXpaHAEeTCs YMepeHHO BblpaxeHHas Bapyc-
Has aedopmaLMsi HUNKHUX KOHEeYHoCTeMn, Habnogaetcs
NnoNoXUTENbHasA AMHaMMUKa pocTa, HO COXpaHaeTcs oTcTaBa-
HWe 6onee 4eM Ha —2SD OTHOCUTENbHO NOKa3aTenen B nony-
nauun. Mo AaHHbIM peHTreHorpadmMm — HEeCcooTBETCTBUE
KOCTHOrO BO3pacTa nacnoptHomy (AeBoyka A. — 5,5 net
npu nacnopTHom Bo3pacTe 9 net 5 mec; gesoyvka UN. —
6,4 roga npv nacnopTtHom Bo3pacTe 9 net 5 mec), B Tpybya-
TbIX KOCTSIX COXPaHSIOTCSH paxmTU4eCKnue M3MeHEHN POCTKO-
BbIX 30H Tpy6yaTbiXx KocTen (MHaekc RSS =1 6ann y o6eunx
nauneHToK). B 6MOXMMUYECKOM aHanuM3e KpoBW (BbIMoOJ-
HEHHOM 3a 1 [AeHb A0 MHBbEKLUMW) — HU3KO-HOPMaJsibHbIM
ypoBeHb docdopa, Npu yaOBNETBOPUTENBHbBIX / YMEPEHHO
NOoBbILEHHbIX YPoBHSAX LL® v MTI. Mo agaHHbIM Y3W novyek —
coxpaHsatoTcs axorpaduyeckune npuaHakm HedpoKanbLUHO-
3ay 06enx AeBoYeK.

BbllweyKa3aHHble JaHHble ABASIOTCS CNeACTBUEM MO34-
Hero Havana Tepanuun 6ypocymabom (B 8 neT) u Henpoaos-
KUTENbHOM ANUTENBHOCTU TEPANUKU K HAcToALWEMY BPEMEHHM
(B Te4eHWe nonyTopa eT), YTO CKa3blBaETCs Ha pe3ynbraTax
o6cnefoBaHna M NOATBEPXKAAET KPaMHIO BaXHOCTb CBO-
€BPEMEHHON ANarHOCTUKM W onpefeneHns BEPHOM TaKTUKK
nedyexus [14].

MpenapaTt MOHOK/OHabHbIX @aHTUTEN HE PEKOMeHyeTcs
NPUMEHATb BO BpeMs 6epemeHHocTU. [Monb3a ¢ocdaTos
M aKTUBHbIX aHanoros BUTammHa D y 6epeMeHHbIX XKEHLLUH
¢ XLH ocTaetcsa auckyccuoHHom [9].

lMpenapat MOHOK/IOHANbHbIX aHTUTEN YAyYlaeT TeYeHne
paxuTa B 6OfblleN cTeneHu, 4eM TpaauuMoHHas Tepa-
nusi, ero MHbEKLMU Yepes3 Kaxable 2 Hep nerye BBOAMTb
NO CPaBHEHWIO C HECKOJbKUMU MNPUHUMAEMbIMU BHYTPb
[03amMu1 TpagULMOHHON Tepanuu B AeHb, U, cnefoBaTenbHo,
370 3PPEKTUBHLIN BapUaHT Ie4YeHUs aAns aeTen He3aBUCH-
MO OT CTEMEHM TAKECTU paxuTa (ABNSETCH €AUHCTBEHHOM
naToreHeTnyeckon Tepanunen XLH, ogo6perHHon FDA) [16].
OpHako gns 6e3onacHOCTM U IPOEKTUBHOCTU KaK Tpaau-
LLMOHHOW, TaK M naToreHeTM4yeCcKOoM Tepanuu HeobXoaum
yacTbl NabopaTopHbIK MOHUTOPUHT [4].

3AK/IIOYEHHME
[aHHbI KJIMHWYECKUN MpUMep AEMOHCTPUPYET BaX-
HOCTb Bpa4yebHOM OCBELOMJIEHHOCTM O peaKunx dopmax

paxuTu4yeckux 3aboneBaHW, TPYAHOCTU UX AuddepeHumn-
anbHOM ANMArHOCTUKM. BaxHbl CBOEBPEMEHHAA AMarHOCTUKa
W Ha3HayeHue Tepanuu ANA YAYHWEHUS KayecTBa XKMU3-
HW, NpeaynpeXKaeHUs PasBUTUS OCNOXKHEHUI, B TOM 4ucne
N NeKapCTBEHHbIX.

B paHHem pgeTckom Bo3pacTe B ciiydae HeapdeKTuB-
HOCTW Ne4YEeHUss aKTMBHOro paxuTta npenapatamu BUTaMu-
Ha D Heo6xo4MMa HAaCTOPOXKEHHOCTb B OTHOWEHWUN PeaKnX
dopM paxuTonofoOHbIX 3aboneBaHWi C nocreayolen
MX paHHen AMarHocTuKoMn. Mpw ycTaHOBNEHHOM AMarHose
BaXeH noabop coBpPeEMEHHON 3IPPEKTUBHOM MOXKWUIHEH-
HOM Tepanuu C NOCTOSHHbIM AWHAMWYECKUM KOHTpOaeM
nokasartenew nNpu NNaHoOBOW rocnutanusauuu ans npeg-
yNpeXKaeHUsa pa3BUTUS OCIOXKHEHWUIH. TakKe Heob6Xxoaum
MYNbTUANCLUMNAMHAPHbBIA NOAX04 C HabnlgeHuem npo-
duUNbHbIX cneuManncToB (opTonea, 3HAOKPUHONON, CTOMa-
ToNor, odTanbMonor).
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KnuHunyeckum cnyvyamn
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KNMHUYECKUHU cnyyan aHOMaNbHbIX
MaTO4YHbIX KPOBOTEYE€HUN U HAPYHKHOIo
reHUTaJibHOro aHaoMeTpUuo3a

y NauMeHTKU 14 net c uamonaTtu4ecKoun
TPOMOOLMTONEHUYECKON Nypnypou

ABTOp, OTBETCTBEHHbIA 32 NePenucky:

KypmaHraneesa Anns lOHycoBHa, Bpay akylwep-ruHekonor NbY3 MockBbl «MOp0o30BCKas AeTcKas ropoAckas KnnHuyeckas 60oabH1Ua [enaptameHTa
3ApaBooxXpaHeHnss MOCKBbI»

Aapec: 119049, MockBa, 4-i lo6pbIHWHCKKIA Nep., 4. 1/9, Ten.: +7 (985) 445-14-06, e-mail: askarova-aliya@yandex.ru

O6ocHoBaHHue. VanonatndecKkas TpPOMOOLUMTONEHUYECKas nyprnypa sBASETCA OAHUM M3 Haubosiee pacrnpoCcTpaHeHHbIX
MPMOBPETEHHbLIX HapPyLLIEHWI CBEPTLIBAEMOCTH KPOBM Y MOAPOCTKOB. [laHHOe 3ab60/1eBaHne XxapaKTepu3yeTcs NoBbILLIEH-
HbIM PUCKOM Pa3BUTUS COMYTCTBYIOLUMX TMHEKOIOMMYECKUX NATOIOMMH, TAKUX K&K @HOMaJlbHble MaTOYHbIE KPOBOTEYEHMS,
OMyXo/n MU OrnyxoneBuiHble 06pa30BaHUsA IMYHUKOB, HapyXXHbIN reHUTalbHbIN 3HAOMETPMO3, YTO TpebyeT TiaTe/lbHOro
MeANLUMHCKOro HabatofeHuss U npu HeobxoaMMOCTH OnepaTMBHOro BMeluaTe/iocTBa. OnMcaHue KIMHUYECKOro cy4as.
PaccmatpuBaeTcs KAMHUYECKMI caydan 14-neTHen nauueHTKU ¢ MAMONaTuyecKon TPOMOOLIMTONEHMYECKON Nyprnypou,
OCJIOHEHHON HapyHbIM TeHUTaJIbHbIM 3HAOMETPHUO30M M aHOMaJslbHbIMU MaTOYHbIMU KPOBOTEYeHUsIMU. [launeHTKe
BbIMMOJIHEHO OMepaTMBHOE BMeLIaTe/IbCTBO B 06beMe «1anapocKonmyecKkas 00(pOpP3IKTOMUSI», YTO MO03BOJIMII0 NPeAOoTBpa-
TUTb Pa3BUTUE TAKE/TbIX OC/IOKHEHMI. 3aKtodeHune. [JaHHbIV cayyYal NogYepKMBaET BaXKHOCTb KOMITIEKCHOIO U MEXAMNC-
LUMMNIMHaPHOro NoAXoAa K JIe4EHMIO NaLMUEHTOK C AMONATUYECKON TPOMBOLMTONEHNYECKOM NypPypos U COnyTCTBYIOLWMMHU
TMHEKOJIOMMYECKUMM NaTo0MMSIMU, YTO COCOOCTBYET MUHUMMU3ALNN PUCKE Pa3BUTUS KUIHEYTPOXKAIOLYUX OC/TOKHEHMH.
KnioyeBble cnoBa: vanonatnyeckas TpoMOOLMTONEHMYECKas Nyprnypa, aHOMaslbHble MaTOYHble KPOBOTEYEHMUS, Hapy*-
HbIN reHUTaIbHbIN 9HAOMETPUO3, OMyXOJIM IMYHMKA, ONYX0JeBUAHbIE 06Pa30BaHUS IMYHUKA, 1anapocKonuyecKas 0opop-
IKTOMMSA, KJIMHUYECKUN CyYan

Ansa uyntupoBaHusa: Cubupckas E.B., KapadeHuosa W.B., KypmaHraneesa A.10., AHHakynveBa A.C. KnuHuyYecKun
cllyd4al aHOMaslbHbIX MaTOYHbIX KPOBOTEYEHWWM M HAPYKHOrO TFEHWTaNbHOIO 3HAOMETPMO3a y NauuMeHTKu 14 net

doi: https://doi.org/10.15690/pf.v22i1.2850

OBOCHOBAHME

ManonaTuyeckas TpomGouMTONEHUYECKas nypnypa
(UTM) asnaeTca Hanbonee pacnpocTpaHeHHbIM MNPUO6-
PETEHHbIM HapylleHNMEM CBEPTLIBAEMOCTU KPOBU Y AeTen
M NOAPOCTKOB. 3TO 3ab6oneBaHUE XapaKTEPU3YETCH CHU-
KEHMEM KOMMYecTBa TPOMGOLIMTOB, YTO MPUBOAMT K MOBbI-
LLUEHHOW CKMOHHOCTM K KPOBOTEYEHUSM, MPOSBASIOLMMCS
B BMAE NETEXMI, Nypnypbl, KPOBOTEYEHUIM CIU3UCTLIX 060-
JIOYEK U B PEAKMX CyHasix — BHYTPUYEPENHbIX UK Keny-
JOYHO-KMLIEYHbIX KPOBOM3NUAHUIA. OCOBYI0 KIMHUYECKYIO
3HayumocTtb UTI npuobpeTaeT y OeBOYEK-NOAPOCTKOB
B CBfi3W C pPasBUTMEM COMYTCTBYKOLWEN TMHEKONOTMYE-
CKOW naTonoruun. lImHekonornyeckme ocnoxHeHus npu UTI
MOTrYT NPOSIBASATLCS B BUAE aHOMaJsIbHbIX MATO4YHbIX KPOBO-
TEYEHUIN, HAPYKHOIO reHUTanbHOro 3HAOMETPMUO3a, OMNyX0-
Nlel U ONyxoneBUHbIX 06Pa30BaHMU AUYHUKOB U UX BO3-
MOXHbIX MOCNEACTBUI, TaKUX KaK NePEKPYT UAU pPa3pbiB,
4YTO MOXKET CNPOBOLMPOBATL BHYTPMOPIOLWHOE KpoBOTEYE-
HUe. ITU coCcTosHMSA TPeOBYIOT TLATENbHOrO MOHUTOPUHIa
M MOryT noTpe6oBaTb XMPYPrMYECKOro BMeLlaTeNbCTBa.
TeM He MeHee, HECMOTPS Ha NOTEHLMaNbHbIE PUCKU, METO-

C WMAMONATUYECKOW TPOMOOLMTOMEHUYECKOW Myprnypow.

lNegnatpnyeckas ¢apmakonorms. 2025;22(1):42-48.

[bl Ne4YeHns JaHHbIX OCMIOXHEHUI NPOAOMKAIOT OCTaBaTbCH
npeaMmeTomMm AucKyccuin. CBoeBpeMeHHOe M ajeKBaTHoe
BMellaTeNbCTBO MMEET pellalollee 3HavyeHue, y4uTbiBast
BbICOKMI PUCK Pa3BUTUSA MKW3HEYrpoXKatolMX COCTOSHUM
npW HeJoCTaTOYHON KOPPEKLMN TPOMOOLIMTOMNEHMN.

B cTaTtbe npeacTtaBneH KAMHUYECKWUIM ciydYail peaKoro
coyeTaHus WTI, aHOMasibHbIX MaTOYHbIX KPOBOTEYEHUM
M HaAPYXHOro reHnTanbHOro aHAoOMeTpuosa, Tpebyouero
XMPYPruyeckoro BmellaTenbcTBa. [aHHbI cnyyan noa-
YEepKMBAET CNOXHOCTb AMArHOCTUKU W NEeYeHuss conyT-
CTBYIOLIMX TMHEKONONMYECKNX 3ab0oneBaHnin y nauneHToK
c UTM, a TakXe HeobXO0AUMOCTb NMPUMEHEHUS UHAUBUAY-
ann3npoBaHHOro Noaxoja B BeAEeHWW TaKUX MalMeHTOK.
CnefnyeT OTMETWUTb, YTO CBOEBPEMEHHAs AuMarHocTUKa
M NpoBefleHNe onepaTMBHOIro BMellaTenbCcTBa NO3BONIN
n3bexaTtb Cepbe3HbIX OC/IOKHEeHWUW, TaKUX KaK MacCuB-
HOe KpoBOTEeYeHUe, U obecnevynnn GnaronpusaTHbIN UCXoA
ONS NauMeHTKK, YTO TOBOPUT O BaXKHOCTU KOMMJIEKCHOro
noaxoaa K BeAaeHuto nauneHTok ¢ UTI 1 conyTcTBYOWUMHM
TMHEKONIOrMYECKUMM MaTonormsaMm, 0CO6eHHO B MOAPOCT-
KOBOM BO3pacTe, rae oco6oe BHMMaH1Me Heo6X0AMMO yae-



NATb MHAUBUAYanuU3auun nevyeHna Ana npeporspalleHnd
OCJIOXHEHWW U yNyYLlEeHUsA NPOrHo3a.

KJIMHUYECKHUHA NPUMEP

O nauueHTe

MauneHtka E., 14 net, 6blla rocnuTanMampoBaHa
B rMHeKonormyeckoe otaenexnne PAKB B nnaHoBOM nopsigke
C YXanobamu Ha HeperynsipHble u 60/€3HEHHbIE MEHCTpYa-
LMK, MEXXMEHCTPYasibHble KPOBSIHbIE BblAENEHNS U3 NOAOBbIX
nyTen, a Takxe nepuoanyeckne 6011 B 061acTu K1MBoTa.

M3 aHaMHe3a KM3HM U3BECTHO, YTO NaLMEHTKA COCTOUT
Ha y4yeTe y remaTosiora c AMarHo30M «ManmonaTuyecKkas Tpom-
éouuTOoneHnyeckas nypnypa». HacnegcTBeHHbIM aHamHe3
OTArOWEH OHKOMOrM4YeCcKMMKn 3aboneBaHUsIMM NO OTLOB-
CKOW JINHUMN.

MeHapxe HacTtynuno B 11 net. [lepBOHavyanibHO MEH-
CTpyaunu 6bian perynspHbIMK, AAUAUCh NO 7 AHEN C UHTEpP-
Basom B 21 AeHb, HO COMPOBOXKAANUCb OOUbHLIMKU Bblae-
NIEHNSIMU U BblparkeHHbIM 60/1eBbIM CUHAPOMOM. B 2021 T.
3apernucTpupoBaHbl ABa 3NuM304a aHOMasbHbIX MaTOYHbIX
KPOBOTEYEHMH, 4TO NOTpeboBano NPOBEAEHUS FTOPMOHaNb-
Horo remocTta3za. C mapta 2023 r. oTMeYaeTcsl HapyleHue
MEHCTPYaNbHOro LUMKNa: 3aaepku 4o 90 aHen ¢ Hannymem
MEXMEHCTPYabHbIX KPOBOTEYEHUMN.

Mpu ynbTpa3sBykoBOM uccnegoBaHuu (Y3W) opraHoB
Manoro Tasa, NPOBeAEHHOM aMOynaToOpHO, B MNPOEKLMM
npasblX NPMAaTKOB MaTKM BbiiBeHO 06pa3oBaHue pas-
Mepom 84 x 53 x 65 MM, BHYTPU KOTOPOro BM3yanunau-
pyeTcs CTPYKTypa, NpeanonoxKUTenbHO, COOTBETCTBYOLWLaN
npaBoMy IMYHUKKY (pa3mepbl 10 x 17 x 27 mm). MNaumeHTKa
Oblla rocnuTanM3npoBaHa Ans danbHenwero obcnegosa-
HWUS, YTOYHEHUS JMarHo3a 1 onpeaefieHns TakTUKK NeYeHuns.

[JaHHble PU3UKaNbHOro ocmMmoTpa

Macca Tena naumeHTKn coctaBnseT 51 Kr (NepueHTuIb
50-75%), nHaekc maccobl Tena — 18,96, poct — 164 cm
(nepueHTUNb 50-75%), 4TO COOTBETCTBYET HOPMasibHbIM
nokasatensaMm Ans JaHHOro Bo3pacta. KoXKHble MOKPOBbI

YUCTble, Ha BEPXHUX U HUXKHUX KOHEYHOCTAX BbIABNEHbI
HebonblIne remaTomMbl, MaKCUMaJsibHble pa3mepbl KOTOPbIX
COCTaBAAOT 5 x 2 cM, HaxoAalWwMmMecs B CTaann paspeLleHuns.

[laHHble FTMHEKOI0rM4eCcKoro ocmMmoTpa

MonoBoe pa3BWTME MaALMEHTKM COOTBETCTBYET CTa-
amn Ax3 Ma3 Pb3 Mell no TaHHepy, 4TO yKa3biBaeT
Ha HOpManbHOE MONOBOE CO3peBaHMe ANa ee Bo3pacTa.
HapyHble nonosble opraHbl CHOPMUPOBAHbI NPaBUILHO,
KNUTOP He yBenunyeH. lTMMeH aCcTporeHn3npoBaH, 6e3 npu-
3HAKOB runepemMun. BolaeneHns U3 nonoBbix NyTen Cnu3u-
cTble. [pn 6uMaHyanbHOM UCCie0BaHMM MaTKa pacnono-
KEHa B CPeAMHHOM MOJMIOXKEHWU, HEe yBeNnYeHa, nnoTtHas,
noaBuxHas, 6es6one3HeHHasd. lNpuhaTtku ¢ 1€BOM CTOPO-
Hbl He nanbnupytoTcs, obnactb 6e360ne3HeHHa. OgHako
3acfly)xnBaeT BHMMaHWA TyroanactuyHoe obpasoBaHue
B 061acTu npaBbiX NpUAaTKoOB AMaMeTpoM okono 10 cwm,
6e3601e3HeHHOE MPKU Nanbnauuu, 4To TpebyeT AanbHen-
wero o6cnefoBaHns U AMHaAMUMYECKOro HabnaeHus.

JlaGopaTopHasa U MHCTPYMEHTa/lbHasA AUarHoCcTUKa

KAMHWYECKMI aHann3 KPOBM BbISIBUN CHUXKEHWE YPOBHS
remornobuHa ao 103 r/n (Hopma 120-155 r/n) n apuTpo-
umToB A0 3,49 x 1012/8 (Hopma 4,1-5,1 x 1012/n), yTO yKa-
3blBAET Ha @aHEMMIO NErKOM CTENneHWn TKecTu. JlenKounTbl
HaxoaaTcs B nmpegenax Hopmbl — 11,62 x 109/n (Hopma
4.5-11,5 % 10°9/n), 0o4HAKO OTMEYAETCH OTHOCUTENbHAS M-
donenuns (20,2%, Hopma 29-45%) Ha poHe NoBbIEHNA A0SN
HenTpodunos Ao 73,3% (Hopma 43-65%), UTO MOXKET CBU-
4eTeNnbCcTBOBaTb O BoOcnanuTenbHOM npouecce. bazodunbl
TaKxe HecKonbKo yBenunyieHol — 0,8% npu Hopme a0 0,5%.

3HaynTeNbHOE CHUXEHWEe YypoBHA TpomMbGouMTOB —
o 55x 109/n (Hopma 150-440 x 109/n) 3acnyxuBaeT
0Cc060ro BHMMaHUS, 4TO NOATBEPXKAAETCS AaHHbIMU TPOM-
6ouuTomeTpun no douno — 55,77 x 109/n (Hopma 180—
340 x 109/n). YpoBeHb TPOMBOKPUTA TaKKe CHUMEeH —
0,08% (Hopma 0,15-0,42%), B TO BpeMs Kak cpeaHUin 06bem
Tpom6ouuToB (14,7 ¢n, Hopma 9,4-12,4 dN) 1 WKUPUHA UX
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Abnormal Uterine Bleeding and External Genital
Endometriosis in a 14-Year-Old Patient with Idiopathic
Thrombocytopenic Purpura: Case Report

Background. Idiopathic Thrombocytopenic Purpura is one of the most common acquired blood-clotting disorders in adolescents.
This disease is characterized by an increased risk of developing concomitant gynecological pathologies, such as abnormal uterine
bleeding, ovarian tumors and tumor-like masses, external genital endometriosis, which requires careful medical supervision
and, if necessary, surgical intervention. Case report. A clinical event of a 14-year-old patient with idiopathic thrombocytopenic
purpura complicated by external genital endometriosis and abnormal uterine bleeding is being considered. The patient underwent
surgery in the amount of laparoscopic oophorectomy, which prevented the development of severe complications. Conclusion.
This case gives accent to the importance of a comprehensive and interdisciplinary approach to the treatment of patients with
idiopathic thrombocytopenic purpura and concomitant gynecological pathologies, which helps minimize the risk of life-threatening

complications.

Keywords: idiopathic thrombocytopenic purpura, abnormal uterine bleeding, external genital endometriosis, ovarian tumors,
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pacnpegenenus (23,3 ¢n, Hopma 10-20 ¢n) yBennYeHsl,
4YTO MOXET CBMAETEeNbCTBOBATb O HapyWeHUU TPpoMOOLM-
TapHOro 3BeHa remocTtasa. YpoBeHb KPYMnHbIX TPOMOOLMTOB
3HaYnUTENbHO NoBblleH — 60,9% (Hopma 13-43%).

B nccnegoBaHuM remoctada aKTMBMPOBAHHOE 4acTuy-
Hoe TpoMmb6onnacTuHoBoe BpeMs B Hopme — 34,8 ¢, oaHa-
KO OTMe4aeTcs HebOonbloe NOBbIWEHWE MeXKAYyHapoaHO-
ro HOPManan30BaHHOIO OTHOLWEHMS — [0 1,2 npu Hopme
0,86-1,16. MpoTpom6MHOBOE BpeMs Mo KBMKY HECKOIbKO
CHUXEeHOo — 79% (Hopma 82-135%), ypoBeHb dubpUHoOre-
Ha cocTtaBnaeT 4,16 r/n (Hopma 2-4,3 r/n), 4TO OcTaeTcs
B npeaenax HopMbl. TOPMOHanbHbIM NpodUab B npegenax
HOPMbI, 6€3 BbISIBJEHHbIX OTKNOHEHWU.

Y3W opraHoB Mmanoro Tasa (puc. 1): uccnemoBaHue
BbINOMHEHO Ha 30-1 AeHb MEHCTPYaNbHOMO LiMKNa. Paamepsl
Tena MaTku cocTaBnsioT 52 X 37 X 44 MM, Wenka —
32 %24 mM. Yron mMexay TenoM W WeNKon BblpaXKeH Xopo-
wo. CTpyKTypa MuomeTpus oaHopofHas. LiepBuKanbHbIi
KaHan 3aKkpbIT. TonuwmHa sHaomeTpusa (M-3x0) cocTaBhis-
eT 8 MM, CTpyKTypa ogHopoaHas. B npoekuun npaBoro
AMYHUKa BM3yanusupyeTrca ob6pasoBaHMe pa3Mepamu
96 Xx60X 78 MM C TMMNO3XOrEHHbIM COAEPKUMBIM U Men-
KoAMcnepcHom B3Becblo. TofilMHa CTEHKM o6pas3oBaHus
cocTaBAsieT 3 MM, B CTEHKE BbISIB/E€Hbl €4MHUYHbIE TOKYCbI
KPOBOTOKa C MHAEKCOM pe3ncteHTHocTH (MP) 0,85. BHyTpw
06pa3oBaHns BM3yanu3upyloTCa neperopoaKka TOJMLWMHOM
4 MM M yyacTKM paspsiKeHus 3xo-curHana. Bo3mOMKHO,
4YTO B [Ja@HHOM KOHrioMeparte ouMpyeTcs SWYHUK, pas-
Mepbl KOoToporo 23 x 17 X27 MMm. JleBbll SAMYHUK MMeeT
pa3mepbl 32 X 24 x 29 MM, ero cTpyKTypa GonanKynsap-
Has. CBO6OAHAs KMAKOCTb B ManoM Ta3dy He o6Hapy»KeHa.
3aknoyeHune: pesynbtatbl Y3U TpebytoT anddepeHumanb-
HOW AMArHOCTUKM MeXAY ONyXosibio iMYHMKA, BOocnanuTeb-
HbIM KOHrJloMepaToM (Ty6ooBapuanbHOoe o6pa3oBaHue)
“ rematocasnbnuHICOM.

KoHcynbTaumsa remaTonora: Ha OCHOBaHWW pPeKOMeHAa-
UM MexayHapoaHoro koHceHcyca no UTIM (2019) npoTtuso-
noKasaHuv 415 onepaTtMBHOIO BMellaTenbCTBa Npu ypoBHe
TPOMOGOLMTOB Bbille 50 TbiC./MKN HE BbIBNEHO.

MpeaBapuTenbHbI AUArHo3

[Jo6poKayecTBeHHOE HOBOOGpPa30BaHWe MPaBOro siny-
HWKa. lepBuYHaa ancMeHopes. AHOMalbHble MaTO4YHble
KpoBoTeyeHusi B aHaMHe3se. UTI.

Puc. 1. YnbTpa3ByKoBOe UcCnefoBaHne opraHoB Masioro Tasa:
B MPOEKLMM NPaBoro sMyHMKa ob6pas3oBaHue pasMepamu

96 x 60 X 78 MM

Fig. 1. Ultrasound of the pelvic organs: in the projection of the
right ovary, a formation measuring 96 X 60 X 78 mm

AnHaMuKa 1 ucxoabl

MaumeHTKe Gbia NpoBeAeHa NanapoCcKoNMsa ¢ NpaBo-
CTOPOHHEN 00POPIKTOMMEN U UCCEYEHMEM 04aroB MHPWUJIb-
TpaTMBHOrO 3HAOMETPMO3a B 061acTM KPecTLOoBO-MaTouy-
HbIX CBA3OK. B xoae onepaumn 66110 06HapyxeHo 100 mn
CcBOOOAHOM XMAKOCTM B NMOJIOCTU Masioro Tasa.

Teno mMaTKM MMENO HOpMaJsibHble pa3Mepbl, CEPO3HbIN
NOKPOB PO30BOro LBeTa. [lpaBas matoyHasa Tpyba BMU3yasb-
HO He U3MeHeHa, PumbpuasnbHbIM 0TAeN cBo6oAeH. [paBbii
SMYHUK BblN YBEMYEH M3-3a@ HAMYMS BbITSHYTOro 06paso-
BaHUsA pasmMepoMm 12 X 9 cM, C BbIParKEHHbIMW CpaLlEHU-
AMU MeXay SMYHMKOM, MaTKOM M CTEHKaMW Masoro Tasa.
JleBas MaTo4Has Tpy6a v AUYHUK HE U3MEHEHbI BU3YaslbHO;
dMMOpHanbHbIM 0TAEN CBO6GOAEH, a NEBbIM SAUYHUK UMEN
[ONbYaTylo CTPYKTYpY pa3smepom 3 X 2,5 X 3 cMm 6€e3 npu-
3HaKOB NaTonorun. Ha KpecTLoBO-MaTOUHbIX CBAA3Kax 6blin
BbISIBfIEHbl 3HAOMETPUOUAHbIE TETEPOTONMUM, KOTOPbIE GblN
CKOaryanpoBaHbl C UCMOb30BaHMEM GUMNOSAPHOM SHEPTUN.

lMpon3BegeHa nNoMNbiTKa BbUIyUMBAHUA KUCTO3HOIO
o6pa3oBaHMa MpPaBoOro SIMYHWKa B Mpefenax 340PO0BbIX
TKaHeW TynbIM M OCTPbIM NMYTEM C MCMONb30BaHWEM 6GMMO-
NApHON Koarynsaumun. OAHAKO OTMevanacb BblparKeHHas
KPOBOTOYMBOCTb M3 340POBbLIX TKAHEN AMYHMKaA. [emocTas
Oblf1 BbIMNOJIHEH C MCMNOJ/Ib30BaHMEM OGUMNONSPHON Koaryns-
LMW M remMoCTaTMYECKOro paccacbiBalollerocs marepuana
(Cypaykucen), Tem He MmeHee, JOCTUTHYTbIN adbEKT ocTaBa-
CSl HE1OCTATOUHbIM.

MHTpaonepaLnoHHO 6blJ1 BbIMOJIHEH 06LWKWI aHaIn3 Kpo-
BMW: YPOBEHb remornobuHa coctaBun 121 r/n, KOAM4eCcTBO
TpombouuToB — 45 Thic./MKA. [0 pekomeHaauum rema-
Tonora no tenedoHy 6biN0 BBEAEHO 2 [03bl CBEXE3aMO-
POXEHHOW nna3Mbl, yBennyeHa MHOy3ua TpaHeKcamoBOWM
Kucnotbl o 750 Mr n BBeaeH AeKcaMeTa3oH 16 mr.

B cBA3u ¢ conyTCcTBYyOWMM 3aboneBaHMeM NauUeHTKH,
OTCYTCTBMEM afieKBaTHOro addeKTa OT reMocTasa 1 3Hauu-
TenbHOW KposonoTtepen (1200 mn) 66110 NPUHATO peLleHne
NPOBECTU MPaBOCTOPOHHIOW 00dopaKTOMUIO. C nomoLulbio
OUNONAPHON KOaryasaunMnm 4YacTUYHO pas3fefieHbl Chanku
MeXay AMYHMKOM, MaTKOM 1 GPIOLLIMHOM Manoro Tasa, nepe-
ceyeHbl CO6CTBEHHAdA CBA3KA AIMYHMKA, 6PbIXKENKM NPaBoro
SAMYHMKA M NPaBOW MaTO4YHOM TPyObl. [pK ocmMoTpe o6nacTu
pasaeneHunst cnaek 6bl0 BbISBEHO AManefe3Hoe KpoBo-
TeyeHue. YuntblBas 06bEM KPOBOMOTEPM, COMYTCTBYIOLEE
3a60/5eBaHNe MaALMEHTKMU, PELIEHO MOBTOPWUTbL MNpoBeje-
HWe remMocTasa C NMoMOLLb0 FreMOCTaTUYECKOro Matepuana
Cypaxucen. loBTopHass peBU3NS MOKal3ana OTCyTCTBME
aKTMBHOro KpoBoTe4vyeHuss. MakponpenapaT Obin M3BIEYEH
C nomolbio 3HgoGara 4epes MNyrnoyvyHyr KOHTpanepTypy;
CTEHKa KWCTbl Oblna rnagkon, CoAepXuMmoe — remopparu-
yeckoe. MakponpenapaT HanpaB/ieH Ha FMCTONOrMYecKoe
uccnegoBaHvWe ¢ NocneaylLlMM MMMYHOTMCTOXMMUYECKUM
aHanu3oM. O6wasa KposonoTteps coctaBuna 1500 mn.

B nocneonepaunoHHOM nepuoae rematofsiorom 6bina
Ha3Ha4yeHa Nnynbc-Tepanus aekcametazoHom. OfHOKpaTHO
BBEJEH POMMUMIOCTMM B O03e 5 MKI/Kr. B nepBbii aeHb
nocse onepawmu B 06LIEM aHaIM3€e KPOBKM OTMEYeHa Noso-
WUTeNbHas AMHAMMUKA: YpOBEHb remorjio6uHa CcocTaBui
107 r/n, KONMYEeCcTBO TPOMBOLUMTOB — 72 ThIC./MKIJI.

Pe3ynbTaT rmcToN0OrM4ecKoro nccneaoBaHus: B uccne-
[IOBaHHOM MaTepuase y4acTKM CTEHKM KMCTO3HOro obpa-
30BaHu1s, BbICTU/IKA NpeacTaB/ieHa Ha He6GOoMbWOoM Mpo-
TSXEHUU CcTONBYATbIM 3MUTENMEM C OBOMAHLIM Gal3afibHO
pacnonoXeHHbIM A4poM. B oKpyXatowen TKaHKM AUYHKUKa
B 60/1bLLOM KOIMYECTBE onpeaensitotcs GonmKynbl Ha pas-
HbIX CTAAMSAX CO3PEBAHMUS, KENTOE TENO, YHaCTKM KPOBOU3-
NIMAHUIA. 3aK/loYyeHre: 3HAOMETPUoMAHasa LMcTageHoMa
SAMYHMKA.



C 3agepKamu

1o 90 aHew, conpoBoXaatolmecs

MEeXMEHCTPYyabHbIMKU
KpoBOTEYEHUAMMU

MeHapxe
11 net

3nusogbl AMK
12 net

[OpMOHanbHbIM remocTas —
MNONOXKUTENbHbIN 3 PEKT

Hauyano HeperynsipHbix O6pa3oBaHue
MeHcTpyauuin npaBoro sIUMHUKa
13 net 14 net

NanapocKonus, NPaBoCTOPOHHAS
00(hOPIKTOMUSA C UCCEYEHMEM 04aroB
UHOUILTPATUBHOMO 3HAOMETPMO3a
B 06/1aCTV KPECTLIOBO-MATO4YHbIX CBA30K

Puc. 2. XpoHonorusa Knto4YeBbIX COObITUI y NaUMEHTKU E. ¢ nguonatmyeckom TpoM6oLMTONEHUYECKON NypPrypOK, OCNOXKHEHHOWM
aHOMalbHbIMW MaTOYHbIMW KPOBOTEYEHUSAMU U HAPYKHbIM FrE€HUTaNbHbIM 3HAOMETPUO30M

MpumeyarHmne. AMK — aHOManbHoOe MaTO4YHOE KPOBOTEYEHME.

Fig. 2. Chronology of key events in patient E. with idiopathic thrombocytopenic purpura, complicated by abnormal uterine bleeding and

external genital endometriosis
Note. AUB (AMK) — abnormal uterine bleeding.

Mp1 MMMYHOTUCTOXMMUYECKOM MCCNeAoBaHUKU OTMeYe-
Ha aKcnpeccusa peuenTopoB acTporeHa ER, CK7 (umMTokepa-
TUH 7), oTcyTcTBUE aKcnpeccnn K CK20 (umtokepatnH 20)
W peuentopam nporectepoHa PR.

MporHos

B uenom nporHo3 Ana gaHHOM nauueHTKU 6naronpuar-
HbIM. YCnewHoe XMpypruyeckoe BMeLaTenbCTBO, BKIOYaAl0-
Lee NPaBOCTOPOHHI0I0 00GOPIKTOMUIIO U UCCEYEHUE O4aroB
3HAOMETPUO3a, MO3BONUNO M36EKATb CEPbE3HbIX OCMOXK-
HEHWM, TaKMX KaK MaccuMBHOe KpoBoTeyeHue. B nocneone-
paunoHHOM nepuoae HabnaaeTca NONOXKUTENbHaa AWHA-
MWKa — ypoBeHb TPOMBOLMTOB Havyan cTabmunmanpoBaTbes
6narofaps Ha3zHa4YeHHOM Tepanuu, 4TO MMHUMU3UPYET PUCK
JanbHENINX reMopparMyeckux OCnoXHeHun. Oxmnpaetcs,
YTO MauUMeHTKa BOCCTAHOBUTCS 6€3 CyLLEeCTBEHHbIX OCMOXK-
HEHWW Npu cOBAOAEHNM HA3HAYeHHOro nnaHa peabunuta-
LMU U TLLaTENIbHOMO U PErYNSPHOro MOHUTOPUHIA COCTOSIHUS.

BpemeHHas wKana
XPOHOI0rnsa KtoYeBbIX COObITUIM NpeacTaBneHa Ha puc. 2.

OBCYXAEHME

UTMN asnsetca Hanbonee pacrnpocTpaHeHHbIM Hapylle-
HMEM CBepTbIBAEMOCTU KpoBK Yy geTer. O6bl4HO NauMeHThl
¢ UTM uMeloT He3HayuTesbHble KOXHble KPOBOTEYEHUS,
TaKune KaK NeTexmu 1 nypnypa, 1 pexe — KPOBOTEYEHUS CU-
3UCTbIX 060/104€eK. B peaKunx cnyvyasax BO3HMKaIOT Cepbe3Hble
OCNOXHEHUS, TaKMe KaK BHYTpUYEepenHble Wau XKenyaou-
HO-KMLUEYHble KPOBOU3NUAHKUS. OgHUM M3 MOTEHUMaNbHbIX
cepbe3HblX 0CoXKHeHUn UTT y AeBOYEeK-NOAPOCTKOB ABASA-
€TCS KPOBOUINUSHUE B XKENTOE TENO0, KOTOPOE MOXKET Npuse-
CTW K BHYTPUOBPIOLWHOMY KpoBoTeyeHuto [1]. 1o gaHHbIM pas-
JINYHbIX UCTOYHMKOB, UTI BCTpeyvaeTca ¢ yactoton oT 5 Ao
20 cnyvaeB Ha 100 Tbic. YenoBeK [2—4]. 3aboneBaHue npo-
ABNAETCA KaK Yy AeTer, Tak M y B3POC/bIX, OAHAKO YacToTa
BapbMpyeT B 3aBMCUMOCTH OT Bo3pacTa. Hanbonee noasep-
eHbl 3a6oneBaHuio B3pocble B Bo3pacTe oT 20 go 40 ner,
B TO BpPEMS KaK y geter n noxunblx nogen UTI gnarHo-
cTupyetca pexke. XKeHuwmHbl cTpagatoT UTI B HECKONbKO

pas yalle, YEM MYXK4YMHbl. Y geTer Mnajglero Bo3pacTta
3aboneBaHne Yalle npoTekaeT B ocTpon dopme, Torga
KaK Yy NoApOCTKOB M B3POC/bIX Yalle pa3BMBAETCA XPOHM-
yecKas ¢opma.

McTopuyeckoe pas3BuUTME MMMYHHOW TpombGouuTOone-
HUW BKJIOYAET HECKOJMbKO KJo4YeBbIX aTanos [5]. Bnepsbie
COCTOSIHWE, CXOXee ¢ TpomboLuuToneHnen, 6bl1o onucaHo
ABuUEHHON B ero Tpyae «KaHoOH Bpa4ye6HOM Hayku» B 1025 T.
[6]. B 1735 1. Naynb lotnmnb Bepnbrod 3agoKyMeHTUpoBan
cnyvyan 16-netHen OeBYLWKM C KOXHbIMU W CIM3UCTbIMU
KPOBOTEYEHUSAMM Noce MHDEKUMKU, Ha3BaB 3TO COCTOSHME
«6one3Hblo Bepnbrodan.

3HauyuTeNbHbIM BKNah B U3yyeHue TPOMOOLMTOB BHEC
Makc Wynbue B 1865 ., Korga OH BMNepBble onucan Mx
KaK «MaNneHbKkue chepynbl pasinyHoro pasmepar, ykasas,
4TO OHM B 6—8 pa3 mMeHblle apuTpouunToB. B Havyane XX B.
TpoMbouuTONeHns Gblla U3BECTHA MNOA Ha3BaHMEM «MAWO-
natMyecKkas TpombounToneHmnyecKkasa nypnypa» [7]. TepMuH
«ianonaTuyeckas» ykasblBall Ha HEW3BECTHYD MNPUYMUHY
3a60/1eBaHNs, AMArHOCTUPYEMOro METOAOM MUCKJYEHUS
APYrMX BO3MOXHbIX (aKTopoB. «TpoMbBoLMTONEHUYEeCKas»
0603Havyana HU3KOEe KONMYeCTBO TPOMOOLMTOB B KPOBMH,
a «nypnypa» xapakTepu3doBana WM3MEHEHUS LBETa KOXW
y NauMEHTOB, BbI3BaHHbIE KPOBOMUIIUSHUAMM.

B 1950 r. npousowen 3Ha4yuTeNbHbIM MNPOPbLIB
B NoHUMaHuu UTI 6narogaps aKCnepuMeHTy XappuHIToHa
n XonnuHrceopta. OHWM MNPEASONKMUAN TUNOTE3Y O HaNU4yuK
B KpoBwW nauuneHToB ¢ UTI daKTopa, paspyliatolero TpoM-
60UNTbl. ITO 6bINO NOATBEPKAEHO NMyTEM BBEAEHMS KPOBU
nauuneHTta ¢ UTMN 300p0BOMY YENOBEKY, YTO BbI3BAO Y HEMO
nageHue ypoBHS TPOMOGOLIMTOB M CyAopoOru. [JaHHbIA 3KC-
nepuMeHT noKkaszasn, 4YTo TpombouuToneHus obycnosreHa
paspylieHnem TpPOMBOLMTOB, @ He YTHETEHUEM Merakapmo-
LIMTOB B KOCTHOM MO3re.

B 1977 r. XappWHITOH BblABUHY/ TMNOTE3Y, YTO Tepanus
Heo6xoAuMa TONbKO MauueHTaM C YPOBHEM TPOMOGOLIMTOB
HUKe 30 ThbIC. Ha KYGUYECKUI MUITUMETP, @ YPOBEHb TPOM-
6ounToB B 50 ThIC. HA KYOUYECKUI MUITMMETP AOCTaTOYEH
ans obecrneyeHns 6ezonacHocTtu [8]. NepBoe pyKOBOACTBO,
0A06peHHOEe AMEPUKAHCKMM 06LWecTBOM remMaTtonormm
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

B 1996 r., TaKkXKe rnacuno, 4To 6€CCMMNTOMHbIM MaLuMeHTam
C ypoBHEM TpoM6ouUMTOB Bhiwe 30 ThiC. HA KyGUYECKMI MUN-
NMMETP Tepanus He TpebyeTcs, ecniv OTCYTCTBYIOT GaKTopbI
puUcKa KpoBoTeyeHus [9].

Bo Bpemsa naHgemun COVID-19 1 B nocTnaHaeMUYecKui
nepuoa Habnlaanncb MHTEPECHbIE UBMEHEHUS KaK B ANHA-
MuKe UTIMynoapoCTKOB, TaK M B YaCTOTE aHOMasIbHbIX MaTOY-
HbIXx KpoBoTeyeHun [10, 11]. B nccnepoBanmm K. Sacamoto
M coaBT. [12] 6bI10 OTMEYEHO CHWMXXEeHWEe 3a6oneBaeMoCTH
ocTtpont UTN Ha 78,4% cpean BCcex BO3PACTHbIX KaTeropum
n Ha 52,6% cpean nogen mnaawe 20 neT B nepuoa naH-
AEMWKM NO CPaBHEHWIO C AOMNAHAEMWYECKUMU AaHHbIMM.
MocKonbKy NpMbNn3nTeNbHO aABe TpeTu geten ¢ UTI nmetot
B aHaMHe3e NpeLecTBYIOWYI0 TMXOPaAKy, MOXHO npeano-
JIOXWUTb, YTO Y 6oNblINHCTBA AeTen UTT BOSHUKaET B pe3yJib-
TaTe BbIpabOTKN NPOTUBOBUPYCHbIX aHTUTEN, KOTOPbLIE Nepe-
KPECTHO pearnpyoT ¢ TPOMOOLIUTAPHBIMKU aHTUTEHaMK.

OaHaKo B OTHOLIEHMM aHOManbHbIX MaTO4YHbIX KPOBOTE-
4yeHun Habnoaanacb obpaTHasa TeHaeHuus. E.B. Cubupckas
M COaBT. OTMeYaloT, YTO B MNOCTNAHAEMMYECKUN Mepuos
HabnogaeTca yBelMyeHne 4acToTbl CllydyaeB aHOMasbHbIX
MaTOYHbIX KPOBOTEYEHMI, YTO 3HAYUTENBHO YCIOXKHAET Kn-
Hu4yecKoe TeveHne UTI y noapocTkoB [13]. AaHHbIA pocT
Ha ¢oHe UTI cyuwecTBEHHO MNOBbIWAET PUCKKM AN nauyu-
€HTOB, MNOCKOoNbKYy WTI xapakTepuadyeTrcs HU3KUM ypoB-
HEM TPOMOOLIMTOB U CKJIOHHOCTbIO K KpoBOTeYeHuaMm [14].
B Takux ycnoBusax pas3BUTUE aHOMasbHbIX MaTO4YHbIX KpPO-
BOTEYEHUN elle 60onblie YyTAKeNIeT KIMHUYECKYIO KapTUHY,
Tpebyst NOBbLILEHHOrO BHUMAHUS U NepecmoTpa TepanesTy-
YEeCKMX cTpaTernn ans npefoTBpalleHms cepbe3HbIX OCN0XK-
HEHWUN.

3Ha4ynumMocTb npobnembl AndbepeHUManbHON AuarHo-
CTUKM ONyXONeN AMYHMKOB Yy AEBOYEK BO3pacTaeT Ha GoHe
yBENNYEHUS YUcna cnyvyaeB 06beMHbIX 06pa3oBaHuii B nY-
HWKax. CornacHo pas/iM4yHbIM KCCNefoBaHMAM, onyxone-
BUAHble 06pa30BaHMsa AMYHMKOB cocTaBnatoT oT 1 fo 4,6%
OT 06lWen TrMHeKonornyeckon 3abosieBaemMoCTn cpeau
neter n noapocTkos [15]. Bonpoc 0 KAMHUYECKUX OCOOEH-
HOCTSIX TEYEHUS OMyxoNner FMYHWKOB Yy 3TOM BO3PaACTHOM
rpynnbl OCTaeTcs CMOPHbIM, TaKk KaK AaHHas naTtonorus
4acTo He COMPOBOXKAAETCH CNeLUnPUYECKUMU CUMNTOMaMM.
OTCcyTCTBME BblpaXEHHOro abA0MMUHANBHOIO MW MHTOKCU-
KaLMOHHOrO CMHAPOMOB CYLWECTBEHHO 3aTpyaHseT cBoe-
BPEMEHHYI0 AMArHOCTUKY M MOXET MPUBECTU K 3ajeprKKe
B yCTaHOB/IEHUW AnarHo3a. CTOUT OTMETUTb, YTO OMyXOsu
n onyxofneBuAHble 06pa30BaHNs NMPaBoOro fWYHWKa BCTpe-
4aloTcs Yalle, Yem NeBoro, YTO MOXKET BblTb CBA3AHO C ero
aHaTOMWYECKMMHU M DYHKLMOHANbHBIMW OCOBEHHOCTAMMU.
MpaBbIi AMYHUK 06bIYHO BOSIEe aKTUBEH B NepMUos OBYIALIMK
n noasepraetca 60/blMM PU3UONOTMYECKMM Harpy3kam,
4YTO MOBLIWAET PUCK PA3BUTUS NATONOMUN.

Hapy>XHbI reHuTanbHbii 3HAOMETPMO3 Y NOAPOCTKOB
npegctaBnseT co60oM CNOXHOE M 4acTo HefoOoLEeHMBaemoe
3ab60/1eBaHue, XxapaKTepU3yloLLeecs Halniynem aHLOMETPU-
OWAHOWM TKaHW BHE MOJOCTM MaTKMW, Yalle BCEro Ha suu-
HWKax, OplOWKMHE U APYrMX opraHax manoro tasa. Y nog-
POCTKOB 3HAOMETPUO3 MOMKET MPOSABAATHCA XPOHUYECKUM
60/1€BbIM CUMHAPOMOM M HapyLEHUSAMU MEHCTpyasbHOro
UMKNa, TaKUMKU KaK 06ubHble M 60Ne3HEHHbIE MEHCTPYya-
LMK, YTO CYLLECTBEHHO CHUXKAET KayeCTBO XM3HWU NauueH-
TOK. JMarHoCcTMKa aHAOMETpMO3a B 3TOM BO3pacTe OC/IOXK-
HeHa HecneundUYHOCTbIO CUMMITOMOB, YTO 4YacTo NPMBOAUT
K MpOrpeccMpoBaHuIoO NaTonorMm U pasBUTUIO CMaeyvyHoro
npouecca.

B KOHTEKCTe KaMHW4YecKoro cny4yas nogpocTtka ¢ UTI
HapYKHbIW FeHUTaNbHbIM 3HAOMETPMO3 MpuobpeTaeT 0COo-
O6YI0 KJIMHUYECKYID 3HAYMMOCTb. IHAOMETPUOUAHbIE OYaru

He TOSIbKO YCyrybnstoT 601eBOM CUHAPOM M HapyLLaOT MeH-
CTpyanbHY0 QYHKLMIO, HO U 3HAYUTENBHO MOBLIWAKT PUCK
OC/IOXKHEHWUN, CBSA3aHHbIX C KPOBOTOYMBOCTbIO. Ha doHe
Bblpa>€HHOW TPOMOOLIMTONEHUN HAPYXKHbIM FEHUTaNbHbIN
3HAOMETPMO3 CcOo34aeT PUCK MACCUBHbIX KPOBOTEYEHWW.
Xupypruyeckoe BMelWaTenbCTBO, HeobxoaMmoe AN yha-
NIEeHUS 9HAOMETPUOUAHBIX 06Pa30BaHUA U NOPAMKEHHOroO
SMYHUKA, B TAKMX Cly4asix MOXKET ObiTb OCOXHEHO 3HAYU-
T€NbHOM MHTpPaonepaLMoHHOMW KPOBOMOTEPEN, 4YTO TpebyeT
TWaTenbHON KOPPEKLMM remMocTasa M aKTMBHOIO y4acTus
remMaTonoros.

