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Abstract: This study involved 44 children aged 2 months to 6 years with diagnosed
sepsis, monitored for perfusion markers during fluid resuscitation. Effective therapy
(Group I) was associated with early lactate clearance (>20% within 6h), normalized
urine output and capillary refill time. Group II showed persistent hyperlactatemia,
low urine output, and delayed peripheral circulation. Lactate decrease >10% within
6 hours showed 84% sensitivity and 79% specificity for predicting therapy success.
Tissue perfusion indicators are reliable tools to guide and assess fluid therapy in
pediatric sepsis.
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CKeJIeTHbIE JehopMaLiK, MYJIbTUANCIUIUIMHAPHAS TE€parus

Beenenne Hecopepiiennsiit ocreorenes (osteogenesis imperfecta, MKb-10 Q78.0)
— 3TO HACJEACTBEHHOE 3a00JIEBAaHUE COCTMHUTEIBHON TKAHU, XapaKTepU3YIOILIeeCs
XpYINKOCTBIO  KOCTEH, MHOXECTBEHHBIMU  IIE€pPEJIOMAaMU U CKEJIETHBIMU
nepopmarusimu. B 85-90% ciyuaeB BoisiBisitoTcss mytanuu B reHax COL1A1 u
COL1A2. 3aloneBaHue UMeEET ayTOCOMHO-JOMHUHAHTHBIA,  ayTOCOMHO-
peueccuBHbId WM X-CUCIUICHHBIM THUIT HaclienoBaHud. PacrpocTpaHEHHOCTH
coctasysieT 1:10 000 — 1:20 000 HoBopokn€HHBIX. COBpeMeHHasl KilacCu(puKaIus
BKIIrOUaeT 18 tunon 3aboneBanus o Sillence.

Hean OueHuTs pe3yinbTaThl paHHETo Hauyajga Tepanuu ouchochonaramu y aeteit ¢
HECOBEPIICHHBIM OCTEOr€HE30M, BKJIIOYas CHUXEHUE YacTOThl MEPEIOMOB,
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yMEHBIIIEHUE OOJEBOT0 CHUHApPOMA, YIy4IIeHHE JABUTATEeIbHOM aKTUBHOCTH,
NpOoPUIAKTUKY HMHBAJIUJM3AIMN, KOHTPOJIb BHECKEJICTHBIX MPOSBICHUNA U
MOBBIIICHNE KAaY€CTBA KU3HHU.
Marepuajabsl M MeToAbl B ycClIOBUSX cTalMoHapa MPOBEACHO KOMIUIEKCHOE
o0OcnenoBaHue U JieueHre 33 manueHToB B Bo3pacte oT 4 MmecsueB Ao 13 ner (21
MaJIBIHUK, 12 eBOYEK).
Mertozas! BKIIHOYAIN:

e KJIMHHYECKOE 00cieoBaHue u cOOp aHAMHE3a;

o JabopaTopHbIE W WHCTPYMEHTAIBHBIC WCCIENOBaHUSA (peHTreHorpadus,

neHcutoMeTpus, Y3 MOYEBBIBOAAIINX MyTeH, ONOXUMUS );
e MOJICKYJISIPHO-TEHETHUECKUN aHAJIN3;
o KOHCYJBTAIIMH y3KUX CHEIUATUCTOB (3HIOKPHUHOJIOT, OPTOIIE, PEaOUITUTOJIOT,
MEAUIIMHCKUN TICUXO0JIOT);

o Tepanus 6uchochoHaTaMu B IUKIMUECKOM PEKUME.
Pe3yabrarhl Knunnueckue KOOI BKJTIOYAITH MHO>KECTBEHHbBIC
HU3KOAHEPTreTUYECKUE TMepesioMbl, 0onu, aedopManud TpyOuaThiX KOCTEH,
3aJIepKKYy MOTOPHOTO pa3BUTHSA. Y OONBIIMHCTBA MAIMEHTOB — HACJEICTBEHHAS
OTSTOLIEHHOCTh WM MyTanus de novo.
PeHTreHon0ornueck u JEHCUTOMETPUUYECKHU BBISBIICHBI: OCTEONOPO3, OCTEONEHUSI,
cabneBuaHbIe AedhOpMaIiu, JTOKHBIE CYyCTaBhI.
ITo nanubiM Y3U y 4vactu nereil — mouekameHHas Oosie3Hb. buoxumuueckue
WCCJICIOBAHUS BBISIBUIM JNC(PUIUT BUTaMHHA D W HapyIIeHUS MUHEPaIbHOTO
oOMeHa.
[Tocne xkypca Tepanuu 6ucdochonaramu HaOIIONATUCH:

e CHHUXEHUE YaCTOTHI NIEPEJIOMOB,

e yMeHbIIIeHHEe O0JIEBOTO0 CUHIPOMA,

o TOJOXHUTENbHAS TUHAMUKA JIBUTATEILHON aKTUBHOCTH.
3ak/ouenne PanHss quarHocTuka W NUKIMYecKas tepanus ouchocdonaramu y
JeTel C HECOBEPIIEHHBIM OCTEOT€HE30M OOECIEYMBACT  IMOJIOKUTEIBHYIO
KIMHUYECKYI0 JUHAMUKY, CHI)KAET PUCK MHBAIMIW3AIMU U YIy4IIaeT KadyeCTBO
KU3HU. MyJTbTUIUCIUIUTMHAPHBINA TOJX0/1 C Y4aCTUEM F€HETUKOB, SHIOKPUHOJIOTOB,
OpPTONEAO0B U TICUXOJIOTOB HEOOXOIUM /)15l KOMIUIEKCHOTO BEICHUS TAKUX MAI[UEHTOB.
CemMbssM C HACJEICTBEHHOW OTATOMIEHHOCTHIO MPEIOCTABISIETCS  MEIUKO-
TCHETUYECKOE  KOHCYJAbTUPOBAaHWE €  MPOTHO3UPOBAHUEM  PUCKOB IS
MOCJIEAYIOIIETO AETOPOXKICHHUS.

Multidisciplinary Approach to Conservative Management of Children with
Osteogenesis Imperfecta at the National Children’s Medical Center
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Specialized Pediatric, Medical Genetics and Endocrinology Units,
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Abstract: Osteogenesis imperfecta (Ol) is a genetically heterogeneous disorder
characterized by bone fragility. This study included 33 pediatric patients aged 4
months to 13 years treated at the National Children’s Medical Center. A
multidisciplinary approach including bisphosphonate therapy, diagnostics, and
rehabilitation was applied. Clinical improvement included reduced fracture
frequency, decreased pain, and enhanced motor development. Early diagnosis and
targeted therapy significantly improve quality of life and reduce disability risk.
Genetic counseling was provided for families with hereditary burden or de novo
mutations.
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CTAIMPOBAHUE, OHKOJIOT U
AktyaabHocTh Pak momouno#t xene3sl (PMIK) ocrtaércs onHodt u3 HauOolee
YaCThIX MPUYUH OHKOJIOTMYECKON 3a00JIEBAEMOCTH U CMEPTHOCTH Y >KCHIIMH.
O(deKTUBHOCTh JIEYEHHUS BO MHOTOM 3aBUCUT OT TOYHOCTH CTaJupOBaHUs
3a00ieBaHUsl Ha OJTarne MEePBUYHON JUArHOCTHKHU. [lO3UTPOHHO-IMHCCHOHHAS
tomorpadus ¢ '|F-¢propaesokcurmoko3oit (*F-OJI" TIDT/KT) crana 3HAUUMBIM
METOJIOM MOJICKYJISIPHOM BHU3yalM3alli, CIIOCOOHBIM BBISIBISITH HE TOJBKO
JIOKaJIM3al1Io IEPBUYHON OMYX0JIH, HO U OTHAJIEHHBIE METACTa3bl, HE3aMETHbIE IIPU
CTaHJapTHBIX BU3yanu3auoHHbx Metoaax (Y31, MCKT, MPT).
Hean uccaenoBanus OneHUTH auarHoctudeckyto nennocts ¥F-O [I9T/KT B
CTaIMPOBAaHWH MHBA3WBHOTO PaKa MOJIOYHOM KEJI€3bl U €T0 BIUSHUE HA U3MECHEHUE
JIe4eOHOM TaKTUKH IO CPAaBHEHUIO C TPAJAUIIMOHHBIMU METOIaMU BU3YyaJIU3allUU.
Marepuanasl ¥ Meroabl I[IpoBenéH peTpOCHEKTMBHBIM aHAIW3 JaHHBIX 72
NAallUEHTOK ¢  MOp(OJOTHYeCKU MOATBEPKIAEHHBIM  HWHBa3UBHBIM  PMIK,
00CJIeTOBAaHHBIX B OTHACJICHUM SJIEpHON MenuiuHbl HarumoHanbHOTO JETCKOTrO
MEIUIMHCKOTO 1ieHTpa B 2023—-2025 rr.
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