MpeacTtaBneHHbIN cydam UANIOCTPUPYET BaXKHOCTb KOM-
NMEKCHOTO U MEXAMCUMMNIMHAPHOIO Nogxoda K neyvyeHuio
NoAPOCTKOB C COYETAHMEM TPOMOOLIMTONEHUU U HaPyXK-
HOrO reHWTanbHOro 3HAOMETPMO3a, NogyepKknBas HeobXxo-
AMMOCTb y4yeTa PUCKOB, CBA3a@HHbIX C TPOMOGOLMTONEHMEN,
M CBOEBPEMEHHOM KOpPPEKLUUKN Tepanuun ansa npegoTepallie-
HUS KUBHEYTrPOXKatoLWMUX OCNOXHEHNN.

PUCK cepbe3HOro KpoBOTEYEHHUS Yy AeTeN C OCTPON op-
MOWN MMMYHHOM TPOMOOLIMTONEHUM COCTaBNAET OKONO 3%,
B TO BPEMS K@K PUCK YrpoXKalowmnX KU3HU KPOBOTEYEHNI —
meHee 1%. lNpuM BO3HWMKHOBEHMM KPOBOTEYEHUA NEPBO-
oyepegHoe nevyeHuve BKIOYAET KOMOWHUPOBAHHYIO Meau-
KaMeHTO3HYIO Tepanuio, B COCTaB KOTOPOW BXOAST BbICOKME
[103bl CTEPOUAOB, BHYTPUBEHHbIM UMMYHOI06YINH M Nepe-
NMBaHWe TPOMOOLIUTOB.

B nuTepaType onucaHbl KNMHUYECKUE Cnyvyau pa3pbiBa
KUCTbl AMYHMKA M NEPEKPYTa AUYHMKA Y NALMEHTOK C UMMYH-
HOW TpombGouuToneHunewn [16-18].

T.B. Shaw 1 coaBT. onncanu cnyvyam naumMeHTKHU ¢ OCTPOM
UMMYHHOR TPOMOGOLMTOMEHNEN U MEPEKPYTOM SAUYHMKA,
y KOTOpPOW, HECMOTPSI Ha MHTEHCUBHOE MeAWKaMeHTO3Hoe
neyeHne, coxpaHsnacb Heob6XoAMMOCTb B MepenuBaHuax
KpoBw [17]. [onHoE BbI3AOPOBIEHUE BbIIO JOCTUTHYTO TOJb-
KO nocJsie 0BapMoO3IKTOMUM.

B opyrom cny4yae, npeacrtasieHHoM J. Kaplan u coaBT.,
OMWUCbIBAETCA KAMHUYECKUI cliyqan 18-neTHen NauneHTKu
¢ UTM, accouunmpoBaHHOM ¢ BUpycoM AnwiterHa — bapp,
y KOTOPOWM pa3BMIOCh TSXeNoe BHYTPUOPIOWHOE KPOBO-
TeyeHue B pesynbTaTe pa3pbiBa reMopparn4eCKom KUCThbl
fAMYHMKa [18]. MauMeHTKa nepBOHayaNbHO o6paTtuiachb
C CMMNTOMaMMW aHeMun n TpombouuToneHmnn. HecmoTps
Ha MHTEHCUBHYIO MEAMKaMEHTO3HYI0 Tepanuio, BKA4a-
lOLLYI0 BbICOKME [03bl METUAMPEAHN30/IOHA U BHYTPUBEH-
Hblh UMMYHOINOGYNUH, e noTpeboBainCb MOBTOPHbIE
nepenMBaHnsa Kposu. B KOHeYHOM uTOre crtabuansaums
COCTOSIHWA U MONHOE BbI3AOPOBAEHWUE OblN LOCTUTHYTbI
TO/IbKO MOCNe XMPYPruyecKoro BmellatenbcTBa — OBa-
PUO3IKTOMMUMU.

B nutepatype TaKkxe 3adUKCUMpOBaHbl Cayyau 3Ha-
YUTENbHbIX KPOBOTEYEHWN, BbI3BAHHLIX Pa3PblIBOM KUCT
SIMYHUKA Y MNaUMEHTOK C pasfiMyHbIMKW Koarynonatusimu,
TaKMUMW KaK BpOXAeHHas adubpuHoreHemus, remMoodu-
s A n 6one3Hb GoH BunnebpaHga tuna 1 [19, 20]. 3m
JaHHble NoJ4YepKMBaloT HEOOXOAUMOCTb aKTUBHOIO MOHMU-
TOPUHIa Y FOTOBHOCTU K XMPYPru4eCcKoMy BMeLLaTeNbCTBY
y nauuneHToK ¢ UTIM 1 conyTCTBYOWUMU TMHEKONOrMYECKU-
MU OCNOXHEHUSIMK, YTOOBI NPESOTBPATUTb Pa3BUTUE KU3-
HeyrpoatloLmnx COCTOAHUI U 06ecneYynTb NOAHOE BbI30-
poBEeHHeE.

Y nauneHToK ¢ UTI, 0CO6GEHHO Y NOAPOCTKOB B MNepUoj
MEHCTpyaLun, UMEETCH BbICOKUM PUCK pa3BUTUSA creu-
NDUYECKMX FEMOPPArnyeCcKUX OCNOXKHEHUN, TaKNX KaK aHo-
ManbHble MaToOYHble KPOBOTEYEHUS U remopparnyeckue
KWUCTbl AMYHMKOB. B CBA3M C 3TUM OLLEHKA COCTOSIHWUS AaHHbIX
nauneHToK JOMKHA BKOYaTb AeTalbHbIA aHann3 MEHCTPY-
anbHOro aHaMHesa € Y4eTOM MPOAOIKUTENBHOCTU M 06beMa



MEHCTPyaLui, HanM4ymsg CUMNTOMOB, CBWMAETENbCTBYIOLMX
0 HallM4yUM KUCT SIUYHMKOB, a TaKKe AHA MEHCTpyanbHOro
LUMKNa Ha MOMEHT [AMarHoCTMKW. B cBeTe TeKywux pas-
Hornacunm no nosoay nedveHus WUTIM pelweHne o Havane
Tepanuu AOMIXKHO MPUHUMATbLCS MHAWBMAYANbHO, C Y4ETOM
BblleyKa3aHHbIXx GaKTopoB. MNepopalbHble KOHTPaLEeNTUBLI
NPOAEMOHCTPMPOBaAN CBOIO IPGDEKTUBHOCTb B YMEHbLIE-
HUKM 06pa30BaHUsA GYHKLMOHANbHbLIX KUCT SUYHUKOB M MOTYT
paccmaTpuBaTbCs Kak BapuaHT fleyeHus Ans nauMeHToK
C COOTBETCTBYIOWMM aHaMHESOM.

3AK/TIOYEHUE

[MpeacrtaBneHHbIM KIAMHUYECKUIM Ccllydal MNaUMEHTKHU
¢ UTM noavyepKuBaeT 3HAYUMOCTb MHAMBUAYANTU3UPOBAH-
HOro noaxoja K iMarHOCTUKE U NevyeHunto nauneHTos ¢ UTI,
0COBGEHHO B KOHTEKCTE COMNYTCTBYIOLULMX FTMHEKONOrMYECKHUX
natosiornMin. B ycnoBusax 3Ha4YUTENbHOW TPOMBOLMUTONEHNN
M MNOBbLIWEHHOTO0 PUCKa reMopparn4yeckmnx OCOXKHEHWNH
NpoBeJIEHWE XMUPYPrMYECKOro BMellaTeNnbCcTBa TpeobyeT
0COGEHHO TLaTeNbHOM NOATOTOBKM M MEXANCLMMIMHAPHO-
ro B3aumogencTteusa. bnarogaps cBoeBpeMeHHOM AnMarHo-
CTUKE W WUHAMBWOYyaNU3UMPOBAHHOMY MOAXOAY K NeYeHuto,
BKJ/l04AA NMPaBOCTOPOHHIOK 00DOP3IKTOMMUIO M MHTPaone-
pPaLMOHHYIO KOPPEKLUIo remocTasa, yaanocb m3bexaTtb
MUBHEYrpoXKaloLnX OCNIOXKHEHWI, NPeaoTBPaTUTb MAacCHB-
HYIO KPOBOMOTEPID M CTabunM3nMpoBaTb COCTOSHWE Mauu-
EHTKMU.

WHOOPMUPOBAHHOE COIJIACUE

OT 3aKOHHOro npeacTaBUTENa NauMeHTa MNoay4yeHo
[06poBONbHOE MHPOPMUPOBAHHOE cornacve Ha nyb6nuka-
LMIO OMUCaHMA KIMHMYECKOro cfiydas (Aata MoAnNUcaHus:
26.07.2024).

INFORMED CONSENT

A voluntary informed consent was obtained from the
patient’s legal representative to publish the description of
the clinical case (date of signature: 07/26/2024).
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AuneTnyeckKkue fo06GaABKU B E€TCKOM
BO3pacTe — Bpea WiM noJjib3a?

ABTOp, OTBETCTBEHHbII 32 Nepenucky:

XaBKuH AHaTomi Mnbuy, LOKTOP MEAULIMHCKUX HayK, Npodeccop, pyKoBoanTeNb MOCKOBCKOro 06/1acTHOMO LIEHTPa AETCKOW racTpO3HTEPOIOM UM
1 renatonoruv um. A.B. Masypura HUKW petctBa MuH3apaBa MockoBCcKo o6nactu, npodeccop Kadeapbl neamatpum MeaMUMHCKOro HCTUTYTa
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Aapec: 115093, MockBa, yn. bonblas CepnyxoBckas, 4. 62, Ten.: +7 (499) 237-02-23, e-mail: khavkin@nikid.ru

3a nocnegHue gecAaTuaeTUs NoTpebeHne 6Moa0rM4eCKU akTUBHbIX J06aBOK B JETCKOM BO3pacTe 3HAYUTEbHO YBEN-
ynnocb. Hanbosee 4acTo MCNOIb3YEMbIMU AUETUHECKMMM JOGABKaMM SIBJISIOTCS MOJAMBUTAMUHHO-MUHEPA/IbHbIE KOM-
naeKcol. HecMoTpsi Ha Ham4yue onpeaeneHHbIX MoKasaHui, B 60JIbLIMHCTBE CYYaeB PELIEHUE O MpUemMe 6MOI0rn4ecKm
aKTMBHbIX J06aBOK A1 pebeHKa poanTean NpuHMMaloT 6e3 npeaBapuTesibHON KOHCyAbTauumu ¢ neguatpom. OCHOBHbIe
MPUYMHbI UCM0JIb30BAHUST AUETUYECKNX JOOABOK y AeTel — 3alnta oT MHQEKLMN, YCKOPEHUE TeEMMOB poCcTa 1 Hecba-
JlaHCUMPOBaAHHOE NUTaHMe. BeCKOHTPO/IbHOE NMPUMEHEHNE BGUOOrMYECKN aKTUBHbIX JOOABOK MOXXET MPUBECTH K pas-
BUTUIO MOBOYHbIX peaKuui. [MponaraHga MoJIHOLEHHOro 3/J0P0OBOro0 NUTaHUS AETEN SIBASETCS Ha CEroAHSIHUI [JEHb
Ba’KHbIM acreKToM roAfepKaHns 340p0Bbs JETCKOro HacenaeHusi. Cneayet MoOMHUTb, YTO A/19 340P0BbIX AETEN C 0JIHO-
LIEHHbIM Pa3HO06pPa3HbIM MUTAHUEM MNPUEM AUETUYECKUX [06aBOK HE SBSETCS HEeO0OXOAMMOCTbIO, @ UX YPE3IMEPHOE
6ECKOHTPO/IbHOE NOTPEBIEHNE MOXET flaxKe HaBPeANTb 3J0P0BbI0. B TO »Ke BpeMs CyLLIEeCTBYIOT Lie/1IeBbIE rPynbl AETEH,
KOTOPbIM PaLMOH MUTaHMUS MOXET ObiTb 06OraleH AneTu4eckumu pobaBkamu. Cpean HUX MOAPOCTKU-COPTCMEHSI,
KOTOPbIM MPU MOBbILLEHHbIX PU3UYECKMX HArpy3Kax PEKOMEHAO0BaHO noTpebieHne 6e/IKOBbIX AUETUYECKUX 106aABOK,
BUTaMMHHbIE 106aBKM NOKa3aHbl B CUTyaLMAX YXyALIEHNS KayeCcTBa NMUTaHus, npu cob61104eHUU OrPaHNYMTENIbHbIX ANET,
6epeMEHHOCTH, PUCKE BO3HUKHOBEHMS AeduLmnTa BUTAaMUHOB, I€TU-BEr€TapUaHLbl U BEraHbl Hy»XAaloTCs B BOCOJIHE-
HUM feuumTa MUKPOI1EMEHTOB.

KnrwueBbie cnoBa: 610/10rM4eCKMe aKTUBHbIE 00aBKU, AE€THU, OrPaHUYUTEIbHbIE TUMbI MUTaHUS, MOJMBUTAMMUHHO-MUHE-
pasibHble KOMIIEKChI, MPOBGUOTUKMN

Ana yntnpoBaHuns: XaskunH A.N., HanetoB A.B., MapuyeHko H.A., Hanetoa O.C. Inetuyeckre nob6aBKM B IE€TCKOM BO3pac-
Te — Bpea unu nonbaa? leguatpuyeckas papmakonorus. 2025;22(1):49-55. doi: https://doi.org/10.15690/pf.v22i1.2854

BBEAEHMUE Oco6yto rpynny HYTPUEHTOB COCTaBfAOT GUOJSIOrnye-
[loTpebHOCTM YeNloBEKa B HYTPUEHTaX, KaK npaBuo, CKW aKTMBHble gob6aBku (BA[l) — O6uoaKTUBHbIE Belle-
YAOBNETBOPSAIOTCS 3a CHET ynoTpebneHns NnpoayKToB nuTa- CTBa, NpeAHa3Ha4YeHHble 419 HenocpeacTBEHHOro npuemMa
HUs. cKnoyeHne — BUTaMMH D, 4acTb KOTOPOro CHHTe- C MNULWEX WU BBELEHHbIE B COCTaB MULLEBbIX MPOAYKTOB

3UpyeTcs B KOXe NoA BO3AeNCTBUEM YAbTPadpUONeToBbIX W LONOJSHAOWME PaLMOH KaK 340POBLIX JII0AEeN, Tak U Nauum-
ny4yen, u ButamuHbl rpynn K n B, YacTUYHO CUHTE3UpPYEMbIE €HTOB C MOBbIWEHHbIM PUCKOM pPa3BUTUA AeDULMTHbIX
KULWeEeYHOW MUKPOBUOTOM. COCTOSIHUM MU MPU OCTPbIX M XPOHUYECKUX 3abonesa-

Anatoly I. Khavkin®’' 3, Andrew V. Nalyotov2, Nataliya A. Marchenko?, Olga S. Nalyotova?

1 Research and Clinical Institute for Children, Moscow, Russian Federation
2 Donetsk State Medical University named after M. Gorky, Donetsk, Russian Federation
3 Belgorod State University, Belgorod, Russian Federation

Dietary Supplements in Childhood — Harm or Benefit?

Consumption of dietary supplements in childhood has increased significantly over the past decades. The most common dietary
supplements are multivitamin-mineral complexes. Commonly parents make the decision to give dietary supplements without
any pediatrician consultation, despite the presence of certain indications. The major reasons to use dietary supplements in
children are protection against infections, accelerated growth, and unbalanced nutrition. Uncontrolled implementation of such
supplements can lead to various adverse reactions. Promotion of healthy diet among children is crucial aspect of maintaining the
children health. It should be noted that dietary supplements are not necessary for healthy children with diverse diet, and their
excessive uncontrolled consumption can even do harm. At the same time, there are target groups of children whose diets can be
enriched with dietary supplements. Among them are adolescent athletes who, with increased physical exertion, are recommended
to consume protein dietary supplements, vitamin supplements are indicated in situations of poor nutritional quality, restrictive
diets, pregnancy, the risk of vitamin deficiency, vegetarians and vegans need to make up for micronutrient deficiencies.
Keywords: dietary supplements, children, restrictive food types, multivitamin-mineral complexes, probiotics
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HUSX B CUTyauUMSX OrpaHu4yeHuss 6MOAOCTYMHOCTM psaaa
HyTpUeHToB. OTNnYMTENBHOM 0CO6EHHOCTLIO BA/L aBnaeTcs
TO, YTO OHM O06bLIYHO MpoaaloTcs 6€e3 KaKMX-TM6O orpaHu-
YeHMN B anTeKax uau cynepmapketax B dopme TabneToK,
Kancyn, gpaxe vn 1.4. [1].

MuuwesBble fo6aBKM MOryT BHOCUTb CYLLECTBEHHbIN
BKJlaj B obliee noTpebneHne nutateNbHblX BelwecTs, o6na-
fJas noTeHuManom Ana ymeHblweHus geduunta paga HyTpu-
€HTOB, YBENNYEHUSA UX NOTPEBNEHUS BbilLEe PEKOMEHLYEMbIX
BO3pPACTHbIX HOPM (Hampumep, MpU MNOBbIWEHHbIX GU3N-
YECKMX Harpyskax M B 3KCTPEMasbHbIX YCNOBUAX XKU3HM).
OfHaKOo Ha CeroaHsAWHUM NnLLb HecKonbko BA/l pekoMeHao-
BaHbl AN NPUMEHEHUS B AETCKOM M NOAPOCTKOBOM BO3pac-
Te Y TONbKO NpU oNpeaeNeHHbIX ycnosusax [2].

B nocnegHue pecatunetus npuem BAL B obuecTtse
pe3ko ysenuyuncsa. CornacHo faHHbiM HauuoHanbHOro
ob6cnenoBaHusa cocTosiHUA 3a0poBbst M nNuTaHus (NHANES)
3a 2017-2018 rr., BbISBNEHO, YTo 6onee 30% aeTten 1 noa-
pocTkoB B CLUA perynapHo npuHumatot BAZ. MNMoTpebneHune
ABYX uWAM 6onee nuweBbiXx [J06aBOK YBENWYMAOCH
¢ 4,3% B 2009-2010 rr. go 7,1% B 2017-2018 rr. [3].
MonMBUTaMUHHO-MWHEpPa/bHbIE KOMMNEKCHI ABASAIOTCH Hau-
6onee 4acTo MCMONb3yeMbIMU AMETUHECKMMU AoOaBKaMM.
Ha ux gonto npuxoantcs 23,8%. YCTAaHOBNEHO, YTO C MOBbI-
WeHWeM [oXoh4a CeMbW WM YPOBHS LIKONbHOro o6pasoBa-
HWS BO3pacTaeT yacToTa ucnonb3oBaHuns BAL y aeten [3].
Anetnyeckne fo6aBKM B OCHOBHOM MPUMEHSIOTCSA C LeNbio
ynyylleHns noKkasaTenen 340P0Bbs, CHUKEHUS PUCKa pas-
BUTUSA HEKOTOpbIX 3aboneBaHUM WNuM nogaepiaHua 340-
poBOro obpasa XW3HW, AOMOMHEHMS pPaLMOHA NUTaHMS,
KOPPEKLUU UMMYHHbIX HapyleHuw [4].

besonacHocTb M 3apdPeKTUBHOCTb Ucnonb3oBaHus BA/]
BbI3blBalOT BCe 60/bWY 03a604E€HHOCTb CPEeAn MeaMLMH-
CKMX paBOTHWKOB, HO MPOCNEKTUBHbIX PaHAOMU3UPOBAHHbIX
KIMHUYECKUX MCCNefoBaHMM MO JaHHOMY BOMPOCY Mpo-
BeJEHO HeMHOro. TaKe OTCYTCTBYIOT CTaHAAPTU3MPOBaAH-
Hble peKoMeHAaLMnn No MPUMEHEHUIO AMETUYECKMX L06aBOK
B AE€TCKOM BO3pacTe, a UX UCMONb30BaHUe He perynmpyeTcs
TaK Ye }KeCTKO, KaK NMpUMeHEeHWe NeKapCTBEHHbIX CPEACTB.
B 6onblWIMHCTBE clyvyaeB pelueHne 06 ucnonb3oBaHum bA/,
[eTbMM OCHOBaHO He Ha PeKOMeHAaLMsX fleyallero Bpaya,
a Ha MHEHUU WX poauTenen, 6M3KNX POACTBEHHUKOB, APY-
3eW, Ha coBeTax, MONyYeHHbIX M3 MONYAAPHbIX XKypHanoB
n Be6-canToB, coumanbHbiX ceTen [4].

Taknum o6pasom, Lenbio 063opa SBUACH aHann3 AaHHbIX
0 BO3MOHOM NOMb3e, a TaKXe pas3BUTUM MOBOYHbIX 3P PeK-
TOB nocrne npumeHeHusa BA/l B jeTcKkom Bo3pacTe.

3A4YEM POAMUTEJ/IM UICNOJNTIB3YIOT BAJ4

B PALIMOHE PEBEHKA?

OTHOlLEeHWe poauTenen K ucnonb3oBaHuio BA ans cBo-
ero pebeHKa pasnnMyHo. HeKoTopble CYMUTAIOT, YTO MNULLEBbLIE
[o6aBKKW NpeacTaBnstoT cO60M NPaKTUYHbIM cnocob obecne-
YWUTb NOCTYNNEHUE NOJIE3HbIX NUTATENbHbIX BelecTB. Apyrve
npeanoynTaT, 4To6bl AETU noay4yanu Bce Heobxoaumble
HYTPWUEHTbI 3 c6anaHCMPOBAHHOIO paLMoHa NUTaHus.

MccnepoBaHue, NpoBeAeHHOe cpean poauTenen aeten
B Bo3pacTe oT 1 roga Ao 10 net, npoxuBatowmx B CLUA,
noKkasasno, 4To 52% 13 HUX UCNONb30BaNM pasniMyHble BA/
[N9 CBOWX AeTel, a UMEHHO: MOJIMBUTAMUHHbIE KOMMJIEK-
cbl (78%), npobuoTnkn (45%), omera-3 MOAMHEHACHIWEH-
Hble XuUpHble Kncnotbl (MHXK) (22%), MMHepanbHble Belle-
ctBa (25%) [5]. Moyt nonoBuHa poauTenen cooblanu
0 npobnemax ¢ nuTaHuem cBoux aeten: 35% oTmedvanu,
4yTo pebeHOoK npuBepeanuB B ene, 31% aeten He ynoTtpe-
671911 B NULLY AOCTATOYHOE KOTMYECTBO GPYKTOB M OBOLLEW,
13%, N0 MHEHWIO poaMUTENEN, HE MOJTyHaIn HYXKHOIo Konye-

CTBa onpejefieHHbIX BUTAMUHOB U MUHEpPaNbHbIX BELWECTB,
9% He nosyyYanu AOCTAaTOYHO KneTyaTKu. Tonbko 52% poau-
Tenewn nonaranu, 4To ux pebeHoK nuTaeTca cbanaHcMpoBaH-
Ho. Bonee nonoBuHbI poauTenen (58%) cuntanu, YTO CIOKHO
3acTaBuUTb cBoero pebeHka nuTatbCs NpaBuibHO, a 47%
yKasblBann Ha TO, YTO KOPMWUTb pebeHKa 340p0BOM NULLEN
poporo. Tonbko 43% OMPOLIEHHbIX Nepea HavyanoM npu-
ema BA[l npoBoauMnuM npeaBapuUTENbHYIO KOHCYNbTaLMio
Cc neanaTtpoMm. YCTaHOBNIEHO, YTO [AMETUYeCKue [oOaBKu
Yyalle NPUMEHSNUCE B CeMbSIX C 60/iee BbICOKUM [OXOLOM.
MHTepecHbIM paKToM OblIsio TO, YTO Cpean POAUTENEN, KOTO-
pble cYUTaNM pauMoH CBOMX AeTen HecOGanaHCMPOBaHHLIM,
51% perynspHo ucnonb3oBanu BAL ans neten. Mpu aTom
cpeau peten, poauTenn KoTopbix paccMaTpuBasm nx paumnoH
NUTaHWs Kak cbanaHcMpoBaHHbin, BAL npumenann 53% [5].

B xoge HepaBHero uccnegoBaHus, NPOBELEHHOrO
B Kutae, B KOTOpOM npuHaAnM yvactue 706 poautenew
[eTein B Bo3pacTte oT 6 Ao 12 ner, yctaHoBneHo, 4To 20,4%
13 HUX NpuHumanu BAL. MNpu atom 37,5% poantenen npea-
BapuTeNbHO He obpallanucb 3a KOHCybTalMen K neau-
aTpy NO NOBOAY MCMNONb30BaHUS NuWEBbIX A06aBOK [6].
Hanb6onee 4acto npMMeHSIEMbIMU AUETUYECKUMKN Jo6aBKa-
MU Gblnn Kanbuui (16,7%), Butamun C (9,2%) n ButamMuH D
(8,5%). Pewenne o npueme BA[l Mx AeTbMU NPUHUMANOCh
poauTensamum B GONbLWIMHCTBE C/y4aeB C LEeNblo KOppeK-
UMM MMMYHHbIX HapylweHuin (43,6%) U yCKOpeHWs TeMMOB
pocTa pebeHKa (36,5%). B psae cnyvyaeB (26,4%) nuuieBble
[06aBKM NpuobpeTanncb Ha MHTEPHET-canTax, B TOM Yucne
Yy COMHUTENbHbIX NPOoAaBLOB [B].

B HegaBHeM nonbCKOM wuccnepoBaHun A. Piekara
M COaBT., yCTAHOBNEHO, 4T0 54,89% onpoLIeHHbIX poanTe-
nen paBanu csoum getam bA/L. Te poautenu, Kotopble pac-
cmaTpuBanu BA/l B KayecTBe 3KBMBAIEHTOB JIEKAPCTBEH-
HblX CPEACTB, Kak NpaBuo, He Npeanonaranan BO3MOXKHOCTU
pa3BuUTUSA NO60YHbBIX 9GDEKTOB OT UX NpUEMa. YCTaHOBIEHO,
4YTO POAUTENM, MPUHMMAIOLLNE ANETUYECKME J06aBKHK, Nepe-
[LaloT COBGCTBEHHble MOAENV MOBEAEHMS, TaKxe BBOAA MX
cBouM aeTaM. OCHOBHbIMW NMpuinHamu npuema BA/ 6binn
ycuneHve npoTMBOMHOEKLMOHHOIO UMMyHWTETa, 3aluTa
OT He6naronpuUaTHOro BO34ENCTBUS aHTMOMOTUKOB, a TaK-
e yBenuyeHue notpebneHns BUTaMUHOB M MUHEPasbHbIX
BewecTB [7].

CnegyeT MOMHWTb, YTO TPYNMNoOW pucKa Mo PasBUTUIO
LeDUUNTHBIX COCTOSTHUI SBASIIOTCS NOAPOCTKU-CNOPTCMEHDI.
TpeHpoBKM TPeBYIOT HaANPSKEHHOCTU OBMEHHbIX npouec-
COB, yBeNWYMBaAlOT MNOTPEOHOCTb B 3HEPruu, BUTAMMHaX
W MUHepanax, N03ToMy AebULUT MaKpPO- U MUKPOINEMEHTOB
SBNISETCA YacTbIM AN9 HUX ABNeHueM [8]. Mo3uuus cnopTmne-
HblX AMETONIOrOB YKa3blBaeT Ha MHAMBWAYa/bHbIM NoAGOP
BUTaMWHHO-MUHEpPanbHbIX A06ABOK W crneunanuanpoBaH-
HbIX MPOAYKTOB NUTaHWUSA AN CNOPTCMEHOB. OTeYeCTBEHHbIe
paboTbl HE PEKOMEHAYIOT UCNOMb30BaHWE BEraHCKOM AMETI
B NpodeccMoHanbHOM CMopTe, Y4YUTbiBash BbICOKUE PUCKM
HU3KOro noTpebneHns 6eKOB, KMPOB U MUKPOINEMEHTOB
(>keneso, Kanbun, BUTaMuH D, pubodnaBuH, LMHK U BUTa-
MMH B, ), 0c0OGEHHO B AeTCKOM Bo3pacTe [8].

BEJIKMU U AMUHOKHUCOTbI

Benkn 1 aMMHOKMCNOTbI — AneTUYecKue J06aBKH, KOTO-
pble Hanbonee 4acTo ynoTpebasaoT NOAPOCTKKU, PEryasipHo
3aHMMatoWmnecs CnopToM, C LEeNblo YBENNYEHUS MblLEYHOM
mMaccbl. PeKkomeHayembl NOAXo4 ANS NOAPOCTKOB 3aK/to-
YyaeTcs B noTpebneHnn 6enka M3 MNUWEBBLIX MCTOYHUKOB,
3a UCKJIIDYEHMEM CMOPTCMEHOB MMM BeretapuaHueB, KOTO-
pble He [JOCTUraltT LEeNeBOro ypoBHS ero notpebrnexHus
npu 06bIYHOM NUTaHUKU. [1pK adpOBHbIX Harpy3Kax (Taxkenas
aTneTuKa, CUNOoBble yNparKHEHMS) HEOOXOAMMO NOBbILEHUE



6enka B pauuoHe. OgHaKko cnegyet NOMHWTb, YTO NPEBbI-
LeHre NocTynneHuns 6enKka cBblle 2 r/Kr B CyTKM ABNsSeTCS
HexkenaTenbHbIM Y He MPUBOAMUT K YCUIEHUIO aganTalnOHHbIX
CMOCOBGHOCTEN OpraHMama, a B HEKOTOPbIX Ciay4asix MOMXET
Bbl3blBaTb HE6MAronpusaTHbIe MOCNEeACTBUS — HapylleHue
dYHKUMKM noyek [8]. Hanbonee 4acto MCNoONb3yeMbIMU Ane-
TUYECKMMK Jo6GaBKaMKU cpean MOAPOCTKOB-CMOPTCMEHOB
ABNSAIOTCS coaepKawne 6enoK — CbIBOPOTOYHbIA MPOTEWH
N anbOyMUH, a TaKXKe a30TCOAEPKALLYIO KapOOHOBYIO KUCNOTY
KpeaTuH, y4acTBYIOLLYIO B 9HEPreTUYECKOM OOMEHe Mblley-
HbIX M HEPBHbIX KNETOK [9—13]. CneayeT NOMHUTb, YTO AS1F CNOp-
TCMEHOB-MOAPOCTKOB, CTPEMSLLMUXCA HabpaTb UM COXPaHUTb
MbILLIEYHYIO Maccy, PEKOMEHAALIMMU MO NOTPEBNEHNIO U Ha3Ha-
YyeHne 6enKoBbIX ANETUYECKUX JOBABOK AOMKHbI 6blTb UHAK-
BUAyanbHbIMKU — B COOTBETCTBMM C MOTPEOHOCTAMM U LieNbIo
NPOBOAMMbIX TDEHUPOBOK [8—-13].

NMOJIMBUTAMMHDI

MonuBUTaMUHHbIE KOMMIEKCHl Ha CErogHs SBASATCSA
Hamnbonee pacnpocTpaHeHHown rpynnon bAL. M3-3a o6unus
B anTeYHbIX CETAX U cynepMapKeTax BUTaMUHHbIX J06aBOK
notpebuTento B psage crnyvyaeB TPyAHO pasobpaTtbCcs B WX
npumeHeHunn. HegoctatoyHas MHGOPMUPOBAHHOCTb YBENU-
YMBaAET PUCK TOrO, YTO NPUEM BUTaMUHOB HE TONbKO ByaeT
OKasblBaTb MNOMOXMUTENbHOE BO3AENCTBME, HO U MOBbLICUT
PUCK pasBMUTUSA MOOOYHbIX peakuui. BONbLIMHCTBO Nonu-
BUTaMWHOB, MPEACTaBfIEHHbIX Ha PbIHKE, He MOKpbIBaloT
100% noTpebHOCTM BO BCEX COAEPMKALIMXCA B HUX MUKPO-
afieMeHTax, a npu npueme 6onee Yem OAgHOM AOOGaBKM BO3-
pacTaeT pUCK Pas3BUTUS MX TOKCMYHOCTM ANS OopraHu3ma
M3-3a NOBbILEHHOrO MNOCTYNNEHUS OAUHAKOBbBIX KOMMOHEH-
TO0B [14]. BUTaMUHHbIE KOMMIEKChbl 06bIYHO pasfnyatoTcs
no cocTtaBy (Habop BWTaMWHOB) M A03aM W MOTyT ObiTb
Becbma HecbanaHCMpPOBaHHbIMK (COAEPKaHWe OgHUX BUTa-
MUHOB MOeT cocTaBnATb 100% oT peKoMeHLyeMom CyTou-
HOM noTpebGHOCTH, a Apyrnx — eaBa agocturatb 10-15%)
[15]. OCHOBHbIM UCTOYHMKOM BMTAaMMHOB [JO/IXXHA OCTaBaTb-
ca cbanaHcupoBaHHas aveTa. lNpuem BUTaMMHHbLIX goba-
BOK NOKasaH B CUTyaLMsaX YXYAWEHUS KavyecTBa MUTaHus,
npu co6OAEHUN OTPaHUYUTENbHBIX AMET, 6EPEMEHHOCTH,
pUCKe BO3HUKHOBEHHMSA geduunTa BUTAMUHOB MK NPU YKe
OMarHoCTMpoBaHHOM Ux geduuunte [15].

BUTAMMH D

ButamnH D aBASeTca XMpoOpacTBOPUMbIM BUTAMUHOM,
KOTOpbIN paccmaTpmMBaeTCs B Ka4eCTBE NPOropMoHa, Bbipa-
6aTblBAaEMOro KOXen noj BO3AeWCTBMEM ynbTpaduoneTo-
BbIX Jly4yeh C JasbHENWMM npeBpaleHnemM B aKTUBHYIO
dopmy nyTeEM TMAPOKCUIMPOBAHMS B MEYEHU M MOYKax.
TaKe OH MOXeT nocTynaTb B OpraHuM3m npu ynortpebne-
HUKM B MULLY TaKMX NPOAYKTOB, KaK fiua, CIMBOYHOE mMac-
N0, pbl6a ¥ XKUPHbIE Cbipbl, AW C MOMOLLbIO ANETUYECKMX
no6aBok. [lonroe BpemMsi OCHOBHOe AencTBue BuTammnHa D
paccmaTpuBanochb NnWb B NPodUIaKTUKe paxuTa U oCTeo-
Mansauuui. B nocnegHve rogbl MccnefoBaHUs yKasblBatoT
Ha MoTeHUManbHyl0 MONb3y ero npuema B NpodunakTuke
ayTOMMMYHHbIX, MHOEKLMOHHBIX U annepruyeckunx 3abone-
BaHui [16,17].

Oednumnt BuTaMuHa D Ha cerogHslWHWA LeHb CYUTaET-
cq naHgemuen. CornacHo aNUAEMUONOTMYECKUM AaHHbIM,
HU3Kas 06ecrneyeHHOCTb MM OTMeYaeTcs 6onee YeM y M-
nMapaa 4enoBeK BO BCEM MUpE M BCTpeyaeTcs BO BCEX
BO3pacTHbIX rpynnax [17]. OCHOBHbIMKU MpWYMHAMKU Oedu-
uMTa SBNSIOTCA HeLOCTaTOYHOE BO3AENCTBME CONIHEYHOro
cBeTa, cobnoaeHne orpaHMynTeNbHbIX TUNOB NUTaHms [18],
CUHAPOM ManbabcopbLun, MaToNorma NevYeHun, Nnpuem psaa
NleKapCTBEHHbIX cpeacTs [15, 19].

B Hawen cTpaHe npodunakTM4eCKU Npuem BUTaMUHa
D nokasaH BceM aetaMm B Bo3pacTe oT 1 o 12 mec B Ao3e
1000 ME/cyT BHe 3aBMCMMOCTK OT BMAA BCKapM/IMBaHuS,
ot 1 roga no 3 net — B Ao3e 1500 ME/cyT, ctapuwe 3 neT —
1000 ME/cyT [19].

BUTAMMH C

ButamumH C — BoaoOpacTBOPUMbIA BUTAMWH, KOTOPbIN
Yalle BCero CoAEePKMTCA B OBOLWAX M LIUTPYCOBbIX, HEO6XO-
AVMM ONS CMHTE3a KonnareHa, a TakKe ABnsetcs KopaKTto-
pom GepmeHTOB, OKa3blBaeT aHTUOKCUMAAHTHOE AeNcTBUE
M CNOCOBCTBYET YCBOEHMIO enes3a. Ero HegocTaToK BbiI3BaH
OrpaHUYeHHbIM MNOTpebNeHMeM NPOAYKTOB, SABSIOLMUXCH
MCTOYHMKaMW JaHHOro BUTamuHa. CumntoMamu geduunta
BMTamMMHa C ABAAIOTCA aHOPEKCUS, pas3apaxKMTenbHOCTb
n 6onnM B cyctaBax. UuHra — Haubonee Tsxenas ¢op-
Ma geduuuTa LaHHOrO BUTAaMMHA — OCTaETCA PEefKUM
3aboneBaHuneM [14]. JueTnyeckne noTpebHOCTN OpraHn3ma
4acTo yAOBNETBOPSIOTCS MPU PEKOMEHAYEMOM e€XeAHeB-
HOM noTpebneHnn GpyKTOB M oBollen. Ha cerogHsa Het
LOKazaTenbCTB TOro, 410 f06aBKM BUTaMmHa C cnocobCTBy-
10T YMEHbBLUEHUIO CUMMNTOMOB pPecnuMpaTopHbiX MHbEKLUN
y AeTen. TakKe He CylleCcTBYeT peKomeHaaun no perynap-
HOMY NMpUEMY AMETUYECKMX AOBABOK, COAEPKALLUX BUTAMUH
C, 3n00poBbiMM aeTbmu [20]. Mpu 3TOM 06GecnevyeHHOCTb
BuMTaMnHoM C y 60/iee NON0BUHbBI CMOPTCMEHOB XapaKTepu-
3yeTcsi MU36bITOYHOCTLIO, YTO CBA3AHO C OObIYHOW NPaKTUKON
npuema AeTbMU BO BPEMS TPEHMPOBOK HaNUTKa, Coaepa-
Lero TonbKo oauvH ButamuH C B KonnyecTse, B 1,5-2 pasa
npeBbllLaloWeM PEKOMEHAYEMYIO CYyTOYHYIO HOpPMY MoTpe-
6neHusn [8].

KOMIUJIEKC BUTAMMHOB rrpynnbi B

ButamuHbl rpynnel B 9BAsfloTCA BOAOPACTBOPUMbI-
MW M OKa3blBalOT B/IWSHWE HA IHEPreTM4eckKuin OoO6MEH.
OCHOBHbIM MCTOYHUKOM [l@aHHbIX BUTAMWHOB ABASOTCS MPO-
NYKTbl MUTaHWS, OCOBGEHHO MOJIOKO, Cblp, MSCO, MeYeHb
M anua. He cyuiectByeT NoKal3aHWM ANna PerynspHoro npu-
emMa BUTaMWHOB rpynnbl B 340p0BbIMK AETbMU, 3@ UCKIOYE-
HWEM Clly4aeB, KOraa UMEeLTCA AMETUYECKUE OrpaHUYeHus,
BAMSIOUME Ha UX NoTpebneHne. ButaMuHbl rpynnbl B 06bl4-
HO Ha3Ha4yalTCs KOMMJIEKCHO, KPOME ciy4aeB WM30/Mpo-
BaHHOro aedwuuuMTa, Korga Ao3a KOHKPETHOro BUTaMMHa
nogbupaetcsa nHanMesmuayanbHo [14].

OCHOBHbIM MCTOYHUKOM GOIMEBON KUCNOTbl (BUTAMMH
By) sfBnsitoTCs 3eneHble 0BOWM. [ONONHWUTENbHLIA Npuem
[laHHOr0 BUTaMWHa O4YeHb Ba)KeH BO BpeMs 6epeMeHHOo-
CTM B CBSI3W C €ro posibl0 B HOPMaSibHOM Pa3BUTUM BHY-
TPUYTPOGHOro pebeHKa. TakKe MMelTCs AaHHble O BO3-
MOMXHOM CHUXXEHUW pUCKa Pa3BUTUS CeEPIEYHO-COCYANCTbIX
3a60neBaHui, OHKOOrMYECKOW NaToIOrMKN U NMCUXUYECKHUX
paccTponCTB NpW LOMOAHUTENIbHOM MpUemMe BUTamuHa Bg.
Mprem donneBon KUCNOTbl MOKa3aH NauneHTaMm C TSKEOon
HEeAOoCTAaTOYHOCTbIO NUTaHUA, ponneBoaedULUTHON aHEMU-
el, HapylleHUsAIMKU ee MeTabonnM3ma BCNEeACTBUE BPOKAEH-
HOWM NaToNOrMK UM NpUemMa HEKOTOPbIX NeKapcTB, 6epemMeH-
HbIM eHLlWKnHam [14].

LiMaHokoGanamuH (BUTaMuH B,,) HEOOGXOAWUM ANt HOP-
MaflbHOro GYHKLUMOHUPOBAHUSA HEPBHOW CUCTEMbI, NPEAOT-
BPALLEHUS MOBPEXAEHUA IHAOTENMUA U ABASETCS KodaK-
TOPOM psila meTabonnyeckunx npoueccoB. OH coaepKuTCs
B MPOAYKTaxX XWBOTHOIO MPOWCXOXAeHus. [Ans BcacbiBa-
HUS BUTamMuHa B;, B TepMUHANBLHOM OTAE/IE€ NOAB3AOLIHOM
KULIKW OH [OO/IKEH CBS3aTbCA C BHYTPEHHUM GbaKTOpOM
Kacna, BblpabGaTbiBaeMbIiM CM3UCTON 060SI0HKOWM KenyaKa.
Oednunt umaHokobanaMumHa MOXKeT ObiTb Bbi3BaH orpa-
HUYUTENbHBIM TUMOM MUTaAHUS, CUHAPOMOM Masibabcopo-
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REVIEW

OB30P JINTEPATYPbI

LMK, MUCTHON MHBA3MEN, onepaLmnamMu Ha Kenyake. MNpuem
HEKOTOPbIX IEKAPCTBEHHbIX NpenapaToB (MHrMGUTOPbl NPO-
TOHHOW MOMMbl, @HTArOHUCTbl TMCTAMUHOBbLIX PELLENTOPOB
M METOGOPMUH) TaKKE MOMKET CHUXKaTb YPOBEHb BUTaMUHa
B,,- KnuHuyeckumu nposiBneHnamu aeduuuta AaHHOTO
BUTaMWHa SBAAIOTCA Merano6nactHas aHemus, HeBpono-
rmyeckass cMMmnTomMaTvka (napecTe3uu, HapylweHue 4yB-
CTBUTENbHOCTU, MOSIBNEHWE MNATONOrMYECKUX pedrieKcoB),
COHNMBOCTb, Pa3parKUTENbHOCTb, CHUKEHWE OCTPOThLI 3pe-
HUA. [lONONHUTE IbHbIM NPUEM BUTamMuHa B, , pekomeHaoBaH
nmuam, cobniojalolmm orpaHuYnTeNbHbIe TUMbl MNUTaHKS,
UMEIOWMM CUHAPOM Manbabcopbuunun, nauueHtam nocne
6apuaTtpuyeckux onepauunn [14]. bepemeHHble U KopMsaLlme
KEHLWMHbI, cobMloaatolme BEraHCKYo MK MakpobuoTtuye-
CKYIO AMETbI, TaKXKe LOMKHbI NonyvyaTb A06ABKM C BUTAMMU-
HoM B, [21].

KENE30

Henezo aBnaeTca BaxHbIM MUKPO3NEMEHTOM, yya-
CTBYIOWMM B 06pa3oBaHUM remornobuHa u TpaHcnopTe
Knucnopoga. OHO COAEPKMTCS MOYTM BO BCEX TKaHfX,
BbiCTynasi B KayecTBe KodaKTopa M peryampys OKwuc-
NuTenbHble npoueccbl B KneTkax. deduuunt xenesa —
Hanbonee pacnpocTpaHeHHOe HapylweHMe o6MeHa
MUKPO3NEMEHTOB M MOXET NPUBOAUTL K Pa3BUTHUIO Kene-
304edULMTHOM aHeEMUU. 3anachkl Kenesa y HOBOPOXKAEH-
HbIX 3aBUCAT OT YPOBHS }Kene3a B KPOBU MaTepu, CpoKa
6epeMeHHOCTH M Macchl pebeHKa npu poxaeHun. N3-3a
3TOr0 OrpaHMYEeHHOro pesepBa M GbLICTPOro pocta Mna-
JEHLUbl OTHOCATCS K rpynne pucKa pas3BuTua geduuuta
enesa, 0CO6EHHO AeTU C HU3KOW Maccon Tena npu poxK-
[IEHUM N HEe[JOHOLEHHbIe [22].

Mpu BOCManUTENbHbIX MpoLeccax MOBbIWEHHAs Bbipa-
60TKa rencuanMHa MOXKET MPMBECTU K CHWKEHMUIO Bcachl-
BaHWA Xenesa M ero 3afepxKe B Makpodarax, 4to npwu-
BOAUT K CHWMXKEHMWIO YPOBHSA €ro LMpKynauuun. MNMoapocTKu
B NepMoa MHTEHCMBHOMO pPOCTa, AEBOYKM MOCNEe MeHapxe,
BeretapuaHubl M BeraHbl TaK)e MNoABepXeHbl MOBbIWEH-
HOMY PUCKY pa3BuTua geduunTta enesda. bruogoctynHocTb
enesa B BeretapuMaHCKOM W BEeraHCcKoOW AuveTax Huxe,
4YEM M3 KMBOTHbIX UCTOYHMKOB [18]. Kpome Toro, Hanuuue
$uUTaTOB B HEKOTOPbIX 60G0OBLIX CHUXKAET YCBOSEMOCTb JaH-
HOrO MMKpO3nemeHTa. Bce cnopTCcMeHbl HaxoaaTcs B rpyn-
ne pUCKa pasBuUTUA KeneloaedPUuMTHOM aHeMuu Becnea-
CTBME NOBbIWEHHbIX NOTPEBGHOCTEN B Kenese U HapylleHUs
€ro BcCacCblBaHWsl 3a CYET rencuavHa, ypoBeHb KOTOPOro
noBbllaeTcss Ha POHEe WHTEHCUMBHBbIX OU3MYECKUX Harpy-
30K. C uenbio NocTynneHns HeobxoaMmMoro o6bema xenesa
B NUWY cneayeT BKAYaTb 6oratble UM MPOAYKTbl (Kpac-
HOe MSICO, Lle/IbHO3EPHOBbLIE MPOAYKTbI, TMCTOBbLIE OBOLLM),
a TaKxe OpyKTbl, 6oratble BUTammHOM C, Ans yaydwe-
HWS BcacblBaHWUS xenesa. TakMe MeTOoAbl NPUroTOBAEHMS,
KaK 3amMayMBaHWMe W UCMNONb30BaHWEe APOXIKEN, Npensr-
CTBYIOT YyCBOEHMUIO Xenesa [23]. Ana aeTten U3 rpynn pucka
BaXHbIM ABNAETCS KOHTPOJSIb YPOBHA GeppuTMHA B CbIBO-
POTKE KPOBM KaK OCHOBHOroO nokasaTens o6ecneyeHHOCTH
YKeNe3oM C AanbHenLwen KoppeKLnen BblaBEHHbIX HapyLue-
HWI. Ha ceroaHsWHWM AeHb HET JOKa3aHHbIX NPeumMyLLecTB
MCNONb30BaHUA AMEeTUYECKNX J06aBOK, CoAepKallmX Kene-
30, ¥ 340POBbIX JOHOLWEHHbIX AeTEN.

LUMUHK

LIMHK ABNsSieTCs BaXKHbIM MWHEpanoMm Ans yaoBleTBO-
PEHWUA OCHOBHbLIX GU3MONOTUYECKUX MOTPEBHOCTEN opra-
HM3Ma, TaKMX KaK HopMaJlbHbIi POCT U pa3BuTHe pebeHKa,
06MeH BellecTB U NnoaaepaHue LenoCTHOCTU U QYHKLK-
OHWPOBAHMWS KNETOK. TPAAMLIMOHHO CYMUTAETCH, YTO LIMHK

Heo6XxoAnM AN HOPMaNbHOrO Pas3BUTUSA U OYHKLMOHUPO-
BaHWS roIOBHOrO MO3ra, BbICTynas B Ka4yecTBe HEMPOMO-
aynsitopa v HenpomeauaTopa CUHaNTUMYECKOW nepepauyu.
MMEeHHO ronoBHOM MO3r MMeeT Haubosbluee cofepia-
HWEe aHHOro MUKpoanemMeHTa (150 MKMONb/N) B OpraHu3-
Me, AeCHATUKpPaTHO MpeBblllalouee ero KOHUeHTpauuio
B CbIBOPOTKE KpoBu. O6ecneyeHHOCTb LMHKOM BO MHOIOM
onpegensieT HopmasjbHble KOTHUTUMBHYIO W 3MOLMOHasb-
Hyl0 GYHKLUMM YenoBeKa, BAMAET Ha MeXxaHW3Mbl NaMsTu
M BOCMPUUMYUBOCTU K 06y4veHuio [24]. OCHOBHbIMW MNPHU-
YnHamu geduumTta UMHKa aBnsoTcs HecbanaHcMpoBaHHOe
nUTaHWe M MNOBbIWEHHbIE NOTEPU CO CTOPOHbI XKEeNyao4HO-
KuweyHoro Tpakta (FKKT). Jedununt unMHKa cBsi3aH ¢ aHo-
peEKCUEN, 3afeprKKOW pocTa, HapylleHMemM BKyca U 060-
HAHWA M NOBbIWEHHOW BOCMPUUMYUBOCTBIO K MHPEKLMUAM.
o MHeHUIO nccnepgoBaTenen, CHUKeHne o6ecneyeHHoCTH
LMHKOM MOXET fle)kaTb B OCHOBE MoAaAeprKaHus npouec-
COB BOCMNANEHUS U CHUKEHUS YPOBHHA aHTMOKCUAQHTHOM
3alnTbl, NPOTUBOUHDEKLMOHHOIO MMMYyHUTETa [25-28].
[eTam-BeretapvaHuam W BeraHam Heob6Xxo4uMMO ynoTpe-
619Tb B NMLY pa3dHoob6pasHble OBOLWM (KanycTy, peny, ope-
XM, TbIKBEHHbIE W MOACONIHEYHbIE CEMEYKHU, 6060BbIE, Nlle-
HUYHblEe OTPYOU, NPOpaLLEHHbIE NWEHWYHbIe 3epHa), YTOObI
YAOBNETBOPUTb CBOM MOTPEOHOCTM B A4AHHOM MUKpoane-
MeHTe. Heo6X04MM KOHTPO/b ChIBOPOTOYHbIX MOKa3aTenen
o6ecneyeHHOCTN LMHKOM aeTemn, coBNtoaaloLWmxX OrpaHmnyn-
TeNbHble TUMbl NUTaHus [18, 24].

MOJIMHEHACBILWEHHBIE }KUPHBLIE KUC/T10TbI

Owmera-3 MHXK npn metabonuame ob6pasyeT ANMHHO-
LuenoyeyHole NOSMHEHACbIWEHHbIE XUPHbIE KUCNOTbl —
[oKo3arekcaeHoBytlo (AIK) n anko3zaneHTaeHoByt. AIK
CNOCO6CTBYET KOTHUTUBHOMY M 3PUTENBHOMY Pa3BUTUIO.
Mepunopg ¢ 27-n Hep 6epeMeEHHOCTHU 10 ABYX/JI€THEr0 BO3-
pacta — nepuoa Haubosblwen NOTPe6GHOCTU B AaHHOM
nuTaTeNbHOM BeLleCcTBe, CBA3aHHbIN C pa3BUTUEM MO3-
ra. NMoatomy AIK pexkomeHayeTcs BKAOYaTb B PaLMOH
6epeMEHHbIX U KOPMSALWMX XKeHWKWH. [Ong geten, noa-
POCTKOB W B3pPOC/bIX PeKoMeHAyeMass HopMma notpebne-
Hua AFK moxeT O6biTb AOCTUrHYyTa NpuW ynotpebneHuu
He MeHee ABYX NOPLMIA MOPCKOM pbl6bl, 6oraton omera-3
MHXK (cenbab, Nococb, CKYMOGPUS, aHYOyCbl, CapauHbI),
B Hegeno. B psge perMoHoB Halel cTpaHbl BKIOYEHUE
B paLMOH NUTaHMS MOPCKOW pblbbl MOXeET ocTaBaTbCs
[LOCTATOYHO PELKMM SBNIEHMEM JarKe cpeam TpaauLMOHHO
nuTalowmxca geten. Oco6eHHO yA3BUMbIMKM MO ajeKBaT-
HOMY MmocTynneHuto ¢ nuuen omera-3 MHXKK asnatoTtcs
neTtu, cobnjalwme BereTapMaHCKMn nMb60 BeraHCKWM
TUNbl NUTaHua [17, 21]. B cBA3K ¢ AAHHbIMW OTPaAHUYEHUNA-
MW B paLMoHe B eTCKOM Bo3pacTe npuem omera-3 MHXK
MOET OKa3blBaTb MOJIOXKUTENbHOE BMAHME HA COCTOS-
HWe 340poBbs pebeHKa.

NMPOBUOTUKU U NPEBUOTUKH

MPOBGUOTUKM — KMBble MWKPOOPraHM3Mbl, KOTOpblE
npu BBedEHWW B [OCTATOYHbIX KOMMYECTBax MNPUHOCHAT
nonb3y 340POBbI0 X03AMHA. COBpeMeHHble TeHAEHLUMU
NPUMEHeHNs NPOBMOTUKOB XapaKTepm3yloTesa LWTammocne-
UMdHUYHOCTbIO. NPEBUNOTUKU — CENEKTUBHO GEPMEHTUPO-
BaHHble MPOAYKTbl, KOTOPble MPUBOAAT K cneumduyecKkum
M3MEHEHUSAM B COCTaBe W/MAM aKTUMBHOCTU MWKPOOMOTHI
HKT, 4TO NONOKMTENBHO CKa3blBaeTCs Ha 340POBbe X031-
MHa [29]. B coBpemeHHbIX pekoMeHaaumax EBponenckoro
obwecTBa neavaTpMyecKoM racTpO3HTEpPoONoruu, rena-
Tonorun u puetonormm (European Society for Pediatric
Gastroenterology, Hepatology and Nutrition; ESPGHAN)
M AMEpPUKaHCKOWM racTpO3HTEPOSIONMYECKOM accoumnaumm



(American Gastroenterological Association; AGA) yka3biBa-
eTcsl Ha 9PDEKTUBHOCTb NMPUMEHEHUS psiga NPOBUOTUKOB
1 NpebunoTUKOB Ans nedveHuns 3aboneBaHuni KT B AeTCKOM
Bo3pacTe [29].

TaK, nmetoTcs gaHHble 06 3DDEKTUBHOCTU UCMONb30-
BaHWS HEKOTOPbIX LWTaMMOB Npo6uoTuKkos (S. boulardii,
L. rhamnosus GG v ap.) ans npodunakTUKM aHTUOUOTHUK-
accouUMMpoOBaHHOM Anapeun y B3pocnbix 1 aeten [30, 31].

OnpepeneHHble npob6buotukn (L. rhamnosus GG,
S. boulardii, Enterococcus faecium) Moryt 6biTb 3dpdeK-
TUBHbI ANs NPobUNaKTUKU OCTPON UHDEKLMOHHOM AMapen
y B3pOCAbIX 1 geTen. KOKpenHOBCKMI MeTaaHanns3 nokasarn,
4TO AN OKa3aHus adpdeKTa Npu OCTPOn Anapee Heobxoau-
MO KaK MOXHO 60/iee paHHee Ha3HayeHuWe NPO6MOTUKOB,
TaK KaK OHMW MPaKTUYECKMU He BAMSAIOT Ha Auapeto, KoTopas
anutcs 48 4 unu gonblue. Npuem BHYTPb HEKOTOPbIX WTaM-
MOB NPOBGUOTMKOB COKpaLLlaeT NPOAOCIKUTENBHOCTb OCTPOM
avapen y aeter npumepHo Ha 1 aeHb [32].

B otyeTe MaacTtpuxtckoro VI / @nopeHTUINCKOro KOHCEeH-
cyca no nevyeHuto MHdeKUnn H. pylori (2022) coenaH BbIBOJ
0 TOM, 4TO HeKoTopble NpPo6uoTukK (S. boulardii, Bacillus
clausii, L. plantarum, L acidophilus, B. animalis subsp.
lactis BB-12) nokasanu cBoto 3pHEKTUBHOCTb B CHUMKEHUMU
No6oYHbIX 3addeKToB co cTopoHbl XKKT npu npoBeaeHun
JpaguMKaumm LaHHOM WMHPEeKUMU Yy B3POCNbIX MaLMEHTOB
[33]. Ha cerogHa HeT AoKasaTenbCTB, MOATBEPXKAAIOLMX
TO, YTO MOHOTepanus NpPobUOTMKOM 6e3 COoMyTCTBYIOLWEN
aHTMbGaKTepuanbHoOM Tepanun asnseTcd 3QPEeKTUBHON.
HekoTopble Npo6uoTuku (L. reuteri, B. animalis subsp. lactis
BB-12, L. rhamnosus GG), Nno-BUaAMMOMY, NOBbIWAIT CKO-
pPOCTb 3pafuKauun H. pylori 3a cHeT yMEeHbLUEHUS YacTOTbl
pasBuTUSA No604YHbIX 3PGDEKTOB, a He 3a CcyeT MNpPsSIMOro
BO34encTBMA Ha OGakTepuio [34]. Cpean nauMeHToB [AeT-
CKOro BO3pacTa ycTaHoBfeHo, 4YTo S. boulardii ynydwaet
3bdEKTUBHOCTb apaMKaLnmn U CHUXKAET YacTOTy NOGOYHbIX
abdeKkToB co cTOpoHbl KKT, cBA3aHHbIX C NpoBeAeHneM
aHTUXennKkob6aKkTepHom Tepanuu [29].

[okasaHo, 4To L. reuteri DSM17938 v B. animalis subsp.
lactis BB12 cokpaluatoT BpemMs nfiaya y AeTen, Haxoaswmx-
CSl Ha rpygHOM BCKapM/IMBaHUK, CTpajalomx KOAMKamu
[34-36].

HeKoTopble WwTamMbl NPOGUOTUKOB MOFYT ObITb NOME3HbI
A0S ynyYleHns YPOBHSA TpaHCaMMHas 1 nokasartenemn annu-
[orpamMmbl, ynbTpa3ByKOBbIX U @HTPOMOMETPUYECKHMX XapakK-
TEPUCTUK Y AETEN C HeanKorosibHOW XMPOBOM 60ME3HLIO
nevern (HAXKBI). OgHaKo MMetoLLMecs AaHHbIe He NO3BONS-
0T TOYHO OonpeaenuTb cneunduyecKkme WwrammMbl NPOGUOTH-
Ka, OKa3blBatolue BAUSAHNE Ha Nle4eHne AaHHOWM NaTonorum
neyeHn. HeobxoanMmebl ganbHeNIWLME nccnefoBaHus ans noa-
TBEPXKAEHMA AOITOCPOYHbIX MPEUMYLLECTB OT UX UCMOSIb30-
BaHMA B oTHoweHun HAXKBI [37].

Pag npo6buotnkos (B. longum, L. rhamnosus
HNOO1, L. delbrueckii subsp. bulgaricus, Streptococcus
thermophilus) ynyylwatoT yCBOEHWE NAKTO3bl U YMEHbLUAT
CYMMTOMbI, CBA3@HHbIE C €€ HenepeHocuMocTbio [38].

Takne npobuoTUHeCKHe wWwTaMMbl, Kak L. rhamno-
sus GG, L. reuteri, MOryT CHUXaTb BbIPa*EHHOCTb YHK-
uMoHanbHom 601K B xuBoTe y aeten [39, 40]. Mpu atom
pes3ynbratbl ONy6/MKOBAHHbLIX UCCAEeA0BaHWUM MOATBEPK-
JaloT YMeHbleHWe B3AYyTUSA KMBOTa M 60NeBOro abao-
MWHaNbHOrO CUMHAPOMA, a TaKXe NOBblWeHWe KavyecTBa
KW3HW Yy B3POC/bIX NALMUEHTOB C CUHAPOMOM pa3fparxeH-
HOro KMWIIEeYHUKa B peaynbTaTe fevyeHns npobnoTnkamu,
coaepalwmnmn Lactobacillus wn Bifidobacterium, a Takxe
S. boulardii [41, 42].

MNoaBnsowmMecs pgaHHble CBUAETENbCTBYIOT O TOM,
YTO KULEeYHas MMKPOOGMOTa MOXKET BAUSATb Ha HEKOoTopble

HeracTpoOMHTECTUHA/IbHbIE COCTOSIHMSA, TeM CaMblM yCTa-
HaBnvMBasa cBA3b Mexay HUmMK 1 KKT. OgHako HeT eanHo-
r0 MHEHWS O MPUMEHEHWWM onpefeneHHbIX NPOBUOTUKOB
npu cuHapome geduumTa BHUMAHUS U TUNEPAKTUBHOCTH,
OXMPEHUN M [Oenpeccun B AeTCKOM Bo3pacTe [43, 44].
Mpo6UOTUKM U nNpebuoTudyeckne p[obaBKM U3yyaloTcs
ANS NPOPUNAKTUKM HEKOTOPbLIX NPOSIBNEHUIH meTabonuye-
CKOro CMHAPOMa, BKtoYas M36bITOYHYIO Maccy Tena, caxap-
Hbih AnabeT 2-ro TMna v aucaunuaemMuio. B HOBbIX peKo-
MeHAaumnsax BceMuMpHOM annepronornyeckon opraHusdaumm
(World Allergy Organization; WAO) npeanaraeTtcs peKomeH-
40BaTb NPOBGMOTUKM MaTepsaM MNafeHUeB, a TaKxe AeTaMm
C BbICOKMM PUCKOM pPasBUTUSA annieprunyeckunx 3abonesa-
HUR. OAHaKO peKoMeHAauuu HOCAT YCMOBHbLIM XapaKtep
6€3 KOHKPETHbIX YyKa3aHui WTaMMOB, J03bl, NPOAOCIKUTENb-
HOCTU NlevyeHuns n T.4. [45].

BbiBOAbI

Taknum o6pas3oMm, Ans 340POBbIX AeTEN C NOMHOLLEHHbIM
pa3Hoobpas3HbiM NMTaHnem npuem BA/ He saBnseTca Heob-
XOAMMOCTbIO. HecmMoTps Ha Hanunyine ocobblx MOKa3aHuM,
pelleHne o0 NpuemMe AMeTUYeCKUX 4OO6aBOK Yalle Bcero npwm-
HUMaeTCs poAaMTeNns MM camocTosTenbHo, 6e3 npeaBapw-
TeNbHOW KOHCYyNbTauuKu C nevawum BpadyoM. Ha ncnonb3so-
BaHue nogpoctkamu BA[ B 60/bLUMHCTBE Clly4aeB BIUSIOT
COBETHI Apy3€el, cTaplinx TOBapuLLen, MaccoBas pexknama
no TeNeBUAEHUIO, MHTEPHETY, B COLMabHbIX CETAX. Y AeTen
OCHOBHbIMUW NPUYUHAMM NPUMEHEHUS AUETUYECKMX AOOABOK
ABNAIOTCS yCUNEHUE NPOTUBOUHODEKLMOHHOO MMMYHUTETA,
YCKOPEHWE TEMMNOB pocTa n Hec6anaHCMPOBaAHHOE NUTaHKe.
Mpn aTOM Hanbonee 4acTo UCNOJb3YITCH NOAUBUTAMUHHO-
MUHepanbHble KOMMIEKChI.

YuutbiBas, 4To npogaxka bA/, ocywecTBnsgercs He ToNb-
KO B anTe4yHbIX CETSX, HO M B cynepmapKeTax B 6e3peLen-
TypHOM dopme, UX GECKOHTPOSbHOE MPUMEHEHUE MOXKET
NPUBECTM K Pa3BUTUIO NOBOYHbLIX IGPEKTOB M NOBbIWeE-
HUWIO PUCKa Nepefo3npPOBKU. N AOCTUMKEHMS afeKBaTHO-
ro nuwesoro 6anaHca Heo6Xo4MMO MOOWPATL poauTenen
K pasHoob6pa3HOMY MuTaHWiO cBoux geten. [MponaraHia
cnefoBaHMa NOIHOLLEHHOMY 340POBOMY MUTaHUIO ABNseT-
CSl Ha CErofHsAWHMA LeHb Ba)XHbIM acneKToOM noanepa-
HUS 340POBbSI AETCKOrO0 HaceneHus Halwero rocyaapcrea.
B vHbopmMauMOHHOW paboTe C poauTENsiMM, HamnpaBieH-
HOM Ha MNoBbllWEeHNe WX MHPOPMUPOBAHHOCTU HE TOSbKO
0 6e3onacHocTM U 3apPEeKTUBHOCTU Ucnonb3oBaHna BA[L,
HO M O BO3MOXHbIX NOGOYHbIX abdeKTax UX Npuema, Bax-
HYI0 POJib UFPAIOT KaK MeAULIMHCKME PaBOTHUKK, TaK v Tene-
BUAEHWE, UHTEPHET-PECYPChI, COLMaNbHbIE CETH.
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peukune opexn (I0) ABASIOTCA BaKHbIM KOMIOHEHTOM CPEeAM3EMHOMOPCKOM 1 a3naTCKoM AMET U BCE Yallle UCIMOo/b3YyHoT-
csl B pa3/IMYHbIX paLMoHax nuTaHus no Bcemy mupy 6aarogapsi CBOe yCcTaHOBIEHHON NUTATEIbHOM LIEHHOCTH U M0/1b3€e
Ans 340poBbsi. KomrnoHeHTbl 'O 6oratbl omera-3 noJIMHEHACHILEHHBIMW XUPHLIMW KMC/10TaMu, He3aMeHUMbIMU aMu-
HOKMc/0TaMu, BUTaMUHaMu, noangpeHonamu, putocteponamm v ApyrumMn nutatesbHbIMU BellecTBammn 1 6M01I0rMYeCcKu
aKTUBHbLIMMW COeAMHEHNAMU, 061aAal0LWLMMN aHTUOKCUAAHTHBIMU, MPOTUBOBOCMAINTEbHBIMWU U MMMYHOMOAY/INPYIOLLUMM
cBosictBamu. 'O Ha cerogHsILLHUI AeHb MPOAEMOHCTPMPOBAIN MHOroobellanlLmi 3¢pPEeKT B OTHOLIEHUN IEHEHUS] BOC-
nannTesnbHbIX 3a601€BaHUI KUILIEYHUKAE. B cTaTbe npeactaB/ieHbl K/IH04YEBbIE MEXaHM3MbI, 1e)Kalliue B OCHOBE Teparnes-
TMYyecKoro noteHymana O B ne4eHnn BocnaamTebHbiX 3a601€BaHN KMLLIEYHNKa, BKOYas MOAYASILUMIO MPOHULIAEMOCTH
C/IM3NCTON 060104KU KULLIEYHMKA, PErYASILMIO BOCNAINTE IbHbIX MPOLIECCOB, YMEHbLUEHNE OKMC/INTEIbHOIO CTPECCa M KOp-
PEKUMIO cocTaBa KULLIEYHON MUKPOBMUOTBI.

Knrw4eBbie caoBa: rpelKnue opexu, BocrnaantesbHble 3a601eBaHUsl KMLLIEYHNKAa, MUKPOBUOTa, MPOTMBOBOCNAINTE IbHbIN
9pPEKT, aHTUOKCHAaHTHbIE CBOMCTBA

Ana ynTupoBaHus: HanetoB A.B., XaBkuH A.W., MaubiHKH A.H., CTprnoHoBa B.C. [epcneKkTnBbl MCNOAb30BaHUA FPELIKNX
OpEexoB B Ka4ecTBe KOMMOHEHTa AMeToTepanuu Npu BocnaauTenbHbix 3a60/ieBaHUsX KULLeYHUKa. lleguatpudeckas pap-

makosorus. 2025;22(1):56-61. doi: https://doi.org/10.15690/pf.v22i1.2853

Ha cerogHsillHMA OeHb Cpeau MauMeHTOB AETCKOro $aKToOpOB OKpyxatouen cpefbl (0CO6EHHO AMeTbl) pac-
BO3pacTa OTMe4YaeTCcsl 3Ha4yuTenbHbIM PocT 3aboneBae- cMaTpMBalOTCA B KayecTBE OCHOBHbIX MPWYMH Pa3BUTUS
MOCTWM BOCMNanuTebHbIMM 3a60/€BAHUSIMU KULLIEYHUKA BOCMAaNleHUS KMUIIEYHMKA M MOBbIWEHUS MPOHULLAEMOCTH
(B3K). lTeHeTnyeckas npeapacnonoXeHHOCTb, HapylleHne €ro C/IM3UCcTon 060MI0YKM, YTO JIEKWUT B OCHOBE MaToreHe-
UMMYHHOM perynaumm, KUWeYHblin AMcbnos n Bo3aencrame 3a B3K [1-5]. B cBoto o4epeab, NnoTpebreHne NpupoaHbIx
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Potential of Using Walnuts as a Part of Nutritional Therapy
for Inflammatory Bowel Diseases

Walnuts are major component of Mediterranean and Asian diets and are increasingly used in different diets around the world due
to their confirmed nutritional and health benefits. Walnuts” components are abundant with omega-3 polyunsaturated fatty acids,
essential amino acids, vitamins, polyphenols, phytosterols, and other nutrients and biologically active compounds with antioxidant,
anti-inflammatory and immunomodulating properties. Walnuts currently have demonstrated promising effect in inflammatory
bowel diseases management. This study presents key mechanisms underlying walnuts’ therapeutic potential in inflammatory bowel
diseases management, such as modulation of intestinal mucosa permeability, inflammatory processes regulation, oxidative stress
reduction, and gut microbiota composition correction.
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AHTUOKCMAAHTOB, KOTOPbIMU ABNSIOTCA OPEXU, 3eNeHbli Yal
W T.0., MOXET cTaTb 9ODEKTUBHON 3aLINMTON OT OKUCIUTENb-
HOro cTpecca u perynmpoBaTtb BoCnaiuTeNbHbIE NPOLECCHI
B KWLWIEYHUKe, TEM caMblM OKa3blBasa 3allUTHOE AeicTBue
NS opraHn3ma B OTHOLLIEHWUW Pa3BUTUS A3BEHHOI0 KonuTa
(AK) n 6onesnn Kpora (BK) [6, 7]. Mpeukne opexu (F0) aBns-
0TCH BaXKHbIM KOMMOHEHTOM CPeAN3eMHOMOPCKOM U a3unaT-
CKOM MEeT M BCEe Yalle MCMNONb3YITCS B PasHbIX paLMoHax
NMUTaHKs No BCEMY MUPY 6narogaps BbICOKOW NUTaTeNbHOM
LLEHHOCTU M nonb3e Ana 3a0poBbsi. [O 6oraTbl omera-3
NOJSIMHEHACHILWEHHbIMU XUPHbIMU Kncnotamu (MHXKK), Hesa-
MEHUMbIMKU aMUHOKUCNOTaMK, BUTaMUHaMK, nonnudeHona-
MU, GUTOCTEPONAMU U APYTMMK NUTATENbHLIMU BELLlEeCTBaMM
N BGUONIONMYECKN aKTUBHbIMK coeanHeHusmu (BAC), obna-
NaoUMMU aHTUOKCUAAHTHBIMKW, NPOTUBOBOCMNANUTENbHBIMU
M MMMYHOMOZYIUPYIOLWMMKU CBOMCTBaMWU. Ha cerogHsawHUm
neHb TO M NpPOAYKTbI, MONyYEHHbIE M3 HUX, MPUBAEKaoT
BHMMaHMWE y4yeHblx 6narogapsi CBOemy TepaneBTUYECKOMY
noTeHLuMany B OTHOWEHUMW PETYASLMN BOCMANUTENbHbIX MPO-
LLeCCOB W MONOXMTENBHOMY BO3[ENCTBUIO Ha 3[0pPOBbE
[8, 9]. CTouT OoTMETUTb, YTO Takue 4YacTu O, KaKk 3eneHas
KOXYypa, ¥MblX, CKOp/yna v IMCTbS, KOTOPblE YacTo BbiGpa-
CbIBaOTCS MM UCMOMb3YIOTCA B KA4ECTBE KopMa AN15 KMBOT-
HbIX, TaKXXe cofepat 6onblioe Konmyectso BAC. TeKkywme
nccneoBaHMa BCe 4valle AEMOHCTPUPYIOT perynupyiollee
BO3aencTBue KkomnoHeHToB O Ha TeyeHune B3K, 4to aBna-
eTc MHOroo6eLatoLnMmM NoX040M B OTHOLLIEHWUM ONTUMKU3a-
LMK ameToTepanuu aaHHbIx 3a6onesaHui [10].

Llenb pa6oTbl: NpeacTaBUTb COBPEMEHHbLIE NUTEPATYpP-
Hble AaHHble 0 Nofe3Hbix cBoncTBax MO B OTHOLIEHWUM nep-
CMEKTUBbI UX UCMOSIb30BaHUA B AMeToTepanunn B3K.

[0 copepkat 60nbluoe Konnyectso BAC, MmetoLLnx 3Ha-
YUTENbHbIA TepaneBTMYECKMI noTeHuman npu B3K, cnHep-
rMYecKUin addEKT KOTOPbLIX HE TONIbKO CHUXaeT BocnaleHne
M NMPOHULLAEMOCTb CN3UCTOM 06OSI0YKKU, HO M YMEHbLUIA-
eT BO3/EeNCTBME OKWUCIUTENbHOrO cTpecca, perynupyet
UMMYHHbIE peaKkUuuu U MOAYIMPYEeT COCTaB MMUKPOGUOTSI
KuleyHuKa [9].

Pa3BuTMIO NaTONOrMYECKUX MPOLECCOB B KULLIEYHUKE
cnoco6¢eTByeT AedeKT CAU3WUCTO-aNUTENMaNbHOro Gapbe-
pa Kenyao4yHo-kuweyHoro TpakTta (MKKT), BKaovatowero
B ce065 CIM3UCTYI0 060/104KY, UMMYHOTNO6YAKH A (IgA), aHTuK-
MWKpPOOGHbIE NENTU/bI, @ TaKKe 6eNKU MEXKNETOYHbIX M0T-
HbIX KOHTaKToB (BMIK) [11]. HapyweHua B O4HOM U3 3TUX
KOMMOHEHTOB MNPUBOAAT K MOBbILEHWUIO MPOHULLAEMOCTH
CNIU3UCTOM O0GONOYKM KULIEeYHWKA. BbicKaszaHo npeanono-
KEeHWe, YTO BellecTBa, HaxXoAsIWMECS B opexax, yaydylatoT
LLeNIOCTHOCTb CTPYKTYPbl K/JETOYHOW CTEHKWU, TEM CaMbIM
HopMannays GYHKLMIO CIM3UCTO-aNnTENManbLHOro 6apbepa
KuweyHwuka [10].

B uccnegoBaHun A. Bartoszek u coaBT. B Mogenax
Ha MbllWax C KOJMTOM, WMHAYLMPOBAHHbIM [JEKCTPaHCY/b-
daTom HaTpusa (DSS), 6b110 ycTaHOBIEHO, YTO coboAeHMEe
auneTbl, o6orauleHHon macnom M0, NpUBOAMIO K YMEHbLUe-
HUIO NOBPEXAEHWUS CTU3UCTON 0BO0N0YKMU TONCTON KULLKM.
Ha ¢oHe cobntofeHus AMeTbl MPOUCXOAMSI0 BOCCTAHOB-
JIeHWe NPOHMLAEMOCTU KULIEYHOW CTEHKW M TpaHcrnopTa
WOHOB 3a cyeT HopManundauum GyHKUMOHUpoBaHUa BMIMK
[12]. B gpyrom HepaBHeM UccnefoBaHMKM OOGHapPYXKeEHO,
4YTO nonucaxapuibl 3eneHon wenyxu N0 npu ynotpebne-
HUM UX B MUY ycunuBanu akcnpeccuio BMIK (30HyNuH
N OKKJ/IIOAMH), coxpaHas GapbepHytd QPYHKLMIO TONCTOM
KUWKKU y Kpbic [13]. JaHHble paboTbl NOAYEPKMBAIOT BAUS-
HWe NpoayKToB U3 0 B noaaepaHuu LEeNOCTHOCTU KMLey-
Horo 6apbepa.

Mpn B3K oKucnutenbHble NPOLECChI HE TOJIbKO BO3-
HWKalOT B BOCMANEHHOW CAM3UCTON 060SI0YKE KULIEYHUKA,

HO W pacnpocTpaHsaloTcs Ha 6onee rNy6oKMe CIOU KULIeY-
HOW CTeHKM [14].

HepaBHee nccnegoBaHune F. Miao 1 coaBT. NnoKka3ano,
YTO y Mbllwen ¢ DSS-UHAYLMPOBAHHBIM KONUMTOM, KOTOPbIM
B nuuy po6asnsanu macno [0, HaGnoganocb CHUMXKEHWE
BbIPabOTKM aKTUBHbIX GOPM KMCOpOoaa U BbICBOOOXKAEHNS
npoBoCNanuTenbHbIX LMTOKMHOB. Kpome Toro, yctaHoBfe-
HO, 4TO Macno 0 CHW¥Kano ypoBeHb IKCMPECCUU FEHOB
6enkoB npoBocnanutensHoro nytm NLRP3/ASC/kacna-
3a-1 [15].

B apyrom wvccnefoBaHuM TakxKe Oblo yCTaHOBJEHO,
410 npuemM macna 0 noBbiWwan akTMBHOCTb @aHTUOKCHUAAHT-
HbIX GEePMEHTOB (CynepoKkcuaamcmyTasbl U ryTaTUOHNEPOK-
cuaasbl), TEM CaMblM CHUXas OKUCAUTENbHbIN cTpecc [16].

OrnoH — yHuKanbHoe GeHoNbHOEe coefMHeHune, coaep-
*auweecs B 0, o6nagaetr MOLWHOW MPOTUBOMUKPOGHOW,
@HTMOKCUAAHTHOM M MMMYHOPErYAATOPHON aKTUBHOCTbIO.
Mpuem tornoHa yMeHblwan noBpeXaeHne TKaHew, notepto
Maccbl Tena M WHAEKC aKTMBHOCTM 3aboneBaHus, a Tak-
e NoBbllWan BEPOSATHOCTb BbXKMBaAHMA y Mblwen ¢ DSS-
WHAYLMPOBAHHbLIM KOAUTOM [17].

AkTtnBaumna nytm NF-xB, KoTopblM siBNseTcs OA4HWUM
M3 OCHOBHbIX PEryniTopoB TPaHCKPMMILMK FEHOB NPOBOC-
nanunTenbHbIX LMTOKMHOB, UrpaeT KAYeBylo pofb B pas-
BuTMM B3K. HapyweHue perynaumm NF-xB Bbi3biBaeT pas-
BWTME BOCMANEHUA U ayTOMMMYHHbIX 3ab6oneBaHui [6, 7].
MpoayKTbl, nofy4yeHHble n3 0, 6blIM M3yyeHbl Ha npea-
MET WX CMOCOBGHOCTWM pPeryampoBaTb TPAHCKPUMLMOHHbLIN
dakTop NF-kB 1 nocnegytowee obpazoBaHne LLMTOKUHOB,
CNOCO6CTBYS 3a*KUBMEHUIO CAM3UCTOM OBOMOYKM KULLEY-
HMKa B moaensx B3K Ha mbiwax [18, 19]. Tak, BHyTpUKe-
nyaoyHoe BBefeHue macna 0O B TevyeHue 4 Hepd yMeHb-
Wwano ypoBeHb daKkTopa Hekpo3a onyxonn anbda (TNF-a),
UHTepnenkuHa (IL) 6 n IL-13. Kpome Toro, npuem macna ro
CHWMXaN 3KCMPEeCCHUIO KIIIOYEBbIX NTEHOB CUITHaNbHOIO NyTU
TLR4/NF-xB npuv ocTpomM MOBpEXAEHUU TOWEWN KULLIKH,
Bbl3BaHHOM nunononucaxapugamu (JINC) [18]. Cxoxue
npoweccbl 6bl1M yCTaHOBAEHbI NPU MPUMEHEHWUWU KOMN0-
Ha B 3KCNEpMMEHTax Ha MblWax, KOTopoe 3Ha4yuTeNbHO
YMEHbLWNO NOBPEXAEHNE TKAHEN W BbIPaXEHHOCTb BOC-
nasanTenbHOro Npouecca B TOJICTON KULLIKe 3a CHeT perynu-
pylowero BAUAHUA Ha curHanbHbii NyTb TLR4/NF-kB [20].

B HepaBHeM nccnegoBaHuu, npoBegeHHoM Y. Qi M coaBrT.,
B MOAENSAX Ha Mblllax 6bl710 YCTAHOBIEHO, YTO BBEAEHME Nen-
TMAa, nonyyeHHoro M3 IO, ymMeHblANo CUMMNTOMbI KOKUTA,
BK/IlOYas NOTEPI0 Macchbl Tena, KPoBb B CTyNe, YKOpoyeHue
TOICTOM KMLWKM U XapaKTePHble rMcTonaTonornyeckne name-
HeHus. BbiiBNEHO 3alMTHOE BAWAHWE LaHHOro MpoAyKTa
Ha LEeNOCTHOCTb KuUweyHoro 6apbepa 3a CYET IKcnpec-
cun BMIK 1 ymeHblueHUs BocnaneHus nytem nogaBneHus
o6pa3oBaHMa NpoBOCNANUTENbHBIX LUMTOKMHOB W peryns-
UMM anonTo3a anuTennanbHbiX KNeToK. KMcnonb3oBaHue
nentuaa noAaBAAN0 aKTUBHOCTb CUIrHANbHOIMO MNyTU
NF-kB/MLCK/MLC, cBfi3aHHOro ¢ BOCMNajeHWeM, a TaKKe
yBeNM4YnBano KoHUeHTpauuo Taknx 6akTepum, Kak Prevotella
n Akkermansia, OKa3blBaloLWMX 3alWMTHOE BIUSHWE Ha CK-
3UCTYIO0 060/I04KY KMLIEYHUKa [21].

B uccnepoBaHuM Ha Mbllax, npoBegeHHoM S.J. Koh
W COaBT., YCTAHOBMEHO, YTO NpUMeHeHne GEeHONbHOro 3KC-
TpakTa 'O MHrMbumpoBano akcnpeccuto IL-8 m IL-1a, ocna-
651910 Kak Bbl3BaHHOe TNF-a ¢docdopunmpoBaHue/aerpa-
faumio |kB-KnHasbl, TaK M aKTMBHOCTb CWUIHANbHOMO NyTH
NF-kB. BBeaeHue akcTpakta M0 BHYTPb 3HAYUTENBHO CHU-
ano TSXKEeCTb KOMWTA, a TaKKe yMeHblano Temnbl pocTa
OMyX0nu B MOJIENN paKa TONCTON KULWKK [19].

Kpome TOro, nccnefosaHus nokasanu, 41o nentuasl MO
ynydlwaT GyHKUUIO Gapbepa CNM3UCTOM 060N0YKN KULLEY-
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HWKa M CHWXKAIOT BOCNaneHue, nogaBnss akTMBaLMIO MyTH
TLR4-MAPK [22].

TaKxKe 6bl710 NOKa3aHo, YTO AMOAMH, MPUPOAHbIA aHTpa-
XMHOH, nosy4yaemblit U3 wenyxu O, CHUXKaeT aKcnpeccuio
LUMKooKeureHassl 2 (cyclooxygenase 2; COX-2), Tem cambim
yMeHblas MHAEKC aKTUMBHOCTM 3abofeBaHUs Yy Mblewn
¢ DSS-nHayunpoBaHHbIM Konutom [23].

McecnepoBaHue in vitro nokasano, 4To aKCTpaKT 'O UHru-
6upyeT BbIpaboTKy oKkcuaa a3oTta (NO) B makpodarax, cTu-
mMynupoBaHHbix JIMC, 4yTo yKa3blBaeT Ha NpoTMBOBOCNANN-
TenbHbIN 3PdEKT AAaHHOTO NpoayKTa [24].

YnotpebneHne 'O WKNPOKO M3y4yanocb Ha NpeameT yya-
CTUSl B PerynsiuMm MMKPOOMOThbl KMLWEYHUKa — KaK B Moje-
NSIX Ha MblWax, TaK v Ha NI0ASX.

TakK, y Mblllewn, KOTopbIXx KopMunn macnom MO, Ha6noaa-
NINCb 3aMETHblE 3MEHEHNUS B COCTaBe MUKPOOBMOThI KMLLEY-
HWKa B OTHOLWEHMM POCTa NOME3HbIX LUTAMMOB M MOBbIWEHMS
YPOBHS CEKPETOPHOIO IgA B TOHKOW KULLKe, KOTOPbIN Urpaet
BayXHyIO pO/ib B NOAABIEHMM POCTa NAaTOreHHOM MUKPOBHO-
Tbl [15]. ABTOPbI NPUXOAAT K BbIBOAY, 4TO Macno MO He TONbKO
yyacTBYET B MOAYNALMN MUKPOBMOThI KMLIEYHUKE B CTOPOHY
NOBbILLIEHUS CMEKTPa Mone3HbIXx 6aKTEPUIN, HO TaKKe yayy-
l1aeT UMMYHHblE MeXaHU3Mbl PabOoTbl KMLLIEYHUKA [25].

B apyrom HegaBHem MccnefoBaHWKW, MPOBeAEHHOM
Ha Kpblcax, 6bl710 BbISBAEHO, YTO HA GOHE NpUeMa IKCTpakK-
Ta MyKM O 3HAYMTENBbHO CHUXKanacb YMCNEHHOCTb rpam-
oTpuuaTtenbHbix 6aKkTepuit, ocobeHHo Fusobacterium varium
n Bacteroides vulgatus. lNpu 3TOM yCTaHOBJIEHO 3amMeTHoe
yBennyeHune YucneHHocTtun Lactobacillus animalis [26].

B ewe ogHOM wccnefoBaHWM, NPOBEAEHHOM Ha Kpbl-
cax, YCTAHOBMIEHO, YTO MpW NOBPEXAEHWUU TONCTOM KMLU-
KW, BbIBBAHHOM [METOM C BbICOKMM COAEPIKAHWEM KMPOB,
notpebneHue noamcaxapuaos M3 3eneHon wenyxu N0 yse-
nn4mBano 6akTepunanbHoe pasHoobpasmne u CHUXKaNo OTHO-
CUTENbHOE KOMMYECTBO NOTEHLMaNbHO NaTOreHHbIXx 6aKTe-
pUi B TONCTON KuKe [13].

B HepaBHeM uccnegosaHuu H. Authier n coaBT. B aKcnepum-
MEHTE Ha MbllWwax OblI0 YCTaHOB/IEHO, YTO 3KCTPAKT IMCTLEB
O nMeeT NPOTUBOrPUOKOBYIO aKTUBHOCTb, CHUXas KOIOHM-
3aumto KT C. albicans Ha doHe MNOBLILEHUS KONMYecTBa
6aKTepuin, ob6nagatoLLmx 3alUTHbIMKU CBOMCTBaMM Mpn 3a60-
NIeBaHUAX TONICTOM KMULIKW, TakuX Kak Bifidobacterium spp.
n Faecalibacterium prausnitzii [27].

B wuccnegosaHun S. Chen u coaBT., NpoBefeHHOM
Ha Mblwax ¢ DSS-MHAYLMPOBAHHBIM KOJIMTOM, YCTAaHOBJIEHO,
4YTO NPUEM (OrfIOHa 3HAYMTENbHO CHWXKan MoTepto Maccol
Tena U MHAEKC aKTUBHOCTM 3a60/1eBaHus, yMeHbLUas CblBO-
POTOYHbIA YPOBEHb MPOBOCMNANUTENbHbLIX LUMTOKMHOB (IL-6,
IL-12, IL-21, IL-23 1 TNF-0). Mpn 3TOM y MbllLien, Nony4aBLInx
tOrI0H, MOBbLIWANIOCh KONNYECTBO Lachnospiraceae. ABTOPbI
NPUXOASAT K BbIBOAY, H4TO tOMTIOH MOXKET 6blTb NEPCNEKTUBHbLIM
cpeacteoM Ans npobunaktukm FAK 3a cyet peryaupytole-
ro BAUSIHMA Ha ypOBeHb MPOBOCMHANUTENbHbIX LIUTOKUHOB
N OKMCNUTENbHBIN cTpecc [17].

B apyrom wuccnegoBaHuu nedveHue tornoHom DSS-
MHOYLMPOBAHHOIO KOMIMTA Y MblleN NMPUBENO K CHUXKEHUIO
MHOEKCa aKTMBHOCTM 3abofieBaHUs, a TaKXe 3HayuTesb-
HO yMeHbluano ypoBeHb npoBocnanutenbHblx IL-6, TNF-a
1 IL-1f 1 NoBbIWaN0 3KCNPECcCHto NPOTUBOBOCMANUTENBHOIO
IL-10. Kpome TOro, yctaHOBNAEHO MojaB/lieHWe 3Kcnpec-
cun 6enkoB STAT3, RORyt M ogHOBpeMEHHOE MOBbILLEHNE
ypoBHs FOXP3. TaKk)e 10rnoH MHrubupoBan BbipaboTKy
Th17 v yBenuyinsan BblpaboTKy Treg. Ero npuem usmeHan
MUKPOBGHOE pa3Hoo6pasve U CoCTaB MUKPOOMOTbI KULLIEY-
HWKa, B TOM 4ucae noBblWan CooTHoweHue Firmicutes
K Bacteroides n KonuyectBo Actinobacteriota n cHwan
KonndecTtBo Verrucomicrobiota. ABTOpbl NPUXOASAT K BbIBO-

[y, 4TO BBEeAEeHME 10r10Ha 3alMLLano MblWen OT pPas3BuUTUS
AK, Moaynupysi cocTaB KUILEYHOM MWUKPOOMOTHI, CHUKas
3KCMNPECCHUIO NPOBOCNANUTENbHbLIX LUTOKMHOB M BOCCTaHaB-
nuBas romeoctas Th17/Treg [28].

Kpome Toro, BBegeHue nentugoB O BoccTaHaBnMBa-
10 MUKPOBMONIOrMYECKUIA FTOMEOCTa3d KULEYHUKA, CHUXKas
pOCT naToreHHblx 6akTepun (Helicobacter) n yBennymnas
OTHOCUTENIbHOE KOIMYECTBO MOAE3HbIX MUKPOOPraHn3MoB
(Candidatus Saccharimonas) [22].

B uccnepoBaHMK Ha Mbllax yCTaHOBAEHO, YTO ynoTpe-
6neHne B nuuy MO noBbllLaeT MMKPOGHOE pa3Hoobpa3suve
KuweyHon &nopbl M NPMBOAUT K CHUMKEHUIO COOTHOLWE-
HUa Fermicutes/Bacteroides, a TaKXe K BOCCTaHOBJ/IEHUIO
KuWeYyHoro 6apbepa, U3MEHEHUIO COAEPIKaHWs KOPOTKO-
LeNoYeYHbIX MPHbIX KUCNOT U YMEHbLEHUIO BOCManeHms
KULWEYHMKA Y MbIWEN, NOoNy4aBLUMX AUETY C BbICOKMM COAep-
YaHueM Xupos [29].

HecKoNbKO KIMHUYECKUX WMCCNEefoBaHUN TaKKe noa-
TBEPAWIM, YTO pPaLMOH, oboralieHHbIn O, oKa3bliBaeT BAU-
SIHWE Ha COCTaB KMWLIEYHON MMKPOOMOTLI. TaK, B KAWHMYe-
CKOM 1ccnegoBaHuu, nposeaeHHoM Ha 194 go6poBonbLax,
B TeyeHue 8 Hea ynoTpebnernsa N0 (43 1 B CYTKM) 3HAYUTENb-
HO YBEIMYMNOCH KONMYEeCTBO Ruminococcaceae, B TO BpeMs
Kak KonmyecTtBo BuaoB Clostridium sp. cluster XIV (Blautia;
Anaerostipes) cHuaunocb [30].

Kpome TOro, KNMHMYeCKOoe UccliefoBaHWe C y4yacTUeMm
35 yenoBeK MnoKasasno, 4YTo cobnojeHne aueTbl, obora-
ueHHom M0 (57 r B AeHb Ha 2100 KKan), B TevyeHue 2 Heq
MOXET YBENNYUTb IHLOrEHHYIO BblpabOTKYy rOMOapruHuHa,
Urpalowero Kao4yeBylo poib B MeTabonM3amMe KpeaTuHa
¢ o6pa3oBaHMEM 3IHEPIUKU, @ TaKKe B MMMYHHOM OTBETE
opraHuama [31].

B paHAOMW3MPOBAHHOM MEPEKPECTHOM MCCneaoBaHMK
18 340pO0BbIX B3POC/bIX YYaCTHMKOB cobaogany M3oKa-
NopuiHyto auvety, cogepxawyo O manm 42 r O B [AeHb.
PesynbtaThl nokadanu, 4to notpebneHune 'O npuBeno K yse-
JINYEHUIO OTHOCUTENIbHOM YucCNeHHOCTU Faecalibacterium,
Clostridium, Dialister n Roseburia Ha 49-160% 1 CHUXe-
HWIO OTHOCMTENIbHOW 4YuCneHHOCTM Ruminococcus, Dorea,
Oscillospira w Bifidobacterium Ha 16-38%. CoaepxaHue
BTOPUYHbBIX XENYHbIX KMCNOT B Kane, 4e30KCUX0NEBON KHUC-
NOTbl U NUTOXONEBOW KUCNOTbl 6biN0 Ha 25 n 45% Huxke
COOTBETCTBEHHO nocne Kypca npuema 0 B cpaBHeHWU
C rpynnon KoHTpons. Kpome Toro, yCTaHOBMEHO CHUXEHWE
KOHLIEHTPaLMK XxoNnecTepuHa AMNonpoTenioB HU3KOM NoT-
HOCTM B CbIBOPOTKE KpoBM Ha poHe ynotpebnexus 0 [32].

XpoHuyecKoe BocnaneHune y nauneHToB ¢ B3K noBbiwa-
€T PUCK Pas3BUTUS KOMOPEKTaNbHOro paKka. Mccnegosartenu
06GHapYXWK, YTO Yy MbllleRn, KOTOpbIM BBOAWIM PaKOBble
KIETKM TONCTON KUMKW HT-29 1 KoTopble B Te4yeHune 25 aHewn
nutanucb 0, Habnwhanocb NojaBfieHWe POCTa OMyxosnu.
Y XMBOTHbIX, nonyyaBwux 'O, TaKKe Gblna CHUXKEHA IKC-
npeccust Mukpo-PHK 1903, 467c n 3068 (p < 0,05) Hapaay
C yBeNMYeHnem aKkcnpeccun mmkpo-PHK 297a. MonyyeHHble
[aHHble yKasblBaloT Ha TO, 4To 'O MOXKET MOAYyNMPOBaTb JKC-
npeccuto MUKPo-PHK, noTeHUManbHO BAKAS Ha TPAHCKPUN-
Tbl FEHOB-MULUEHEWN, YyHaCTBYIOLWMX B NpoLLeccax, CBA3aHHbIX
CO CHUXEHWeM BocnaneHusl, yMeHblIeHMeM BacKynspu3aa-
UMK 1M nponudepauuun, a TaKkxe C akTMBauuen anonTtosa
npwu paKke TONICTOM KULKK [33].

O M3BECTHbl CBOMM BbLICOKUM COAEpPXKaHWeM nunu-
[10B, KOTOpble B OCHOBHOM npeacTaBneHbl MHXK (qo 70%),
BK/OYasA NIMHONEBYIO, O-IMHOMIEHOBYIO, 3MKO3aAMEHOBYIO
N apaxmoHOBY KUcnoTbl [34]. Mo cpaBHEHWUIO C APYrMMHM
pacTuTeNbHbiMM Macnamu Macno O cogepxut Gonbluee
KONMYecTBO a-NMHoneHoBorn MHMK 1 onenHoBOW K1cnoTol,
ABNAOWENCS MOHOHEHACHILLEHHOW XUPHOW KUcnoTow [12].



OpgHako BbicoKoe copepxaHune [MHMXK B O npuBoaut
K NOBbILWEHUIO PUCKA UX OKUCNEHUS, YTO MOXKET OblTb O4HUM
13 3BeHbeB natoreHesa B3K [33, 35]. MNpepoTBpalieHne
okucnenua MHXK B npoayKtax n3 IO gBnsercs BaxHbIM
LaroM K COXpPaHEHMWI0 MX NPOTUBOBOCNANIUTENBHON aKTUB-
HOCTH [36].

O Tak)e cogepxaT pasdfiMyHble MNONUPEHONbHbIE
(beHonbHble KUCNOTbl, GnaBOHOUAbI, AYOUSIbHbIE BELLECTBA)
n nunodunbHble BAC, BKOYasa GUTOCTEPOSbI, TOKODEPONbI,
counHronnnuabl 1 docdonunuabl, obnagarolme MOLLHbIMU
NPOTMBOBOCMANIUTENBHBIMU U @HTUOKCUAAHTHLIMWU CBOW-
ctBamMu. CnegyeT OTMETUTb, YTO METOZ SKCTPaKLMK, BpeMS
c6opa u reorpaduyeckoe MeCTOMONOKEHME YpOXKasa OPeEXOB
BAMSAIOT Ha cogepaHue BAC. [laHHble coeanHeHnsa coaep-
KaTcs He TONbKO B CbefobHbix Aapax O, HO 1 B 3eneHow
Lenyxe, CKopayne, MMCTbAX pacTeHuns [37].

ToKkodeponbl ABASIOTCS MOLHBbIMU XXUPOPaCTBOPUMbIMM
aHTWOKcuaaHTaMu. Kpome Toro, y-Tokodpepon, ABAsoWwnincs
Hanbonee pacnpocTpaHeHHbIM TOKOGEPOsOM B NUNUAHOM
dpakrummn IO, MOXKET perynmpoBaTtb CUrHasbHble NyTH, CBS-
3aHHble ¢ BocnaneHunem, Takne Kak NF-kB n COX-2, Tem
caMblM CMOCO6GCTBYSI YMEHbLUEeHWI0 BocnaneHus npu B3K.
Cnegyer OTMETUTb, 4YTO TOKOGMEPONbl TaKKe AeNCTBYIOT
KaK aHTMoKcuaaHThl, 3awmiias NMHXK, cogeprawmeca B 0,
OT oKucneHus. dutocteponsl B coctaBe O npucyTcTBYyIOT
B pa3nuyHbiX popmax v NposiBAAIOT Lenbln pag duanono-
rMYECKM aKTUBHbIX 3PDEKTOB, HAaNpUmMep BOCCTaHOBNEHME
romeoctasa KneTtok Treg/Thl7 nocpefCcTBOM aKTMBaLUK
PPARY, a Takxe perynsauuto nyty NF-xB [38].

benkn IO copepaT 18 aMMHOKMCAOT (B TOM 4ucne
8 He3aMEHUMbIX @aMMHOKMCNOT) M 061a4atoT BbICOKONW nNuTa-
Te/IbHOW LEHHOCTbIO M 6MONOrMYEeCKON aKTUBHOCTbIO 6/1aro-
faps aHTMOKCUMAAHTHbLIM, aHTUKaHLEepOreHHbIM, UMMYHO-
MOAY/IMPYIOLLMM U MPOTMBOBOCMANUTENbHBIM CBOMCTBAM.
Benku, nonyyeHHble 3 M0, NpoaeMOHCTPUPOBANM CBOU MPO-
TMBOBOCManUTeNbHble 3QDEKTbl Yepe3 MoAynauuIio nyTen
NF-xkB 1 COX-2 [39, 40].

Takum o6pasom, O gaBnatoTca 60raTbiM MCTOYHUKOM
BAC, o6nagatowmnx MNPOTUBOBOCMANUTENbHLIMMK, AHTMOK-
CUAAHTHBIMKU M UMMYHOMOZYIMPYIOLWMMKU cBOMCTBaMu. O
M MX NOGOYHblE NPOAYKTbI, TAKME KaK LWefyxa U JUCTbS,
NpPOAEMOHCTPUPOBaNK MHoroobellaolme aHTMOKCHAAHT-
Hble, aHTUMWUKPOOHbIE U MMMYHOPErynsTopHble 3PdeEKTb
6narogaps BO3AENCTBMIO Ha HECKONbKO KIOYEBbIX CHI-
HanbHbIX NyTen, BkAoyas NF-kB, COX-2, MAPK u NOS,
B UCCNleJoBaHUSX KakK in vitro, TaKk u in vivo. JaHHble paboTbl
noKkasanu, YTO KOMMOHEHTbI, cogepkawmecs B IO, mMoryT
3bdEKTUBHO 3alMLLaTb CAUIUCTYIO 060M0YKY KULWEYHUKA
OT NOBPEXAEHWI, PErYANPOBaTL NPOHULAEMOCTb KMLIEYHU-
Ka [11]. Kpome Toro, gokasaHo, 4To 'O BNMAIOT Ha cocTaB
KULWEYHOM MMKPOOKOTLI, yBenn4nuBas 6akTepuanbHoe pas-
HoOGpa3ne U CHUKas OTHOCUTENbHOE KOMMYECTBO MOTEH-
LManbHO naToreHHbIx 6aKkTepuit Ha GoHe pocTa NoSE3HbIX
MUKPOOpraHn3moB. Mpu aTom uccnegosanma BamnaHus bAC,
obecneymBalolmMX NpoTMBOBOCNANUTENbHbIN 3addeKT IO,
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AneKTpuyeckas HectabuabHoCTb MMoKapaa (AHM) npeactaBniseT cob6ok M3MeHeHNe 3/1eKTPOPU3NOI0rMYECKUX CBOMCTB
MHUOKapaa, COMPSXKEHHOEe C PasIMYHON CTENEHbIO PUCKA peasin3aLun KU3HEYrpoXKaloLmnx COCTOsIHMI. Ha cerogHsawHui
AeHb 0COBEHHO OCTPO CTOUT NPobaemMa ANarHOCTUKM U KIIMHUYECKOM nHTeprnpeTaunn SHM y HOBOPOXKAEHHbIX AeTeN BBUAY
aHaToMo-PU3N0A0rM4eCKUX 0COBEHHOCTEN M KOMOPOUAHbIX COCTOSIHMI, @ TaK)Ke y AeTei 1 MoAPOCTKOB C OpraHU4eCKUMn
6on1e3HsIMKM cepalia. M3ydyeHne reteporeHHoCTH aneKTpoKapanorpapuydeckon (3KIM) mopgonorum KapanoLMKIOB MOXKET
MMETb MPOrHOCTMYECKYIO LIEHHOCTb A/151 IPEeAOTBPaLYeHNs] apUTMUYECKUX COBLITUH. B cTaTbe npejctaBieH 0630p coBpe-
MEHHbIX Hay4YHbIX AaHHbIX O npu3Hakax IHM y getei, B TOM ynucsie nepmoga HOBOPOXKAEHHOCTH, CHOPMMPOBAHHbIX B ABE
6o/1blUME TPYNMNbI: HapYLWeHUs Aenonspusalmnn u penonspusaumnn. 06eyxaartcss IK-kpntepun IHM y aetei pas3Horo
BO3pacTa C BPOXAEHHbIMU (MEPBHUYHBIMM) IIEKTPMYECKMMMU 3a60/1€BaHUSIMU U MPUOBPETEHHLIMU COCTOSIHUSIMU, B TOM
yncne ¢ COVID-19. OcBeleHbl METOAbl MeANKaMEHTO3HOM KoppeKLumnn SHM y HOBOPOKAEHHbIX U AETEN B nocaeaylome
Bo3pacTHble nepnogbl. COBOKYNHOCTb NpeACTaBAEHHbIX AaHHbIX AMKTYET HE0BX0AMMOCTb Aa/IbHEMLIEro n3y4eHuns nporHo-
cTu4eckos 3Haymmoctn AMH 1 MeTO40B ee KOpPEKLUH.
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Electrical instability of the myocardium in children of different
ages: diagnosis, prognostic significance and principles of
correction (literature review)

Electrical instability of the myocardium (EIM) is a change in the electrophysiological properties of the myocardium, associated with
varying degrees of risk of life-threatening conditions. Today, the problem of diagnosis and clinical interpretation of EIM in newborns is
particularly acute due to anatomical and physiological features and comorbid conditions, as well as in children and adolescents with
organic heart diseases. Studying the heterogeneity of electrocardiographic (ECG) morphology of cardiac cycles may have prognostic
value for the prevention of arrhythmic events. The article provides an overview of modern scientific data on the signs of EIM in
children, including the newborn period, formed into two large groups: depolarization and repolarization disorders. ECG criteria for EIM
in children of different ages with congenital (primary) electrical diseases and acquired conditions, including COVID-19, are discussed.
The methods of medical correction of ENM in newborns and children in subsequent age periods are highlighted. The totality of the
data presented dictates the need for further study of the prognostic significance of EIM and methods of its correction.
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BBEAEHMUE

HapyweHusa putma cepaua npeacTaBasioT O4MH U3 CaMblX
C/IOXHbIX pas3fenoB AETCKOM KapAMONOTrMW, MOCKOJbKY,
C OOHOW CTOPOHbI, ABAAIOTCS AOCTAaTOYHO PaCMpPOCTPaHEH-
HbIMM M B GONbLUMHCTBE Cly4yaeB A06POKAYECTBEHHbLIMY,
a Cc Apyrov — y 4acTu NaLMEHTOB MOTYT HOCUTb }MU3HEYrpo-
}awuwmnm xapaktep [1]. ApUTMUKM y aeTen HepeaKo BO3HMKa-
10T B MEPUOAblI MHTEHCUBHOIO pocTa U pa3BuTtus [2]. OgHum
M3 TaKMX NEepUoaoB SIBASIETCA MEPUOA HOBOPOMKAEHHOCTH,
aHaToMO-bOU3N0N0orn4eckme 0Co6eHHOCTM KOTOPOro — yBe-
JNIMYEHHOE KONMMYECTBO KNETOK-NENCMENKEPOB B CUHYCOBOM
y3/e, HeloCTaTOYHOE KOMIMYECTBO MPOMENKYTOYHbIX KNETOK
W KonnareHa, MeAsieHHas pe3opbuns 3neMeHToB aMbpu-
OHaNbHOW MPOBOASALLIEN CUCTEMbI, MOCTENEHHOE MOCTHa-
TanbHoe GOPMUPOBAHME HOXKEK My4YKa [Mca u BHYTpUIKey-
[AOYKOBbIX MPOBOASALMX NyTEN — CMOCOGCTBYIOT Pa3BUTUIO
HapylweHnn puTMa 1 nposogmMmocTtw [3].

B ocHoBe apuTmMui B pasfiMyHble nepuoabl AeTcTBa
NIEKUT 3NeKTpopuM3nonormyeckas HeogHOPOAHOCTb MMUO-
Kapda, BO3HMKalowWwas B pesynbrate MopdON0orMiecKkmnx aHo-
Manuin cepaua, MMMYHOBOCMANWUTENbHbLIX, FOPMOHA/bHbIX,
3MIEKTPOSIUTHBLIX U METABONMYECKNX CABMIOB, PAacCTPOMCTB
LleHTpanbHOM W BEreTaTMBHOW perynauuMum putma cepgua.
[pn 3TOM Yy HOBOPOXKAEHHbIX 0CO60€ 3HaYeHne npmobpeTa-
10T NOC/IEACTBMS NEPEHECEHHOW NepuHaTasbHON FMMOKCUH,
aKTMBaLMUS CUCTEMHOM M TKAHEBOW PEHWH-AHTMOTEH3WH-
anbOCTEPOHOBOM M cuMMMaToagpeHanoBOW CUCTEM, Kap-
HUTMHOBAs HeAQOCTaTOYHOCTb M Ap. [4, 5], a TaKKe reHe-
TUYECKM AETEPMUHMPOBAHHbIE AePEKTbI MOHHBLIX KaHanoB
KapavomuoumToB [6]. KaHanonaTuun, Kak nNpaBuio, peaxko
MaHUGbECTMPYIOT B Mepuoae HOBOPOXKAEHHOCTU KWMHM4YE-
CKMMW MPU3HaAKaMK, HO MOryT nposBnaaTbes Ha IKI cneu-
NPrYeCKMMn GeHOMEHAMMU, OTPaXKaLWMMK INEKTPUYECKYIO
HecTabubHOCTb MMOKapaa (AHM) u co3gatowmmm ycnosus
ANs pa3BuUTUS apuTMui. OgHaKO MPOrHOCTUYECcKas 3Ha4u-
MOCTb NMpu3HakoB 3HM KakK MapKepoB pMCKa BHEe3arnHou
cepaedHon cmeptn (BCC) y geten, oco6€HHO HOBOPOXKAEH-
HbIX, HE onpeaeneHa [7].

Llenbio o630pa sBnseTca 0606lIEHNE COBPEMEHHbIX
[JaHHbIX 06 M3BECTHbIX aNleKTpoKapanorpadudeckmx (IKI)
npudHakax AHM, UX KAMHWKO-MPOrHOCTUYECKOW 3HA4YMMO-
CTU M NOAXOAAaX K MEAMKAMEHTO3HOM KOPPEKLIMK B KpUTHUYE-
CKMe nepuoabl AeTcTBa.

MpoBegeH MOMCK W aHaNM3 nUTepaTypHbIX AaHHbIX
BO Bcepoccuinckon u MexayHapoaHbix 6a3ax AaHHbIX
PubMed, Google Scholar, Research Gate, EMBASE, eLibrary
B nepuog 1979-2024 rr. lNpoaHanu3anpoBaHbl AaHHbIE
cucTeMaTUYecKnx 0630P0B, OPUTMHAMbHbLIX UCCIEeA0BaHMM
N KJIMHUYECKUX HaBMIOAEHWUM MO KOYEBLIM C/IOBaM: 3fieK-
Tpuyeckas HecTabunbHOCTb MMOKapaa, nHtepsan QT, Kom-
nnexkc QRS, aetu, HOBOPOXAEHHbIE, aHOMaNUK, Penonapu-
3auuun, aHoManuu genonspusauuun, dapmaKkonornyeckas
Koppekuus (myocardial electrical instability, QT interval,
QRS complex, children, newborns, repolarization anomalies,
depolarization anomalies, pharmacological correction).

O6cyxpaaemble B nutepatype 3AKI-npossneHns 3HM
CrpynnMpoBaHbl B 60/blIMe rpynmbl: HapyLIEeHWs NPOLLECCOB
Aenonsapu3aLmm u penonspusaunm.

PACCTPOMCTBA [AIENOJIIPU3ALIUM

AMnautypa v wupuHa Kommniaekca QRS orpaxa-
eT Aenonapusaumnio MuoKapaa XeNnyooyKoB W SBASeTCH
Ba)KHbIM MPOrHOCTUYECKMM MapaMeTpoM, Oonpeaensto-
LWMM BEPOSATHOCTb GOPMMPOBAHMA OpPraHUYecKux 605es-
HEW MMOKapAa W KU3HEYrpoxawllinux cepaeyHbix cobbl-
TUI. 1N HOBOPOXAEHHbIX B MEpBble AHW XM3HU TUMUYHO
TPaH3MTOPHOE CHUXKEHME BoOJibTa)a 3y6LO0B KOoMMjeKca

QRS BCneacTBMe CHUMXKEHUS 3JIEKTPUYECKOM aKTUBHOCTHU
Muokapgaa [8]. CornacHo nccnegosanuam WU.A. JlytdynnaunHa
M COaBT., CHUXXEHWE anrebpanyeckor CyMMbl aMManTyabl
3y6uUoB R 1 S meHee 5 MM B Kaxa0M CcTaHAapTHOM oTBefe-
HUKW TPEBYET WMCKIYEHUS MUOKapauTa MW BOocnanuTenb-
HOM Kapanomuonatum [9].

MpogomkntTenbHOCTb KoMnekca QRS y HOBOPOXKAEHHbIX
BapbupyeT, No AaHHbIM pa3Hbix aBTopoB, oT 50 ao 67 Mmc,
HEeCKO/bKO Bblle Yy Mafb4ymKkoB [10]. PacwmnpeHune Komnnek-
ca QRS 1/vnu cHWKeHWe ero BoJsibTaxa ABAATCS TUMUYHbI-
Mu SKI-npuaHakamMmu BOCNanuTeNbHOro UAN ULLIEMUYECKOTO
NoBPEXAEHUA MUOKapAa U ONOCPEOBaHbI 3a1EPKKOM BHY-
TPUKENYAO4YKOBOM MNPOBOAMMOCTM MM GNIOKaLov BeTBEN
nyyka ca [10].

Y B3pOCablX C OpraHuMyecknumu 6ONe3HAMU cepaua
(AnnaTtauMoHHOW Kapauvomuonatuen (AKMI) u muokapau-
TOM) paclumpeHre Komnaekca QRS aBnseTca He3aBUCHUMbIM
NPeanKTOPOM CEPAEYHO-COCYANCTON CMEPTHOCTU W TPaHC-
nnaHTauun cepgua [11]. Ha neanatpuyeckon nonynsiuuu
Tak)e 6bl1 NPOAEMOHCTPUPOBAH PUCK Pa3BUTUS TAXKENON
cepaevyHon HepgocTtatodyHOCTM (CH) M XKM3HeyrpoxKatouwmx
EeNyAO4YKOBbIX apuTMui (MKA) Npu yWMpPEHUU KoMnekca
QRS Bcneacteue AKMI, TeTpaabl Panno v Apyrux BPOXKAEH-
HbIX MOPOKOB cepaua (BMNC) [12, 13].

B nepuoae HoOBOpOXAEHHOCTM Komnnekcbl QRS 6binun
3HAYUTENbHO LUIMPE Y AETEN C 3a[1E€PKKON BHYTPUYTPOBGHOIO
pasBUTUSA, C OCTPOM HOBOM KOPOHaABMPYCHOM MHeKuuen,
a TaKXXe POXAEHHbIX OT maTtepen, nepeHeciumx COVID-19
Ha paHHUX CpoKax 6epPeMeHHOCTH, B CPaBHEHWM CO 3/10POBbI-
MW AOHOLEHHbIMU HOBOPOXAEHHbIMM [14, 15]. PacwnpeHune
KomMmniekca QRS B coyeTaHMM C UBMEHEHUSMU CErMeHTa
ST y neanaTtpuyecKknx nauueHToB ¢ OCTPbIM MWOKaPAUTOM
accoumnpoBaHo ¢ Tsenon CH 1 Heo6Xx0AMMOCTbIO UCMOJIb-
30BaHWA 9KCTpaKoprnopanbHOM MeMOPaHHON OKCUreHaluu
WKW BPEMEHHOW 3N1EKTPOKapAMOCTUMYNSLMK [16].

dparmeHTUpoBaHHbIN KomnaeKe QRS (fQRS) otpaxa-
€T HapyleHne NpoBeaeHusa nmnynbca B ob6nactn ¢pubpoaa,
py6ua, o4yara Uwemuu, BocnaneHus Uan MOHHOro ancéanaH-
ca v 9BNSETCS NPEAUKTOPOM KU3HEYrPOXKaloLMX COBbITUM
Kak B 06ller nonynsiuuu, Tak M y B3POC/bIX NaLMEHTOB
¢ KapavomuonaTtusamu [17]. B uccnegoBaHusax Ha neanatpum-
YeCcKOoM NonynsiLnm TakKe cooblanocb 0 NPOrHOCTUHECKOM
3HayeHnn QRS Kak npeanKTopa HeGNaronpuMaTHOro Ucxoaa
y aeten ¢ AKMI [18]. B nccneposanum [.0. BnagnmupoBa
[15] B xoae aHanus3a 3Kl 148 HOBOPOXAEHHbIX C pa3nuny-
HbIMWU 3a60neBaHUAMU W/Wan GaKTopamMn pUCKa Hanuyne
fQRS yctaHoBneHo nuwb y 1 naymneHTa (0,7%) ¢ coyeTaHHOM
avnaTauuen nonocten cepaua v BblPaXKEeHHbIMU 3N1EKTPO-
JIMTHLIMU CABUraMU.

MpocTtpaHcTBeHHbIW yron QRS-T mMoxeT 6biTb pac-
CYMTaH Mexay BeKTopom aenonsgpmaaunn (QRS-komnnekc)
n penonsgpusaunn (3yéel T), npenocTtaBnsgs MHGOPMaLMIO
0 reTeporeHHocTu noteHumana aencteusa (MA) n Haxoascb
y 340pOBbIX B3pocnbix B npegenax 0-60° [19, 20]. P.M.
Rautaharju n coaBT. npoBenn MaclwTabHoe UccnegoBaHue
no onpegenenuto yrna QRS-T y 1492 340poBbIX AeTen
W YCTAHOBWAK, YTO y [€TEN OT POXKAEHUS A0 4-AHEBHOro
BO3pacTa BC/EeACTBME NOCTHATaNbHOM afganTalumn yron yse-
nMyMBaeTcs 0o cpeaHero 3HaveHmns 103°, a B N034HEM Heo-
HaTanbHOM nepuoge coctaBnsieT B cpeaHem 135° K 3-my
MEC MXW3HU OH NPUOBNUKAETCA K 3HAYEeHWI0 B3POCIIOro,
coctaBnsig +60°. MMHMManbHOE 3Ha4YeHNe NMPOCTPAHCTBEH-
HOrO yrna mexay uHterpanbHbiMu BekTopamu QRS u ST-T
onpegensietca B Bo3dpacte 1,5-4,5 net [21]. AHOManbHO
WMpOKKKM yron >105° cBA3aH C IOKaNbHbIMU UBMEHEHUSMMU
NPOJOMIKUTENbHOCTU MOTEHUMana AencTBUS U aABasdeTcs
CTPOTMM U HE3ABWUCUMbIM MapPKEPOM XKENYA0YKOBbIX TaXW-
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apUTMUI U NPEAUKTOPOM 06LLEN CMEPTHOCTU OT CEPAEYHO-
cocyamncTbix 3ab6oneBaHuii U BCC Kak B obLen nonynaumu,
Tak U y aeten ¢ Kapavomuonatuen [22]. LUnpokuin yron
QRS-T, HM3KKMI BonbTaxk M dparmeHTauns QRS, a Takke
MaKcuMManbHasa MpPOLOMKMTENBHOCTb KOPPUIMPOBAHHOIO
nHtepsana QT (QTc) y 60/bHbIX MMOKaAPAUTOM 6bifi B 3Ha-
YUTENbHOW CTENEHWN CBSA3aHbl C BblparKeHHOCTbo dnbpo3a
no gaHHbIM MPT 1 ¢ He6naronpuUaTHBIMKU UCXO4aMK (CMEPTb,
rocnuTanusaumns no npuynHe CH, peunavB MWOKapAMTa,
TpaHcnaaHTauus cepaua, JOKYMEHTUPOBaHHas ycTonM4mMBas
}enygoykoas Taxmkapaua (KT) [23].

Mo3aHue norteHuuanbl XenypgoukoB (MMXK) npea-
cTaBnsAloT cO6OM BbICOKOYACTOTHbIE CUrHanbl HW3KOM
aMnNAnTyAbl, KOTOpble pas3BMBalOTCA B TEepMUHaNbHOWM
4yacTn komnaekca QRS u aBnaioTCcA NposiBIeHUEM 3amen-
NEHHOr0 npoBeAeHns BO3OYXAEHUS B OnpeaeneHHon
o6nactv MUOKapaa W MNPeauKTOPOM KU3HEeYrpoxKatoLmx
apuUTMWMA NPU HEKOTOPbIX KapAnMOMMONaTUAX U KaHanona-
TUAX, B 4YaCcTHOCTU Npu cuHapome bpyrapa [24]. Cuntaetcs,
4TO B OCHOBe aneKTpodusunonorun M nexxut mexaHnam
micro re-entry BCneacTBME MLWEMUU/HEKPO3a, OCTPOro
BocnaneHus, Gubposa WanM XKMPOBOro 3aMelleHns MUO-
Kapha, NoKanbHbIX HaPYLWeEHUN INEKTPONUTHOro 6anaHca,
cuMnaTUYeCKOM akTuBauuu [24].

OCHOBHbIM NOKazaTeNsiMu, XapaKTepu3ylwWwnumMn Hanu-
yne MM BO Bpems CYyTOYHOro MOHUTOpUpoOBaHusA KT,
ABNAOTCSH MNPOAOIKMTENBHOCTb GUABTPOBAHHOIO KOMMIEK-
ca QRS (TotQRSF), anuTtenbHocTb GUNLTPOBAHHOINO KOM-
nnekca QRS Ha ypoBHe 40 mMKB (LAS 40) u cpeaHeKkBa-
ApaTuyHas amnauTyga nocnegHunx 40 mc GUILTPOBAHHOMO
komnnekca QRS (RMS 40). MNaTonornyeckne 3Ha4eHns aTnx
nokasartenen onpeaeneHbl AA8 B3POC/blX, @ BO3pacTHble
HOPMbI AN5 AeTer, 0CO6EHHO HOBOPOXAEHHbIX, OTCYTCTBYIOT.
MM} paccmaTtprMBanucb paHee Kak 0auH U3 Kputepues ana-
FHOCTUKM apuTMoreHHon Kapanomuonatum (AKMI), n xots
B HacTosLee BpeMS UX AMarHoCTMYecKas LLeHHOCTb NpU3Ha-
Ha HWU3KOMK, curHan-ycpegHeHHas SKI MOXeET cbirpaTb onpe-
LeNeHHyl0 ponb B CTpaTUdUKaLMKM pUCKa AN NauMeHToB
¢ AKMI nyTem BbIIBNIEHUS NOTEHLMANbHO apUTMOreHHOro
py6La Ha xenyaoykax [25].

MM BbiIgBNAOTCA Yy AeTen C Nponancom MUTpanbHOro
KnanaHa v XA yalle, 4em y aeten 6e3 AaHHbIX HapyLLUEHWUH,
1 AEMOHCTPUPYIOT BbICOKYIO cneunduyHocTb (90%) B oueH-
Ke pucka pasBuTus aputmui [26]. 4.0. BnaanmupoBbiM
M COaBT. MOKa3aHO, YTO Y HOBOPOXAEHHbLIX C MOATBEPHK-
[EHHOM OCTPOW KOPOHaBUPYCHOM MHDEKUMEN M HOBOPOXK-
[IeHHbIX OT maTepen, nepeHecwnx COVID-19 Ha paHHUX
CpoKax 6epemMeHHOCTW, NoKalaTenun, XxapakTepuayloline
MK, 6blNM 3Ha4YMMO Bbille B CPaBHEHMM C YCIOBHO 3[10PO-
BbIMW A€TbMMU, XOTS U HAXOAWIUCH B Npefenax HopMasbHbIX
3HAYEHWN, YCTAHOBJIEHHbIX ANa B3pochbix [27]. Metoaom
MHOTroaKTOPHOW IOMMCTUYECKON PErpeccumn yCTaHoBIEHO,
yto TotQRSF B coyeTaHun ¢ gnutenbHocTbio QTc, TpaHc-
MypanbHOW gucnepcun penonspusaumn (Tp-e) n cpeaHecy-
TOYHOM YacToTOM cepaeyHbix cokpalleHun (HCC) anaeTcs
NPEAUKTOPOM HapylweHWh puTma. YBenuyeHue npoaomKu-
TeNbHOCTU GUNbTPOBaHHOro Komnaexkca QRS »kenygovkos
Ha 1 eguHULY YBENMYMBAET LIAHCHI BbISIBJEHWUS HapyLweHus
puTma B 1,26 pa3sa [15].

MaTonornyeckum 3y6ey Q (puc. 1) CNyXMUT NpPU3HaH-
HbIM MapKepPOM HEKPO3a MUOKapaa, onpeaensercs npu yse-
IMYEHNN amnanTygbl 3ybua 6onee 1/4 amnauTyabl 3ybua R
n onutenbHocTn 6onee 0,02 ¢ [9]. CornacHo nccneaoBaHuto
H.C. Lue 1 coaBT., y 340pOBbIX 4€TeN B HEOHATalbHOM Nepwm-
oae amnnutyaa 3y6ua Q B Il otBegeHun Bapbupyet ot 0,05
no 0,35 mB, K 1 roay yBennumnaetcs ao 0,72 mB, 3atem
CYLLECTBEHHO CHMW}KaeTC B paHHeM BoO3pacTe (cocTaBnss
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Puc. 1. 3KI HOBOPOXAEHHOr0 pe6eHKa C MMOKapAUTOM.
CHueHue BonbTaxka QRS B cTaH4apTHLIX OTBEAEHUSX, HapyLeHue
penonapusaLmu, natonormyeckme 3y6Lbl Q

Fig. 1. ECG of a newborn baby with myocarditis. Decrease in QRS
voltage in standard leads, ST-T changes, pathological Q teeth

B cpeaHem 0,1 MB) ¢ AanbHENLIUM CHUXKEHMEM K nybepTaT-
Homy nepuoay Ao 0,05 mB [28].

MNaTonornyeckne 3ybubl Q B otBeaeHusx |, AVL, V5 n V6
y LeTeN BbIABAAIOTCA NPU MUOKapAuTax, KapamoMmmonaTusx,
a TaKXe Npu aHOManuax KopoHapHbIx apTepun [11, 29, 30].
Y naumMeHTOB ¢ MMOKapAMTOM rny6oKkui 3ybel, Q He Nnokasan
accouumalun HU C MIOXMMKU UCXojamMu, HU ¢ 6onee Bblpa-
YEHHBIMU UBMEHEHUSAMM NO AaHHbIM 3HAOMUOKapAnanbHOM
6uoncum — B OTn4Me OoT wupoKoro QRS [11, 31]. OgHako
npu obcnegoBaHun 59 aeten 6 Mec — 16 neT ¢ MUMOKap-
OWTOM naTtonoruyeckne 3yb6ubl Q, o6HapyeHHble Yy 52,5%
nauueHToB, 6bl/IM acCoLMMPOBaHbI ¢ 60/1ee BbICOKUMU 3Ha-
YyeHusamU TponoHuHa | (p = 0,011), 6onee ANUTENBHLIM Npe-
6blBaHMeM B cTaumnoHape (p = 0,020), 6onee YacTon noTpeb-
HOCTbIO B MCKYCCTBEHHOM BEHTUAAUMM nerkux (p = 0,069)
M MHOTPOMHOM NOAAEPHKKe. Bce nauneHTbl, KOTOpbIE yMepP/u
UIu 6blIM NOCTaBJIEHbI B JINCT OXMAAHUA Ha TpaHCniaHTa-
LMIo cepaua, umenun natonornyeckum 3ybel Q [32].

Tmneptpodusa nesoro xenygouka (puc. 2) asnset-
cq cybcTpatoM AN BO3HUKHOBEHWS HapyWeHWH putMa
(BCcneacteue nwemunn, dGMbposa M anonTtosa), pa3BMBasiCh
npu BIC, y HOBOPOXAEHHbIX OT MaTepen ¢ caxapHbiM Ana-
6etom (C), npu MeTaboNM4YECKUX U HEPBHO-MbILEYHbIX
3a60/1eBaHUAX, @ TaKKe 60Ne3HAX HaKOMIEHUS U NepBmY-
HOW runepTpoduryeckon kapgnomuonatumn (FTKMIM) [33].

Mneptpodusa MUOKapha NEeBOro enyaoyka ABfseTcs
dpaKkTopom pucka pazsutusa CH, aputmuin, BCC y B3pocbix
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Puc. 2. Tuneptpodus NeBOro xenygoyka y HOBOPOXKAEHHOIo
pebeHKa
Fig. 2. Hypertrophy of the left ventricle in a newborn child



[34]. CunTaetcs, 4yto cTaHaapTHaa AKI manonHpopmaTnBHa
B [MarHOCTMKEe 3TOro cocTosiHuA y aeTen [35], xoTa npo-
nomkutenbHocTb QRS, nnowaab Komnnekca QRS B V1/V6,
MaKCUMasbHble aMnanTyabl 3ybua S B otBeaeHun V1, 3y6-
ua R B otBegeHun V6 1 nponsBeaeHne CokonoBa — JlaoHa
nokasanu cnabyto KOpPensLumio ¢ MHAEKCOM MacCbl MMOKap-
[la NeBoro enyaoyka [36].

[03TOMy OUEeHKa apUTMMYECKOro pUCKa Yy nauueH-
To0B ¢ TKMIN Tonbko no 3Kl HegocTaToyHO creunduyHa,
HO SIBNSIETCSA XOPOLIMM METOAOM CKPUHWMHIA U MOXKET NOBbI-
CWUTb NPOrHOCTUYECKYIO LIEHHOCTb TPaAMLMOHHbIX GaKTopoB
pucKa [33]. ByacTHOCTH, aBTOpbI NofaratoT, YTO TakMe NoKa-
3aTenu, Kak amnantyaa 3ybua S B otBeaeHumn V4, npeBblwa-
lowas amnanTyay 3ybua R, a TakxKe genpeccus cermeHTa ST,
MHBepcus 3ybua T B CTaHAAPTHbLIX U TPYAHbIX OTBEAEHUSIX,
BbICOKMIM BONbTaXK Komnaexkca QRS B cTaHZapTHbIX M yCu-
NIEHHbIX OTBEAEHMAX OT KOHEYHOCTEW, MOryT BHECTU CBOWM
BKNag B oueHKy pucka BCCy geten ¢ FTKMIT.

bpyrapga-nattepH Ha OKI nposiBnsetcs Heuwemuye-
CKUM nogbemoM cermeHta ST B oTBegeHusx V1-V3 us-3a
avcbanaHca Mexay penonsipusylowmmn 1 enonspusylo-
WMMKU TOKamu BciefcTBue AMCPYHKLMM HaTpUeBbIX KaHa-
JIOB KapAMOMWOLMTOB, Bbi3BaHHON MyTauuen reHa SCN5SA
WAn apyrumun npudnHamu [37]. 3aboneBaHne accounnpyeT
C pas3BUTMEM KU3HEYrpoXKalolWmX apuTMUK, B TOM 4ucne
y Aeten, n cuntaetca npuunHon 4% scex BCC n no 20% BCC
Yy MOJIOAbIX UL, CO CTPYKTYPHO HOpPManbHbIM cepauem [38].
Y 4yacTu reHOTUN-NONOXMUTENbHbIX MALMEHTOB KlaccuyecKas
OKIl-KapTvHa 3a6oneBaHuss M npudHaku IHM oTcyTCTBY-
l0T, @ BbISABAAIOTCA MWL HA POHE JIMXOPajKKW, aHOPEKCUM
WY NpUemMa HEKOTOPbIX IEKapCTBEHHbIX NpenapaTos (aHTH-
apUTMHUKOB, aHTUAENPECCAHTOB, aHTUAHIMHANbHbIX, MPOTH-
BOTY6GepKynesHbix U T.4.) [37].

MNatTepH bpyraga nossnsetca Ha IKI Tpems pasnnyHbI-
mu dopmamu. IKI-kapTuHa natTepHa | TMna, KoTopasa aBns-
eTCsl AMarHoCTUYECKMM NPU3HaKom 3abosieBaHus, Xapak-
TepuayeTcs BbiNyKbIM NOAbEMOM cermeHTa ST 6onee yem
Ha 2 MM, 3a KOTOpbIM ChneayeT oTpuuaTteNbHbll 3ybel, T
B OAHOM WM HECKOJIbKMX MpaBbiX NpeKkapananbHblX OTBE-
aenusx. MattepH |l TMNa AeMOHCTPUPYET NOALEM CErMeH-
Ta ST, HanomMmuHatoWKMM ceano, 6onee 2 MM, B TO Bpems
KaK nattepH lll TMna geMoHcTpupyeT NM60 BbIMYKbIA, TM60
cepnoBuaHbIn nogbem cermeHta ST B gnanasoHe oT 1 o
2 mM. Xota SKI-npusHaku Il u Il TinoB mMoryT BO3HUKaTb
CMOHTAHHO, OHU HE CYMTaIOTCA AMAarHOCTUYEeCKUMU. OgHaKo
€CN1 OHWU TpaHchopMUpyoTCS B NatTepH | TMna nocne npo-
O6bl ¢ 6noKaTopamu HaTPUEBBLIX KaHanoB M MPUCYTCTBYeT
Nno KpanHen mepe OAMH M3 XapaKTepHbIX KIWHWUYECKUX
NPU3HAKOB, MOXHO paccmaTpuBaTb AMaArHo3 CcuHApoma
Bpyraga [39]. Y nauneHToB co crnoHTaHHbIM AKI-naTtTepHom
bpyraga| Tvna BepoOATHOCTb CEPAEYHbIX OCNOXHEHUN
B 2,78 pada Bblle B CPaBHEHUU C NIEKAPCTBEHHO MWHAY-
umMpoBaHHbIM [40]. Y acMMNTOMHbIX NUL, C MPEXoAsiLMM
WKW NEeKapCTBEHHO-UHAYLMPOBAHHbLIM MaTTEPHOM CUHAPO-
Ma bpyraga | TMna oueHKa HEKOTOPbIX NPpU3HakoB HM —
dparmeHTHpoBaHHoro QRS, MM} 1 aHomanui penonsipusa-
LMK — MOXeT NoOMOYb B cTpaTudUKaLnmn pucka [41].

3NcUNOH-BONIHA — MOJIOKUTENBHOE OTK/JIOHEHUE HWU3-
KOM amnnuTyabl B KoHUe Komnnekca QRS B oTBegeHmsx
V1-V4 — cnyXuT nposiBNeHUem no3gHen aenonspusaumnu
CTEHKM MWOKapAa NpaBoro *enyaoyka (CNoco6HOM Bbi3bl-
BaTtb XA no tuny re-entry Bcneactene Gpu6pPO3HO-*KNMPOBOK
MHPUIBTPaALMK) U paccMaTpMBaeTCs KaK Masbli KpUTepun
anarHocTtnkm AKMI [42], xoTa onncaHa v Npu Apyrux cTPyK-
TYPHbIX 3a60neBaHMsAX cepiua M KaHanonatusx, a TakKe
y CMOPTCMEHOB, TPEHMPYIOLLMXCA Ha BblHOCAMBOCTL [43].
M3BECTHO, YTO €-BOSIHA MOXET OTparkaTb PUCK Pas3BUTUS

XA, xoTa B nocnegHee BpemMs ee abCcontoTHaa gMarHoctuye-
CKas LLeHHOCTb NocTaBfeHa Noj comHeHune [42].

bnokapa neBou HOXXKM ny4yKa N'mca (BJIHININ) — camoe
peaKkoe HapyleHWe BHYTPUKENYAOYKOBOM NPOBOAMMOCTH,
4YTO O6BACHAETCH aHaTOMUYECKUMU OCOBEHHOCTAMMU NEBOM
HOXKM WM ee 6Gonee pefKoON MNOABEPKEHHOCTbIO pPas3nny-
HbIM naToduanonornyecknum npoueccam. IKM-Kputepuamu
anarHoctukn  BJIHMT  aBngdioTca  NPOAOIKUTENBHOCTb
QRSd < 110 mc, nepeaHas ocb (yron a = 100-180°), nat-
TepH rS B oTBefeHuax | n avl, mopdonorusa gR B oTBeae-
Husax I, Il v aVF. JuddepeHumnanbHyo AMarHoOCTUKY NpoBo-
AT ¢ runepTtpoduer NpPaBoro *Kenyaoyka, BepTUKaNbHbIM
nonoxeHnem 30C M 60KOBbIM MHDAPKTOM MUOKapaa [44].
Hanunyne BJIHIMT no3BonsieT BbIABUTb NALMEHTOB C MOBbI-
LWWEHHbIM PUCKOM KapAMOreHHbIX 06MOPOKOB, MOAHOM 6510-
Kadbl cepaua, opraHMYyeckux 6one3Hen cepaua, MMNAaH-
Tauun Kapaumoctumynatopa u BCC [44]. L. Calo u coaBT.
B PETPOCNEKTUBHOM WCCNeAOBaHUM MNpoaHanuaMpoBanu
OKI' Monoabix MauMeHTOB, peaHMMMPOBAHHbLIX MO NOBOAY
BCC. PacnpocTtpaHeHHocTb BJIHMI y peaHMMUpOBaHHbIX
nauneHToB 6bina B 100 pas Bbllle, YEM Yy 340POBbLIX /UL,
W BCerfga ConpoBoXAanacb CTPYKTYPHOW naTtonornen cepa-
ua [45].

3Kr-NPU3HAKH HAPYLUEHU PENONSIPU3ALIUM

HapyweHusa penonsipusauuum B [LETCKOM Bo3pacTe
pa3HO06pasHbl M KacatoTes npexae Bcero naMmeHenuns dbop-
Mbl, aMMAUTYAbl U NONSPHOCTK 3y6ua T, KoTopble, He SBNS-
ACb CNneundUYHbIMK, TEM HE MeHee, MOryT ObiTb MpMU3Ha-
KOM cepbesHblx 3aboneBaHunin. 3ybel, T B oTBeaeHun V1
oTpuuaTtenbHbIM C poXaeHus, B oTBeaeHnsax V2-V4 Takke
MOXeT ObITb OTpuLaTENbHbIM 4O LWKOAbHOro Bo3dpacta [9].
OTpuuaTenbHble, NNOCKUe, AByxda3Hble 3y6ubl T B CTaH-
JapTHbIX MK 2-X NocnefoBaTeNbHbIX TPYAHbIX OTBEAEHMAX
MOryT 6blTb CIeACTBMEM METABOIMYECKMX, INEKTPOSUTHbIX,
BOCMaNUTENbHbIX WK UWEMUYECKUX HapyweHui. CornacHo
nccneposaHusam P.S. Rajakumar u coaBT. [46], y 65,6—
73,3% HOBOPOXAEHHbIX C acOUKCHEN BbIIBAEHbI U3MeEHe-
Hus OKI, cpeau KoTopbix B nogasnsiowem 60NbWMHCTBE
onpeaensncs MHBepPTMPOBaHHbIM UK YIOLWEHHbIN 3ybel, T.
N303neKTpUiHbIE KN oTpuLaTeNbHble 3y6Lbl T MOTyT 6bITb
npu3Hakom Muokapauta [11, 23]. [ny6okue oTpuuaTeb-
Hble 3y6ubl T BbigBNatoTca npu FTKMI n cuHapome bBpyraaa
N UMEIOT NPOrHOCTUYECKOe 3HaveHue [34, 38, 40].

PaccTponctBamu penonapusaLmm B COHETAHUN C APYru-
MU nNpudHakamu IHM MoXKeT NPosSiBAATLCSA MNOMIMKEMUS
y 60nbHbIXx C[. HapyweHune popmbl 3ybua T y naumeHToB
¢ C[] conpoBoXaanoch BblpaxXeHHON 6paanKapanen (B Hou-
HOe Bpems), NpeacepaHon aKcTpacucTonuen (B AHEBHoOE
BpeMs), a TaKxke yanmHeHneM nHtepsana QTc [47].

B HacTosiWwee BpeMs 06CyKAaeTcs PUCK apUTMUIN Y feTen
pa3Horo Bo3pacTta C OCTPOM KOPOHaBUPYCHOW WHEKLKnen
N MYNbTUCUCTEMHbBIM BOCMaNUTENbHbIM CUHAPOMOM [48].
B uccnefosaHuu i. Ece u coaBT. 6bina ycTaHoBNEHa 6onee
BbICOKas NpeAcTaBNeHHOCTb NpudHakoB dHM (yanuHeHue
uHTepBana QT ¥ ero NpouM3BOAHbIX) Yy AeTel M MoApPOCT-
KOB C NIerkon u cpeaHeTskenon dopmammn COVID-19 [49].
Mo gaHHbIM S. Fouzas 1 coaBT., reTeporeHHOCTb Penonsipu-
3aUMK KenygouyKoB MOXKET MPUCYTCTBOBATb Y HOBOPOXKAEH-
HbIX C NMeperpy3kon MMoKapaa AaBleHUEM M3-3a TAKeNon
KoapKTauus aopTbl [14].

AHOManuu penonspuaalmm 4acto BCTpeyvaloTcs Y npo-
deccroHanbHbIX atneToB, HO, NOMUMO GaHanbHbIX MPUYUH
(9NEKTPONUTHBLIM, MeTabonn4yeckmn gucbanaHc), B OCHOBE
HapyWweHWN penonsipusaunn y HUX MOXKET NiexaTb Heuwe-
MU4yeckun dGnbpo3 MHoKapga. Ecnn dnbpo3 nmeet cy6a-
nUKapauanbHoe pacnonoxeHue (No Tuny pybLa) B 60KOBOM
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CTEHKE IeBOro XenyaoyKka, coyeTaeTcs ¢ ee TMNOKMHE30M
N KeNnyaoo4YKOBbIMM 3KCTPaACMCTONaMM, UMmelownumMm Mmopdo-
Jiornio 61oKaabl MpaBon HOXKK Ny4yKa [Mca, OH MOXKET GbITb
npeauKTopoMm 3/10KkadecTBeHHbIX KA 1 BCC [50].

CuHApOM paHHe#l penonsipysauum oOnucbiBaeTcs
Kak nogbem cermeHTa ST (TOYKM J) = 1 MM B ABYX CMEXHbIX
otBeaeHussx Kl u cumTaetcs gobpoKavyecTBeHHbIM IKI-
NPU3HaAKOM ANa AeTen U NOAPOCTKOB BCAEACTBME aCTEHM-
YECKOro TesoCnoXeHUs u BarotoHuun [35]. TpebytoT UCKIO-
YeHUs Apyrne BO3MOXHbIE MPUYMHbBI: OCTPbIA NEPUKAPAMUT,
MHPaPKT MUOKapda Cc nogbeMoMm cermeHTa ST, CMHAPOM
bpyraga, BpOXAEHHbIW CUMHAPOM KOPOTKOro WHTepBana
QT v unanonaTnyeckas dubpunnaunn xenyaodkos (PXK).
Mpn fo6poKa4yeCcTBEHHOM CUHAPOME paHHEN penonspusa-
UMK n3meHeHus ST-T JOCTaTOYHO NOCTOSIHHbI, @ PELUMPOK-
Hble M3MeHeHUs cerMeHTa ST BO3MOXHbl TONIbKO B OTBe-
nexHun aVR. HanpotuB, npu namonatmyeckon O 1 octpom
KOpoHapHOM cuHapoMe JKI-KapTuHa cuHApOMa paHHen
penonsipusaunn nosBAseTcs ocTpo (MpU MAMOMNATUHECKON
O — npeumMylecTBEHHO HOYbK) M COMPOBOXKAAETCH
PEUMNPOKHbIMU M3MEHEHUAMU cerMeHTa ST B HECKO/b-
Kux otBegeHusax [51]. BbinyKnble BocxoAsume BOJIHbI J
(puc. 3) ¢ ropu3oHTaNbHbIMU/HUCXOAALMMKU CEerMeHTaMu
ST nnn «iambaa-BonHoBon» GopMon ST CBUAETENLCTBYIOT
B MOMb3Y CUHAPOMA pPaHHEN penonspuaaLmm c nguonatmye-
cKkon ®X 1nu B Nonb3y OCTPOro KOPOHAPHOIHO CUHAPOMA.
B nocnegHeM cny4yae CMHAPOM paHHEn penonspusauuun
(MHOYUMPOBAHHbLIM KOpOHapocna3MoM) MOXeT ObITb Npeau-
KTopom daTtanbHbix A [52].

TpaHcMmypanbHasa gucnepcusa penonsipMsanum onpe-
LenseTcs Kak MHTepBan oT NuKa 3ybua T 4O ero OKOHYaHus
(Tp-€), oTparkaeT pasHyto AUTeNbHOCTb M/ KNeToK anuKkap-
Ja U MUOKapaa M MOXKeT OblTb NOIE3HbIM MHCTPYMEHTOM
NP OLLEHKE apUTMMYECKOr0 PUCKA y NuL, NPUHUMAIOLWMX
NeKapcTBeHHble npenapaTtbl ¢ NPOapUTMOreHHbIM addeK-
TOM, a TaK}Ke y B3POC/bIX NaLMEHTOB C pa3nyHbIMU Kapau-
onornyecknmun 3abonesaHunsamu [53]. UHTepBan Tp-e, cOOT-
HoleHue Tp-e/QT n yron QRS-T (Mo oTAENbHOCTM M OCOBEHHO
B COBOKYMHOCTWU) MOTYT UMETb MPOrHOCTUYECKOE 3HaYeHUe
B OTHOWeHMK pa3BuTuna KTy naumeHToB ¢ MaMoNaTM4eCcKon
3KCTpacUCTONMEN, a UHTepBan Tp-e MOXeT OblTb NoneseH
015 NPOrHO3MPOBaHMS CTOMKON namnonaTudeckom XT [54].

YcTaHOBNEHO MPOrHOCTUYECKOE 3HavyeHue WHTepBana
Tp-e n oTHoweHus Tp-e/QT y aeTer, B TOM 4YUCne HOBO-
POXAEHHbIX. [JaHHble noKa3aTenu JoKasanu CBO MOob3y
4NS NPOTrHO3MPOBaAHUS pUCKa oTaaneHHbix KA y aeten,
nepeHeclMx OHKoNornyecKkyto natonoruto [55]. NokasaHa

SN

Puc. 3. PaHHAas penonsipusauus ¢ J-BOAHON
Fig. 3. Early repolarization with a J-wave

NPOrHOCTUYECKas 3Ha4YMMOCTb TPAHCMYpabHON AUCNepcum
penonsipusaumnun ans OLLEHKN BOBIEYEHNS MUOKapaa y AeTen
C BHecepaeyHbiMK 3ab6oneBaHnsaMun [56] n apuTMHUYECKOro
puUCKa y eTen ¢ opraHMyecKnmMn 6onesHamun cepaua [57].

YBenunyeHne TONWMHbI CTEHKM MUOKapha B peaynbra-
Te 3ajEepXKKWU BHYTPUYTPOOHOro pPasBUTUSA Yy HEAOHOLWEH-
HbIX AeTel onpefensieTr yBeAM4yeHWe LWUPUHbI KOMMNEK-
ca QRS v npoaomKkuTenbHOCTU WHTepBanoB Tp-e u QT
no cpaBHEHMWIO C KOHTPOMbHOM rpynnon [19]. B uccnegosa-
Hum [.0. BnagumupoBa natonormyeckne 3HayveHus UHTep-
Bana Tp-e > 75 Mc Ha cTaHaapTHon 3Kl perucTpupoBa-
nmcb y 18,9% HOBOPOXAEHHbIX OT MaTepen, nepeHeclmnx
COVID-19, 1 He BbISBAAAUCL Y YCNIOBHO 340POBLIX AeTew
(p = 0,033); a cooTHoweHue Tp-e/QT > 0,25 gnarHocTupo-
BaHO Yy 3 HOBOPOXAEHHbIX (8,1%) C OCTPON HOBOW KOPOHa-
BMpPYCHOW MHdeKumen (p = 0,027) [15].

HoBble MapKepbl HapyleHWs NpoLecCcoB penonspusa-
LMK BKOYalOT B cebs aucnepcuio nHTepsana Tp-e U cooT-
HoweHusa JTp/JT, Tp-e/JTp n Tp/JT [57]. HecmoTps Ha oTaeNb-
Hble MCCNefoBaHMs, MX KIMHMYECKas M MpOrHocTuyecKas
LeHHOCTb Yy AeTer, 0CO6eHHO neproaa HOBOPOXKAEHHOCTH,
He onpegeneHa, a BO3pacTHble HOPMbl OTCYTCTBYIOT. M OCHOB-
HOe 3Ha4YeHne Kak NPeanMKTop apUTMOreHHOro pucKka 1 npe-
[IMKTOP NeTanbHOCTU coxpaHsaeT uHTepBan Tp-e [58].

AnbTepHauua 3youa T (TWA) nogpasymeBaeT UsmeHe-
HWe amnanTyAbl M NOASPHOCTM 3y6La T B nocneaoBaTesbHbIX
KOMM/IEKCaxX U TaKKe ABNSETCH O4HUM U3 NoKasaTtenen IHM.
Buaumas Ha rnas ansTepHaums 3ybua T BCTpeyaeTcs HevacTo
W, KaK npaBuno, y AeTEN C OpraHNMYecKMMK 3ab6oNeBaHNIMM
cep/ua unv kaHanonatusamu [59]. MMKpOBObTHaNA anbTepHa-
umsa 3youa T (MTWA) npeactaBnsieT CO60M HEBUAMMbIE rnagy
KoniebaHus dopmbl U BeNMYMHbI 3ybua T. Bbbino nokasaHo,
4yto MTWA oTpakaeT HalmMyue MpoCTPaHCTBEHHON U Bpe-
MEHHOW HEOAHOPOAHOCTH PENONSPU3ALUN U MOXKET CNYKUTb
OCHOBOWM Ansi MexaHu3ma re-entry [60]. CornacHo AaHHbIM
L. Makarov 1 V. Komoliatova [61], o6¢cnenoBaBLinx 68 aetewn
oT O go 17 net ¢ »enyao4kKoBow aKcTpacuctonuen, AKMI,
CUHAPOMOM YyaNnmMHeHHoro mHTepana QT (CYMQT), cuHapo-
MOM bpyraga u KatexonamuHepruyecKomn Kenyao4KoBOK
Taxnkapamnen, mTWA Bo Bcex rpynnax 6bl/1 JOCTOBEPHO Bbllle
(p <0,05), yem y 300poBbIX AeTeM (> 55 MKB).

AnutenbHocTb MHTepBana QT n3mepseTcs OT Havyana
3y6ua Q 40 OKOH4YaHMA 3ybua T M oTpaKaeT «3NeKTpuye-
CKyto cuctony» cepgua. MNocKonbKy NPOAOKUTENBHOCTb
uHTepsana QT onpeaensieTca ANUTENbHOCTbIO KapAWOLMK-
na, AN KOPPEKTHOM OLLEHKM paccymTbiBatoT MHTepBan QTc,
KoppurnpoBaHHbin no YCC. YBenuyeHue MNpoOAOSIKUTENb-
HocTu QTc cBbiwe 440 mc ABnseTcs AOKa3aHHbIM apuTMO-
reHHbIM GaKTOPOM M AWKTYET HEOBXOAMMOCTb UCKIOYEHMS
BPOXAEHHOrO (MEePBUYHOM0) UM NPUOBPETEHHOIO (BTOPUY-
Horo) CYUNQT [41]. UHTepBan QTc npu3HaH mapkepom IHM
n GaKTOpPOM pUCKa pas3BUTUA apuUTMUI NPKU Kapanomuona-
THMAX U MMOKapauTax [23, 62].

MepBuYHbIN CYUQT — reHeTnyeckn obycnoBneHHas
KaHanonaTtus, xapakTepuaylouwasncs yalMHeHnem nHTepBa-
na QTc B OTCYTCTBME CTPYKTYPHbIX aHOMaAUM UAN BHELLIHUX
daKTopoB (Hanpumep, NpuemMa neKkapcTs, INEKTPOSIUTHBIX
HapyLWeHUN 1 4p.), aCCOLMMPOBAHHAs C XKU3HEYTrpOXKatoLm-
mu A (KT n ©X) 1 otBeTtcTBeHHas 3a 10% Bcex cnyvyaeB
BCC HoBopoxAaeHHbIX [63]. Cpean npeactaBuTenen eBpo-
neovaHon packl pacnpoctpaHeHHocTb CYMQT oueHwuBa-
eTcs Kak 1 K 2-2,5 TbiC. 340POBbIX XXMBOPOXKAEHHbIX [64].
CornacHo nocneaHum AaHHbIM, Y NaLUEHTOB C NEPBUYHbLIM
CYNQT makcumanbHbii QTC NpM XONTEPOBCKOM MOHWTO-
pupoBaHuWKU (Hapsagy ¢ anbTepHauuen T-aybua U KInHUYe-
CKMMM CMMNTOMaMM) SBASETCH HaAeXHbIM NPeanKToOpoM
aputmum [65].



M3BecTHO, 4TO mHTepBan QTC yA/MHSAETCHS B pPaHHEM
HeoHaTanbHOM nepuoge. BeposiTHO, YacTb HOBOPOXKAEHHbIX
noasepratTca BO34encTBMi0 GaKTOpoB, CNOCOGCTBYIOLMX
BTOPUYHOMY YyANMHEHUIO WHTepBana QT (3NeKTPONUTHble
COBWUIM, MeTabonuyeckue HapylweHus, nepuHatanibHas
rMNOKCUS, NeKapCTBEHHas Tepanus maTepu W Aap.), Toraa
KaK YaCcTb HOBOPOXAEHHbIX, 6€3YC0BHO, UMEET NEPBUYHbLIN
BapuaHT 3aboneBaHus [64]. NpuMeHeHUe aHTMOMOTUKOB
MaKpOJIMAHOIo psija u TpUMeTonpuma, 610KMPYIOLWMUX TOKK
noHoB K*, a TakKe TpaH3UTOPHOE ayTOMMMYHHOE MOBPEK-
[eHne M1MoKapha y HOBOPOXAEHHbIX, POXKAEHHbIX OT maTe-
pen ¢ ayToMMMyHHbIMW 3aboneBaHuaMu [64, 66] moryT
cnocob6cTBOBaThL 3ameaneHuto QTc. MpuYmMHOWM yanMHeHUs
nHTepBana QTC y HOBOPOXAEHHbLIX MOXeT OblTb MpUeEM
MaTepbio BO BpeMsi 6epeMEHHOCTM U ApYrMx npenapaTos,
3amMeansaoWmx penonapusaunto (CENEKTUBHbIX MHIMOUTO-
poB 06paTHOro 3axBata CEePOTOHWHA, MHIMOUTOPOB MpPO-
TOHHOW MOMMbl, @aMUHOXMHOAMHOBbLIX U @HTUIMCTAMMUHHbIX
npenapaTtoB), 0COGEHHO HEMOCPELCTBEHHO Nepes poaamu,
npu atoM y 10% HOBOPOXKAEHHbIX MHTEpBan QTc yannHaeTcs
cBbile 460 mMc [67]. Be3ycnoBHO, 3TW e NIeKapCTBEHHbIE
npenapatbl MOryT NPOBOLMPOBATbL 3aMeNeHne nHTepsana
QTc y nuu, nto6oro Bo3pacTa [68].

H. Michel n coaBT. [69] ycTaHOBWAKU, YTO [0OAS HOBO-
POXXAEHHbIX C MpPoAo/KMTENbHOCTbI0 QTC cBbiwe 450 mc
Oblfla 3Ha4YMTENbHO 6ONbLUE CPpeamn AeTEN, POXKAEHHbIX NyTEM
KecapeBa CeyeHus, Mo CpaBHEHMIO C eCTECTBEHHbIMU poaa-
mu. N. Hussain 1 coaBT. nOKa3anu 3aBUCMMOCTb MHTEpPBana
QTc y HOBOPOXAEHHbIX C acPUKCHUEN OT ra3oBOro aHannaa
Kposwu [70]. K. Allegaert 1 coaBT. [71] cOOBLLMAN O TPaAH3U-
TOPHOM yanauHeHun QTC y HOBOPOXKAEHHbLIX C MOCTIMUMOK-
CU4yecKon aHuedanonatnen BO BpPeMs TeparneBTUYECKOM
rMNOTEPMUN.

HecmoTps Ha 60/blIOE KONMYECTBO WCClIedOBaHWM,
NOCBSALWEHHbIX MOWCKY MNPUYUH BTOPUYHOIO YASUHEHMS
uHTepBana QT B nepuoje HOBOPOXAEHHOCTU U CNOCO60B
paHHen gmarHocTukn CYMQT, 60MblUIMHCTBO CreunannucToB
cyuTaeT onpaBAaHHbiM ToTanbHblM AKI-CKPUHUHI Ha nep-
BOM rofy XWM3HU, XOTH CPOKM €ro NpoBeAEHNS NPOAOIKAOT
OUCKyTUpoBaTbea [72]. MNpeanaraeTcs BbINOAHATL NepBble
3anucun IKI nocne TpeTbero AHA XW3HW, y4uTbiBas recta-
LIMOHHbIN BO3pacT pebeHKa M maccy Tena npu pPoXAeHUM
[73]. W noaBepraTtb yrnybneHHomy o6¢cneqoBaHu1Io, BKOYas
reHeTM4yecKoe TeCTUpOBaHME, HOBOPOXKAEHHbIX C YANUHEHM-
eMm QTc cBbiwe 480 mc [74].

Aucnepcus nHtepsana QT KaK pasHuLa MEXAY MaKCH-
MasbHbIM U MUHMManbHbIM MHTepBanomM QT B 12 ctaHgapT-
HblX OTBEAEHMSAX OTPaXKaeT ANEeKTPODUINONOrMYEeCKyo HEOA-
HOPOAHOCTb MWOKapAa W PUCK apuUTMUK, KOTOPbIN MOXKET
BO3pacTaTb KaK MpW OpraHnyeckux 3aboneBaHusx cepaua,
TaK Wy aetev U3 rpynn pucka — ¢ HapyweHusMu nutanms, CH
1 HOBOW KOPOHaBWUpPYCHOM MHbeKLMen n ap. [49, 75].

OaHMM M3 HOBbIX MnoKazaTenen JIHM aBnsaetcs
«QT-aAMHaMMKKa», oueHuBalWasa ajantauuio WHTepBana
QT K nameHeHussm HYCC (npy CYyTOYHOM MOHWTOPMPOBAHUM
3Kl unu Harpy3o4Hbix npobax). MokazaTtenu QT-AMHaAMUKK
He MoKa3anu NPOrHOCTUYECKOM 3HAYMMOCTU B 0OLLEN NoMy-
UMK, HO UMEIOT 3HAYEeHUe B KOropTe NauMeHToB C cepaey-
HO-COCYAMUCTbIMU 3a60NeBaHUAMU, TAe UWEMUS UIN CTPYK-
TYPHble a@aHOManuuM MOryT M3MEHSATb CKOPOCTb ajanTtauuu
QT K RR u cuny cBasun mexay Humu [76]. MccnegoBaHus
QT-AMHaMWKKM B negnaTpuu, a 0COBEHHO Yy AeTen paHHero
BO3pacTa, eauHn4Hbl. B paboTte L. Makarov 1 coaBT. [77]
BbISIB/IEHO CHUXeHue Koppensauun QT/RR B 1-i aeHb nocne
poXAeHns ¢ HopmManu3aumen K 3-4-my AHIO M BO3pac-
TaHne Ha 3ToM ¢oHe ckopocTu aganTtaumu (slope) QT/RR,
YTO yKa3blBaeT Ha Hanuyue y pebeHKka cpady nocne pox-

JeHua npuaHakos AHM Ha poHe aganTaumnm K HOBbIM YC0-
BUAM CyllecTBOBaHUA. OfHaKO MPOrHOCTUYECKOe 3Haue-
Hue QT-aMHaMMUKKM KaK npeaukTopa BCC y HOBOPOMKAEHHbIX
He onpeaeneHo.

METOAbl MEAUKAMEHTO3HON KOPPEKLIUM 3HM

Y HOBOPOXXAEHHbBIX AETEMN

YuyntbiBasg MHOrodaKTOPHbIK MEexaHW3M pPas3BUTUSA
OHM, BO3MOXHOCTM €€ KOppeKuun onpeaenstotcs naro-
NIOTMYECKUM COCTOSIHMEM, fieXKalM B OCHOBE HapyleHus
3NEKTPOPUINONOrMYECKON aKTUBHOCTM MMOKapaa. Y HOBO-
POXKAEHHbIX U AETEWN paHHEro Bo3pacTta NoKasaHbl KOppeK-
LIMS KMCNOTHO-OCHOBHOIO PaBHOBECUS W 3NEKTPONUTHOIO
cocTaBa KpOBM, YCTpPaHEHWE TMMOKCUU, MEeTaboNnyYeCcKmx
CABUIOB (rMNeponnnpyouHeMmnm, rnornMKeMmnmn n ap.), KoTo-
pble MOTyT NoAAEepXMBaTh U NpoBouupoBatb IHM [78, 79].
Onpegensitowiee 3HayeHue y geTten ¢ 3ab6oneBaHUsIMM MUO-
Kapaa, BMC n npuobpeteHHbIMM NOpoKamu cepaua 6yayT
UMeTb CTaHAapTHble NOAXOAbl, BK/OYalowme B cebs 3TnOo-
TPOMHYt0, NaTOreHeTUYecKyto, B TOM 4uclie NpoTMBOBOCMA-
NUTENbHYIO (MpY BOCManuTeNbHbIX 3aboneBaHunax cepaua),
Tepanuio U KOPPEKLUMIO OCNOXHEHUN (apUTMKUK, TpOomM6O-
am6onuit, CH). YctaHoBneHo, 4To npu3Haku AHM ymeHb-
LwatTcs/mcye3aloT nocne MeagmKamMeHTosHoro nevyexduns CH
y nayueHToB ¢ AKMI1 [80]. OcHoBon neverHns CYUQT sBna-
loTcs B-agpeHob6a0KaTopbl, KOTOPblE 3HAYUTENBHO YMEHb-
WaeT MNPOCTPaHCTBEHHYID AUCNepcuio penonspusauum
(y HOBOPOXAEHHbIX ¢ 69 + 23 10 42 + 13 mc, p = 0,001) [81].

Cpean cpeacTB agbloBaHTHOW MeTabonnyeckon Tepa-
nMn Haubonee u3dydyeH 3PPeKT coner Kanusg U MarHus
4NA HOpManu3auun 31eKTPOPU3NONOrMYECKUX CBOWCTB
MUOKapaa y NaLuMeHTOB C OCTPbIM KOPOHAPHbIM CUHAPOMOM.
Mo gaHHbIM S.M. Horner, npumMeHeHWe MarHusa npu ocTpom
WHbapKTe MMOKapAa CONpPOBOXAANOCh CHUMXEHWEM YacTo-
Tbl pernctpaunn XT Ha 49% W HaaXKenyao4KOBOM TaxmMKap-
amn — Ha 54% [82]. cnonb3oBaHWe Kanusa U MarHus acna-
parvHaTa y naumeHToB € OCTPbIM KOPOHAPHbLIM CUHAPOMOM
¢ anun3ogamu KT conpoBoXKaaeTcsqd yMeHbWEHWEM ANNTENb-
HoCTM MHTepBanoB QTp-e, QTc n nx npon3BoaHbIX [83].

B nutepatype npeacTaBfieHbl AaHHblE OTAENbHbIX UCChe-
[IOBaHW NO BO3MOMXHOCTU KOPPEeKuun aBneHnn IHM
KaKy AeTew, TaK Uy B3POC/bIX C MOMOLLbIO AOMONHUTENBHOIO
K CTaH4aPTHOM Tepanum UCNONb30BaHUs NpenapaToB, BAUS-
oL MX NPENMYLLECTBEHHO HA NPOLLECCHl TKAHEBOro o6MeHa.
BeposTHo, nx addeKT MOXKeT 6biTb ONocpeaoBaH HopMasu-
3aumnen NMNUAHOIO OKPYIKEHUSA MOHHBIX KaHaN0B KapAnoMu-
OuUMTOB (0CO6EHHO B YCNOBUSAX ULLIEMUWU/TUNOKCUN) C HOP-
Manusaumen ux QYHKLUMOHMPOBAHUSA, BOCCTAHOBIEHUEM
3HEepreTM4ECKOro noTeHumana KAeToK W, BO3MOXHO, nps-
MbIM BAUSIHUEM Ha MOHHbIE TOKM KJIETOK MPOBOASILLEN CUCTE-
Mbl cepaua, B TOM Yucie metabonnyeckun-sasucumble [84—
86]. Kpome TOro, onpefeneHHbin BKAa4 B ONTUMMU3ALMIO
3NEKTPODOU3NONOTMYECKON aKTUBHOCTU MWOKapga MoryT
BHECTM BO3JENCTBME Ha aBTOHOMHYIO HEPBHYIO CUCTEMY
[87] n KoppeKuus cneunduyeckux aeduUMTOB Yy onpeae-
NIEHHbIX FPYNn MNauMeHTOB — Y HEeAOHOLWEHHbIX HOBOPOX-
[IeHHbIX, AleTen ¢ Kapanomuonatuamm [88-90], y naumneHToB
pa3Horo Bo3pacta ¢ CH [91, 92], y 60/bHbIX, NOABEPTHYB-
LUMXCH KapAWOXMPYPruyecKMM BMellaTenbCcTBam, M Crnop-
TcMeHOoB [93, 94].

3AKJ/IIOYEHMUE

OKI-npusHakn IHM y netein pasHbiXx BO3PACTHbIX Fpynm,
B TOM 4uclie HOBOPOXAEHHbLIX, O0GCY)KAAlOTCH B Hay4yHOWM
MEeAWLIMHCKON nuTepaTtype ¢ No3uLnun X AUarHoCTUYECKOM
M MPOrHOCTMYECKON 3HAYMMOCTM KaK B o6uier nonyns-
UMK, TaK M y NaUMEHTOB C pa3nyHbiMKW 3a60neBaHUAMM.
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MpeanpvHUMaAlOTCS MOMbITKM BbIAENEHUS C MOMOLLbIO 3TUX
KpUTEPUEB TPYNM PUCKa MO PasBUTUIO KUIHEYTrPOXKaloLWwmX
COCTOSIHMM, BKAOYaa BCC, a Takke pa3paboTKu cTpaTeruu
M TaKTUKKM KoppeKuun IHM ana npodunakTUKK apuTMui
npw pasnnyHblx 3a6oneBaHunsax. B HacToswee BpemMs Habnto-
JaeTca pPOCT 4Yuchna MNUAOTHbIX NMPOEKTOB, MOCBSALLEHHbIX
OLIEHKE pUCKa KapAuanbHbix COOLITUI Yy AeTerh U NoapocT-
KOB C npu3Hakamu 3HM, uenecoobpa3HOCTU Ha3HayYeHus
1 BblGOpa TaKTUKKN UX MEANMKAMEHTO3HOM KOPPEKL MK, OaHa-
KO Heob6xoAuMMO npoBefeHue 6onee macwTtabHbIX, MNPo-
CNEKTUBHbLIX WMCCNeaoBaHWM, OCHOBAHHbIX Ha MpuHLMNAXx
[LOoKazaTenbHOM MeAULMHBI.
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Mcrnonb3oBaHMe aMHUOTMYECKON MUAKOCTU B Ka4eCTBE MCTOYHMKA CTBOJIOBbIX KETOK MpeAcTaB/sieT WUPOKUN UHTEpPEC
B KOCMETOJIOMMH, FeHETUKe, aKyllepCcTBe, HeOHAaTOI0MMU U MPOYMX HanpasieHusx meanLmHbl. OTHOCUTENIbHO JIerKui
METO/ Ky/IbTUBMPOBAaHUS K/IETOK PacLIMPAET U yAelleBISeT BO3MOXHOCTH UX NPUMEHEHUS, OHaKo Hem3buparesibHoe mx
MUCMOoIb30BaHMe 4peBaTo PUCKOM Pa3BUTUS 3/T0Ka4eCTBEHHbLIX HOBOOOPa30BaHUI BBUAY OTCYTCTBUSA KOHTPOJISA MpoLeccoB
AnppepeHUMpPoBKM MyIbTUITOTEHTHbIX KJIETOK B OpraHn3mMe naumeHta. Ho ga)ke 6ecKieToqyHas aMHMOTUYeCcKas XUaKocTb
éorata MHOXeCTBOM LIMTOKMHOB, C1OCOBCTBYIOLMX MPOTEKLIMM IHTEPOLUTOB MPOTUB AENCTBUS MPOBOCTaINTENIbHbIX PaK-
TOPOB UMMYHHOIO OTBETa U rMIMOKCUU, @ TaKKe ONMTUMalbHbIM BOAHO-3/IEKTPOIMTHLIM COCTaBOM. AHa/10I 6€CKAETOYHOM
aMHHMOTUYECKOM KMIKOCTHU, B COCTaB KOTOPIro BXOAST TKAHEBbIE paKTopbl POCTa, MOXKET ObITb CPEACTBOM AOMOJHUTEIbHOM
MPOTEKLUMM IMUTENNSA Xey[0YHO-KMILIEYHOro TpaKkTa, CrocobCcTBOBaTh MHIMOUPOBAaHMIO Pa3BUTUA HEKPOTUYECKOIO SHTE-
POKO/INTa Ha 06paTUMbIX CTaAMSIX, YTO MOXKET COKPaTHUTb KOJIMYECTBO OnepaTUBHbIX BMeLIaTe/IbCTB Y HOBOPOXKAEHHbIX
M MOJIOKUTEJIbHO BJINATL Ha 3a)XMBJIEHME [MOBPEXAEHHOI0 3M1TENNS B MECTE KMULIEYHbIX paH. lToOMCK Hay4HbIX JOKa3a-
TeJIbCTB 3TOM rMnoTe3bl IBUJICS LeJbio POBeAEHUS JaHHOM paboThl.

Knro4eBbie cnoBa: aMHUOTUYECKAS KUAKOCTb, HEKPDOTMYECKNUI IHTEPOKOJINT, KULLEYHas peabunntayms

Ans yntupoBanus: lacaHos K.3., CoporuHa J1.B., MapdeHoB-MambiknH M.C., LlatypoBa A.A. Cnoco6bl BO3MOXHOIO Mpu-
MEHEHMWS aHa/IoroB 6ECKJIETOYHOM aMHMOTMYECKON XUOKOCTM B NMPaKTUKE AETCKOro Bpaya. llegnatpnyeckas papmaKosio-
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BBEAEHME BELWECTB, KOMMOHEHTaMW OKOJNOMIOAHbIX BOJ SABISIOTCA
AMHMOTHYECKAA XMWAKOCTb — 3TO OUONOTMYECKHU CTBOJIOBbI€ KNETKM aMHUOTUYECKON XMAKoCcTK (@mniotic flu-
aKTMBHas uaKasa cpepa, Ha 98% cocTosias U3 BOAbl, id stem cell; AFSC) u BbipabaTbiBaeMble MU LIUTOKKHBI [2].

KOoTopas fBNSETCS BaXKHbIM 31€EMEHTOM BHYTPUYTPOGHOrO Mcnonb3oBaHWe aMHUOTUYECKOM XXUAKOCTH B Ka4eCTBE CBO-
pa3BuTUS pebGeHKa, obecneynBas emy 3aluTy, NUTaHue 60HOr0 OT 3TUYECKMX OrPaHUYEHUN NCTOYHMKA CTBOJIOBbIX
M BO3MOMXHOCTb CBOGOAHOIO ABUXKEHWUS B NpeHaTasbHOM K/IETOK NpeAcTaBAsfeT WUPOKUA MHTEPEC B KOCMETOOIMMH,
nepuoge [1]. NMomumo conerm n GUONOTMYECKM aKTUBHbIX reHeTUKe, akylwepCcTBE U MPOYMUX HanpaBNeHUSX MeAULUHBI.

Kyamal E. Gasanov?, Lidiya V. Sorogina2, Mikhail S. Parfenov-Mamykin, Anna A. Tsaturoval

1N.I. Pirogov Russian National Research Medical University, Moscow, Russian Federation
2Tyumen State Medical University, Tyumen, Russian Federation

Methods of Possible Application of Cell-Free Amniotic Fluid
Analogues in the Practice of a Pediatrician

The use of amniotic fluid as a source of stem cells is of great interest in cosmetology, genetics, obstetrics, neonatology and other
areas of medicine. The relatively easy method of cell culture expands and reduces the cost of their use, but their indiscriminate use
is fraught with the risk of developing malignant neoplasms due to the lack of control over the differentiation of multipotent cells in
the patient’s body. The relatively easy method of cell culture expands and reduces the cost of their use, but their indiscriminate use
is fraught with the risk of developing malignant neoplasms due to the lack of control over the differentiation of multipotent cells in
the patient’s body. But even cell-free amniotic fluid is rich in a variety of cytokines that promote enterocyte protection against the
effects of pro-inflammatory immune response factors and hypoxia, as well as optimal water-electrolyte composition. An analog
of cell-free amniotic fluid, which includes tissue growth factors, can be a means of additional protection of the epithelium of the
gastrointestinal tract, help inhibit the development of necrotic enterocolitis in reversible stages, which can reduce the number of
surgical interventions in newborns and positively affect the healing of damaged epithelium at the site of intestinal wounds. The aim
of this study was to find scientific evidence for this hypothesis.

Keywords: amniotic fluid, necrotic enterocolitis, intestinal rehabilitation
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OTHOCUTENBbHO NErKUA METOA MONYYEHUS, KYNbTUBUPOBAHUS
M XpaHEHMS 3TUX KNETOK pacluMpsieT U yaelweBnseT BO3-
MOXHOCTU MX NMPUMEHEHWS, OAHAKO HendbupaTenbHoe MX
NPUMEHEeHWe YpeBaTo PUCKOM Pa3BUTUA 3NI0KAYECTBEHHbIX
HOBOOGPa30BaHMI BBMAY OTCYTCTBUSA KOHTPOS NPOLLECCOB
andbepeHUMPOBKN MYBTUMOTEHTHBIX KNETOK B OpraHM3me
nauueHTa [3, 4].

HecmoTps Ha 3aBNEeHUS HEKOTOPbIX aBTOPOB O HU3KOM
ypOBHE OHKOreHHocTn AFSC, B nuTepaTtype HepocTaTtou-
HO KPYMHbIX UCCNeaoBaHWM, JOKa3biBaloWmMX 6€30MnacHOCTb
LUMPOKOr0 MCMONb30BaHWA CTBONOBbIX KNETOK B AETCKOM
npakTuke. OgHako cnefgyer MOMHWUTb, YTO aMHMOTMYecC-
Kas XWOKOCTb 6orata He TONbKO CTBO/SIOBbIMM KneTKa-
MU, HO M PAAOM LMTOKMHOB, KOTOpble npogyumpytoT AFSC.
MloMMMO npoyero, oHa COLAEPKMT OGUONOTMYECKU aKTUB-
Hble BellecTBa U MUKPOINEMEHTbI, KOTOpble o6ecneyvBa-
0T HYTPUTUBHYIO YHKUMIO BO BHYTPUYTPOOHOM Mepuoge.
B uccnepoBaHumsax Ha 1abopaTOPHbIX XXUBOTHbIX C MEpeBA3bl-
BaHWEM NuLLEeBOAa B Nepuoae aHTeHaTanbHOro pasBUTUS,
Bbl3BaBLMM HapyLleHWe LUMPKYNSaLMM OKOMOMNOAHBIX BOA
no Kenyao4yHo-KuieyHomy TpakTy (HKKT), 6bina gokasaHa
nuTatesbHas LEHHOCTb aMHMOTUYECKON XMUAKOCTH [5]. 3To
TaKe NOATBEPKAANOCh B UCCNELOBAHMMN HA KyNbType Kne-
TOK CTEHKM TOHKOW KULLKMK [B].

M3BEeCTHO, 4YTO exeaHeBHO ¢ 12-W Hepa aHTeHaTalb-
HOro pa3BUTUSA BHYTPUYTPOOHbLIN pebeHOK 3arnaTbiBaeT
oT 200 no 500 Mn aMHMOTMYECKOM XWUOKOCTU B [A€Hb,
41O obecrneynBaeT ycnoBUA AN ANUTENU3aLMU KULey-
HOW TPy6KM [7]. LUMTOKMHbI, cnuHTe3npyemble AFSC, obe-
cneyYyMBaloT Kackaj CUrHanoB MAPUNOTEHTHbIX KNEeTOK
AN MEXKKNEeTO4YHOro B3aumonencTsua v anddepeHum-
poBKKM 6yayuwen cnusucton o6onovkn KT, KoHeyHbiM
pe3ynbTaToM AaHHOro B3aumoaencTaumsa asnsetca Gopmu-
poBaHue anuTenua pasnunyHbix otaenos KT, 4To cospaet
YyCNOBUS ANS UX chneunanusauum Ha npouecchl npucte-
HOYHOrO MULULEBAPEHUSA M TPaAHCNOPTa MUKPOHYTPUEHTOB.
CTumMynsumMs npoLeccoB AO3peBaHUSA INUTENUOLUTOB Cn-
3UCTON 060/I0YKM KMLWEYHMKA M NPOLLECCOB aHrnoreHesa
MWKPOCOCYAO0B KUWEYHOW CTEHKMU Y HELOHOLWEHHbIX AeTeN
B HeOHaTa/lbHOM Nepuoje MOXKeT cTaTb MEPCNEKTUBHbLIM
METOAOM NPODUNAKTUKM Pa3BUTUS HEKPOTUHECKOTO HTE-
pokonuta (H3K) [2, 4].

Cpeav HeaoHOWEHHbIX HOBOPOXKAEHHbIX HOK saBnseTcs
OAHOM M3 OCHOBHbIX MPUYMH CMePTH OT 3aboneBaHnin HKKT.
CmepTHOCTb OoT HOK pocturaer 30% [8]. WccnepoBaHus,
n3dyyatolne CTPYKTYpy HeOHaTalbHOW CMEPTHOCTK, MOKa3a-
nu, 4To HAK aBnseTcsa npuynHon npumepHo 1 n3 10 cmepTen
HOBOPOXKAEHHbIX [9].

Xupypruyeckoe nevyeHne HIK MOXKET OCNOMKHATbCA
CUHOPOMOM KOPOTKOM KMLWKMK, KULWIEYHOM He[oCTaTOYHO-
CTblo, 3abofeBaHMEM MeYeHMW, CBSA3AHHbIM C MNapeHTe-
panbHbIM MUTaHWEM, W 3aLEPKKON HEPBHOrO Pa3BUTUS.
HoBopoxaeHHble ¢ HIK, Hyxaatlowmnecs B XMpypruyeckom
BMeLLaTeNbCTBE, FOCNUTANN3UPYIOTCA B cpegHem Ha 60 aHen
nonblie [8]. MpodunakTnuka pas3sutnua HIK n gononHutenb-
Hble MeTOoAbl, NoBbIWatoLwme 3POEKTUBHOCTb BbiXaxKMBaHMS
HOBOPOX/AEHHbIX C 06paTUMbIMK CTaAUAMM AaHHOro 3a60-
NleBaHus, MOTYT CHU3UTb YPOBEHb MNaAEHYECKON CMEPTHO-
CTW 1 06neryntb GMHAHCOBYIO Harpy3Ky Ha cneunanmMaunpo-
BaHHble MEANLIMHCKNE LEHTPbI.

MexaHu3m nHuumnauun HOK cBAsaH ¢ akTuBauuen toll-
nofo6HbIX peuentopoB 4 (TLR4) Ha anuTenuanbHblX KneT-
Kax CAM3MUCTON O0O6O0NOYKM KUWEYHUKa. Tpu 3aHTepanbHOM
NMUTaHUU aHOMasbHbIN KUWEYHbIN MUKPOBMOM aKTuBMpyeT
TLR4 3HTepouuTOB, YTO MPUBOAMUT K LUMPOKO pacnpocTtpa-
HEHHOMY BOCMANEHUIO KUWEYHUKA WM KULLEYHON MWILEeMUM
[10]. NoBblweHHas akcnpeccus TLR4 B KMILEYHUKE HEAOHO-

LIEHHbIX AeTen MMeeT pellaiolllee 3Ha4YeHne B natoreHese
H3K [11]. B nccnegoBaHmax ¢ Mbllamu, nulieHHbiMn TLR4,
He yaaBanocb MHMUMKUPOBATb HIK, 4To noaTBEpPKAAET KOH-
uenuuio passuTna HIOK, cBA3aHHOIO C MOBbLIWEHHOW aKTH-
Baumnen TLR4 [10]. BBegeHMe aMHWMOTUYECKOMN XKUAKOCTU
nofgasnsieT nepefavy curHanoB TLR4 B anuTeNnn KneYHm-
Ka HOBOPOMX/AEHHbIX W, ClefoBaTelbHO, MOXET CTaTb HOBOM
cTparterven npodunakTukn 1 nogasnenns HOK Ha paHHMX
ctaguax [12].

[loMMmMO npoyero, cyulecTBylOlMe UccneaoBaHUs
no MCNONb30BaHWUIO LMTOKWMHOB, npoayumpyembix AFSC,
KaK MeTofa 3aXMBEHUS KOXHbIX paH Npu AMabeTUyecKux
A3Bax CTOMbl MOMYT YKa3blBaTb Ha NEPCMNeKTUBbI UCMOb30-
BaHMA GECKJIETOYHOro pacTBOpa, aHaNOrMYHOro aMHUOTKU-
YECKOMW WIKOCTH, B Ka4ecTBe CpeacTBa, CNOCO6GCTBYOWErO
NPOTEKLUN U 3aXKMBNEHUIO MOBPEXAEHUN CNN3UCTON 060-
NIOYKM KMweyHuKa [13].

AMHMOTMYECKAa MWAKOCTb o6nagaeT MHOXECTBOM
GYHKLMI, KOTOPblE MOTYT UCMOJIb30BaTbCH B BbIXaXXMBaHUMU
HEeJOHOLLEHHbIX U AeTel HeoHaTalbHOro Bo3pacTa, 0AHaKOo
TEXHUYECKNE TPYAHOCTM €e MONyYeHUs W CTepuaM3aLuu
orpaHu4yMBaloT WMPOKOE MPUMEHEHWE OKOMOMIOAHbLIX BOf
B MNpaKTMKe Bpaya. BbecKneTtouyHbll aHanor amHuoTUYe-
CKOM XMAKOCTH, codepxKalmi rnoJobHblM COCTaB LIMTOKM-
HOB, MOXeT cTaTb 3PpGdEKTUBHLIM NMpenapaTtoM nartoreHe-
TUYECKOM Tepanuu u NpoduiaKkTUKKM psga 3aboneBaHui,
CBfI3aHHbIX C MOBPEeXAeHWeM 3anuTenuManbHoro 6apbepa
KULEYHMKa.

YTO XE AO/IXXEH COAEPXATb AHANIOI

AMHHMOTUYECKOM }XUAKOCTHU?

CocTaB aMHMOTUYECKOMN KUAKOCTM U KOHLLEHTPaLMs ero
KOMMOHEHTOB U3MEHYMBbI U 3aBUCAT OT MHOIMX GaKTOPOB.
Mpn HopManbHOM Te4eHUN 6EPEMEHHOCTU U3MEHEHNS COOT-
HOLIEHMS KOMMNOHEHTOB OKONIOM0AHbIX BOA 3aBUCAT OT NPO-
LLeCCOB Pa3BWUTUS BHYTPUYTPOOHOIro pebeHKa U pasnyHbl
B KaXXAoM TpumecTtpe 6epeMeHHOCTU. Mpu KepaTuHU3aumm
KOXMW BHYTPUYTPOOGHOro pebGeHKa BO3HWKaeT 3aTpyaHeHue
TPaHCKYTaHHOro BCacbiBaHWA OKONIOMNOAHbLIX BOA B €ro
opraHuam. C aToro nepnoga amHUMOTUMYECKas MUAKOCTb Lup-
KyNUpYyeT 4Yepes3 KULLEYHYIo TPyOKy, MHAyLMpys ee dpu3no-
nornyeckoe passutue. AFSC 3acenstor anutenun KT
HauymMHas ¢ 12-M Hepa aHTeHaTaNbHOro pa3BuTUA, a BO |lI—
Il TpoumecTpe BHYTPUYTPOOBHOIO pa3BUTUSA NPENMYLLECTBEH-
HO NPOMCXOAAT MpouecChl LO3peBaHUA 3NUTENUOLUTOB
noa BAusHMEM GaKTOPOB POCTa, COAEPIKALLUXCH B aMHUO-
TUYECKOMN XUOKOCTH.

Mpu BocnanuTenbHblXx 3a60neBaHUAX BHYTPUYTPOBHOIO
pebeHKa NoBbIWAaeTCH KOHLEHTpauus NpoBocnanmnTeNbHblX
LIMTOKMHOB, 4YTO MPUBOAMUT K MpPEXAEBPEMEHHbIM poaam
W Nary6Ho BMSET Ha ero co3peBaHue.

YyuTbiBas BbllleCKa3aHHOe, GECKAeTOYHbIM aHanor
aMHWOTUYECKOM KUAKOCTU, CXOXKMM MO cocTaBy GMONOru-
YEeCKM aKTUBHbIX BELLECTB, MMKPOINEMEHTOB U MWKPO-
HYTPMEHTOB C OKONOMAOAHbIMM BOAAMW Npu 340POBOM
6epemeHHocTn BO llI-Ill TpumecTpe, nMeeT Haunyywue
npeanocbIKK ANs peanusauuun npenapata gna npobunak-
TUKK HOK ¥ 3aXKMBNEHUS NOBPEXAEHWUN INUTENUSA B 30HE
KMLWeYHbIX paH. Mo gaHHbIM nCCnegoBaHUIM cocTaBa aMHUO-
TUYECKOW XMAKOCTWU, MPM HOpMasibHOM 6GepemMeHHOCTH
B Il TpumecTpe 6binK onpeaeneHbl YPOBHU 3JIEKTPONU-
TOB, NpeAcTaBfieHHble B Tabn. 1 [14]. OnpeaeneHne onTu-
MaflbHOro BOAHO-31EKTPOSIMTHOIO COCTaBa aMHMOTUYe-
CKOM XMAKOCTU HEOBXOAMMO A5 NOAAEPKAHUSA aKTUBHOIO
COCTOSIHUSA TKaHeBbIX GaKTOPOB OKONOMAOAHbIX BOA U WX
B3aMMOJENCTBUA C peLenTopamy Ha NOBEPXHOCTU IHTE-
poLMTOB.
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Ta6auua 1. CpegHue nokasaTenu 3N1eKTPOIMTHOro cocTaBa
aMHMOTMYEeCKON uakocTtu B Il TpumecTtpe

Table 1. Average values of the electrolyte composition of amniotic
fluid in the third trimester

anewtponurer | s | (Gronnees SD)
Hatpuit MMOJIb/N 122+7
Kanui MMOb/N 4,2+0,4
Xnopua MMOJb/N 98+5
A30T MOY€EBUHBI mr/an 18+5
KpeaTnHuH mr/an 22+0,4
nioKkosa mr/an 10+8
Kanbummn mr/an 6,4+0,8

BanaHc npoBocnanuTeNbHbIX M MPOTMBOBOCMNANUTENb-
HbIX WMHTEPNENKMHOB, KOTOpble cuHTe3upytloT AFSC, nog-
[epXmnBaeT 340POBOE Pa3BUTME MMMYHHOW CUCTEMbI BHY-
TpuyTpobHOro pebeHKa. MomMmMO 3TOro, cogeprkalmecs
B @aMHWUOTUYECKOW XMOKOCTU CTBOJIOBbLIE KIETKWU MPOAYLIM-
pyloT psg dakTopoB pocTa, obecneyumBalolmx Hopmasb-
HbI opraHoreHe3 XXKT B nepuog aM6pMOHaNbHOro pa3Bu-
TMsi. OCHOBHbIMU TKaHeBbIMKM aKTopamMu pocTa, KoTopble
cofepxKartcs B aMHUOTUYECKOWM UAKOCTH, ABASOTCA GaKTop
pocTa renatouuntoB (HGF), anngepmanbHbin paKTop pocTa
(EGF), nHcynuHonogo6Hein daktop pocta 1 (IGF-1), dpaKkTop
pocTa aHgoTenus cocygoB A (VEGF-A), TpaHCchOpMUpYIOLLniA
dakTop pocTta 6eta (TGF-B), aHaoTennH-1 (EDN1), rpaHyno-
UMTapHbIn KonoHuecTumynupytlowmnn daxktop (G-CSF), apu-
TponoaTtuH (EPO) n ap. [15-19].

HGF aBnaetcs BaXHbiM GENIKOM, KOTOPbIA peryavpyet
npoLecchl PocTa 1 AeNIeHUs KNeTOoK B opraHuname. OH nrpaet
K/IIOYEBYIO POJIb B PErEHEpPaLIMM TKaHEW, BKOYas KULLIEY-
HUK. MccnepoBaHuns nokasanu, 4yto HGF cnoco6ceTtByeT
POCTY W BbI)KMBAEMOCTU KJ/ETOK 3MUTENNS KULIEYHMKA,
a TaKxKe y4yacTByeT B MpoLiecce pemoaeMpoBaHna TKaHem
npv noBpexaeHusax. Takum obpa3om, pakTop pocTa rena-
TOUMTOB WIrpaeT BarKHylO poJfib B MOAAEPKAHMMU 340POBbLS
N GYHKLMOHMPOBaHUA KuLeyYHuKa [20].

G-CSF BbipabaTtbiBaeTcs pa3BmMBaOLMMCS OPraHM3mMom
BHYTPUYTPOOGHOro pebeHKka M naaueHTOW Kak Ansg noa-
[lepKaHna KPOBETBOPEHMS, TaK U B OTBET Ha BOcCMasieHue.
Momumo nerkonoasa, G-CSF BbI3bIBAET WMPOKUIA CNEKTP
3ddeKTOB, CNOCOOCTBYET LLENNOCTHOCTU KNLeYyHoro 6apbepa
M 300POBOMY Pa3BUTUIO ANUTENNANBHBIX KIETOK KULWEYHM-
Ka HOBOPOMXAEeHHOro. 3dkcnpeccus peuentopoB K G-CSF
Ha NOBEPXHOCTM SHTEPOLIMTOB HOBOPOXKAEHHbIX MO3BOASET
NPeanoNioXnTb, YTO AaHHbIM GaKTOP pocTa UrpaeT BarKHYo
ponb B pa3BuTun U LenoctHocTn KT [241].

Cuutaetcs, 4yto TGF-B1l uHAyUMpPYyeT TePMWHaNbHYIO
AMddepeHUMPOBKY 3NUTENMANbHBLIX KIETOK KULIEYHUKA
M YCKOPSIET CKOPOCTb 3aXKMBIEHUS KULIEYHbIX paH 3a cYeT
CTUMYASIUMKM MUTPaLMK KneToK. TGF-Bl Takxke MoxKeT
CTUMynMpoBaTb BbipaGoTKy IgA. Takum o6pasom, TGF-B1
MOXET MOArOTOBMTb KMILIEYHWUK BHYTPUYTPOGHOIO pe6GeHKa
K BHeyTPOOGHOW cpefe, KoTopas BO3HMKaET nocje poAoB
B CPOK [21].

EGF — 370 6€en0K, KOTOpbl# WrpaeT BaHyK posb
B PErynsumMm pocta 1 BbIXKMBAEMOCTHU KJIETOK B OpraHn3me.
OH y4acTBYeT B pas/MyHbIX NpoLeccax, Takux Kak gudode-
PEHLMPOBKA KNETOK, UX nponudepauus, Murpaums, 1 Bam-
feT Ha pa3BUTME KULLIEYHMKA, yHacTBYs B PErynauuu Kne-
TOYHOroO UMKNa M anonTto3a aHTepoumtoB. EGF nomoraer

noAaAepXnBaTb HOPManbHYIO CTPYKTYPY U PYHKLMIO KULIEY-
HWKa, obecrneynBas HEOOXOAMMYIO pereHepaumio KNeTok
W 3alUTy OT NoBpeXaeHun [22].

IGF-1 cnoco6CTBYET BbIXKMBAHWIO KNETOK aHalormyHo
renapuH-cesa3biBatollemy EGF-nogo6HomMy daKkTopy pocTa
(HB-EGF), B nepByto o4yepeab, 3a CYeT WMHIMOMPOBAHUS
anonTo3a KeToK Yyepe3 curHanbHbli nyTb PISK/Akt. Bbino
noKasaHo, 4To B Kuwe4yHuke IGF-1 ctumynupyet nponude-
pauMIo KULWEYHbIX CTBOIOBbIX KNETOK U CNOCOBCTBYET BbIXHK-
BaHMIO KNIETOK KPUMT Ha MblLUMHbBIX MOAENAX Noce Ny4eBoro
nopakeH1s U OKUCNNTENbHOro NoBpexaeHns [21].

VEGF cnoco6cTBYyeT pa3BWUTUIO COCYAOB (aHruoreHe-
3y) B OONIbLUMHCTBE OpraHoB. Y [eTeh C OYeHb HU3KOW
Maccow Tena npu poxaeHun HapyweHue perynsaumn VEGF
MOXeT 6blTb CBA3aHO C HapyWweHWEM Pa3BUTUS MUKPOCO-
CYAOB, YTO NPMUBOAMUT K AUCPYHKLIMM OPraHOB U MOBbILUEHMIO
3a6oneBaemoctn. Cemenctso 6enkoB VEGF cBasbiBaeT-
CSl C TUPO3MHKMHA3HbIMU peLLenTopaMu, PacnonoKeHHbIMU
npPenMyLecTBEHHO Ha NOBEPXHOCTU COCYAUCTbIX HAOTENN-
aNbHbIX KNneTtok. MNpu ceAsbiBaHmn ¢ VEGFR2 VEGF nHayuum-
pyeT BHYTPUKIETOYHYIO Nepegady curHana Yyepes nyTb Notch
M aKkTMBauuio nytn docdaTnananMHo3nTon-3-KnHasbl/Akt,
cnoco6eTBys nponudepauun, MuUrpauun U BblIXKMBaAHWIO
3HAOTENUANbHbIX KNeToK [21].

OpPUTPONOITUH ABASETCH ele OAHWM BaXKHbIM LIUTOKM-
HOM, KOTOPbIA OKa3blBaeT MUTOreHHOE, COCyaopacLUMpsto-
liee n aHrnoreHHoe gencTBue Ha TKaHu XKKT. Peuentopbl
EPO npucyTCTBYIOT Ha BOPCHMHKAX B KULIEYHUKE BHYTPHU-
yTpo6HOro pebeHKa M HOBOPOXKAEHHOrO, YTO YKalblBaeT
Ha ero posib B pa3BMBaloWEMCH KuLIeYHuKe [21, 23].

Ha ocHoBaHWM AaHHbIX UCCnefoBaHUin Npo6 OKON0MN0A-
HbIX BOJ Hamu Gblna cocTaBneHa cBogHasa Tabnauvua (taén. 2)
CpefHUX 3HAYEeHUM OCHOBHbIX TKaHeBbIXx GaKTOpPOB pocTa,
BXOASILMX B COCTAB aMHUOTUYECKON XuaKocTn [15-19, 23].

Ta6nuua 2. CpegHue KoHUeHTpaumm GaKTopoB pocTa,
OBGHapyXeHHbIX B aMHUOTUYECKON XKUAKoCTU B Il TpumecTpe npu
HOpManbHON 6epeMeHHOCTH

Table 2. Average concentrations of growth factors found

in amniotic fluid in the third trimester during normal pregnancy

o | S| oo
EGF HI/MN 204,2 + 80,6
HGF HI/MN 16,7 £ 9,0
IGF-1 HI/MN 28+1
VEGF-A nKr/mn 650,3 + 44,7
TGF-B nKr/mn 116,4+9,7
EDN1 HI/MN 24+0,1
FGFs HI/MN 6,31 +0,88
G-CSF HI/MA 94,7+ 49,1
EPO ME/n 761721

lpumeyvaHne. EGF — anuaepmanbHbii dakTop pocta; HGF — dak-
Top pocTta renatountoB; IGF-1 — WHCYNMHOMNOAOGHLIN daKTop
pocTta 1; VEGF-A — ¢daKTtop pocTa aHaoTenus cocynoB A; TGF-f —
TpaHchopmupyowmnn daktop pocta 6eta; EDN1 — aHpoTtenvH-1;
FGFs — daKTopbl pocTta dnbpobnacTtos; G-CSF — rpaHynouumTtap-
HbIN KOIOHWEeCTUMYyuUpyoLWwmnin daxkTop; EPO — 3puUTponosTuH.

Note. EGF — epidermal growth factor; HGF— hepatocyte growth
factor; IGF1 — insulin-like growth factor 1; VEGF-A — vascular
endothelial growth factor A; TGF-B — transforming growth
factor beta; EDN1 — endothelin 1; FGFs — fibroblast growth
factors; G-CSF — granulocyte colony-stimulating factor; EPO —
erythropoietin.



MpaKTuyeckoe NpenmylwecTBO NpuMeHeHUs baKTopoB
pocta G-CSF n EPO cocTtouT B TOM, Y4TO OHW [OOCTYMHbI
B BWAE CTEPUSIbHbIX PEKOMOUHAHTHbIX GaKTOPOB Yenose-
Ka Ha dapmMaKonornieckoM pbliHke. lNornouieHHble G-CSF
1 EPO HafexHo 3alumiieHbl OT nepeBapuBaHng B Xenyake
M KMLLEYHWKE HOBOPOXKAEHHOIO U OCTalOTCH OMONOMMYECKM
aKTUBHbIMUM NpPKY NepopasbHOM BBeeHW [24].

AOKJIMHUYECKMUE UCCJIEAOBAHUA

Mpn NoncKe AOKAMHUYECKUX UCCNef0BaHMI C UCMONb30-
BaHWeM GECKIETOYHOro aHanora aMmHMOTUHECKON KMAKOCTH
Ha nnatdopmax PubMed u eLibrary 66110 HangeHo 10 cTaten
C OpUrMHaNbHbIMKU UCCNEAOBAHUSAMU Ha Pa3UYHbIX KUBOT-
HbIX Mogensix u 1 uccnegoBaHMe Ha Ky/lbType anuTenus
TOHKOW KWLIKW YenoBeKa. B 9 pa6oTax 6biiM CMOAENMPO-
BaHbl XXMBOTHble Mogenn HOK Ha HOBOPOXKAEHHbIX KpblCax,
npu4yem B OAHOM M3 cTaTer, MOMUMO KpbiCMHOWM Moaenn HIK,
aBTOPbI UCMONBb30BaNN U MOLENIb HOBOPOXKAEHHbBIX MOPOCHT.
B 1 pa6oTe ncnonb3oBanncb Moaenu UemMmuyecku-penepdy-
3MOHHOMO NOBPEXKAEHUA MUOKapaa Y 7T—8-HeaenbHbIX KpbIC,
B KOTOPOW 6blna NoATBEPXKAEHa rMnoTe3a aBTopoB 0 CNOco6-
HOCTM GECKIETOYHON aMHUOTUYECKOM XNAKOCTU OKa3blBaTb
NPOTEKTUBHOE BO3JENCTBME Ha MWOKapPA, NOABEPrHYTbIN
OCTPOW MMMNOKCUKN, CMOLENMPOBAHHON B pe3y/bTaTte nepeBss-
K1 NeBOM nepeaHen KopoHapHoW apTepuu [25].

B 4 pa6otax aBTOpbl M3yyanu AEUCTBUE LIMTOKUHOB,
cojepralmxcs B ak3ocomax AFSC, Ha ncxoabl cMoaennpo-
BaHHoOro HoOK [26-29].

B nccnepoBaHmun B. Li u coaBT. 6bl1a JOKa3aHa cno-
COBGHOCTb 3K30COM, BblaeneHHbix n3 AFSC, ycunuBatb
Wnt-B-KaTeHWHOBbIN CUrHAbHbIA NYTb, KOTOPbLIMA CTUMY/N-
PYeT pereHepawumio anuTenns KnweyHuka [28].

X. Hu n coaBT. B cBoen pabote cpaBHUIU 3IDDEKT
OT le4eHns IK30COMaMHK, BblAENEHHBIMU U3 TPYAHOr0 MOJO-
Ka n AFSC yenoBeKa. ABTOpPbI MOKa3anun cnocobHOCTb coaep-
MKaLLMXCA B 9K30COMaxX LIUTOKMHOB CTUMYIMPOBaTb BOCCTa-
HOB/IEHWE 3NUTENNS TOHKOM KMUWKKM M CHWXKATb TAXKECTb
TeyeHus HIK [26].

J.S. O’Connell n coaBT. noKasanu adbeKT oT Tepanuu
KOHAMLMOHUMPOBAHHOM CpPeaoN, B KOTOPOW COAEprKanuchb
BHEKJIeToYHble 3K30coMbl AFSC 4venoeka (hAFSC-EV),
B 3KcnepumeHTansHom HIOK. BBegeHne hAFSC-EV okasbl-
Basio NpPOTMBOBOCNANNTENbHbBIN 3OMEKT, CHUKANO NOBPEK-
[EeHNEe KUILIEeYHMKA U OQHOBPEMEHHO YBENMYMBANIO KNETOY-
HYI0 Nponudepaumto aNUTENNA TOHKOW KULIKK [27].

MNMoao6Hble pe3ynbTaThl AEMOHCTPUMpPOBana v apyras rpyn-
na uccnegoBartefien, MICNob30BaBLWas CEKPET U3 MYSbTUMO-
TEHTHbIX KNETOK aMHWOHa, KOTOPbIM aKTUBUPOBAN KpUTHye-
CKMWEe reHbl, CBA3aHHblE C PEMOAENMPOBAHUEM KULIEYHUKA,
KULWEYHbIM UMMYHUTETOM, KUlEeYHoU AnddepeHUMpoBKOMn
N 3HepreTMyecKkMm metabonmamom [29].

C.J. McCulloh » coaBT. B cBOe# paboTe UCMNosb30Banu
9KCO30MbI, BblAeNeHHble M3 4 TUMOB CTBOJIOBbIX K/IETOK
yenoBeKa. B Kawpgow rpynne HOBOPOMXKAEHHbIX KpbIC, MOA-
BEPrHyTbIX X0/1040BOMY CTPECCY M MHTEPBaNbHON TMNOKCUH,
yAanocb CHW3UTb YacToTy pa3sBuTus HIOK, ogHako Haunyu-
lwKne pesynbratbl OblM JOCTUIHYTHI B FPyMne XMBOTHbIX,
KoTopbiM BBOAMAM hAFSC-EV. Jlnwb y 11% Kpbic pa3Buics
H3K, 4T0 6bIN0 B 6 pa3 HUXKE MO CPaABHEHUIO C TPYMNMNON KOH-
TpoNs. IKCNepMUMEHTabHbIE XUBOTHbIE, NOSyYaBLlINE BHY-
TPUOPIOLWNHHBIE MHBEKLIMM IKCO30M, BblAENEHHbIX U3 APY-
rMX BUAOB CTBO/IOBbIX KETOK (M3 KOCTHOrO MO3ra, HEPBHOM
TKaHM W KMLIEYHUKA HOBOPOXKAEHHbIX), UMenu BABOE 60/b-
Wwyto Yactoty pasButus HOK — B OTAMYME OT KMBOTHbIX,
KoTopbiM BBoAMAMCL hAFSC-EV [30].

B pa6orte C. Hirai 1 coaBT. ¢ UCNONb30BaHNEM KJIETOYHOWM
KyNbTypbl 3MUTENUSA TOHKOM KULWKKM Oblin AOKa3aHbl pPofib

anuaepmManbHoro dakTtopa pocta (EGF), mHcynmHonogo6Ho-
ro ¢pakTtopa pocta 1 (IGF-1), pakTopa pocta prubpobnactos
(FGF), daktopa pocta renatouutoB (HGF) n TpaHcdop-
mupylolero gaxkTopa pocta 6eta (TGF-B), coaepKalimxcs
B @aMHUOTUYECKOW XUAKOCTU U TPYAHOM MOJIOKE, B OKa3aHuu1
CUNBHOTO TPODMYECKOro AEWCTBMA Ha He3penble KIEeTKU
KMULWEYHMKA M MX CMOCOBHOCTL y4acTBOBaTb B MepuHaTab-
HOW }enyao4yHo-KuLleYyHon agantauun [6].

Cxoxyto paboTy C MCMONb30BaHWEM aMHWOTUYECKOWM
MUAKOCTU NS NpefoTBpalleHns pasBMTUS IKCMEPUMEH-
TanbHoro HAK nposenu S.K. Jain n coaBT. ABTOPbI BbISIBUK,
4TO Hanbonee pacnpPoCTpPaHeHHbIM LUTOKMHOM 6bln dakTop
pocta renatoumtoB (HGF), n paxe oTaenbHble f06aBKM
pekoMbuHaHTHOro HGF B KOMGUMKOPM 3KCNepUMEHTabHbIX
KpbIC OKa3blBanu NPOTEKTUBHOE AENCTBUE Ha ANUTENNUN TOH-
KOW KULIKK OT pa3pylumMTtensHoro aencteua HIK [31].

Kpome TOro, cylwecTBylOT OTAENbHblEe WCCNefoBaHuA
no nNpuMMeHeHuto anuaepmanbHoro daxktopa pocta (EGF)
1 renapuH-cesa3biBatollero EGF-nogo6Horo ¢paktopa pocta
(HB-EGF), koTOpble npu nepopanbHOM BBEAEHUU TaKKe
nokasanu xopowun apPeKT no npodPunakTUke 3Kcnepu-
MeHTanbHoro HAK [32].

M. Good u coaBT. BbidicHunK, 4To EGF ABndetca Bax-
HbIM NMraHAoM, akTuBupylowmm nyte EGFR aHTepoumToB,
KOTOpbIM MHIrMGUpyeT akTuBauuio TLR4 u npepoTrBpalwaet
pa3suTne HIK [12].

MN3yyan BausiHne AFSC n apyrmx KOMNOHEHTOB aMHUOTH-
YECKOW XMAKOCTU Ha npeaoTBpalleHre HIK, A. Zani n coaBT.
JOKazann Cnoco6HOCTb aMHUOTUYECKOM XMAKOCTU MOAy-
NMpoBaTb CTPOMasbHble KAETKM COOGCTBEHHOWM MAaCTUHKM
CNIM3UCTON OBONOYKM TOHKOWM KWLWKK, 3IKCNpeccupyloLline
LOr-2. Nommnmo atoro, AFSC cnoco6Hbl AnddepeHumanbHO
aKTMBMpoBaTb reHbl Wnt-B-KaTe€HWMHOBOrO MNyTH, KOTOpPble
perynnpytoT GyHKLMIO CTBOSTOBbIX KNETOK KULLEYHOro anuTe-
U ¥ NOAAEPKMBAIOT €ro LLenocTHocTb [33].

Bce aTn nccnefoBaHMs MOKa3blBaloOT, YTO Aaxe KOHAW-
LLMOHMPOBAHHbIE CPeAbl, CoAepXKaLlne LUTOKUHBI, NOMyYeH-
Hble U3 CeKpeTopHbIX Be3nKyn AFSC, moryT npeaynpexaaTb
pasBuTHe aKcnepuMmeHTanbHoro HOK u ycunueaTtb perexe-
paumio MOBPEKAEHHbIX TKAHEN 3NUTENNS KULLEYHMKA.

K/IMHUYECKHUE UCCJIEAOBAHUA

Mcxons M3 [JOKNIMHUMYECKUX MCCNefoBaHWMW, CONeBble
pacTBOpbl, B COCTAB KOTOPbIX BXOASAT TKaHeBble daKTopbl
pocTa, coeprKalmecs B aMHMOTUYECKOM KUAKOCTU, UMEIOT
nepcneKkTMBbl cTaTb 3PDEKTUBHLIM METOAOM NPOPUIaKTH-
KW 1 naToreHeTnyeckon Tepannn HIK Ha o6paTnMbIX cTaaum-
AX, @ TaKXe cnoco6CTBOBATb 3AXXMBEHWUIO KULIEYHbIX PaH.
CUHTETMYECKME aHanorM aMHMOTMYECKOM YKMAKOCTW, CMo-
COBHble COXPaHATb CBOK CTAOWILHOCTb NPU BO3AENCTBUMU
Ha HUX arpeccuBHbIX cekpeToB KT, UMeloT OTHOCUTENBHO
NpPOCTOM METOA MPUIroTOBAEHUS M MOFYT MPOU3BOAUTLCSH
B CTEPUJIbHbIX YCNOBUSAX, @ 3HAUYUT, UX MPUEM Y HOBOPOXKIEH-
HbIX M3 TPYNMbl pUCKa UMEET MEHbLLWIA PUCK KOHTaMMUHaLUK
KUleYyHnKa u ycyrybnernms Tsxectn HOK. HemHBa3nBHbIN
cnoco6 [0CTaBKWM aHalloroB aMHWMOTUYECKOM MKUAKOCTHU
[10 KulWEeYHMKa, 6e3yCNoBHO, SBASETCHA MIOCOM AaHHOro
TepaneBTUYECKOro MeTofa, OAHAKO A0/IKEH UMETb OrpaHu-
YeHUs Mo AONYCTUMOMY 06beMY UX BBEAEHUS.

Mo pgaHHbIM S.E. Sullivan n coaBT., ycBOSiEMbIN 00b-
€M CUHTETMYECKOro aHanora amMHUOTMYECKOW MKWIKOCTH,
B COCTaB KOTOPOro BXOAMN CONKN HaTpus, Kanus, 5% anbby-
MWH, EPO 1 G-CSF, y He[IOHOLWEHHbIX AETEN C reCTaLMOHHbIM
Bo3pacTtoM oT 25 go 31 Hea nNpu nepopasbHOM BBEAEHWUU
coctaBun 20 mn/Kr/cyT [34].

CX0XM1I No cocTaBy pacTBoOp A5 NepopanbHOro BBeae-
HUA TaKXe ucnonb3osanu V. Lima-Rogel n coaBT. B NMI0THOM
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nccneagoBaHMM Ha rpynne HOBOPOXAEHHbIX, MPOXOAMBLUMX
BOCCTaAHOBJ/IEHWE NOCEe onepaLui No NoBoAYy BPOXKAEHHbIX
aHOMaNni K1leyYHuKa. Jetam Takxke BBoamMnun 20 Mn/Kr/cyT
(2,5 MI/Kr Kaxable 3 4) CUHTETMYECKOro aHanora amMHuo-
TUYECKOW XMAKOCTM [0 pacliMpeHus obbema MuTaHus
rpyaHbiM moniokom 100 mn/Kr. B pesynbrate HM Yy OQHOrO
n3 geTten He OblI0 KIMHUYECKUX MPU3HAKOB HenepeHoCH-
MOCTM [AHHOrO0 pacTBopa, a CPeAHWE CYTKM LOCTUKEHMSA
MOMIHOrO 3HTEpPanbHOro nNUTaHusa coctaBuan 11 aHen [35].
EPO n G-CSF, KoTopble BXOAWAN B COCTaB CUHTETUHECKOro
aHasora aMHUMOTUYECKOM KUAKOCTK, NPU NepopanbHOM BBe-
LEHUN MMeIOT BMOAO0CTYNHOCTL MeHee 1% M He oKa3biBatoT
cucTeMHoro Bosaencteus. [Npu nccnegoBaHusx nabopartop-
HbIX XMBOTHbIX W JeTen, KoTopbiM BBoaMnucb EPO n G-CSF
B fgo3ax, B 100 pa3 npeBblWatowmnx KOHUEHTPALMIO AaHHbIX
npenapaToB AN MOLKOXHOrO BBEAEHWUS U KPaTHO Bblille,
4eM B aMHUOTUYECKOM KNAKOCTH YENOBEKA, Y UCCeayeMblX
He OblI0 NOBbILWEHUS aBCOMOTHOrO KOAMYeCcTBa IENKOLM-
TOB, 3PUTPOLIMTOB, remornobuHa n rematokpurta [36].

R.A. El-Farrash 1 coaBT. coo6LWu1KM 0 pesynbTatax nnawe-
60-KOHTPONIMPYEMOTO PaHAOMU3UPOBAHHOIO UCCEA0BaHNS
C NPUMEHEHMEM CUHTETUYECKOro aHanora aMHUOTUYECKOM
MMUAKOCTU ANS paclmMpeHns o6beMa SHTepanbHOM Harpy3Ku
y NO3AHWX HEAOHOLWEHHbIX. [eTH, nonyyaBLline TeCTUpyeMbli
pacTBOp, KOTOPbIN Obl1 ONKcaH paHee, MMenn 6onee paHHee
paclinMpeHne ycBossemoro o6bema aHTEPanbHOro NUTaHms.
JleyeHne HavyMHanM nocne onepauny No NOBOAY BPOXKAEH-
Hblx aHoManui KT (aTpe3ua KuwedyHuKa, omdanouene,
racTpownauc, HenepdopmnpoBaHHbIA aHyC 1 T.4.) U NpeKpa-
Lanu no AOCTUKEHUN o6bema KopmneHusa 100 mn/Kr [37].

[pyroe KpynHoe nccnegosaHune nposoamnm M. Hosseini
“ coaBT., B KOTOPOM 150 HOBOPOXKAEHHbIX C AKCTPEMANbHO
HW3KOM Maccon Tena cny4yanHbiM 06pa3oM Oblniv pasgeneHobl
Ha 3 rpynnbl no 50 getewn. [leTu nepBow rpynnbl noayyanu
AWCTUNAMPOBAHHYIO BOAY, BTOPOM — aHaNoOrM4yHbIv paHee
onncaHHOMY COMIeBOWM pacTBop, cogepawmin G-CSF (B gose
225 Hr/mn) n 5% anbOyMWH, a TpeTbeh — aHaNorn4yHbIN
pacTtBop, HO cogepxalmn EPO (B no3e 4400 MKr/mn) Bme-
CTO rPaHyNoLMUTapPHOro KOJIOHWECTUMYMpPYLoLLEero dakTopa.
O6beM 3HTepanbHOro BBeAEHWS cOCTaBnan 5 MI/Kr/cyT,
4TO B 4 pasda HWXKe, 4eM B Npeablaywmnx UcciefoBaHusX.
Mo uTory B rpynnax geTen, KOTopble Noay4yannu OgHOKOMMO-
HEHTHbIE CUMHTETUYECKME aHaNorM aMHUOTUYECKOM KUAKO-
CTW, CMEPTHOCTb CHMXKanacb B 4 pa3a BO BTOPOMW rpynne
M B 8 pa3 — B TpeTben rpynne. Yactota HOK BO BTOpOM
W TPeTbew rpynnax TakXe CHW»Kanacb, HO 3To 6bla0 cTaTu-
CTUYECKM He3Ha4vymmo [38].

OBCYXAEHHUE

Ha ocHOBaHMU AecATKOB paGoT He3aBUCHMMbIX MCCe-
[IOBATENbCKUX TPYNN OYEBWAHbI MEPCMNEKTUBbI LIMPOKOrO
BHE/IPEHUS CUHTETUYECKUX aHaloroB aMHUOTUYECKOM HKUa-
KOCTU B MPaKTUKY HEOHATONOroB, NeAnaTpPoB, racTPO3HTE-
POJSIOrOB W [IETCKUX XMPYpPros. JOCTYMHOCTb 3allULEHHbIX
oT coaepumoro KT 3puUTpOnoaTMHa W rpaHynouuTap-
HOrO KOJIoOHWecTUMynupylollero daxktopa Ha dapmaKkoso-
rMYECKOM PblHKE MO3BOSAET GbICTPO coGUpaTbh PacTBOPbI
[N5 nepopasibHOro BBeAEHNS 60/1bHbIM, BK/OYas HOBOPOK-
JleHHbIX. OJHaKo elle OCTaeTcs MHOMECTBO HepelleHHbIX
BOMpocoB. Bo3MOXHO N1 6Ge3onacHoe MpUMEHEeHWEe CHH-
TETUYECKMX aHaNIOroB aMHUOTUYECKOM WUAKOCTU, KOTopble
coaepat 6onee BbicokMe 103bl EPO 1 G-CSF? lMNMoBbicKuTcs
M 30DEKTUBHOCTb OT MPUMEHEHUs [AaHHbIX PacTBOPOB
npW UCNoNb30BaHWK JOMONHUTENbHbBIX TKAHEBbIX GAKTOPOB
pocTa, KoTopble npoayuupytoT AFSC?

Mo aHanoruu ¢ UCnosib30BaHWEM LIMTOKWMHOBBIX PacTBO-
POB, MONYYEHHbIX U3 aMHWOTUYECKON HWMAKOCTU, KOTopble

NPUMEHSIOTCH ANS 3aXKMBIEHUA TPODUYECKHMX A3B Y 6OJIbHbLIX
caxapHblM AMabeToM, NMWb MHOFOKOMMOHEHTHbIE Npenapa-
Tbl OKa3bIBaOT K/IMHUYECKM 3HaYUMbIN addeKT [13]. OgHaKo
TOorAa BHOBb NOSBAAIOTCS HEPELIEHHbIE BONPOCHI: O COXPaH-
HOCTW ApYyrux TKaHeBbiXx GaKTOPOB pPOCTa, COAEPKaLLMXCS
B @aMHMOTUYECKOM KMUAKOCTK, NPU BO3AENCTBUM cOKoB KT
y NaLMeHTOB pa3HblX BO3PACTOB, a TaKXe MX TOKCUMYHOCTH
1 6MOOCTYNHOCTH NPU SHTEPaNbHOM BBEAEHMN.

B Tpex onucaHHbIX Bblle MCCNefoBaHMAX YCBOSEMOCTH
CUHTETUYECKMX aHaNoroB aMHMOTUYECKOM MKUAKOCTU MpU-
HSSIM yqacTre B 06Lien cnoxHocTr 40 HeJOHOLWEHHbIX AeTewn
[35-37]. Ona 6onbliero NoATBeEpPAEHUS 6e30MacHOCTH
NPUMEHEHNS faHHbIX pacTBOPOB, 6€3yCN0BHO, HEOOXOAMMBI
60/5ee KpynHble UCCNefOoBaHUA C NPUMEHEHWEM JaHHbIX
CUHTETUYECKMX aHanoroB y 60/bWero KoauMyecTBa HOBO-
POXAEHHbIX.

B KAnHMYeCKOoM uccnefoBaHWM OAHOKOMMOHEHTHbIX CUH-
TETMYECKMX aHaNOroB aMHUOTUYECKOM MMAKOCTU He Oblno
[IOCTUIHYTO 3HAYMMOro CHUXKeHus YyacToTbl HOK y 100 rny-
OOKOHEJOHOLWEHHbIX AeTel, 0AHaKO B 3TOM UcCneaoBaHuu
HOBOPOXAEHHbIE MOfyYann OTHOCUTENbHO HW3KME A03bl
EPO n G-CSF, Tak Kak BBOAMMbIN MM 06bEM pacTBopa
Obln B 4 pasa HWXKe, 4eM B Apyrux uccnepoBaHusax [38].
[loMMMO npoyero, Kak yxe OonuMcaHo paHee, N1lb MHOrO-
KOMMOHEHTHbIE PAcTBOPbI LLUTOKMHOB CNOCOGHbLI OKa3blBaTb
3Ha4YMMbIN KNMHUYECKUIN addeKT. Ho gaxe B uccnegoBaHmm
M. Hosseini 1 coaBT. [38] 6bl10 3HAYUTENBHOE CHUMKEHUE
CMEPTHOCTU Y HEJOHOLEHHbIX, KOTOPbIM NPOBOAMNACH Tepa-
nus pacteBopamu, coagepxawmmmn EPO unmn G-CSF, yto, 6e3-
YCIOBHO, FOBOPUT O NMepcrneKkTuBax AafibHeWLWero Ucnosb-
30BaHMA [aHHOr0 MeToAa BbIXaXKMBaHUS HOBOPOXKAEHHbIX
U3 rpynnbl pucKa.

3AKJ/TIOYEHUE

MeToabl naToreHeTU4eCcKon Tepanuun, BO3AEeNCTBYOWEN
Ha MeCTHble NPOLIECCHI, MPOUCXOAALLINE B INUTENUU KULLIEY-
HWKa, He06X0AMMbl HE TOSIbKO HOBOPOXAEHHbIM, HO U AETAM
6onee cTapwero Bo3pacTa WM B3POC/AbIM MNaLWeHTaM.
KuweyHble MHbEKLUK, onepaLumn ¢ pe3eKLnen n aHacTomo-
3MpoBaHNEM pasfinyHblx otaenoB XKKT, aTpopusa KULLEeYHK-
Ka Npv YMeHbLIEHUWN BCacbIBatOLWEN MOBEPXHOCTU U MHOMXKeE-
CTBO ApYyrunx 3aboneBaHui XKenyaoyHO-KULWEYHOro TpakKTa,
KOTOPblE CHUXXAIOT KayecTBO XM3HW MaLMeHTOB M OKa3bl-
BalOT GONbLUYIO HAarpy3Ky Ha MeauUMHCKWUE LEeHTPbl, MOTyT
npoTtekatb B 6onee nerkon Gopme npuv MCnonab30BaHUK
3DDEKTUBHBIX NATOreHETUYECKUX METOAMK BbiXarKMBaHWUS
60/1bHbIX.

MepcneKkTuBbl NMPUMEHEHUS CUHTETMYECKUX aHafloroB
AMHWOTUYECKOM XWOKOCTU UMEIOT LUMPOKKUI CNEKTP y pas-
HbIX FPynn nauMeHToB. PelleHne Bonpoca 3alinTbl OT BO3-
nencteus cokoB KT u yaeweBneHns NpoM3BOACTBA TKa-
HeBbIX GaKTOpPOB pocTa, npoayuunpyembix AFSC, a TaKxe
fanbHenlee n3y4yeHne 6e30nacHOCTU U 3PPEKTUBHOCTH UX
NPUMEHEHUST NMO3BONAT ONpPeaesiTb HOBbIA [0MNOSIHUTENb-
HbI METO/ NaToreHeTU4ecKom Tepanuu.
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OMPEAENEHUA

UHpeKkymns moyeBbix nyten (MMIT) — Bocnanutesb-
HbI/ NMPOLLECC YPOTENUSA B Pa3MyHbIX OTAesax MO4YeBOro
TpaKTa, BO3HMKAalOWMIN B OTBET Ha NOSIB/IEHNE NaTOreHHbIX
MWKPOOPraHM3MOB B MOYEBbLIBOASLLMX MYyTAX.

BakTtepuypusa — Hanuuve 6GaKTepun B Moue, Bblige-
JIEHHOW M3 MOYEBOro My3bIps.

BeccumnToMHasi (acuMnToMaTHyecKass GaKTepH-
ypusl) — HanuymMe ogHOro unm 6onee BUAOB GaKTepwuw,
pacTylWmx B Moye B KonnyecTee 6onee 10° KOE/mn Hesa-
BMCMMO OT HaNM4yus NUypuuK, NP OTCYTCTBUU KaKUX-TMOO
¥anob n KIMHUYECKUX CUMMNTOMOB 3ab601eBaHnUs MOYEBOK
cuctembl. MoxeT 6biTb OO6HapyXKeHa Npu AUCMNaHCEePHOM
Unu ueneHanpasieHHOM o6cnefoBaHMK pebeHKa.

OcTpbifi NnHeNOHePPUT — BOCNanMTeNbHOE 3aboneBa-
HME MOYEeYHOM MapeHXMMbl U NOXaHKK, BO3HWKLIEE BcCnea-
cTBME BGaKTepUaabHOM MHDEKLMN.

OcTpbIfi LMUCTUT — BOCNaauTenbHoe 3aboneBaHue
MOYEBOIO My3blps 6aKTEPMUanbHOro NPOUCXOKIEHUS.

XpOHUYECKMIH NUeSIOHePPUT — NOBPEKIEHNE MOYEK
B peaynbraTe MNOBTOPHbIX aTtak WMI, nposBnsioueecs
Gnbpo30om 1 aedopmaLmen HaleyHo-10XaHOYHOMW CUCTEMBI.
Kak npaBuno, BO3HWKaEeT Ha ¢dOHE aHAaTOMMYECKMX aHOMa-
JIMA MOYEBLIBOASALLETO TPAKTa UM OGCTPYKLINM.

IMy3bIpHO-MOYeTOYHMKOBBIN pednioKke (MMP) — peTpo-
rpagHbIi TOK MOYM U3 MOYEBOTO Ny3bIps B MOYETOYHUK.

PednioKe-Hepponatuss — GOKanbHbIM UK AN PY3HbIN
CKNEepo3 NoYeyHoW napeHXnMmbl, NePBONPUYMHON KOTOPOro

PEDIATRIC PHARMACOLOGY. 2025;22(1)

9

NEANATPUYECKAA ®APMAKOJIOIUA / 2025 / TOM 22 / Ne 1



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

ansetca NMMP, npuBoAsWUI K BHYTPUNOYEYHOMY pedoK-
Cy, MOBTOPHbIM aTakam nuenoHedputa n CKNepo3npoBaHuio
NoYeYHOMN TKaHU.

Ypocencnc — WU3HEHHO ONacHbIM reHepannM3oBaH-
HblM NATONOMMYECKMI NPOLLECC, CONPOBOXKAAIOLWNMACS OpraH-
HOM/MNONMOPraHHON AUCHYHKLMEN, NPU KOTOPOM KUHUYE-
cKue nposieneHns MMM oCnoxKHATCA peakumen opraHnsma
Ha uHdeKUMo, noBpexaalolen ero co6CTBEHHbIE TKaHU
n opraHbl.

3TUOJIONUA U NATOTEHE3

Cpeaun Bo3bygutenen UMMy neter npeobnagaet rpam-
oTpuuatenbHas dnopa, nNpu 3TOM MNPU BHEBGONbHUYHbIX
BapuaHTax MHOUUMPOBAHUA B 3HAYUTENLHOW CTEMNEHMU
npesanupyloT npeacraButenu nopsigka Enterobacterales,
M B YacTHOCTU E. coli (7T0-90% cnyyaeB). [pamMnonoxuTenb-
Hble MMKPOOpPraHn3Mbl peiKo 06GHapPYKMBAIOTCH B KayecTse
3TUONOTMYECKOro daKTopa M npeacTaBfieHbl B OCHOBHOM
3HTEPOKOKKaMMK M cTadUNoKOKKamun (5-7% Bcex cnyyaes
MMIM). Kpome Toro, BblaenstoT BHYTPUOONbHUYHbIE (HO30-
KOMWasibHble) MHbEKLUUK, cpeau BO30YyAUTENIENM KOTOPbIX
TaKe npeobnagatoT rpamoTpuLaTenbHble MUKPOOPraHU3-
Mbl nopsiaka Enterobacterales spp., HO MOTyT BblAenaTbCA
M HebepMeHTUpYloWne n rpaMmoTpuLaTesbHble MnaToreHsbl
(Pseudomonas spp., Acinetobacter spp.). ¥ HOBOPOXAEH-
HbIX AeTel OTHOCUTENIbHO YacTon npuyinHon MMIT asnsoTca
CTPENTOKOKKKM rpynn A u B. B nocneaHee BpeMsi oTMeYeH
poCT BbIiBNeHUs S. saprophyticus, x0T ero pofib ocTaeTcs
CMOpPHOMN.

CornacHo KpymnHOMY MHOrOUEHTPOBOMY WCCneaoBa-
Huio «JAPMUC-2018», npoBegeHHomy B 2017-2018 rr.,
NPOAEMOHCTPUPOBAHO CXOACTBO 3TMONIOMMYECKOM CTPYK-
Typbl BHEGONBbHUYHBIX MIT B pasfnyHbix Cybrnonynsuusax
naLneHToB C OCTPbIMU U 06OCTPEHUSAMU XPOHHUYECKMX UM
(aeTwn, B3pocnble, 6epeMeHHbI€), 4TO B LLeIOM COOTBETCTBYET
pesynbTatam, noay4yeHHbiM paHee [1]. O6wasa nons npeacra-
BUTenen nopsiika Enterobacterales y petei ¢ BHE60NbHNY-
HbimM MM B Poccuitckon Pepepaumn coctaBuna 93,8%,
yacToTa BblaeneHus E. coli 6bina okono 80%, a BTOpOro
Hanbonee 4yacToro yponatoreHa — K. pneumoniae — 8%.

[aHHble N0 Pe3NCTEHTHOCTM OCHOBHOMO yponaToreHa —
E. coli — npu BHe6O/bHMYHBIX UMI1 y geten B Poccumckomn
depepaunn npoaHanM3uMpoBaHbl B pamMKax MpoeKTa
«JAPMUC-2023».

Bonee 60% wn3onatoB E. coli, BbiaeneHHblx npu UMM
y AeTeln B Hallen cTpaHe, yCTOMUYUBbLI K aMnnunanunHy (63,4%).
Y10 KacaeTcs YyBCTBUTENbHOCTU K aMOKCULMANMHY + [Kna-
ByfaHOBas KwucnoTtal, TO 34ecb cliefyeT OCTaHOBMTbCS
Ha pas3nuunax B uMHTepnpeTtauuu aaHHbix (EUCAST v.13.0
(2023)) ans nepopanbHbIX NeKapCTBEHHbIX GOPM aMOKCH-
UMNAMHa + [KnaByfnaHoBas KucnoTal NpU HEOCNOXKHEHHbIX
MMM n dopm npenapaTa Ang napeHTepanbHOro BBeAeHUS.
[ns nepopanbHbix GOpM (MPUMEHEHME MPU HEOCNOMKHEH-
HbIX UMIT) nons 4yBCTBUTESIbHbIX LWUITAMMOB C MUHUMaIbHOM
noaaBnsoWen KoHUueHTpaumen < 32 mr/n coctaBnseT 87%,
4NS napeHTepanbHbix GOPM aMOKCULUMANMHA + [KNaBynaHo-
Bas KMcnoTa) 40N YyBCTBUTENbHbIX LWUITAMMOB C MUHUMaS b-
HOW nojaBnsioller KOHLEeHTpauuen < 8 Mr/n cocTaBnser
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63,6%. IMeHHO B CBSI31 C 3TUMKN OCOBEHHOCTAMM ByaeT pas-
IMY4aTbCH MECTO aMOKCULMANNHA + [KNnaBynaHoBas KUcnoTa)
B peKoMeHzauusax no BblGoOpy npenapaTta npu amoéynaTop-
HOM Ha3Ha4YeHUU 1 B CTaLMOHape.

Mo apyrum NpOTUBOMUKPOOHBbIM npenapatam ([MMMIT)
cuUTyaums cnegyrowas: K npenaparty Ko-TPMMOKCas30: [CyNb-
dameToKcason + TpUMeTonpuMm] 4YyBCTBUTENbHbI 76,6%
Bbll€NeHHbIX WTaMmmoB E. coli, 4yBCTBMTENLHOCTb K Ledano-
cnopuHam ll1-1V nokoneHuns BapbupyeT B Npeaenax 82—-87%.

Camble BbICOKME NoKasaTenn YyBcTBUTENbHOCTH E. coli
K nepopasbHbiM [TMI npogeMoHcTpupoBaHbl Ansg dochomu-
umHa (98,7%) n HuTpodypaHTomHa (97,4%). U3 napeHTepanb-
HbIx MMM 100% aKTMBHOCTb OTMeYaeTcs y KapbaneHeMoB
(MMnNeHem + [unnactatuH] 1 MeponeHem) n 98,7% — y apTa-
neHema, COXpaHseTCs BbliCOKas 4yBCTBMTEbHOCTb K aMu-
KauuHy (98,7%) n reHTamuuunHy (94,8%), dochomuLmnHy
(98,7%), nunepauuniunny + [Tasobaktam] (98,1%).

Cpean MHorovucneHHblx GakTopoB, 006yC0BAMBAOWMX
pazsuTtre NUMII, npuopuTeTHOE 3HAYEHNE UMEIOT aHOManuu
pazsutmsa MMM n HapylweHus ypoanHaMmukn (NMMP, o6CTpyK-
TMBHasa yponatus, HenporeHHas AUCOYHKUMS MOYEBOro
ny3bIps), a TakKe 6GUONOrMyecKkme CBOMCTBa MUKPOOPraHns-
MOB, KO/IOHWU3UPYIOLLMX NOYEYHYIO TKaHb (Hanpumep, Hanu-
yne dumbpun y E. coli, 4TO crnoco6CTBYET He TONMbKO Mpwu-
KpenaeHuto K ypoanuTenuio U NPOHUKHOBEHUIO Yepes Hero,
HO 1 06pa30BaHMIO KOHINTIOMEPATOB BaKTEPU U BUOMNEHOK).

Haun6onee 4yacTbiM nNyTeM pacnpocTpaHeHns MHbEKL MM
cynTaeTcs Bocxoaalmmn. PesepByapom yponaToreHHbix 6aK-
TEPUN SBNAIOTCA NpsSiMas KWULWKa, NMPOMEXHOCTb, HWUMKHUE
OTAESbl MOYEBbIBOASALLMX NyTEWN.

AHaToOMUYyeCKME OCOBEHHOCTU MKEHCKMX MOYEBbLIBOAS-
WMX NyTen (KopoTKasa LWMpoKas ypetpa, 61M30CTb aHOpPEK-
TanbHOM 061acTn) 06ycnoBANBAIOT 6O/bLLYIO YACcTOTy BCTpe-
YaeMocTu 1 peumnansmpoBanus UMy geBoYeK 1 AeBYLLEK.

[Mpu BOCXOAsALWEM NYyTH pacnpocTpaHeHus MMI1 nocne npe-
0[0/1eHUs BaKTEPUSMU BE3UKOYpeTpasibHOro 6apbepa npomc-
XOAMT UX BbICTPOE Pa3MHOXEHWNE C BblAENEHNEM IHLOTOKCH-
HOB. B OTBET NPOUCXOAMT aKTUBALMS MECTHOrO MMMYyHUTETa
MaKpoopraHuMama: akTMBauusa maKkpodaros, MMMGOLMTOB,
KNETOK 3HAOTENUS, NPMBOASLLAs K BbIpaboTKe BOCNanUTeb-
HbIX LIMTOKMHOB (MHTepnenkuHa (IL) 1, IL-2, IL-6, daKTopa
HeKposa onyxonu anbda (TNF-a)), nTn3ocomarnbHbiX GepMeH-
TOB, MeAMaToOPOB BOCNANEHMS; MPOUCXOAMT aKTUBaLMs nepe-
KUCHOIO OKUCNIEHWS NMMUAOB, HYTO NMPUBOAUT K MOBPEKAEHMUIO
NoYeYHOMN TKaHK, B NEPBYIO O4epeb, KaHabLEB.

[ematoreHHbIn NyTb pa3sutng NMI BcTpevaeTcs peako,
XxapaKTepeH NpenMyLeCTBEHHO A4S Nepnoja HOBOPOXKAEH-
HOCTW NPU Pa3BUTUM CENTULEMWUN W y AETEN TPYAHOro BO3-
pacTa, 0CO6EHHO NPU HaMUYUN UMMYHHbIX AedeKToB. ITOT
nyTb TaKXe BCTpeyaeTcs npu MHbMumMpoBaHumn Actinomyces
spp., Brucella spp., Mycobacterium tuberculosis.

SANMUAEMHUONIOrUA

PacnpoctpaHeHHocTb MMI B feTCKOM BO3pacTe cocTaB-
naeTr okono 18 cnyvaeB Ha 1000 OeTcKOro HaceneHus.
YacToTa pa3BuTusa 3aBUCUT OT BO3pacTa M nona, npu atom
Yalie cTpajaloT AeTW NepBOro roja KusHu. Y geten rpya-
HOro n paHHero Bo3pacta MMI — camas Yyactasa Taxxenas
6aKkTepuanbHas MHdeKuusa, oHa Habnwogaetca y 10-15%
rocnuTanmM3npyemMblx ¢ 1MXOpagKon NauMeHTOB 3TOro BO3-
pacTta. Ha nepsom rogy xu3Hu WUMI yvawe BcCTpedvaeTcs
y ManbyvMKoB, B 60siee cTaplliemM Bo3pacte — Yy AeBOYEK.
B 30% cny4aeB B TeyeHWe 6-12 Mec nocse nepBoro ann3o-
na UMMy mnageHuUeB 1 JeTen paHHero Bo3pacTta Habnga-
eTcs peumanBupylollee TeveHue [2, 3].

YacToTa BO3HMKHOBEHUS peLManBOB:

— [eBOYKM:

* y30% B TeyeHue 1 roga nocne nepBoro ann3oaa;
* y50% B Te4yeHne 5 net nocne nNepsoro anu3o/a;
— Manb4yuKHu:
e y15-20% B TeyeHue 1 roga nocne nepBoro ann3oaa.

OCOBEHHOCTU KOAUPOBAHHUA MO

MEXAYHAPOAHOW CTATUCTUYECKOM

KNACCUDUKALIUM EONIE3HEH U NMPOBJIEM,

CBA3AHHbLIX CO 31O0POBbEM

OcCTpbi# TYGYNIOUHTEPCTULLMANbHbIA HedpuT (N10)

XPOHUYECKUA TYOYNOUHTEPCTULMANBbHBIA HEePPUT
(N11)

N11.0 HeoOCTPYKTUBHbIN XPOHUYECKUA MUENOHEDPUT,
CBSI3aHHbIN € pedsitoKCoOM

N11.1 XpOHUYECKUIN OBCTPYKTUBHbIN NnenoHebput

N11.8 [pyrve XxpoHu4yeckue TybynouHTepCTULMalbHbIE
HebpUTbI

N11.9 XpoHUYEeCKn TYOYNOUHTEPCTULMANbHbBIA HEDPUT
HEYTOYHEHHbIN

N13.6 NMnoHedpo3

N15.1 A6cLiecc NOYKM M OKONOMOYEYHON KeTHaTKu

Luctur (N30)

N30.0 OcTpbIf LUCTUT

N30.1 MHTepcTULManbHbIA LMCTUT (XPOHUYECKMIA)

N30.2 Ipyro XpOHUYECKUI LUCTUT

N30.8 [pyrue umncTuThbl

N30.9 LMCTUT HEYTOUYHEHHbIV

N39.0 MHbeKums MoYeBbIBOASALWMNX NyTen 6e3 yCTaHOB-
NIEHHOW NoKanusauuu

KJIACCUDUKALIUA

1. Tlo HanU4MIO CTPYKTYPHbIX aHOManui MOYEBbLIBOASLLMUX
nytem:

® HeoC/IOXHEHHass — 6e3 Hanu4yus CTPYKTYPHbIX aHoMa-
JIM MOYEBbLIBOASALLMX NyTEN;

® OCNOXHeHHasd — Ha ¢GOoHe CTPYKTYPHbIX aHoManumn
MOYEBbLIBOAALLMX NyTen (Kak npaBuio, C IMXOpPagKomn
W, KaK npasuno, nuenoHebpur).

2. To nokanusauyuu:

°  nuenoHedpuUT (NPU NOPaXKEHUU MOYEYHOW NaPEHXUMbI

W NNOXaHKMW);
®  LIMCTUT (NPM NOpaxKeHUn MOYEBOIO Ny3bIps);
°  ypeTpUT;

® ypocencuc;

®  UHPEKUMA MOYEBLIBOASLMX NyTeNn 6€3 yCTaHOBIEHHOM
noKanusauuu.

3. [o ctaguu:

° aKTMBHas cTaaus,;

° CcTaaus PEMUCCHUM.

4. Tlo TeyeHwuto:

® OCTpbl NnenoHedpuT;

®  XPOHUYECKUM NHeNoHedpuUT (BCTpevaeTecs KpanHe peaKo).

K/IMHUYECKASA KAPTUHA

B HeoHaTanbHOM nepuoae NposBAEHUS, KaK NpaBuio,
HecneunMdnyHbl. Y HOBOPOXAEHHbBIX MOTyT 6blTb MPU3HAKK
CUCTEMHOro BOCMNanMTEeNbHOro NpoLecca, TakMe Kak HecTa-
OMNbHOCTbL TEMMepaTypbl Tena (NnepruoanyecKoe NoBbIeHNE
TemnepaTtypbl Tena Ao GebpunbHbIX LUPP), TMNOTEH3US,
HapyweHus nepudeprnyecKkoro KpoBoobpalleHus, BAAOCTb,
pasapaxuTenbHOCTb, anHo3, 06e3BOXUBaHWE, 03HOO6, CyaOo-
porn wan MetabosmyecknMn aumpos. MoryT Takxke Habnio-
4aTbCsl aHOPEKCUS, MNOX0e CocaHue, pBoTa. 3/10BOHHaA
MoYya — pefKuK, Ho cneundundeckun cumntom UMII. Y HoBo-
poxaeHHbix ¢ MMl BbicOKa BEPOSATHOCTb OGaKTEpPUEMUMU.
B aTOM ciy4yae MOXeT pas3BUTbCS CEMNCUC, a TaKKe, XoTa
W KpanHe peaKo, — CENTUYECKUI LOK.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Cumntombl MMI ocTatoTcs Hecneundbmuieckumn y peten
nepBororoaa Xu3Hu. Heo6bacHMMas MIMXxopaaKa Uan nxo-
paaka 6e3 BMAMMOro o4yara MHGEeKUMn aBnseTcs Hanbonee
4yacTbiM NPOSIB/IEHWEM Y AeTEN 3TOTO Bo3pacTa. PaKTUYEeCKHU
3TO MOXKET 6bITb €AUHCTBEHHbIM cumnToM MMI.

B uenom MMI (@ meHHO nnuenoHedpuT) ¢ 60/bLLEN J0NEN
BEPOSATHOCTM cneayeT NPeanofioXnTb Y MiIaJeHUEB C Temne-
patypou > 39 °C, yem y geten ¢ Temnepartypomn < 39 °C.

Opyrue Hecneunduyeckne nMposABAEHUS BKJKOYaOT
B cebs pasapaxuTenbHOCTb, CHUXEHWe/OTCYTCTBME anne-
TWUTa, pBOTY, 6011 B xuBoTe. Cneundunyeckne CUMMNTOMbI
M MPU3HAKKW: YBEMYEHME WIN YMEHblLUEHWE KONM4YecTBa
MOKPbIX MOAry3HWMKOB, HEMPUATHBLIM 3anax Moyu u 6ecno-
KOMCTBO MPW MOYEUCTYCKaHWW.

Cnabas nnu Kanatowas CTpysi MOYM YKa3blBaeT Ha HeW-
POreHHbIM MOYEBOW My3blpb UK OGCTPYKLIMIO HUMHUX OTAe-
/I0OB MOYEBbLIBOASLLMX MyTEW, HaAnNpuUMep KhanaH 3agHew
YPETPbl Y Mafib4nKOB. [TOCTOSSHHOE KanaHne MOYu UK Hamo-
KaHMe NoAry3HMKOB MOXET yKa3blBaTb Ha HalMyMe IKTOMMU-
4YeCKOro Mo4eToYHMKa, Nnpeapacnonaratouwero K UMI1.

Mocne BTOpOro rofga XWU3HU CUMMNTOMbI U MPU3HAKK
MMI1 ctaHoBsTCS 60nee crneundunyHbiMK. MNposBaeHus nue-
noHedpuTa BKJOYAOT B cebs iMxopaKy (pexxe — cybde-
6puabHOE NOBbIWEHME TeMnepaTypbl Tena) 6e3 KatapasbHbIX
AB/IEHWWA, O3HOO, PBOTY, HegOMOraHue, 601b B GOKy, 60/b
B CMWHE 1 60N1€3HEHHOCTb pe6epHO-NO03BOHOYHOIO yria.

CUMNTOMbI M MPU3HAKKU MHOEKLMU HUMKHUX MOYEBBI-
BOASAWMX MyTen BKIOYaloT B cebs 601b B HaA/l0O6KOBOWM
o6nacTtu, 60/1b B }XMBOTE, YacToe 1/mnm 60/1e3HEHHOE MoYe-
UCnycKaHue, nMnepaTuBHbIE MO3bIBbl K MOYEUCMYCKaHWIO,
[HEBHOE HeaepraHWe MO4YM, HeJaBHO BO3HUKLLUNIA 3HYpE3,
MYTHYO MOYY, 3/I0BOHHYIO MOUYY.

YpeTput 6e3 uMcTUTa MOXKET MPOoSBAATbCHA AW3YpUeEn
6€e3 4acToro MoYencnycKaHms nm MnepaTUBHbIX MO3bIBOB
K MOYEeWCMNyCKaHMuIo.

Mpu ocmMoTpe MOryT oTMeyaTbCs:
® 061eJHOCTb KOXHbIX MOKPOBOB;

° TaxuKapaus;

° CMMNTOMbI Aernapartauuun (MPEeUMyLEeCTBEHHO Yy HOBO-
POXAEHHbIX W AeTen rpyaHOro Bo3pacTa), OTCYTCTBME
KaTapalibHblX SIBIEHWMI MPU MOBbILWEHUX TemnepaTypsbl
(Yawe fo debpunbHbIX LUdP, pexke — cy6pebpuibHbIX);

® MpW OCTPOM nuesioHedpuTe — 60IE3HEHHOCTb NPK MOKO-

NavynMBaHUMN UK, Y ManeHbKKX eTel, — Npu HagaBnunBa-

HUW NanbLeM Mexay ocHoBaHWeM 12-ro pebpa 1 No3Bo-

HOYHUKOM.

OAUATHOCTUKA

Ana Bepudurkauum auarHosa MMM npexae Bcero Heo6-
XOAMMO MOATBEPAUTL NENKOUMTYPUIO M AMArHOCTUYECKM
3HaYUMYL0 BaKTePUypHUIO.

[Janee B 3aBUCUMOCTM OT KJIMHUYECKMUX MPOSIBAEHUN
N pesynbraToB 06cnefoBaHns (06WMN (KNMHUYECKUIN) aHa-
JIN3 KPOBW Pa3BEpPHYTbIM, aHanM3 KPOBU OGUOXMMWUYECKUM
oblieTepaneBTUYECKUI) HEOBXOAMMO NPOBECTU AP PEpPEH-
UManbHyt0 AMarHOCTUKY MeXAy MHOEKLMEN HUKHUX U BEPX-
HUX (MMenoHedPPUT) MOYEBLIBOASALLMX MYTEN.

dusukanbHoe o6cregoBaHue

Mpn ©¢usnkanbHOmM ob6cnegoBaHuM cnegyet obpa-
TUTb BHMMaHWE Ha CUMNTOMbl, OMNUCAHHble B pasjaene
«KnnHnyecKkasa KapTuHa», HE06X0AMMO NPOBOAUTL U3MeEpe-
HWe JaBNeHns Ha nepudepruyeckux apTepusx.

JlTaGopaTopHble AUarHocTU4eCKue uccriegoBaHus
B KayecTBe AMarHOCTMYECKOro MeToga PeKoMeHayeTcs
nposeaeHne o6Lero (KIMHMYECKOr0) aHanM3a Mo4u ¢ onpe-

[LeneHneM yaenbHoro Beca Mo4Yu, NOACHETOM KO/anyecTsBa
NEeNKOLMTOB, 3PUTPOLIUTOB, a TaKxe onpeaeneHnem 6enka
W HUTPUTOB (MCCNeaoBaHME YPOBHSA HUTPUTOB B MOYE), B TOM
yucne ¢ NPUMEHEHUEM TeCT-NON0COK [2—8]. YpoBeHb y6e-
AUTENbHOCTU peKoMeHaauun — C (ypoBeHb fOCTOBEP-
HOCTM JOKa3aTte/bCTB — 5).

[na noaATBEPKAEHUS NENKOUMTYPUM 0693aTeneH 06LLINI
(KNMHUYECKNIW) aHaNn3 MOYU. JIeMKouUTypuen cyuTaert-
csl o6HapyKeHue nenkountoB 6onee 10 B none 3peHus
unn 6onee 25 B 1 MKN B o6pasue Mo4u, MonyvyeHHowm
NpPW CNOHTAHHOM MOY€EUCMYCKaHUM.

CnefyeT MNOMHWUTb, YTO HUTPUTbI He BbipabaTbiBalOT-
CS BCEMU MWKPOOPraHM3Mami, BbI3blBaOWMMU HHEK-
LMW MOYEBOM CUCTEMbI, MOITOMY OTCYTCTBME HWUTPUTOB
He nckmovaet UMM [9]. Ho n Hannuune HUTpUTOB 6E3 NEenKo-
LMTYpUK He aBnsgeTcs npusHakom MMII.

[ns npaBUNbHON MHTEPNpPeTaL MK pe3ynbTaToB aHannaa
Heo6XxoAMM NpaBuU/bHbI 3260p MOYM.

Cob6upaTb MO4YY MOXHO cCneaytowmnummn cnocobamm:

e 3abop cpedHew 4acTu CTPyM CMNOHTAHHO BbINyWEHHOM
MOYM y AeTel C YCTaHOBMBLUMMCS CMOHTaHHbIM MPOU3-
BOJIbHbIM MOYENCNYCKaHWEM U y NOAPOCTKOB;

®  UCMO/Nb30BaHWE MOYEMPUEMHUKOB Y HOBOPOMKAEHHbIX
W geTev mnafwero Bo3pacTta nocjie npegBapuTenbHON
rMrneHn4YecKomn o6paboTKKU reHUTannm U NPOMEXHOCTH;

° KaTeTepu3auMs MOYEBOro nysbips — ee MNpoBO-
OAT B OCHOBHOM Y TSXeNoO60/bHbIX ManeHbKUX AeTen
npuv HEO6XOAMMOCTHU CPOYHOM AMarHoCcTUKKM UMII, B Tom
yucne B AMHAMUYECKOM HabMOAeHUM NPpKU HEOBXOANMO-
CTH (B TOM YMCNe Y NaLMUEHTOB C HENPOreHHbIM MOYEBbIM
ny3bipeM u Apyrumn AMCOYHKLMAMM MOYEUCTYCKAHMS)
[10];

° HaanobkoBas NYHKLUMS — Yalle NPUMEHSETCS Y TSKeNo-
60bHbIX MaNb4YMKOB MMaWwero Bo3pacTta [8].
[TONOXKUTENBbHBIN XUMWYECKMK aHann3d Mnpu MNoMoLLU

HUTPUTHBIX TECT-MONOCOK (HUTPUTHBLIN TECT) CBUAETENLCTBY-

eT 0 BbICOKOM BeposaTHOCcTM UMI, ogHaKo cneayeT y4yecTb

BbICOKYIO BEPOATHOCTb YacTbix (40 30%) NOXKHOHEraTUBHbIX

pesynbTaToB.

Y neten B nepuoj nuxopaaku 6e3 CMMNTOMOB Mopaxke-
HUS BEPXHUX AbIXxaTenbHbIX NyTel MoKa3aHo npoBefeHue
06LLero (KNMHUYECKOro) aHannsa MoYu.

B panbHenwem npu AMHaMM4eCKOM HabMo4eHUU pPEKO-
MeHAyeTCs uccnegoBaHue 06LLero (KNMHMYeCKoro) aHannaa
MOYM C YacToTon 1 pa3 B mecsl, — 3 mec, 3ateM 1 pas
B 3 Mec — rog (N1aHoBO) M BHENIAHOBO MPU KaxKAOM 3nu-
304€ NMXOPaAKKU U/UNnU PasBUTUM AUIYPUHECKUX SBNEHWN
W NpY APYrUX CUMNTOMAx NOPaxKeHUs MoYeBbIX NyTEN.

PekomeHgoBaHo geTtam ¢ nogo3peHuem Ha MMI1 6ak-
Tepuosiornyeckoe uccnegoBaHne mMoyn (MUKPOOGMONOru-
yecKkoe (KynbTypasbHoe) uccnegoBaHMe MOYM Ha alapob-
Hble M daKynbTaTMBHO-aHadPOOHbIE YCNOBHO-NATOrEHHbIE
MUKPOOPraHM3mbl) € onpeaeneHnem 4YyBCTBUTENbHOCTU
MUKPOOPraHM3MOB K aHTUMUKPOOBHBLIM XMMUOTEpPaNeBTHUYe-
CKMM npenapatam A0 Hadana aHTubuoTtukotepanuu (ABT)
C LLe/1blo NOATBEPKAEHUS AnarHo3a n onpeaeneHns aTmono-
rmyeckoro Bo3éyautens [2, 47, 11]. YpoBeHb y6eauTenb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 5).

[AnarHoCcTM4eCcKn 3Ha4yMMbIM ABASETCS Hanuyine Gonee
100 Tbic. KonoHWeo6pasyownx eanHuy, (KOE) B 1 mn
npu 3a6ope Mo4un u3 cpeaHen ctpym unn 50 Teic. KOE B 1 mn
npu 3abope Mo4Kn NyTemM Katetepusaumnu. lNpu 3a6ope Mo4u
HaA/I06KOBOM MyHKUMEN 3HAYMMbIM ABASETCS JIIO6ON POCT
GakTtepun [2, 4-7,11, 12].

MeToa onpegeneHus 4yBCTBUTENbHOCTM BblGupaeTcs
MWKpobuonorom [7].



Imnupuyeckyto ABT cneayeT HauyMHaTb, HE AOXKMAASACH
pes3ynbTatoB MccefoBaHns. HEBO3MOXKHOCTb NPOBEAEHMS
6aKTEPUONIONMYECKOro MccneaoBaHns (MMKpobuonormye-
CKOro (KynbTypanbHOro) MCCnefoBaHWs MO4YM Ha asapob-
Hble M daKynbTaTMBHO-aHa3pPOO6HbIE YCNOBHO-NATOrEeH-
Hble MWKPOOPraHM3Mmbl) He AOMKHA ABASATbCA NPUYUHOMN
019 OTCPOYKM Ha3HayvyeHus amnupuyeckon ABT.

He pekomeHayeTca npoBefeHue 6aKTEPUONOTMYECKOrO
nccnegoBaHmMa MoYM (MUKPOBMONOrMYECKOro (KynbTypaib-
HOro) UccneaoBaHUa MOYM Ha a’dpobHble M daKynbTaTuB-
HO-aHadpOO6Hble YCNOBHO-NATOreHHble MWKPOOPraHU3Mbl)
(noceBa Mo4M) geTam 6e3 NENKOLUTYPUN C LLENbIO COKpaLlle-
HMSA 06beMa Heo60CHOBaAHHOro o6¢nenoBanus [2, 4—6, 11].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fJOKa3aTeNbCTB — 5).

M30n1MpoBaHHyto 6aKTEPUYPUIO Y ETEN BCEX BO3PACTOB
WV NONOXKMUTENBbHbIV HUTPUTHbBIN TECT B OTCYTCTBUE NENKOLIU-
TYPUKU HENb3S cymTaTb Npu3Hakamu MMI, TaK KaKk nepeyuc-
NIEHHbIE MOKa3aTeNn He ABASITCA B 3TOM Bo3pacTe A0CTO-
BEPHbIMW NPU3HaKamu JaHHOW naTonormn. beccumnTomHas
6aKTepuypust B GOMbLUMHCTBE C/ly4aeB He ABNSeTCs MnoKa-
3aHWEM AN MOHWTOPMHra GaKTEpPUONOrM4ECKOro wuccie-
0OBaHUS MO4YM (MUKPOOBMONOrMYECKOro (KyNbTypasbHOro)
nccnegoBaHMa MoYM Ha asapobHble U daKynbTaTUBHO-aHa-
3pO6HbIE YCIOBHO-NATOrEHHbIE MUKPOOPraHn3Mmbl) (nocesa
mMouu) [13].

[MpK 3TOM B HEKOTOPbIX CyYasx OTpULATENbHbIM Pe3Y/b-
TaT (MUKPOOBMOIOTMYECKOTO (KYNbTypasibHOr0) UcCneaoBaHus
MOYM Ha asapobHble n daKynbTaTUBHO-aHa3pPOO6HbIE YCNOB-
HO-MaTOreHHble MUKPOOPraHn3Mbl) (MoceBa MO4M) NPU HU3-
KOM KO/JIMYeCTBE KOJIOHWIA MOXKET yKa3blBaTb Ha PaHHIoO0
MHeKLMto. NoaTomy, ecnny pebeHKa CoXpaHaTCs Kanoobl
N KIWHUYeCcKune npossnieHns MMM, Heob6XxoAMM KOHTPOJSib
06LLero (KMMHUYECKOro) aHanmsa MOUM UK, NPU AMarHocTu-
poBaHun UM, npoBeaeHne aMNUPUYECKOro neveHus [9].

TaKKe npu M301MpoBaHHOW GaKTepUypUK Y NauMeHTOB
C AMCOYHKLMAMM MOYEUCNYCKaHWA (B TOM 4Yucne y nauu-
€HTOB C HEMPOreHHbIM MOYEeBbIM MNy3blpeM) MPOBOAMTCSH
B AMHAMUKe [ONOMHWUTENbHBIN KOHTPOJAb MWKPOOGWONOru-
YeCKOro (KynbTypanbHOro) UCCNefoBaHWs MO4YM Ha asapob-
Hble M daKynbTaTUBHO-aHa3pPOOHble YCNOBHO-NATOrEHHbIe
MWKPOOPraHM3Mbl (TOCEB MOYM) NpU HeobxoanmocTw [10].

PekomeHaoBaHO npoBefeHne o6uero (KIMHUYECKOoro)
aHanu3a KpoBW pa3BEpPHYTOro y nauueHToB C JIMXOpagKow
M nogospeHneMm Ha MMIT gna oueHKM BocnaauTeNlbHOM
peakuuu [2, 14]. YpoBeHb y6eaAUTEeNbHOCTU peKoMeHaa-
uuin — C (ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

UccnegoBaHme MOXET NPOBOAMTLCA MPWU KAMHWYECKOM
Heo6x0AMMOCTHM M B NpoLLecce AMHAMUYECKOro HabNtoAEHUS.

Y neten ¢ ocnoxKHeHHbIMU dopmamu UMM, npu nueno-
HebpuTe, a TaKXKe Y NaUMEHTOB C BblpaxeHHbIMU U3MeHe-
HUsSMKM npu Y3U (ynbTpa3ByKOBOE MCCNEeAOBaHWE MOYeEK,
yNbTpa3ByYKOBOE UCCNefOBaHME MOYEBOro ny3bips),
npu o6octpeHun WMI npu peumanBUpyOWEM TEYEHWUH,
B Cc/lyqae NpUMEHEeHUs leKapCcTBEHHbIX CPeACTB, obnajato-
LWMX HEPPOTOKCUYECKUM AENCTBMEM (HAanpuMep, aMUHOMN-
KO3MAOB MAM NONMMWKCUHOB), PEKOMEHAYETCA UccneaoBa-
HWe NoYeyHbIX PYyHKLMI (MccnefoBaHne YPOBHSA MOYEBUHBI
B KPOBW, KpeaTUHUHA B KPOBM, INEKTPOSIMTOB CbIBOPOTKMU
KPOBM (MCCneaoBaHMe YPOBHS HATpUS B KPOBM, UCCneaoBa-
HWE YPOBHS Kanusa B KPOBW, UCCNIEA0BaHNE YPOBHS X10pH-
[0B B KPOBMW)), pac4yeT CKOPOCTK KNy6o4yKOBOKW dunbTpaumu
(CK®) (nccnepoBaHme QyHKLMM HEDPOHOB MO KIMPEHCY Kpe-
aTMHWHa (npoba Pebepra)), npy HEO6X0AMMOCTU — UCChe-
[l0OBaHWe ypoBHA MOYeBOM KMUCNOThl [2-7, 11, 15]. YpoBeHb
y6eauTeNbHOCTU peKomeHgauun — C (ypoBeHb J0OCTO-
BEPHOCTHU AOKa3aTeNbCcTB — 3).

[na oUEeHKN a30TOBbIAEIUTENBHOM QYHKLUMKN NOYEK (KNKU-
peHc KpeaTuHuHa (CK®)) cnegyeT NPUMEHSTb pacyeTHble
dopmynbl, oTaaBas npeanoyYyTeHne B AETCKOM Bo3pacTe
dopmyne LLBapua, TakKe BOSMOXHO AOMONHUTENBHO NPO-
BeJeHWe nccnefoBaHus ypoBHS LunctatnuHa C B KpOBM.

Mpn noATBEPXKAEHUN NEUKOUUTYpUM y pebeHKa
C MXopagKom HeobX0AMMOCTM B OMNpeaeneHun YpOoBHS
C-peaktuBHoro 6enka (CPB) u npokanbuuToHuHa (MKT)
ansa noatesepxaeHus UMI1 HeT. Mpu nogospeHun Ha UMII
(T.€. Npn InXopaaKe, NeENKOLMUTO3E N IENKOLMUTYPUU) HE PEKO-
MEHAOBAHO PYTUHHO onpeaensitb yposeHb CPB B CbIBOPOT-
Ke KpoBu n/unu MNMKT B KpOBKU B CBSAI3U C HEAOCTATOYHOW MX
cneunduyHocTblo [2, 4—7, 11]. YpoBeHb y6eaUTe/IbHOCTHU
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 3).

[aHHble 06LWero (KNMHUYECKOr0) aHanmM3a KpoBH (IeMKo-
LMTO3 Bhilwe 15 x 109/n; BbicOKMe yposHM CPE (> 30 Mr/n))
YyKa3blBaloT Ha BbICOKYD BEPOATHOCTb OGaKTepuanbHOWM
MHOEKL MK,

UccnepoBaHue ypoBHS KT B KpoBW Lienecoobpas3Ho
NPOBOAUTbL NPU NOLO3PEHMUM Ha YPOCEMNCUC MU NPKU HEOD-
XOAMMOCTU OLLEeHKM oTBeTa Ha ABT npu TAKeNoM TeyeHuu
nuenoHedpuTa B COCTaBE KOMMIEKCHbIX AUArHOCTUYECKUX
MeponpuaTui [2, 3, 16].

OnddepeHumManbHO-AUArHOCTUYECKNE NPU3HaKu
OCTPOro LMCTUTA M OCTPOro nuenoHedpuTa nNpUBEAEHbI
B Tabn. 1 [17].

UHcTpyMeHTaNbHble AUarHocTU4ecKue

uccnepoBaHus

PekomeHayeTcsa npoBoanTb Y3WM noyek, Y3M moyeBoro
ny3bips, Y31 MOYEeBbIBOASLLMX NyTEN BCEM AETAM BO BpeEMS
(Npy BO3MOXHOCTM — B nepBble 24 4 nocne obpaleHus)
1 nocne nepBoro anu3oaa (Yepes 1-2 Hen) UM [2, 4, 5,
7]. YpoBeHb y6eauTeibHOCTU peKomeHgauuim — C (ypo-
BEHb JOCTOBEPHOCTHU fOKa3aTenbCcTB — 5).

Y3W aBnsietca Hanbonee AOCTYNHbIM METOAOM, MO3BO-
naeT 3anojo3puTb HanuymMe aHomanu CTPOEHUS MOYEeBOK
CUCTEMbI (PaCLLUMpPEHNE YalleYHO-N0XaHOYHOM CUCTEMBI, CTe-
HO3 MOYETOYHMKA U Op.), KAMHEW.

Mpn Y3N noyek MOXKHO onpenenuTb MAW 3anofo3puTb
abcuecc noYku, nepuvpeHanbHbli abcuecc (BCTpevatoTes
peako).

Y3W wncnonb3yeTcs TaKxe AN OUEHKM pa3mepos
noYyek, o6LEro M IOKaNbHOrO0 KPOBOTOKa B HMX, COCTOS-
HUS YaleyHO-N0XaHOYHOM CUCTEMbI, 06beMa U COCTOSHMS
CTEHKM Mo4eBOro nysbips. Ero uenecoo6pa3Ho NpoBo-
AWTb NPU HaNnoOJHEHHOM MOYEBOM My3bIpe, a TakKe nocne
MUKLMHN.

PekomeHgyeTcs nposeaeHue uuctorpadun nocne nep-
BOro anuaoga ¢ebpunoHon MMIT npu Hann4ynun npusHakos
HapyLweHWs ypoaArHaMMKKM Mo faHHbIM Y3W noyek n mo4yeBo-
ro ny3blps ¢ Lenbto gnarHoctuku NMMP 1 onpeaeneHus ero
CTeneHu, a TaKxe BbIIBNEHUS ypeTepoLene, AMBEPTUKYNA,
KnanaHa 3ajHewn ypeTpbl 1 ap. [2-5, 7, 18]. YpoBeHb y6e-
AUTENIbHOCTU peKkomeHaauun — C (ypoBeHb JocToBEP-
HOCTH fOKa3aTenbCcTB —5).

Y peten nocne nepsoro anusoga WMMI yuctorpadus
BbisBnAeT [IMP 3—5-11 cTeneHun TonbKo B 17% cnyyaes, 1-2-#
ctenenn —y 22% neten, UMeloLlmx nameHeHmsa npu Y3U [4].
MMP onpenensietcs y 25-30% aeten ¢ UMM [7].

LUuncTtorpaduio He cneayeT NpoBOAUTbL PYTUHHO B CBA3M
C TEM, YTO MUCCnefoBaHUeE ABNSETCS MHBA3MBHbLIM, a TaKXe
HeceT ny4yeBytlo Harpysky. He nposoauTtcs nocne nepsoro
anu3ofa MMI, 3a UCKNOYEHUEM CUTYaLUI, KOrda UMeLoTCa
noKasaHus, B 60/bLUMHCTBE clly4aeB — AeTam Ao 2 neT. He
NPOBOAUTCS B aKTUBHYIO CTafuI0 / Npu 060CTPEHMUMN.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuua 1. nddepeHunanbHO-AnarHoOCTUHECKUE NPU3HAKM OCTPOro LMCTUTa U OCcTporo nuenoHedbputa ([17], ¢ UBMEHEHUAMMU)
Table 1. Differential diagnostic criteria of acute cystitis and acute pyelonephritis ([17], with changes)

CumnTom Luctur MuenoHedpur
MoBbilweHne TemnepaTypbl 60nee 38 °C HexapaKtepHo XapaKktepHo
MHTOKCHKauua Pepnko (y AeTew paHHero Bo3pacTa) XapaKkTepHo
Onsypusa XapakTepHo HexapaKTepHo
Bonu B nBoTe/nosicHuLe HexapaKkTepHo XapaKTepHo
JlenKkounTo3 (HeNTPODUIIbHbIN) HexapaKTepHo XapaKkTepHo
YBenuyenune CO3 HexapaKTepHo XapaKkTepHo
MpoTenHypus Het He6onbwas
lemaTypus Y 40-50% Y 20-30%
Makporematypus Y 20-25% HexapaKtepHa
NenKounTypus [a [a
CHUXKEHUEe KOHLEHTPaLMOHHOM GYHKLUMK NoYeK HexapaKTepHo Bo3MOXHO
YBenuyeHue pasmepoB noyek (Y3N) Het MoxkeT 6bITb
YTonuweHue cteHkn mo4veBoro ny3bips (Y3WN) MoxkeT 6bITb HexapaKTepHo

MpumeyaHune. CO3 — CKOPOCTb OceaHns 3pUTPoLMTOB; Y3U — ynbTpas3ByKOBOE McchefoBaHuUe.
Note. ESR (CO3) — erythrocyte sedimentation rate; US (Y3W) — ultrasound.

Linctorpacdus TakKe MOXeT NpoBOAUTLCH NPU peuunau-
BUpytoLem Te4eHnmn UMIT.

OT npoBeaeHus uuctorpadum ¢ Lenbio BbiaBneHus NMVP,
B TOM YMCJIE HU3KOW CTEMEHU, MOXHO OTKa3aTbCs NpU BO3-
MOXHOCTW MPOBEAEHNS CLUMHTUrpadUn MOYEK U MOYEBbI-
LenUTeNbHON CUCTEMbI € PYHKLMOHaNbHBIMK Npo6GaMu
(aMHamunyeckon HedpocCUUHTUIPadUM) ¢ MMKLMOHHOM MpPo-
6o y pgeten (cumHTUrpadma noYek u MoyeBblgenuTeNbHOM
cuctembl ¢ GYHKLMOHANbHbIMU NPO6amMu), KOHTPOIMPYIOLLUX
npouecc Moyencnyckanua [2-6, 11, 19].

[Mpouenypa NnpoBOAUTCH B COOTBETCTBUM C COrNTacUTENb-
HbIM JOKYMEHTOM (B COOTBETCTBUU cO cTaHZapTom SNMMI/
EANM) [20].

PexkomeHayeTcs npoBOAWUTL CUMHTUIpaduio MoYeK
M MOYeBbIAENUTENIbHOW CUCTEMbI AN BbIABIEHUA O4aros
HedpocKkneposa AeTaM A0 3 NeT C aTUMUYHbIM TeYEeHUEM
MHOEKLUN MOYEBBIBOAALLMX NYTEN HE paHee YeM Yepel3 4—6
MecC rnoce OCTPOro ann3oja v nNpu peLuamBmpyloem Teye-
Huv [1, 2, 5, 8]. YpoBeHb y6eAUTENbHOCTU PEeKOMeHAa-
U1 — C (ypoBeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5).

CumnHTUrpadusa NoYeK U MOYEBBLIAENUTENLHON CUCTEMDI
(ctaTnyecKas HedpocUUHTUrPadKra) MPOBOANUTCH MPU:

* peunamsupyowmnx KUMI Ha ¢oHe aHOManum pas-

BMTUS MOYeBOW cucTembl, B Tom 4ducne [IMP (1 pas

B 1-1,5 roga);

°  peuunausupyowmnx MMM 6e3 CTPYKTYPHbIX aHOManumn
mMoyeBou cucTtemsl (1 pas B 1-1,5 roaa).

B nocnegHue rofbl 60fblunMii MHTepec npeactaBiaseT
MarHuTHO-pe3oHaHcHaa Tomorpaduyeckasa yporpadus
(MP-yporpadus) B cBA3K C OTCYTCTBMEM JIyHEBOW HarpysKku
(cM. HWKe).

BHyTpuBeHHylo yporpaduio, MP-yporpacduio peKomeH-
[yeTca NMPUMEHATb B KavyecTBe BCNoOMOraTenbHONM MeToau-
KW ONS BblABNEHUA OOGCTPYKLMM MOYEBLIBOAALWMX NyTEN,
aHomanuMu pas3BUTUA OpPraHoB MOYEBOM CUCTeMbl (nocrne
ncknoyenuns NMMP) [2-5, 12]. YpoBeHb y6eAUTENIbHOCTHU
peKkomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbcTts — 5).

MP-yporpacdus umeeT onpefeneHHble npenmyliectsa
W nepej ctaTMyecKon HedpoCUMHTUIpadUen: OHa HEUHBA-

3UBHa (He HY)XHO BBOAUTb papmnpenapar B BEHY), He HeceT
JlyHeBOW Harpysku, He TpebyeT MHOro BpPeMeHMu (uccne-
[loBaHuWe, Kak npaswno, agnutca 20 MUH), NO3BONSET AND-
dpepeHumpoBaTb 04arm OCTPOro BOCMajeHWa OT o4aros
$nbpo3a (Npu cTaTU4ecKom HedpoCcUUHTUIPadUN OHU MOTYT
ObITb MHTEPMPETUPOBAHBI KaK pyoLoBble o4aru) [7]. OgHaKo
MeToMKa TpebyeT aHecTe3noNornyeckoro obecneyeHus
y psja nauveHToB, a TaKxe npejanonaraeTr LOCTYNHOCTb
MP-tomorpada n cCoOBMECTMMOro ¢ HAM aHecTe3nonorunye-
CKOro o6opyaoBaHus.

AHecTe3nonornyeckoe nocobue (BKAOYaa paHHee
nocneornepauMoHHOe BELeHNE) — MO MOKa3aHUAM.

KomnbloTepHas ToMmorpadusa novyek M HaAno4YeYHWKOB
ucrnonb3dyeTcs AN 06Hapy)KeHUA 30HasbHbiX AedeKToB
BOCNa/MTENbHOIO XapaKktepa (Hanpumep, abCuecc MoYKw).
N3-3a BbLICOKOW CTeneHW 06y4YeHWss U pUCKa MOJIyYeHUs
apTedaKToB NpU ABUXKEHUN pebeHKa PyTUHHO HE MPOBOAUT-
cs. 0693aTenbHO NOA KOHTPOAEM PYHKLMM No4vek (pacyeT
CKD).

Pacyet CK® y neten cnegyet npoBoauTb No dopmynam,
oTAaBas npeanoyteHne popmyne Lsapua.

He pexomeHayeTcs PYTMHHO MPOBOAWUTL LIMCTOCKOMMUIO
netam ¢ UMI. TonbKo HebGonbwas Koropta nauueHToB
c Tsenbimun cteneHamu NMMP, ypetepouene, NMMP npu nno-
XOM OTBETE Ha KOHCepBaTUBHYIO Tepanuio, NoLO3PEHUU
Ha yaBOeHWe cobupaTenbHOM CUCTEMbI, YypeTepoLerne,
0OCTPYKLUMIO YpeTpbl HyXKAaeTcs B LaHHOM UccliefoBaHuu
[7]. YpoBeHb y6eauTenbHOCTU pekomeHaauuin — C (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbcTB — 3).

JIEMEHME

KoHcepBaTuBHOE neyeHue

PeKkomeHpyeTca 6e3oTnaratesibHoe Ha3Ha4YeHWe aHTU-
OaKTepuanbHbIX NpenapartoB CUCTEMHOrO [LEeNCTBUSA Mauu-
eHTaMm ¢ MM (He foxupasch pesdynbraToB nocesa) (Tabn. 2)
[2, 3, 5, 21]. YpoBeHb y6eaUTENbHOCTU peKoMeHAaa-
uun — C (ypoBeHb JOCTOBEPHOCTHU JoKa3aTenbCcTB — 5).

Mpn HazHayveHun [IMI1 peKomeHOyeTCAa OpPUEHTUPO-
BaTbCA Ha pervoHasnbHble AaHHble O 4yBCTBUTENbHOCTH
yponaToreHoB c uenbtlo Bbibopa Hanbonee abdOeKTUBHOIO



Ta6nuua 2. IMnupuyeckan aHTUOUOTUKOTEPanua BHEGONbHUYHBIX UMIT y neTen
Table 2. Empirical antibiotic therapy of community-acquired UTls in children

Linctut (nepopanbHbii npuem NMMIM)

lMpenapatbl Bbi6GOpa

A/bTepHaTUBHbIE Mpenaparbi

dypasunaunH (c 3 net)
HuTpodypaHToUH (Cc 6 net)

npumMeHeHua — c 12 ner)

AMOKCHLMNNKH + KNnaBynaHoBas KucnoTa (¢ 3 mec)

dochomunumH (Gopmbl Ansi nepopanbHOro

Ledunkeunm (c 6 mec)

Lledypokeum (¢ 3 mec)

Llednonokenm (¢ 12 ner)

Ko-TpumoKcason [cynbdameTokcason + TpumetonpuMm] (¢ 6 Hep) (TosIbKo rnpu
M3BECTHON YYBCTBUTE/IbHOCTM BO36YAUTEIS)

NMuenoHedput (NnepopanbHbii npuem NMMM)

lMpenapatbl BbI6GOpa

A/bTepHaTUBHbIE Npenaparbi

Ledukeum (c 6 mec)
Ledypokcum (c 3 mec)

AMOKCHULMANKH + KNnaBynaHoBas KucnoTa (¢ 3 mec)

Ko-TpumoKcason [cynbdameToKkcason + TpumetonpuMm] (C 6 Hep) (TosIbKO rpu
U3BECTHOM YyBCTBUTENILHOCTU BO36YAMTESS)

MuenoHedpuT (napeHTepanbHoe BBeaeHue MMM)L

Hetsixxenoe TeyeHne

Mpenapartbl Bbi6GOpa

AnbTepHaTUBHbIE NpenapaTbl

Lledtprakcont
LledoTakeum (c O mec)?
LedTasunaum (c O mec)
Ledenum (c 2 mec)

AMOKCHUUMWANIMH + KNaBy/laHOBas KUCNoTa (TO/IbKO Mpu 3BECTHOM
4yBCTBUTE/IbHOCTH BO36YyamnTe5) (C O Mec)

OpTaneHewm (c 3 mec)

dochomuumH (¢ O mec)

AMuKaumH (c O mec)

Tsxxenoe Tre4eHne

Mpenapartbl Bbi6GOpa

AnbTepHaTUBHbIE NpenapaTbl

JpTaneHem (c 3 mec)

MMuneHem + LmnactaTuH (¢ 3 mec)
MeponeHeM (c 3 mec)
docdomuumt (c O mec)

LedTtasunaunm + [aBubakTam] (¢ 3 mec)

LedonepasoH + [cynbbakTam] (c O mec)

MunepaumnnunH + [Tazobaktam] (c 12 net (c 2 neT — npu nHGeKuumn Ha GoHe
HENTPONEHUN))

LledpoTakcum + [cynb6aktam] (¢ O mec)?

Ledenunm + [cynbbakTam] (C 2 mec)

AMuKaumH (c O mec)
leHTamMuumH (¢ 1 mec)3

AMOKCULMANKH + [cynbBakTam]? (¢ O Mec)

AMAUUMANKH + [cynb6aktam]? (c O mec)

AMOKCUUMAMIMH + [KNnaBynaHoBas KUCNoTa] (TOJIbKO Npy M3BECTHOM

4yBCTBUTE/IbHOCTM BO36YAnUTENS1) (C O Mec)

Mpumeyarne. <> — npoTUBONOKa3aHMe: HE[JOHOLWEHHbIe AeTW B BO3pacTe [0 41 Hefl BKIIOYUTENbHO (CyMMapHO reCTaLMoHHbI U XPOHOO-
FMYECKMIN BO3PACT); AOHOLWEHHbIE HOBOPOXAEHHbIE (< 28-1HEBHOr0 BO3pacTa); <2> — UMEITCA BO3PACTHbLIE OrpaHMYeHns B 3aBUCUMOCTH
oT cnoco6a BBeAEHWa npenapata; <3> — NPOTMBOMNOKa3aH HOBOPOX/AEHHbIM (0 1 MeC), B TOM 4MCNe HE[OHOLEHHbIM AeTaM (B CBA3M C
BbICOKUM PUCKOM Pa3BUTUS OTOTOKCMYECKOTO U HEDPOTOKCUHECKOro AeNCTBMUA); <*> — nocne napeHTepanbHoOro BBeAeHUs MOryT UCMOSb-
30Batbcs nepopanbHble MM (cTyneHyaTtas Tepanus). MMM — npoTUBOMUKPOGHbIE NpenapaThbl.

Note. <> — contraindications: premature infants up to and including 41 weeks of age (total gestational and chronological age); full-term
newborns (< 28 days of age); <>> — there are age restrictions depending on the method of administration of the drug; <3> — contraindicated
in newborns (up to 1 month old), including premature infants (due to the high risk of ototoxic and nephrotoxic effects); <*> — after parenteral
administration, oral AMDs (step therapy) can be used. AMDs (IMIT) are antimicrobial drugs.

npenapata ang repanuu [2, 3, 5, 21]. YpoBeHb YyoeaUTENb-
HOCTU peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTtenbcTB — 5).

PekomeHZOBaHO MooOWpPATb ajgeKBaTHOe NnoTpebieHue
WIOKOCTH, PerynsapHoe OMopPOXHEHME MOYEBOro ny3bips
Kaxable 1,5-2 4 1 He 3agepuBaTb MOYYy [0 NOCNEeLHEN
MUHYTbI [7]. YpOBEHb Y6 AUTEIbHOCTU PEKOMeHJaLuumn —
C (ypoBeHb OCTOBEPHOCTH fJOKa3aTeNbCcTB — 3).

Tak>ke cnepnyeTt NPOBOAUTL TULATENbHYIO TMIMEHY MOJO-
BbIX OpraHoB. [UrneHnyeckne MeponpuaTus cnegyert cobio-
haTb 1 nocse ocTporo anusoaa MMII.

PekomeHayloTCS CBOEBPEMEHHOE BbIFBJIEHWE U KOp-
peKLMa HapyLWeHUN YPOLUHAMUKMN NPU UX HANUYUK C LieNblo

npegoTepalleHus peunamsos MMM [2-4, 6]. YpoBeHb y6e-

AUTENbHOCTU peKomeHpauuin — C (ypoBeHb AOCTO-
BEpPHOCTU AOKa3aTtenbcTB — 5). [poBoanTCH B cTaauu
pemuccuu.

PekomeHayeTCca KOHTPO/NIMPOBaTb pPerynasapHoCcTb Oro-
POXHEHUA KUWEYHUKa BCeM nauueHTam C MNepeHeceH-
Hon MMI ang npepynpexxaeHus MHOULMPOBAHUA NUM-
doreHHbIM nyTem [4, 18]. YpoBeHb y6eAUTENIbHOCTHU
peKkomeHaauui — C (ypoBeHb JOCTOBEPHOCTU lOKa3a-
TenbcTB — 5).

Mpn HanuM4ymMm 3anopoB M WUHOW MaToNOrMK, BAMSIOLLEN
Ha BO3HWKHOBeHWe/peunamsuposaHue MMII, neveHme npo-
BOAMTCH COIMMacHO COOTBETCTBYIOWMUM PEKOMEHAALMAM.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6auuya 3. [lo3nMpoBaHue NPOTMBOMUKPOGHLIX NpenapaToB Ans npuemMa BHYTpb y aeteit ¢ UMI ¢ HopmanbHOW dyHKLUMEN novyek

(CK® 90 mn/MuH)

Table 3. Dosage of antimicrobial drugs for oral administration in children with UTIs with normal renal function (GFR 90 ml/min)

MM (MHH)

PexXum fo3upoBaHua

AMOKCULMANUH + [KNaBynaHoBas K1coTa)

[etv po 12 net: 45-60 Mr/Kr/cyT (M0 aMOKCULMANKHY) B 2—3 npuema
[eTv ctaplwe 12 net (Mnm ¢ maccow tena > 40 Kr): 500/125 mr 3 pasa
B CYTKM unn 875/125 Mr 2 pasa B CyTKM

[eTtv oT 6 no 12 net: 3 mMr/Kr/cyT B 3—4 npnema

HuTpodyparTouH [etv ctapwe 12 net: no 100 Mr 2 pa3a B CYTKM
LlehKCeHM [eTtn o1 6 Mmec fo 12 net: 8 mr/Kr/cyT B 1-2 npuema
[etv ctapwe 12 net: 400 mr 1 pa3 B cyTKM nnun 200 mr 2 pasa B CYyTKH
LledypOKEHM Oetn ot 3 Mec go 12 net: 10-15 Mr/Kr (Ho He 6onee 250 mr) Kaxable 12 4
yp [Hetun ctapwe 12 net: 250-500 Mr Kaxkable 12 4
Llednogokcum [etu ctapwe 12 net: 100 Mr Kaxable 12 4

dochomuumH (bopMbl ANs NepopanbHOro NPUMEHEHUS)

[etun ctapwe 12 neT: 3 r 04HOKPATHO

dypasnamnH (kancynbl 25 Mr)

[etv ctapwe 3 net: 25-50 Mr 3 pasa B CyTKM (HO He 6onee 5 Mr/Kr/cyT)

Ko-TpumoKcason [cynbdpameToKcason + TpUMETONpUM]
(cycneHsus ¢ 6 Hep, TabneTku ¢ 3 neT)

CycrneH3us

[etn 6 Hep — 5 Mec: 120 Mr (2,5 mn) 2 pa3a B CyTKH
[etn 6 mec — 5 net: 240 mr (5 M) 2 pasa B CYyTKU
[etn 6-12 net: 480 mr (10 mn) 2 pa3a B CYyTKH
[etun ctapwe 12 net: 960 mr (20 mn) 2 pa3a B CYyTKU
Tabnetkun

[etn 3-5 net: 240 mMr 2 pa3a B CyTKM

[etn 6-12 net: 480 Mr 2 pa3a B CYyTKHK

[etun ctapwe 12 net: 960 Mr 2 pa3a B CYyTKH

lNpumeyanmne. MHH — mexayHapojHoe HenaTeHTOBaHHOe HauMeHOBaHMe.

Note. INN (MHH) — international nonproprietary name.

PekomeHayeTca ymeHblweHne fos3bl [MMI B 3aBucu-
mMocTh oT CKP nauueHTam ¢ HapyweHuem GyHKLMU NoYeK
COMMacHO MHCTPYKUMSAM MO NMPUMEHEHWUIO C LIENbl JOCTU-
¥EeHUS MaKcuManbHoro apdeKkTta Tepanmm 1 MMHUMKU3aLINK
Nno6oYHbIX 9BNeHun [4, 21, 22]. YpoBeHb yoeaAUTENbHOCTHU
peKomeHgauuin — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 5).

B T1abn. 3 npeacrtaBfieHbl O03bl NpenapaToB Yy AeTen
¢ UMI1 ¢ HopmanbHON GYHKLMEN NOYEK.

Y rocnutann3npoBaHHbIX MauMeHTOB, OCOBEHHO rpya-
HOro BO3pacTa, KOTOPbIM TPYAHO MPUHUMMaTb U yCcBauBaTb
npenapaTt BHyTpb, 06bl4HO ABT pekomeHayeTcs HayuHaTb
C napeHTepanbHOro (B MepByl o4yepedb, BHYTPUBEHHO-
ro) nytn seeaeHus MMI1 B nepBble 24-72 4 (cM. Tabn. 2)
C nocneaylwmnm nNepexoaoM Ha nepopanbHbii NpUeMm.
Mpn OTCYTCTBUM BblparKEHHOM MHTOKCUKALMKM W COXpaH-
HOW CcrnocoBHOCTU pebeHKa nony4vyaTb npenapaTt BHYTPb
PEKOMEH0BaHO Ha3HayeHue nepopanbHoro npuvema MM
C nepBblX CYTOK [2-5, 21]. YpoBeHb y6eaAUTE/IbHOCTHU
peKomeHgauuin — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 5).

B T1a6n. 4 npuBeaeHbl OCHOBHble, Hanbofnee 4acTto
BCTpevatoumecs BapuaHTbl cTyneH4yaton ABT (nepeBoj
C NapeHTepanbHOro Ha nepopasnbHoe BBeAeHMEe npenapa-
TOB C OMHAKOBbIM aKTUBHbIM BELLECTBOM), le4EHUE MOXKET
KOPPEKTMPOBaTbLCA MO MHANBKUAYA/IbHLIM MOKa3aHMAM.

Mpn ocTpom nuenoHedputTe peKoMeHaoBaHa ANUTENb-
HocTb ABT B cpeaHem He meHee 10 aHewn. bonee anutenb-
Hble KypCbl HE MMEIOT NPeUMyLEeCTB B NiaHe npegorepa-
LeHnsa peumaneos [3, 23, 24]. YpoBeHb yoeaAUTENbHOCTHU
peKomeHgauuin — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 3).

bonee KOpoTKMe KypcChbl Npu nMenoHedpuTe CONPSXKEHbI
C NOBbIWEHHBIM PUCKOM peumanBa MHbeKumnm [3, 25].

Y peten npu MHOEKLMAX HAXKHUX MOYEBbLIBOASALLMX NyTEN
(umnctut, ypetput, UMl 6e3 nnuxopaaKku) peKoMeHa0BaH Npu-
em NMI1 B Te4yeHne 5-7 gHen (MCKNOYEHNE — OQHOKpPATHbIN
npuem dochomuumMHa NP OCTPOM LUCTUTE). TaKasa onuTeNb-
HOCTb Kypca B 60/bLMHCTBE Cly4YaeB sBASETCH LOCTaTOu-
HOoM [2-5, 22]. YpoBeHb y6eaUTENIbHOCTU peKoMeHjaa-
umn — C (ypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5).

He pekomeHayeTca NpoBeAeHNe CBEPXKOPOTKMUX KypCoB
ABT (< 5 gHen) npu UHPEKUUAX HUKHUX MOYEBLIBOASALLINX
nyten (uuctut, ypetput, UMl 6e3 nuxopagku) (MCKoye-

Ta6nuua 4. OCHOBHblE BapuaHTbl CTyNeH4YaTowm
aHTUGHOTUKOTEpanuut

Table 4. The main options for step-by-step antibiotic therapy

MapeHTepanbHbii MMN MMI gna npuema BHYTpPb

LedTprakcoH

LedoTtakcum Ledypokcnm
LedTasnanm Ledunkcum
Ledennm

AMOKCUUMNINH +
[knaBynaHoBas KMcnoTal
AMOUUMAAKH + [cynbbaKTam]
AMOKCHUUMANWH + [cynbbaKTam]

AMOKCHUUMNNNH +
[knaBynaHoBas kucnoTtal

MpumeyaHune. <> — npu nepesoge ¢ NapeHTepanbHOro BBeaeH!s
apyrux MMM Ha npuem MM BHYTpb cneayeT y4uTbiBaTb pe3ynbra-
Tbl 6aKTEPUONOrMYECKOr0 UCCNEeOBaHUS U ONpeaeNieHns YyBCTBU-
TeNbHOCTU (BbIGOP v fo3bl [TMI Ang npuema BHYyTpb — CM. Tabn. 3).
MMIT — NpPOTMBOMUKPOGHbLIE Npenaparsl.

Note. <> — when transferring from parenteral administration of
other AMDs to oral AMDs, the results of bacteriological examination
and sensitivity determination should be taken into account (selection
and dosage of AMDs for oral administration — see Tab. 3). AMDs
(MMM) are antimicrobial drugs.



Ta6nuua 5. IMnMpuyeckas aHTUGaKTepuanbHasa Tepanus
HO30KOMManbHbIx UMMy neten [26-28]

Table 5. Empirical antibacterial therapy of nosocomial UTls

in children [26-28]

Mpenapartbl BbIGOpa

AnbTepHaTUBHbIE Npenaparbl

CtapToBasi MOHOTepanus
JpTaneHem

MmuneHem + uunactatuH
MeponeHem

CtapToBasi MOHOTepanus
Lledonepas3oH + cynbbaKkTam
LlepoTakcum + cynbbaktam
Ledenum + cynbbaktam

CrapTtoBas
KOMGMHUpOBaHHaa Tepanua”
JpTaneHem

MMuneHem + umnnactaTuH
MeponeHem

+ AMUHOIIMKO3MA (@MUKaLMH,
reHTamMmuLMH)

nwin

+ dochdomunumH

CrapTtoBas
KOMOGUHUpPOBaHHasA Tepanua*
Lleponepas3oH + cynbbaKkTam
LlepoTakcum + cynbbaktam
Ledenum + cynbbaktam

+ AMUHOIIMKO3MUA (@MUKaLMH,
reHTamMmuLmH)

uwin

+ dochdomunumH

Mpu HeNnepeHoCUMOCTH
B-nakTamoB
(6eTa-nakTaMHbIX
aHTUGaKTepMuanabHbIX
npenapaTtoB)
AMWHOIMMKO3KA (@MUKaLMH,
reHTamMmuLmH)

+ dochomuumH

lMpumeyaHue. <*> — B ClyHae TAXKENOro TeYEHUS.
Note. <*> — in case of severe flow.

HME — OOHOKpaTHbIM npuem dochomMulMHA NPU OCTPOM
umctute) [7, 21, 22]. YpoBeHb y6eAUTENIbHOCTU PEKo-
mMmeHpauun — C (ypoBeHb JAOCTOBEPHOCTU [JOKa3a-
TenbcTB — 3).

He pexkomeHayetca Ha3HavyeHue ABT npu 6Geccum-
NTOMHON GaKTepUypuu NpU OTCYTCTBUU NENKOLMUTYPUH,
3a WCK/IYEHWEM Clly4aeB MaaHMPyeMOro onepaTtMBHOIo
BMellaTeNbCTBa Ha MO4YEBbIBOAAWMX NyTAX [2]. YpoBeHb
y6eanuTeNbHOCTU peKoMmeHaauunm — C (ypoBeHb fOCTO-
BEPHOCTHU A0Ka3aTeNbCTB — 5).

TakTMKa Npu MHDEKLMOHHbIX KOHKPEMEHTAXx — CM.
KIIMHUYECKNE PEKOMEHAALMM MO MOYEKAMEHHON BGONe3HM
y aeTten. Takxe BO3MOXHO paccMmoTpeTb npoBeaerHne ABT
npu agnadeTe ny 6epeMeHHbIX.

Mp1HUMas BO BHUMaHWE BbICOKYO PacnpoCTPaHEHHOCTb
PEe3UCTEHTHbIX BO3GYAMTENEN B FOCNUTaNIbHON cpele, BCEM
naunMeHTam ¢ Ho3okoMuanbHbiMM UMIT peKkomeHayeTcs Npo-
BeJeHME MUKPOBUOSIOrMYECKOrO (KYbTypasibHOM0) Uccneno-
BaHUS MO4YM Ha a3pobHble U daKynbTaTUBHO-aHa3PO6HbIe
YCIOBHO-NATOreHHbIE MWKPOOPraHU3Mbl C onpegeneHnem
YyBCTBUTENILHOCTU MWKPOOPTraHM3MOB K aHTUMUKPOGHbLIM
XMMHUOTEPANEBTUYECKMM MNpenapataMm M ¢ nocneayoLen
KoppeKuunen ctaptoBon ABT, ocoO6eHHO B cilyvyae ee Head-
deKTnBHOCTK (Tabn. 5. 6) [3]. YpoBeHb y6eauTe/IbHOCTHU
pekomeHaauuin — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbCcTB — 5).

MccnegoBaHue xenatenbHO NPOBOAMTL A0 Ha3HAYEeHUs
ABT.

Amnupuyeckni Bbibop ABT ocyllecTBnsieTcs Ha OCHOBa-
HWUW JaHHbIX O PACNPOCTPAHEHHOCTU TEX MU MHbBIX HO30KO-
MUWasbHbIX MAaTOrEHOB B KOHKPETHOM OTAEeNeHnn/cTalnoHa-
pe U IOKanbHbIX CBeAEHUM 06 UX YyBCTBUTENBHOCTHM K MNMIT.

[O3MPOBKK NaUMEHTAM C HapylleHUeM DYHKLMU MoYeK
KOPPEKTUPYIOTCS B COOTBETCTBUM C WMHCTPYKUMUSAMM. [103bI
napeHTtepanbHbix MMM npn UMM y geten ¢ HOpmaibHOM
dYHKLUMEN NovyeK npeactaBneHbl B Tabn. 7.

Xupypruyeckoe neuyeHue

[Onsa Tepanuun octpon MMI He TpebyeTcs.

MoreT 6biTb HEOO6XOAMMO MNpu 3aboNeBaHUNAX/COCTO-
AHUAX, obycnosnusatolwmx passutne UMII (cornacHo npwm-
HATBLIM NOAX0AaM K JIEYEHMUIO COOTBETCTBYIOLLEN ypOonorvye-
CKOWM naTtonorum).

UHoe neueHune

B neveHmn UMIT MOryT npumMeHaTbCHd METOAbl KOMMe-
MEHTapHOM W anbTepPHATUBHOM MeanuuHbl (KAM).

Metoabl KAM BKto4aloT B cebs CoYeTaHUe pasfuny-
HbIX NMOAXOA0B K Tepanuu, He OCHOBAHHbIX B MOJSIHON Mepe
Ha MpuHUMNax TPaaWLMOHHOM MeauUMHbl. B To e Bpems
dyHoameHToM KAM 9BRSI0TCA AaHHble peanbHOW Hay4HO
060CHOBAHHOW KJIMHMYECKOM MpPaKTUKKU, a B HEKOTOPbIX
ciyyasx — [AOCTOBEpPHblE pe3ynbTaTbl, COOTBETCTBYIOLINE
TPAAMUMOHHBIM KPUTEPUSIM B OTHOLIEHUM 3OPEKTUBHOCTH
n 6e3onacHocTu. TaK, gJoKa3aTenbCTBa, NOATBEPKAAKOWME
Lle1ecoo6pas3HOCTb MPUMEHEHUS OTAENbHbIX MeTogoB KAM
npu pasnun4yHblXx 3aboneBaHuUsAX, BKAOYAOT B ce6s pe3yib-
TaTbl, NpeBbIWaLMe N0 cBoern 3POEeKTUBHOCTM Nnauebo
M He ycTynawuiMe TaKoBbiM MPW CTaHAAPTHOM noaxoae
K neyeHunto [40, 41].

Takum o6pa3om, meTtogbl KAM, ncnonb3dyemble B 4ONOI-
HEHWE K OCHOBHbIM PEKOMEHAALMSAM, MOTYT NOBbLICUTb B3a-
MMOMOHUMaHMEe (KOMMMAEHC) NauMeHTa U ero poautenen
CO cneuranncToM B JOCTUKEHUWU KOHTPONS Haa 601e3HbIo,
ONTMMMU3MPOBAB OKPYXKaloly NauveHTa cpedy B nepuosa
ANUTENbHbIX KYPCOB TPAAMLIMOHHOTO IeYEHMS [0 AOCTUKeE-
HUSI MOJIHOIO €ro BbI3AOPOBAEHUS. AnbTepHATUBHOE/KOM-
NnJemMeHTapHOe JneYeHne He 3aMeHsieT TPaAWLMOHHOrO,
B TOM 4yucne ABT, Tem He MeHee, MOXXEeT NMOMO4Yb CHU3UTb
PUCKK M36bITOYHOrO npumeHeHus [MIT cuctemHoro agew-
CTBUSI U YNYYLWNTb KOMMAEHTHOCTb NaLMEHTOB / 3aKOHHbIX
npeactaBsutenen [42-44].

Mpu pelweHnn BonMpoca O NPOBEAEHWWU KOMMJIEMEH-
TapHOro neyeHus Heo6XoAMMO B3BECWUTb MOTEHLUMaNb-
HYIO MONb3Y U PUCKKU, B TOM YMUCSe YTOYHWUTb OTCYTCTBMUE
annepruyeckmx peakuun, Hanpumep Ha GUTOKOMMOHEH-
Tbl, U y4yeCcTb OCOBGeHHOCTM 3abonieBaHuUsa (Hanpumep,
npuv OKCanypuum He cneayeT HasHayaTb acKOpPOGMHOBYIO
KMCNOTY).

PeKkoMeHO0OBaHO CENeKTMBHOE Ha3HavyeHne JeTsaMm
¢ peumnaunsupytowmnmm UMM ¢ uenbio NPOPUNaKTUKK U aHTH-
6uoTnKcbeperawuero addexkta npenapara 30/10TOThbI-
CAYHMKa TpaBa + JNOGMUCTOKA JIEKAPCTBEHHOIO KOPHU +
po3mMapuHa O06bIKHOBEHHOro nucTbsd [45-50]. YpoBeHb
y6eauTenbHOCTU peKomeHaauun — C (ypoBeHb fOCTO-
BEPHOCTHU JOKa3aTtenbCcTB — 3).

lMpenapat 3010TOTbICAYHUKA TPaBa + NH0O6UCTOKa NeKap-
CTBEHHOIO KOpPHM + po3MapuHa OOGbIKHOBEHHOIO NCTbS
MOXeT OblTb Ha3HayeH B BO3pPacTHOM AO3UPOBKE AETAM
¢ 1 roga oo 6 netr B popme Kanenb, cTapwe 6 ner —
B dopme TabneToK B OCTPbIM nNepuoa B AononHeHune K ABT,
a TaKe nocse KynupoBaHUsa NposiBIEHU KypcoM 2—4 Hep
npu yCroBWW OTCYTCTBMSA YyBCTBUTENLHOCTM K pacTeHWAM
CeMENCTBa 30HTUYHbIE (B TOM YMCIE K aHWUCY U PeHXento),
a TaKXXe K aHeTosy (KOMMOHEHTY 3MpPHbIX Macen Takmx pac-
TEHUN KaK aHuC, GeHXenb).

PekomeHgoBaHo getam ¢ octpbimyn UMIT cenexkTuBHOE
NPUMEHEHME B KadyecTBe AOMONHUTENbHON Tepanuu K ABT
C LieNblo NoBbIWEHUS 3ODEKTUBHOCTU TEPANUN U CHUKEHUS
puUCKa pa3BUTUS peLMAMBOB NpenapaTa 30/10TOTbICAYHMKA
TpaBa + NOGUCTOKA JIEKAPCTBEHHOIO KOPHKU + po3MapuHa
06blKHOBEHHOrO nncTbsl [50]. YpoBeHb y6eaUTe/IbHOCTHU
pekomeHpauun — C (ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).
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KJIMHUYECKUE PEKOMEHAALUUU H CLINICAL RECOMMENDATIONS

Ta6nuua 6. PekoMeHAaLMM N0 3TUOTPOMHON aHTUBMOTUKOTEPANUM HO30KOMUanbHbIX UMM y feTein [28—-35]
Table 6. Guidelines for etiotropic antibiotic therapy of nosocomial UTls in children? [28—-35]

Bo36yaurtenb

Mpenapartbl BbIGOpa

AnbTepHaTUBHbIE Npenaparbl

Mpu HenepeHOCUMOCTH B-NaKTamMoB

Enterobacterales (E. coli, K. pneumoniae, OpTaneHem
(6eTa-naKTaMHbIX aHTUGAKTEpPUaNbHbIX
Enterobacter spp.), BJIPC+, MMuneHem + umnactaTuH
npenaparoB)
Kap6aneHeMo4yBCTBUTE/bHbIE LUTAMMbI MeponeHem

AMUKauuH £ bochomMMLMH

Enterobacterales (E. coli,
K. pneumoniae, Enterobacter spp.),
Kap6aneHeMopPe3UCTEHTHbIE WTaMMbI

LedTasmanm + [aBubaKTam] + astpeoHam?

AMUKaunH £ bochomMMLMH
MonumukenH B = dochommumH

P. aeruginosa, WwraMmbl, YyBCTBUTEbHbIE
K Kap6aneHemam u LedanocrnopuHam

LedTtazngum
Ledennm
MMuneHeMm + umnacTtaTuH
MeponeHem + aMUKaLmH
MonnMuKcuH B + a3TpeoHam

Mpu HenepeHOCUMOCTH B-NaKTamMoB
(6eTa-naKTaMHbIX aHTUGAKTEpPUabHbIX
npenaparoB)

AMMKaLMH £ docHoMULMH

P. aeruginosa, kKap6aneHemMope3nCTEHTHbIE
lwTaMmbl

MonuMuKenH B + Kap6aneHem (MMUNEHEM UM MEPOTMEHEM)

MonumuKkenH B + dochommunu
LledTazmamm + [aBnb6aKkTam] + a3TpeoHam

dochoMULMH + KapbGaneHeM (MMUMEeHEM + LunactaTuH Unn MeponeHem)

Acinetobacter spp.,
Kap6aneHemMo4yBCTBUTESNIbHbIE LUTAMMbI

MMUNeHeM + umunacTaTuH
MeponeHem

Mpu HenepeHOCUMOCTH B-NaKTamMoB
(6eTa-naKTaMHbIX aHTUGAKTEPUaA/IbHbIX
npenapaToB)

AMUKaLMH
Ko-TpumoKkcaszon

Acinetobacter spp.,
Kap6aneHeMopPe3nCTEHTHbIE WTaMMbl

MonnmuKcuH B

AMUKaLMH
Ko-TpumoKkcaszon

E. faecalis, aMNUUMNNUHOYYBCTBUTENbHbIE NnHezonug
AMNUUMANKH £ TeHTaMULMH
lwTaMMmbl BaHKOMULMH
[pyrve aHTEPOKOKKM (He E. faecalis), NnHezonug
YYBCTBUTE/IbHbIE K BAHKOMULIMHY BaHKOMULMH
BaHKOMUWLUMHOPE3UCTEHTHbIE WTaMMbI
NnHezonung
Enterococcus spp.
Mpu HenepeHOCUMOCTH B-NaKTamMoB
OKcauunnuH (6eTa-naKTaMHbIX aHTUGAKTEpPUasbHbIX
MeTULMANUHOYYBCTBUTENbHbIE LUTAMMbI AMOKCULMNNNH + KNlaBynaHoBas KucnoTta npenaparoB)
S. aureus AMMNUUMNNKH + cynbbaKTam BaHKOMULWH
LedazonuH NnHezonung
Ko-TpumoKkcaszon
MeTULMNNNHOPESUCTEHTHbIE LUTaMMbl
S. aureus BaHKoMULMH
JInHesonug
MeTULMNNNHOPESUCTEHTHbIE LUTaMMbl Ko-TpumoKcazon
S. epidermidis

Mpumeyarune. <> — B n6oM cnydae BbIGop MM AOMKEH NMPOBOANUTLCA HA OCHOBAHUW Pe3yNbTaToB ONpefeneHNUs YyBCTBUTENbHOCTH
BblJJeleHHOro Bo36yanuTens; <2> — B crlyyae Taxenoro TeyeHus. b/IPC — 6eTa-nakTamasbl paclUMPEHHOro CNeKTpa.

Note. <!> — in any case, the choice of AMDs should be based on the results of determining the sensitivity of the isolated pathogen; <2> — in
the case of severe course. ESBL (BJIPC) — extended-spectrum beta-lactamases.

PekomeHaoBaHo getam ¢ cumntomamu octpon UMI, noa-
TBEPXK/AEHHON BAKTEPUONOrMYECKHU, CENEKTUBHOE Ha3Hayve-
HWE B KayecTBe A0OMNONHUTENbHOW Tepanuu K ABT ¢ uenbto
NnoBbIWEHUA 3PDHEKTUBHOCTU Tepanun U CHUKEHUS pPUCKa
Pa3BUTUS PEeLMAMBOB K/IOKBEHHOrO COKa WM 3KCTpaKTa
(Npy OTCYTCTBMM NPOTUBOMNOKa3aHun) [51-56]. YpoBeHb
y6eauTeNIbHOCTU peKoMeHaauun — B (ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTtenbcTB — 1).

PekomeHgoBaHo getam ¢ ocTpbiMu MMIT gononHu-
TenbHO K ABT ceneKkTMBHOE Ha3HayeHue npenapaTos,
cojepxalmx npoTMBOAMAPENHbIE MWUKPOOPraHU3Mmbl,
B YacCTHOCTM wWwTaMMmbl Lactobacillus, Bifidobacterium
lactis w S. boulardii bacteria, ¢ UeNnbld MNOBbIWEHUSA
3QDEKTUBHOCTM Tepanuu U CHUKEHUS PUCKaA pa3BUTUA
peunamBoB [57-59]. YpoBeHb y6eaUTENIbHOCTU PEKO-
mMeHaauun — C (ypoBeHb [AOCTOBEPHOCTU [AOKa3a-

TenbcTB — 4). MmetoTca coobLUeHNss O NMONOKUTENBHOM
adbeKTe faHHOrO BMelwaTenbCcTBa, OAHAKO TpebytoTcd
[ONOSIHUTENbHbIE UCC/IEA0BAHMUS.

NMPO®UJIAKTUKA U AUCINAHCEPHOE
HABJIIOAEHUE
MpodunakTuka
Bcem petdAmM B KayecTBe MNepPBUYHOM NPODUNAKTUKM
peKOMEH0BaHbI:
® perynsipHoe OMopOXHEHWEe MOYEBOro My3bIps U KULLeY-
HUKa;
® JocTato4yHoe notpebneHne KUAKOCTU (B duanonorunye-
CKOM 06beme);
® TUrMeHa Hapy»HbIX NONOBbLIX OpraHoB [60-63].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BeHb JOCTOBEPHOCTU JOKa3aTe/ibCcTB — 5).




Ta6auua 7. [l03MpoBKa nNapeHTepasbHbIX NPOTUBOMUKPOBHLIX NpenapaTtos npu MMIy aeTei ¢ HopmanbHoi dyHKLUMeh nodex? [26-28,

30, 31, 33, 35-37]

Table 7. Dosage of parenteral antimicrobials for UTls in children with normal kidney function® [26-28, 30, 31, 33, 35-37]

o MeHee 1 Hepy — 25 Mr/Kr Kaable 12 42
[o3bl MeHee unu paBHble 500 Mr cnefyet BBOAUTL B/B
B TeyeHne 20—30 MUH

nmImn (MHH) MyTb BBeaeHus CyTo4yHas fo3a KpatHocTb BBeieHUA
[etn oT 9 mec o 12 net: 90 mr/Kr/cyT B 3 BBEAEeHUS
A3TpeoHaMm B/B, B/M
[etun ctapwe 12 net: 1-2 r/cyT, Npy TSKENbIX UHPEKLUUAX —
B 2—4 BBeaeHus
6 r/cyT (He > 8 r/cyT)
HefnoHolWweHHble HOBOPOXAEHHbIE: HaYaNbHas Jo3a — 5 1 BBEACHME
10 mr/Kr/cyT, 3aTeM — 7,5 mr/Kr/cyT A
AMMKaUMH B/B, B/M . —
) /8B, B/! HoBopoxaeHHble 1 AeT Ao 6 neT: HavyanbHas 4o3a B 2 BBEACHMUS
10 mr/kr, 3atemM — 15 mr/Kr/cyT
[etun ctapwe 6 net: 15-20 mr/Kr/cyT B 2—-3 BBEAeHUS
[etn ¢ maccon Tena < 40 kr: 50-100 mMr/Kr/cyT
AMMOULMANNH B/B, B/M B 4 BBEeAeHUs
[etn c maccon Tena > 40 kr: 4,0-8,0 r/cyT
HoBopoxaeHHble A0 1 Hea U HeJoHOWeHHble: 50 Mr/Kr/cyT B 2 BBEACHNUS
(Npu nepecyeTe Ha aMNULUNINH)
Amnuumnnud + B/B, B/M [Jetn o1 1 mec fo 12 net u ¢ maccow tena < 40 Kr:
cynb6aKTam ' 150 Mr/Kr/cyT; Npu TaxenblX MHGeKkunax — fo 200 mr/Kr/cyT B 3—4 BBefeHns
(Npu nepecyeTe Ha aMMULLUANUH)
[etun ctapwe 12 net: 6-12 r/cyT B 3-4 BBeAeHus
[etv no 3 mec (Mamn Mmaccow Tena < 4 Kr): B 2 BEENCHNS
60 Mr/Kr/cyT A
AMOKCHLMIINH . .
+ KNaByNaHOBaS 8/B [eTtvn po 3 mec (Mnn maccon Tena > 4 Kr): 60 mr/Kr/cyT B 3 BBeAeHUs
KucnoTa
Oetn ot 3 mec o 12 net: 90 mr/Kr/cyT B 3 BBEAEeHMS
Oetn ot 12 net: 3,6 r/cyT B 3 BBEAEHUS
Oetv pno 2 net: go 100 mr/Kr/cyT B 2-3 BBEAEHUS
(Npu nepecyeTe Ha aMOKCULUIIINH)
[etv ot 2 no 6 net: 750 mr/cyT B 3 BBECHUS
(Npu nepecyeTe Ha aMOKCULIUIIINH)
AMOKCULUMANKH +
B/B, B/M
cynbb6aKTam
Oetn ot 6 go 12 net: 1,5 r/cyT
B 3 BBEAEHUs
(Npu nepecyeTe Ha aMOKCULUIIINH)
[etu ctapwe 12 net: 2-3 r/cyT & 2—3 BBEACHNUS
(Npu nepecyeTe Ha aMOKCULUIIINH)
BaHKOMUUMH B/B Hetn ot 1 mec go 12 net: 30 Mr/Kr/cyT B 3 BBEEHUS
[etn 1 mec — 2 roga: 6 mr/Kr/cyT
[eHTamMuUKnH B/B B 3 BBEAeHUA
[etv ctapwe 2 net: 3—-5 Mr/Kr/cyT
[etn < 3 mec (c Becom > 1500 r):
° 0T 4 Hep Ao 3 mec — 25 MI/Kr Kaxable 6 4;
MmuneHem +
e o011 00 4 Hepn — 25 Mr/Kr Kaxable 8 4; B 3aBMCUMOCTHM OT BO3pacTa
uMnacTtaTuH B/B, B/M

(cM. cTon6eu, «CyTo4Hasa go3a»)

PEDIATRIC PHARMACOLOGY. 2025;22(1)

NEAUWATPUYECKAA ®PAPMAKOJIOIUA / 2025 / TOM 22 / N2 1



CLINICAL RECOMMENDATIONS

KJUWHUYECKUE PEKOMEHAALUU

Ta6nuua 7. MNpogonxkeHne

Table 7. Continuation

MMM (MHH)

MNMyTb BBEAEHUA

CyTo4yHasa go3sa

KpaTHoCcTb BBefieHUs

UmuneHem +

[etn ot 3 mec ¢ maccor Tena < 40 Kr:
40-60 Mr/Kr/cyT (He > 2 1/cyT) (He NpUMeHseTca y aeTew

B 4 BBeAeHUA

100-150 mr/Kr/cyT

LMnacTaTMH B/B ¢ BecoM Tena < 30 Kr v HapyLeHHO! GyHKLMe noyeK)t
[etn ¢ maccor Tena > 40 kr: 2-3 r/cyT B 3—4 BBeAeHUs
[etn B Bo3pacTte oT 3 40 12 net
13 pacyeta 30 mr cynbdameToKkcasona
M 6 Mr TpUMETOoNpUMa/Kr/cyT: B 2 BBEAEHUS
e neTun B Bo3pacTe oT 3 10 5 et — 2,5 mn Kaxable 12 u;
e neTn B Bo3pacTe oT 6 o 12 neT — 5 MA Kaxkable 12 4
Ko-TpumoKkcaszon
[cynbdameToKcazon B/B
+ TpumeTonpum] [eTv B Bo3pacTe o1 12 go 18 neT:
800 mr cynbpameToKcasona n 160 mMr TpumeTanpmuma
(2 amnynbl (10 mn)) Kaxable 12 4 B 2 BBeAeHus
B cnyyae o4eHb TaxenblX MHOEKLMUA BO BCEX BO3PACTHbIX
rpynnax Bpay MOXeT MPUHSATb PeLIeHUE YBENUYUTb A03Y
Ha 50%
Hetv no 12 net: 30 Mr/Kr/cyT B 3 BBEAEHUA
NnHezonung B/B
[etu ctapwe 12 net: 20 Mr/Kr/cyT B 2 BBeAeHus
[leTn oT 7 gHew »u3Hu Jo 1 mec: 20 mr/kr3 B 2 BBeAeHus
Oetn ot 1 mec: 10-20 Mr/Kr Kaxable 8 4
B 3 BBeAeHus
(NpK OCNOXKHEHHBIX MHDEKLMUAX)
MeponeHem B/B
[etn ot 3 mec ao 12 net: 30-60 mr/Kr/cyT,
B 3 BBEeAEHUSA
npu TSHKeNbIX MHOEeKUnax — ao 120 mr/Kr/cyT
[etv ctapwe 12 net (unm ¢ maccow Tena > 50 Kr): 3—-6 r/cyT B 3 BBeAeHus
[etn po 3 mec: 60-80 mr/Kr/cyT
[etv ot 3 mec go 2 net: 1 r/cyt
OKcauunnuH B/B, B/M B 4 BBeAeHus
[etv ot 2 o 6 net: 2 r/cyT
[etv ctapwe 6 net: 2—-4 r/cyT
MoAUMUKCHH B [etv no 1 ropa: 4 mr/Kr/cyT
(npumeHsieTcH
. B/B B 2 BBEAEHUSA
B KOMOMHUPOBAHHOM [Oetu ctapwe 1 roga: BBoagHas go3a — 2,0-2,5 Mr/Kr
WK MOHOTEpPanuu) B TedyeHue 1 4, 3aTtem — 2,5-3 Mr/Kr/cyT
dochdomuumH B/B 200-400 mr/Kr/cyT B 3 BBEAEHUA
HoBopoaeHHble: 50 Mr/Kr/cyT, Npu TSXKENbIX UHPEKLUAX —
B/8 10 150-200 mr/Kr/cyT B 2-4 BBefeHNs
[etn no 12 net (Maun ¢ maccom Tena < 50 Kr): _
LledoTakcum 100-150 mr/Kr/cyT B 2—-4 BBefeHus
B/B, B/M
[etn ot 12 net (Mnn ¢ maccon Tena > 50 Kr):
B 2—4 BBeaeHus
1-2 r Kaxkable 124
HoBoporaeHHble U feTn Ao 2 mec: 25-60 Mmr/Kr/cyT B 2 BBeAeHus
LedTasmamnm B/8, B/M [eTn oT 2 mec (Mnu ¢ maccor Tena < 40 Kr): B 2—3 BBECHNS

[etn c maccon tena>40kKr: 3-6T

B 2—3 BBeAEHUSA




Ta6nuua 7. OKOH4YaHKe

Table 7. Ending

NMMIMn (MHH) MyTb BBeaeHus CyToyHasa po3sa KpatHocTb BBeieHUA
HoBopoxaeHHble (a0 14 gHen): 2050 mr/Kr/cyT B 1 BBeaeHue
[etv ot 15 gHen fo 12 net: 20-80 Mr/Kr/cyT (He > 2 r/cyT) B 1 BBeaeHue
LedTpraKkcoH B/B, B/M
[etv ctapwe 12 net:
1-2 r/eyt B 1 BBeaeHue
[etv cTtaplwe 2 mec ¢ maccon Tena fo 40 kr: 100 mr/Kr/cyT, B 2-3 BBEAEHUS
Ledenum B/B, B/M npu Taxenbix MHGeKunsax — 150 mr/Kr/cyT
[etn ¢ maccor Tena > 40 Kkr: 2—4 r/cyT B 2 BBeAEHUS
[etn ot 3 o 6 mec:
B 3 BBeaeHus
120 Mr/Kr/cyT (Npu nepecyeTe Ha LebTa3nanm)
LedTasnamum +
B/B
[aBuGakTam] 6 18 150 6
[eTtn oT 6 mec o net: MI/Kr/cyT (He > 6 r/cyT) B 3 BBEgEHNA
(npu nepecyeTe Ha LedTasnanm)
Netn: 40-80 mr/Kr/cyT (Npu nepecyeTe Ha LedonepasoH — Y HOBOPOMK/EHHbIX —
20-40 mr/Kr/cyT). NMpu TAXKenbIx HGEKUusax gosa B 2 BBEEHUS
LledonepasoH + B/8, B/M MOXET 6bITb yBenM4eHa o 160 Mr/Kr/cyT (nepecyet
[cynb6akTam] ' Ha uedonepasoH 1 cynbb6akTaM B OTHOWeHuK 1 : 1). 3
MaKcuMmanbHas cyTodHas 4o3a cylbbaktama y aetein — Y peteit Gonee cTapluero
80 mr/Kr/cyT BO3pacTa — B 2—4 BBeAeHUS
HoBopoxaeHHble: 50 Mr/Kr/cyT (npu nepecyeTte Ha B 2-4 BBEgEHNS
uedoTakcum)
[etv no 12 net 1 ¢ Mmaccoi Tena < 50 Kr:
100-150 mr/Kr/cyT (Npy nepecyeTe Ha LedoTaKkcum), B 2—4 BBECHNS
npu TSXKeNbIX HoeKunax — ao 200 Mr/Kr/cyT
npu nepecyete Ha LedoTakcnm
LlepoTaKkcum + 8/6, B/M (np p ued )
[cynb6akTam]
[eTv cTtaple 12 net n ¢ maccom Tena >50 Kr: 2 r/cyT (npu
nepecyeTe Ha LedOoTaKeM), MPU THKENbIX UHDEKLUAX — B 2 BBE/ACHUSA
[0 12 r/cyT (npy nepecyeTe Ha LedoTaKcMM), MaKcMManbHas
CyTO4YHas Ao3a cynbb6akTama — 4 Mr (Npy HeO6X04MMOCTH
NoBbIWEHUS JO3bl MpenapaTa yBenMyeHne Ao3bl 4ocTUraeTcs B 3—4 BBEACHNS
3a cyeT uedoTakcuma)
[eTn oT 2 mec ¢ maccor Tena o 40 kr: 100 mr/kr/cyT
Uedennm + B/B, B/M (no uedenvmy) B 2 BBElEHUSA
cynbb6aKkTam
[etn ¢ maccor Tena > 40 kr: 1-2 r/cyT
MunepaumniunH + [eTv ctapwe 12 net:
[Tagzob6akTam] 8/8, B/M 12 r nunepauunnmHa + 1,5 r tasob6aktama B 3-4 BBEACHMS
[etn ot 3 mec o 13 net: 15 Mr/Kr 2 pasa B CYyTKH
JpTaneHem B/B, B/M (30 mr/kr/cyT) (Ho He Gonee 1 r/cyT) B 2 BBeAEeHUS
Oetn ot 13 net: 1 r B CYTKM OAHOKPATHO

MpumeyaHue. <> — BO3MOXeEH Nepexoy ¢ NapeHTepasbHO Ha NepopanbHylo Tepanuio Tem e npenapatom uav NMMI Toro xe Knacca npu
YAYHLWEHNUN COCTOAHNS; <2> — [38]; <3> — [39]. MHH — MexayHapoHoe HenaTeHTOBaHHOe HauMeHOoBaHMe.

Note. <> — it is possible to switch from parenteral to oral therapy with the same drug or a AMDs of the same class with an improvement in the
condition; <2> — [38]; <3> — [39]. INN (MHH) — international nonproprietary name.

B HacTosillee Bpemsl B 60O/bLUIMHCTBE CllyYaeB He peKo-
MeHayeTcs npodunakTnyeckoe HasHaveHue MNMMI ang npea-
ynpexaeHua peunamsos UMM B cBA3KW C HeJOKa3aHHOWM
Luenecoo6bpasHocTblo [3, 64, 65]. YpoBeHb y6eauTtesb-
HOCTU peKomeHaauuhn — B (ypoBeHb JOCTOBEPHOCTHU
AOKasatenbcTB —1).

Mo pesynbratam paga uccnegoBaHWi, ANUTENbHOE NPK-
MeHEHWEe aHTUOUOTMKOB MOXKET CHU3WUTb PUCK MOBTOPHbIX
cumnTomMaTmnyeckux peunausos UMI y geten, HO nofb3a
HeBennKa. AHTMOGMOTMKONPOdUIaKTUKa He NpegoTBpallaeT

BO3HWKHOBEHMS HOBbIX Py6LOBbIX M3MEHEHUI NapPeHXUMbI
noyeK. B 60/blUMHCTBE CnyYaeB AnuTenbHas aHTUMUKPOO-
Has npodunaktuka MMIT He peKomMeHayeTcs, B TOM 4ucne
B CBfI3U C POCTOM aHTMOMOTUKOPE3UCTEHTHOCTU yponaTo-
reHoB.

Tem He MeHee, BO3MOXHO PacCMOTPETb TaKUE PeXxu-
Mbl (KO-TPMMOKCazon [cynbdameToKkcason + TPUMETO-
npum]) ang geten go 1 roga npu 4acto peLnanBUpyOLLMX
MMMl 1 npu aHoOmManuax CTPOEHUS MOYEBOW CUCTEMBDI
[66, 67].
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KJIMHUYECKUE PEKOMEHAALUUU

Bcem getam Ha nepBOM rofy XW3HW PEKOMEHLOBAHO
npoBoAanTb Y3M noyeKk U Mo4eBOro ny3blpsi B pamKax Auc-
naHcepusdauuMmM C LeNnblo paHHEero BbISIBNEHUS aHOManun
pa3BUTUS MOYEK U MOYEBbLIBOAALWMX NyTen [14]. YpoBeHb
y6eauTenbHOCTU pekoMmeHaauun — C (ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTenbCTB — 5).

AucnaHcepHoe HaGnaeHue

PeKoMeHLOBaHO AMHaMMYeCKOe HabngeHne 3a nauu-
eHToM, nepeHecwuM MMII, B LensiXx KOHTPOAS COCTOSAHWUS
M BTOpUYHOM npodunaktukn UMM, o6beM MeauLMHCKON
MOMOLLM MpPKU 3TOM 3aBUCWUT OT COCTOSHUS NauueHTa [14,
67, 68]. YpoBeHb y6eAUTENbHOCTU pPEeKOMeHAauun —
C (ypoBeHb JOCTOBEPHOCTU AOKaA3aTeNbCTB — 5).

OuHamnyeckoe HabnlogeHue 3a nauueHTamu, nepe-
HECLIMMMU OCTPbIN NUENOHEPPUT, AOMKHO MNPOBOAWUTLCSA
He MeHee 3 NeT, OCTPbIN LMCTUT — He MeHee 1 roga.

B atoT nepuog Heob6xoAMMO MpPOBEAEHWE UcchnenoBa-
HMS 06LLero (KAMHMYECKOro) aHanansda MoYu AeTaMm nocne
nepeHeceHHOro ocTporo nuenoHedpuTa ¢ 4actoton 1 pas
B mecal, — 3 Mec, ganee — 1 pa3 B 3 MeC B Te4eHHe roaa,
B AaNbHeWWweM — B clly4yae 3nNuM3040B JIMXOPaAKKU U/WMin
Pa3BUTUA AU3YPUYECKUX ABNAEHUM U LPYrUX CUMMNTOMOB
nopa*KeHMs MOYeBbIX NyTEN.

[eTaM ¢ LMCTUTOM B GOMbLUMHCTBE CayvyaeB AUHaAMUYye-
CKOe nccnegoBaHme obLwero (KAMHUYECKOro) aHann3a Mmo4um
He TpebyeTcs, NPOBOAUTCS TONbKO NPWU HaNMMYUKM CUMNTOMa-
TUKWU Uy feTen ¢ AMCHYHKLUMEN MOYENCTYCKAHNS.

MuKpobuonornyeckoe (KynbTypanbHOe) uccnefoBa-
HME MOYM Ha a3apobHble U daKynbTaTMBHO-aHadPOO6HbIE
YCNOBHO-NATOreHHble MWUKPOOPraHn3Mbl C OnpeaeseHnem
4YyBCTBUTENBHOCTU MWKPOOPraHM3MOB K aHTUMMKPOOHbLIM
XMMHUOTEPANEBTUYECKMM Mpenapatam (MoCeB MO4M) Npo-
BOAMTCS MpPU MNOSIBAEHUWU NENKOUMTYPUU W/UAKU NPU HEMO-
TMBMPOBAHHbLIX NoAgbemax TemnepaTtypbl 6e3 KaTapaibHbIX
ABNEHUN.

06K (KNMHUYECKKMI) aHaIM3 KPOBW Pa3BEPHYTbIN NPo-
BOAMTCS MPU KIMHUYECKON HEOBXO0AMMOCTH BO BPEMS ANHA-
MUYECKOro HaboaeHNS.

KoHTponb npoTeuHypun (Kak daKkTopa NOYe4HOro
NOBPENXKAEHUS MpU peunanBupytowem nuenoHedbdpute) —
B pamMKax 06Lero (KIMHUYECKOro) aHannusa Moyu.

OueHKa noYeyHblx GYHKUMKA  (KOHLLEHTPaALMOHHON
M GUNbTPaLMOHHOM) NpKU peumansupyolem TedeHnn UMI
(onpefenexHve ypoBHS KpeaTUHMHa KpoBM M pacyeT CK®,
npu HeobXxoAMMOCTU — MUCCNeAOBaHWE YPOBHS LMCTaTUHA
C B KpOBM C onpeaenieHnem cTagum XpOHUYECKON 60nes3Hun
NoOYeK — CM. KIMHUYECKME PEKOMEHAALIMM NO XPOHUYECKON
60/1e3HM MoYeK (Bo3pacTHaga Kateropus — aetu)) — 1 pas
B rog.

Y3 noyek n Y3U moueBoro nysbipgs — 1 pa3 B rof.
Mpwn peunansupyowmnx MMM — Kaxabii pas npu peumanee,
fJanee — B Nepuoi PEMUCCUM COMNACHO MaaHy No AucnaH-
CepHOMY HabngeHMIo.

[MoBTOPHbIE MHCTPYMEHTaNbHble 06CNef0BaHNs NPOBO-
[OST CO cneaytolen 4acToToun:

° uuctorpadua — 1 pas B 1-2 roga npv peuuanBupyto-
wem nuenoHedpuTe ¢ 4acTbiIMM 06OCTPEHUAMMU U yCTa-
HOBNEHHbIM [TMP;

e cTaTMyecKas HedpocuuHTUrpadus (cunmHTUrpadus
NoOYeK W MOYEBbLIAENUTENBbHON CUCTEMbI) MPU peuunau-
Bupyowmnx MMM Ha doHe NTMP — 1 pa3 B 1-1,5 roga,
npu peunagusupytowen MMI 6e3 CTPYKTYpHbIX aHOMa-
M mo4veBon cuctembl — 1 pas B 1-1,5 roga.
PekomeHaoBaHbl KOHTPONIb CTEMEHW BbIPAXEHHOCTH

HapyLWeHUs ypoaAUHaMUKKN B AUHaMKKe (06CTPYKTUBHAs ypo-

natus, NMMP) (cm. nogpasaen «MHCTpymMeHTanbHas AnarHo-

CTWKa») NPU HanM4yMuM TaKOBOM M CBOEBPEMEHHOE Hanpas-
NIeHUE Ha XMPYPrUYECKYI0 KOPPEKLMIO NPU HEOBXOAUMOCTH.

PeKomMeHLOBaH KOHTPO/b YPOBHS apTepuanbHOro aas-
NIeHUs NPU aHOManUsaxX PasBUTUS MOYEBBLIBOAALWMX MyTeN
W peunameupyowem nuenoHedpuTe Npu Kaxkaom nocelle-
HUKM Bpaya, NpM HEoBXOAMMOCTM (N0 peKoMeHAauun Bpa-
4ya) — KOHTPONb AOMa €eXeLHEBHO WAW MNpu NosiIBNEHWHU
}anob (ronoBHas 60/b, cNabocTb K Ap.).

TakXe pekomeHAoBaHbl KOHTPOAb 3GPEKTUBHOCTU NPO-
BOAMMBIX Nle4ebHO-NPODUNAKTUHECKMX MEPONPUATUIA U UX
KOppeKuns npu HeobxoaMMOCTH (B 3aBUCMMOCTMU OT Kiu-
HUYECKUX MPOSIBIEHUI, MPU HEOOXOAMMOCTM MPOBEAEHMS
M OLEHKM pe3ynbTaToB NabopaTtopHbIX U/WUAN UHCTPYMEH-
TalbHblX 06Cnef0BaHWM).

BaKuuHauMa npoBoAMTCA B paMKax HauMOHalbHOro
KaneHaaps NpoduaakTUHECKUX MPUBMBOK B NEPUOS peMUC-
cun UMM (Mpuka3 MuH3gpaBa Poccumn ot 06.12.2021
Ne 1122H «O6 yTBEpXAEHUM HaLMOHANbHOro KaneHaaps
npodunNakTUYECKNX NPUBMBOK M KaneHjaps npobdunak-
TUYECKUX NPUBMBOK MO IMNUAEMMYECKUM MOKa3aAHUAM»,
MeToamyeckue ykasanua MY 3.3.1.1095-02. MeanunHcKue
NPOTMBOMNOKAa3aHUs K MNpoBeAeHUio MNpodunakTUYecKux
NPUBMBOK MNpenapatamu HauMoHaNbHOIO KaneHgaps npwu-
BMBOK).

PeKkomeHLOBaHO NpoBeaeHWe npuema (0CMoTpa, KOH-
cynbTalMu1) Bpaya aKylepa-ruHeKonora uav npuema Bpadya
yponora-aHgposora AeTCKOro nNpu KIMHUYECKMX NPU3HaKax
MM NOAO3PEHMM Ha NIOKanbHOE BOCManeHue reHuTanun
(ByNbBUT WK 6anaHuT), Tak Kak y YacTu AeTen OHO MOXKeT
OblTb MPUYUHON AU3YPUYECKUX PACCTPOMCTB MU JIEMKOUM-
Typun. K passutnio MMM mMoxKeT npeapacnonaratb Hanu-
yne dmMmo3za [3]. YpoBeHb y6eaUTeIbHOCTU PEeKOMeHAa-
uuin — C (ypoBeHb JOCTOBEPHOCTU OKAa3aTeNbCTB — 5).
Mcnonb3oBaHWe KPEMOB C MIOKOKOPTUKOMAAMM, NPUMEHS-
eMblX B gepmaronoruu, npu ¢uadmonornyeckom dumose
y mManb4mkoB ¢ MMI1 cTaTUCTUYECKM LOCTOBEPHO CHUKaeET
yacToTy peunansos MMI [69].

OPrAHU3ALUA OKA3AHMUA

MEAMLMUHCKOW NOMOLLH

MeaunumHcKasa nomoulb aetam ¢ MMM MoxKeT oKa3biBaTb-
csl ambynaTtopHo, B IHEBHOM CTaLlMOHape, CTaLMOHaApPHO.

MNauneHTa BegeT Bpay-Hedponor, uanM Bpay-neauaTp,
WK Bpay O6LLEN NPAKTUKK (CEMENHBIM Bpay), Npu HEOBXO-
[MMOCTM OCYLLECTBNSAIOTCS KOHCyNbTaLMKM U 06cnenoBaHus
C y4yacTMeM Bpaya yposiora-aHaposiora eTCKoro, Bpaya aky-
liepa-rMHeKonora, Bpavya-reHeTnKa, Bpadya KIMHUYECKOro
dpapmaKonora, Bpada-xmpypra AeTCKOro u apyrux.

Mpy HEO6XOAMMOCTHM roCcNUTaNM3aLUma oCcyLL,ecTBNSETCS
06bI4HO B Hedponornyeckoe mMnM neanaTpuyeckoe otae-
NieHue.

NMoka3aHuA K rocnutannsayum

B MEULMHCKYIO OpraHu3aymio

1. et 4o 6 Mec XU3HU ¢ GebpUNbHOM NMXOPaaKOW.

2. letn ¢ ocTpbiM nuenoHedpuTOM C CUMNTOMaMM
MHTOKCUKaLMK U PBOTHI.

3. OTcyTCcTBME BO3MOXKHOCTM OCYLLECTBUTL OpasbHYO
pernapartaumio Npu HannymMm NPU3HaKoB 06€e3BOXKMBAHMS.

4. baKTepuemus 1 cencuc.

5. OcTpas 3ageprKa MoYu.

OnutenbHoCcTb npebbiBaHng B cTauuoHape npu UMII
coctaBnsieT He 6onee 10-14 paHen. MNpK OTCYyTCTBUM AaH-
HbIX MOKa3aHWM OKa3aHWe MeAWLIMHCKOW MOoMOoLM AEeTaM
C MHDEKLMEN MOYEBLIBOAALLMX NyTEN MOMXKET OCYLLECTBNATh-
csl B yCNoBUSIX amOBynaTopHOro 3BeHa Wan cneuuannsnpo-
BaHHOro JHEBHOIO cTalMoHapa.



MoKa3aHuA K BbINUCKe

U3 MeAULMHCKOM OpraHusauum

1. OTCcyTCTBME NMNUXOPAOKH.

2. OTcyTCTBME CUMMTOMOB MHTOKCUKALIUM.
3. Hopmanusauyusa aHannsa Mo4u.

OCJIOXKHEHUSA

1. baKTteprvemusa passuBaeTca peako (B 5,6% cnyvaes
M), paKkTopammn pucka 6aKTepUeEMUN MOTYT ObiTb TaKKe
HE[OHOLIEHHOCTb, PaHHUM BO3pPacT (MEPBbIA 04 XWU3HK).
Ypocencuc MOMXeT pa3BUTbCA TaKXe Mpu HeadeKBaTHOM
Nle4eHun nuenoHedpumTa.

2. Mpn peunamBupyrowemM TeYeHUU W/Unn pasBUTUM
UMI1 Ha doHe MNMMP BbICOK pUCK dopMHnpoBaHUa pedioKe-
HedponaTuu.

[pn ocTpom nuenoHedpuUTe BO3IMOXKHO pa3BUTUE INEK-
TPOJIUTHbLIX PACCTPOMCTB M HapyWeHWUW KUCNOTHO-LEeNnoY-
Horo 6GanaHca. OcCTpoe MO4Ye4yHOE MOBPEXKAEHUE MOXKET
pPasBMUTbLCA KaK B pea3ynbTaTe TAXKENoro Te4yeHus camo-
ro nuenoHedputa (Yawe B pes3ynbrate ero BO3HUKHOBE-
HMS Ha GOHEe TAXKEeNOoW aHOManuMM pPasBUTUS MOYeEK), Tak
WU B pesynbraTe HedPOTOKCUYECKOro BO3AENCTBUA NpUme-
HAEMbIX aHTUOMOTUKOB, @ TaKXKe aKTUBHOM KapPOMOHMKalo-
en tepanuu. lNpu NporpeccMpoBaHnn NMOpaxKeHus MoyYek
B pe3ynbTaTte MOBTOPHbLIX aTak NMenoHedpuTa BO3MOXKHbI
3Ha4yUTEeNbHOE yMeHblIeHNe obbema GYHKLMOHUpPYIOWEN
NapeHxmMmbl U pa3BUTUE XPOHUYECKOWM MOYEYHOW HepocTa-
TOYHOCTM BMJIOTb A0 TEPMUHaNbHOW CcTaguu, Tpebylouen
3aMeCTUTE/IbHOW MOYEYHOW Tepanuu. TakMe OCNOXKHEHUS
MMI, Kak abcuecc, nMoHedpo3, aMOU3eMaTo3HbIN NUeno-
HedPUT 1 KCaHTOrpaHynemaTo3HbIM NMenoHedpuT, B HACTO-
duee Bpemsa (B aHTMGaKTepuanbHYlO 3py) BCTpevaloTcs
KpaWvHe peako.

UCcXoAbl U MPOTrHO3

MNMopgasnsouee 60NbWMHCTBO cnydaeB ocTtpon WMII
3aKaH4YMBaeTCs BbI3/I0POBIEHUEM.

OuaroBoe nopakeHne NoYe4YHoM NapeHXUMbl pa3BuBa-
eTcay 5% nesoyek u 13% Masib4MKoB noce NepBoro ann3o-
na pebpunbHon MMIT; B Lenom o6HapyxmBaetcs y 10-20%
nauueHToB, NepeHecwnx NnnenoHedpuT, n NnpeobnagatoLm-
MK NpoBOLMPYOWMMKU GaKTopaMn Hapsagy ¢ peuvanBamu
nHodeKkuun asnatotcs NMP BbICOKUX cTeneHen, 06CTPYKTUB-
Hble ypornaTuu u runoancnnasung (04HOM nam o6emnx noyvek),
nosaHee Havano ABT, a TaKXe BWPYIEHTHOCTb GaKTepui
W MHAMBUAYabHAsA BOCNPUUMYMUBOCTb.

B nepBble ABa roga *u3HW pebeHKa MoYKkuM Haubonee
YyA3BUMbl ANS MOBPEXAAOWEro AENCTBUSA C pPasBUTUEM
py6LOBbIX U3BMEHEHWI, 3TOT PUCK YMEHbLLAETCS NPUMEPHO
K BOCbMMW rojam, rnocjie 4ero 3Ha4yMTENbHO CHWXKaeTcs.
Mpu o6HapyeHun NMMP B paHHem Bo3pacTe (MeHee ABYX
neT) pybuoBble U3MEHEHUS B Mo4vKke Yepe3 5 neT onpege-
natca B 24% cny4vaes, y 6onee ctapwux geten — B 13%
cnyyaeB. Takum ob6pas3om, 6oniee aKTUMBHasa AMarHOCTUKa
W NleyeHne B paHHEM BO3pacTe CHUMMKaKT PUCK MPOorpeccu-
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MpunoxeHune

METOJ0JIOrUsl PA3PABOTKH K/IMHUYECKUX PEKOMEHAALIMHA

LileneBas ayAUMTOPUA AaHHbIX KJIMHUYECKUX

peKomMeHpauun

. Bpauu yponoru-aHaponoru getckue.

. Bpaun-negunatpsl.

. Bpaun o6uien npakTuKM (ceMenHble Bpaym).

. Bpaun-Hedponoru.

. CTyaeHTbl MeAMLMHCKMX BY30B.

. O6yyatlouwmecs B opauHaType u acnupaHType.
MeToabl, CNonb30BaHHbIE AN cbopa/cenexkumnmn aoKka-

3aTenbCTB:

® MOWCK B 3/IEKTPOHHbIX 6a3ax AaHHbIX.

O~ wWNER

MeTozbl, UCNoNb30BaHHbIE A1 aHaNnn3a AoKa3aTeNbCTB:
° 0630pbl 0NYy6/IMKOBAHHbIX MeTaaHaIN30B;
® cucCTeMHble 0630pbl C Tabn1LLaMK AOKa3aTeNbCTB.
MeTozbl, UCnonb30BaHHbIE AN GOPMYNUPOBAHUSA PEKO-
MeHaaLUnm:
® KOHCEHCYC 3KCNepToB;
® OLEHKa 3Ha4YMMOCTM B COOTBETCTBMU C PEWTMHIOBOMW
CXEMOW.
Cuna M Ka4yecTBO pPEKOMeHAauuMn B COOTBETCTBUMU
C NPOBEJEHHbIM aHanNM30M AOKa3aTeNbCTB MNpUBEAEHbI
B TEKCTE.

Ta6nuuya 1. LLIkana oueHKM ypoBHEN AOCTOBEPHOCTU AoKa3aTensbeTs (YA4) Ans METOAOB AMArHOCTUKM (AMArHOCTUYECKUX BMELLATENbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

YAAQ PacwudpoBKa

Cuctematnyeckune 0630pbl UCCNefoBaHNM C KOHTpPoNEeM pedepeHCHbIM METOLOM UK CUCTEMATUYECKUI 0630
paHAOMU3NPOBAHHbIX KIMHUYECKUX UCCNeOBaHUI C NPUMEHEHMEM MeTaaHannaa

OTaenbHble UccefoBaHUs ¢ KOHTPOIEM pedepeHCHbIM METOLOM WU OTAENbHbIE PAHAOMU3UPOBAHHbIE KIIMHUYECKME
2 nccnefoBaHmsa n cuctemMaTuyeckme 0630pbl CcnefoBaHUi Nto60ro Au3anHa, 3a UCKIIYEHUEM PaHLOMU3UPOBaHHbIX
KJIMHUYECKMX UCCNENOBAHMM, C MPUMEHEHWEM METaaHann3a

4yucne KoroptHole nccnegoBaHua

McenepoBaHnsa 6e3 nocneaoBaTenbHOro KOHTPoNs pedepeHCHbIM METOAOM, UK UCCNefoBaHUS ¢ pedepeHCHbIM METOAOM, He
3 ABNAOUWNMCA HE3aBUCUMbIM OT UCCeayemMoro metoga, Unn HepaHaoMM3NpPOBaHHbIE CPaBHUTE/IbHbIE UCCNea0OBaHUA, B TOM

4 HecpaBHUTENbHbIE UCCNEA0BAHNUS, OMUCAHWE KTMHUYECKOTO cllyyas

5 MmeeTca nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUSA UM MHEHWE IKCMEepToB

Ta6auua 2. LLlkana oueHKM YpOBHEN AOCTOBEPHOCTU AoKa3aTenbcTs (YAA) Ans MeToaoB NpodUNaKTUKK, IeYEeHUs U peabunntauum

(NpodunaKTUYecKmx, nevebHblx, peabunmnTaLMoHHbIX BMeLIaTeNbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,

rehabilitation interventions)

yan PacwudpoBka

1 Cuctematnyeckunin 0630p paHAOMU3UMPOBAHHbBIX KTMHUYECKUX UCCNEf0BAHNUI C NPUMEHEHWEM MeTaaHan1sa

OTaenbHble PaHAOMU3NMPOBaHHbIE KIMHUYECKME NCCnejoBaHUa U cucTeMaTuyecKkne 0630pbl MCCnefoBaHuit Nlo6oro an3anHa,

2 N
3a UCKNI0YEHNEM PaHAOMU3NPOBAHHBLIX KTMHUYECKUX nccnegoBaHuu, Cc npumeHeHMem MetaaHannsa
3 HepaHaoMun3anpoBaHHble CpaBHUTENbHbIE UCCNEeN0BaHUSA, B TOM YUC/IE KOFOPTHbIE UCCIed0BaHNUS
4 HecpaBHUTENbHbIE UCCNEA0BAHNUS, ONMUCAHWE KIMHMYECKOrO Cllydas Un Cepun cnydyaes, UCCNefoBaHus «Caydyal — KOHTPO/b»

5 MmeeTca nnwb 060CHOBaHWe MexaHu3ma AeCTBUSA BMellaTeNlbCTBa (AOK/IMHUYECKUE UCCNeJOBaHUS) UM MHEHWE 3KCNEepPTOB




Ta6nuua 3. LLIkana oueHKM ypoBHeW y6eanTenbHOCTU pekoMeHaauuni (YYP) ans MetoaoB NnpodunakTUKK, AMarHoCTUKK, nevyeHns
1 peabunutauun (NPopunakTUYeCcKnX, AMarHoCTUHECKHUX, NevebHbIX, peabuUanTaLMOHHbIX BMeLaTenbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBKa
CunbHas pexkomMmeHaauna (Bce paccMmaTpuBaemMble KpUutepmmn 3¢d)eKTMBHOCTVI (VICXO,ElbI) ABNAOTCA BaXXHbIMU, BCe UCCieA0BaHNA
A MMELIOT BbICOKOE UN yAOBNETBOPUTENIbHOE METOA0/I0ON'M4YECKOE Ka4eCTBO, UX BbIBObl MO UHTEPECYOWKUM UCXoAaM ABIAIOTCA
cornacoBaHHbIMM)
YcnoBHas pekoMeHAauus (He Bce paccMaTpuBaeMble KpUTepun adGEKTUBHOCTU (MCXOAbI) ABASIOTCH BaXKHbIMU, HE BCE
B ncecnegoBaHUAa MMEKOT BbICOKOE UK YOOBIETBOPUTENIbHOE METOA0/10M'M4YEeCKoe Ka4eCTBO M/MHM MX BblBObI MO UHTEPECYIOLLNM
ncxogaM He ABNATCA COFJ'IaCOBaHHbIMM)
Cnabas pexkomMeHaauuna (OTcyTCTBMe AOKa3aTe/IbCTB HaAexallero Ka4ectBa — BCe paccMaTpuBaemMble KPUTEPUN
C 3¢¢eKTMBHOCTl/I (MCXO,ClbI) ABNAOTCA HEBaXXHbIMU, BCE UCCNeN0BaHUA UMEIOT HU3KOE MEeTOA0/I0NM4YecKoe Ka4eCcTBo U UX
BbIBO/Jbl MO MHTEPECYIOWNM NCXOAaM HE ABNAOTCA COI’ﬂaCOBaHHbIMM)
MopsaaOK OGHOB/IEHUA KIMHUYECKUX [laHHbIX C NO3ULMK AOKa3aTeNbHOM MeAULIMHbI MO BOMpocam
peKomeHaauun [MarHoCTUKK, NeyvyeHus, NpodUNaKTUKM U peabunuTaumm
MexaHM3M OGHOBMEHUS KIMHUYECKUX peKoMeHaaLumn KOHKPETHbIX 3a60/1eBaHUN, HaNMYMM 060CHOBAHHbIX AOMNOSI-
npegycmaTpuBaeT UX CUCTEMATUYECKYID aKTyannsaumio — HEHUWIN/3aMevYaHnn K paHee YTBEPHKAEHHbIM KIMHUYECKUM

He pexe Yem 1 pas B 3 rofja, a TakKe npw NosBIeHUN HOBbIX peKoMeHaUusaM, Ho He Yalle 1 pasa B 6 Mec.
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HOBOCTU NEAUATPUHECKOU ®PAPMAKOJZIOTUU

HoBocTu neaunatpuyeckoun dap

‘W) Check for updates

HoBoe B Tepanuu aTonu4YecKoro gepmaTuta

npaBfieHWe NO CaHWTaApHOMY HaA30py 3a KavyecTBOM

nuuieBbIX NpoayKToB U MmeamkameHtos CLUA (FDA) ogo-
6puUI0 MOHOKJ/IOHanbHoe aHTuTeno Nemluvio (Hemonuay-
Mab) Ana nauMeHTOB B Bo3pacTe OT 12 neT u cTaplie ¢ yme-
PEHHO-TSXKENbIM aTOMUYECKMM AepmaTUToM. JleKapcTBo
[OJIKHO MCNOMb30BaTbCsA B COYETAHUMU C MECTHLIMU KOPTH-
KOCTEpPOUAAMU U/UNKN MHTMOUTOPAMM KaNbLMHEBPUHA, KOT-
[la COCTOSIHME HEe KOHTPONMpYyeTCs Haafnexalum o6pa3om
MECTHbIMW peLenTypHbIMK NpenapaTamu.

PelueHne amepurKaHCKOro perynstopa 6bi10 nogkpensne-
HO MOJIOXKMUTENbHbIMU pe3dynbTaTaMy NporpamMmMbl KAnHUYe-
CKux nuccnegosaHun dasbl Il ARCADIA, B KOTOPOW NPUHANHK
yyactue 1728 nauneHToB. Pe3dynbtaThbl NOKa3anu, 4TO0 KOM-
GMHMPOBaAHHaN Tepanusa 3HAYUTENbHO YaydlIKnaa odulleHne
KOXXW MO CPaBHEHMUIO C nnaLuebo.
UcTo4YHUK: https;//8xpnews.net/2024/12/fda-odobrilo-
Ip-ot-kompanii-galderma-dlya-lecheniya-atopicheskogo-
dermatita/

OOGHOBJIEHUE PErMoHaNIbHOIro KaneHaaps
npodunakTuiecKux npuBuBoK B r. MockBe

MocKBe B 65mKanune rogbl 3aniaHMpoBaHO No3TanHoe

OGHOBJIEHWE pPErnoHanbHOro KaneHgaps npodunak-
Tnyeckux npusmBoK (PKIM), KOTopoe KOCHEeTCH Kak aeTen,
TaK U B3pOC/biX. MI3BMEHEHUSI HAYHYTCS C BaKLMHaLMKU Npo-
TUB POTaBMPYCHOW WHPeKUnn, KoTopas OyaeT AOCTynHa
ANa aeten B Bo3pacTe OT ABYX 40 24 mec ¢ Havana 2025 .,
Kak coobuwuna TatbsiHa EnarvHa, rnaBHbiM Bpad LleHTpa
MeANLMHCKOM NpodunaKkTUKK [lenaptameHTa 3apaBooxpa-
HeHnss MOCKBbI, Ha Kpyrnom ctosne BcepoccHMMCKOro cotsa
nauuneHTtoB (BCI1) 25 aexkabps.

TaKKe nnaHuMpyeTcs BakuMHaUMsa NPOTMB MEHWHTOKOKKa
Ons aeTen B Bo3pacTte ot 9 mec 10 6 neTn nogpocTtkoB ¢ 13 ao
17 neT, OTHOCSALMXCH K rpynne pucKka. JononHUTENbHO Nna-
HUpYEeTCs yBENMYEHME OXBaTa BaKLUMHaUMen NnpoTue BMpyca

nanunnombl 4yenoseka (BIMY) cpean meBoyek 9-13 net
10 70% (c Tekywwmx 41%), nocne 4yero Ha4yHeTCs BaKUMHaLMA
MaJib4MKOB TOW YK€ BO3PaCTHOM rpynnbl.

C 2025 r. 6epeMeHHble KeHLMHbI ByayT nonyyatb BakK-
UMHY npoTuB Koknwowa Bo -l TpumecTpax. Ha nepsom
aTane nnaHuMpyetcs npuBuTb OKoMO 10 ThiC. MALMEHTOK,
a 3aTeMm, Npu MOATBEPHKAEHMM 6Ge30nacHOCTU npenapa-
Ta, OXBAT MOXET OblTb yBenMyeH. [aHHble MOKa3blBaloT,
4To 3PODEKTUBHOCTb MMMYHWUTETA MPOTMB KOKJOLWA CHMU-
KaeTcsl CO BPEMEHEM, YTO AeflaeT peBaKLUMHaLMIO HEOBXO-
OMMON B Bo3pacTe 6-7 net, 14 neT 1 KaxAable Aecatb neT
nocne nocneaHen peBakLMHaLUN.

UcToyHuK: https.//gxpnews.net/2024/12/moskva-
obnovlyaet-kalendar-vakczinaczii/

FDA oaoG6pusio HOBbIX Npenapart oT reMmoPUuanm

npaBfieHWe MO CaHWTaApHOMY HaA30py 3a KavyecTBOM

nULEBbIX NPOAYKTOB 1 MeanKkameHToB (FDA) ogo6puno
npenapaTt Alhemo (KoHunM3ymab6-mtci), npeaHa3Ha4YeHHbIn
019 YMEHbLUEHUS 3MNU30/[10B KPOBOTEYEHUS Yy B3POCbIX
W aeten B Bo3pacTte oT 12 neT u crtaplie ¢ remoodununen A
unn B. BBoaWTb €ro Heo6xoAMMoO OAMH pa3 B A€Hb — MOJ-
KOXHO.

Alhemo — rymaHu3npoBaHHOE MOHOKJIOHAIbHOE aHTH-
Teno, oTHOCSLLeecs K Knaccy MHTMGUTOPOB NyTH TKAHEBOTO
dakTopa (tissue factor pathway inhibitor; TFPI), kotopoe
MHTMOUPYET KOMMIEKC «TKaHeBOM GaKTOp — aKTUBUPOBAH-
Hbi dakTop VII (FVIla)», perynupys Takum o6pa3om CUHTES
TpoM6KrHa 1 06pazoBaHMa GUBPUHA. ITO NO3BONSET MPOMU3-
BOAUTLCS GaKTopy Xa U, COOTBETCTBEHHO, TPOMOUHY Aaxe
B oTcyTcTBUE PakTopos VI v IX.

OpnobpeHne FDA ocHOBbIBanoCcb Ha pe3ynbTatax
nocnegHero uccnegoBaHus, nokasaBwero, 4yto Alhemo
NOMOraeT CHU3WUTb [OAOBYI YacTOTy KPOBOTEYEHWMN
Ha 86% N0 CpaBHEHWUIO C OTCYTCTBMEM MNPOPUIAKTUKW.
B cpenHem rogoBasi 4acToTa KPOBOTEYEHUI Yy NALMEHTOB,
npUHMMaBLWIKX Mnpenapart, coctaenana 1,7 npotus 11,8
y NauMeHTOB, He MNPUMEHSBLUMX CcpeacTBa npodunak-
TUKN. 64% nauyuneHToB, nevyuBwmuxca Alhemo, He umenu
HWM OHOrO CMOHTAHHOrO M TPaBMaTMYECKOro KpoBoTe4e-
HUS B Te4yeHwe nepBbix 24 Hea Tepanuu No CpaBHEHUIO
¢ 11% nauuMeHTOB, KOTOpblE B TEYEHUE TOrO Xe nepuoaa
He nofy4Yyanu NPpoPUNaAKTUKY.

UctoyHuK: https://thepharma.media/news/36859-
fda-sxvalilo-preparat-dlya-likuvannya-gemofiliyi-vid-novo-
nordisk-26122024





