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Peszrome

Heas. [IpeacTaBuTh KIMHAYESCKUHN CIIydai peakoro opdhanHoro 3aboeBaHus Ha IpUMeEpe JSMOHCTPAITIH
cungpoma Hos-JIakcoBoii, BBICTaBICHHOTO MO XapaKTePHBIM (DEHOTHITMIECKUM OCOOCHHOCTSIM.

Metoauka. Ha ocHOBaHMM JTUTEpaTYPHBIX JaHHBIX B paboTe MOAPOOHO OMHCAHBI HOBEHIINE HAaydYHBIC
U3BICKAHUS MO pe3ynbTrataM u3ydenus cuuapoma Hos-JlakcoBoii. [IpoBeneH aHanu3 aHaMHECTHUECKUX
JAHHBIX OIKCHIBAEMOTO B CTAaThe KIMHUYECKOrO Ciydas, MaTepUalioB MEIUIUHCKON KapThbl
CTaIlMOHAPHOTO OOJILHOTO, PE3YIhTATOB KIIMHUYCCKUX U JTOTIOJIHUTEIBHBIX UCCIICAOBAHUM.

Pesyabtarbl. OmnmcaH Ciiydall TSKEIOTO PEIKOTO 3a00JeBaHWsS, MPUBOASAIIETO K CMEPTH OOIBHOTO.
[IponeMOHCTpUPOBaH JUATHOCTUYECKUN alropuTM Toucka. [IpuBeJieHbl XapakTepHble (peHOTUITHYECKIE
O0COOCHHOCTH ¥ KJIMHUYECKUE TPOSIBICHHS CHHApPOMA. B CBS3M C TPOTPECCUPOBAHUEM U
COBEPIICHCTBOBAHUEM MEIUIIMHCKOW TIOMOIIM B HEOHATAJIhHONH MPAKTHKE OTMEYCHO YBEIUYCHUC
MIPOAOKUTEIBHOCTH KU3HH MAIUEHTOB ¢ cuHApoMoM Hos-JlakcoBoii.

3akiaouenue. IlpencrapineHHBIM B CTaThe KIMHUYECKUM MpUMEP TOKA3bIBACT BO3MOXKHOCTH
JUATHOCTHKH PeJKoro opdaHHOro 3aboneBaHusi 0e3 TeHeTHYEeCcKOoM Bepudukanuu. B jgaHHOM ciydae
nuarHo3 cusHApoMa Hosi-JlakcoBod OBl MMOCTaBIEH HA OCHOBAaHHMM SPKUX M CHEIU(PUUECKUX
(heHOTHITMYECKMX YepT. 3HAKOMCTBO Bpayeil ¢ pEAKOW IaTOJIOTMEH HAaIpaBJIEHO Ha pacIIUpPEHUE
MNAarHOCTHYECKHUX CTIOCOOHOCTEH B HEOHATALHOM MPaKTHKE.

Kuroueswvie crnosa: cunnpom Hos-JlakcoBoii, opdanHoe 3a0oneBanue, (heHOTUITUIECKHE OCOOCHHOCTH.
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Abstract

Objective. Present a clinical case of a rare orphan disease using the example of Noah-Laksova syndrome,
identified by characteristic phenotypic features.

Methods. Based on literature data, the work describes in detail the latest scientific research on the results
of studying Noah-Laksova syndrome. An analysis was carried out of the anamnestic data of the clinical
case described in the article, materials from the inpatient chart, and the results of clinical and additional
studies.

Results. A case of a severe rare disease leading to the death of the patient is described. A diagnostic
search algorithm is demonstrated. The characteristic phenotypic features and clinical manifestations of the
syndrome are given. Due to the progression and improvement of medical care in neonatal practice, an
increase in the life expectancy of patients with Noah-Laksova syndrome has been noted.

Conclusion. The clinical example presented in the article shows the possibilities of diagnosing a rare
orphan disease without genetic verification. In this case, the diagnosis of Noah-Laksova syndrome was
made on the basis of striking and specific phenotypic features.

Keywords: child, Noah-Laksova syndrome, orphan disease, phenotypic features.
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BBepneHue

Cunmpom Hosg-JlakcoBoii — penkoe reHeTndeckoe 3a0oiieBaHME, KaK MpPaBWIO, C ayTOCOMHO-
PEUECCUBHBIM  THUIIOM  HACJICAOBAHHUS,  XapaKTepU3YIOMICeCS  MHOXECTBCHHBIMH  JICTAIBHBIMU
BPOXKACHHBIMH aHOMANMSMH W 3aJIepKKOH BHYTPHYTPOOHOTO pa3BHTHA IUIOAa. BmepBeie 00 3TOM
3aboneBanun cooburmmm Pugapn Hoii B 1971 1. u Penara JlakcoBa B 1972 1. bonpmias 9acte mere ¢
JTAHHOM TIATOJIOTHEH JIMOO POXKIAIOTCS MEPTBBIMHU, JTUOO YMHpPAIOT B HEOHATATRHOM miepuone [1, 2, 9].
JuarHo3 oObIYHO CTaBUTCS B TPETHEM TPUMECTpE OEPEMEHHOCTH WIIM B MEPHOJl HOBOPOXKIACHHOCTH. B
JUTEpaType OMHUCAHBI CIydau NMPEHATAILHOW JUATHOCTHKHU 3a00JIeBaHUS W MPEpPBhIBAHUS OCPEMEHHOCTU
no pemenuto cembu [4]. MHorme aBropel cumraror, uro Cunapom Hos-JlakcoBoit o0ycnoBieH
OmayIenbHBIMH BapHaHTaMH TPEeX T'e€HOB, YYACTBYIOMIHUX B Ne(UIIUTE CepUHA W PACIIUPSIONINX CIEKTP
HapymIeHnd, accoruupoBaHHbXx ¢ MyTamuwed B rene PHGDH, PSATI u PSPH [7]. B mureparype
OMKCaHbl MHOTOYHCICHHBIC MpHU3HaKu cuHapoMa Hos-JlakcoBoii: Mukponedains, UXTHO3, CKOIICHHBIH
7100, KOpPOTKas IIes, CHHIAKTHINS MMaJbIIeB CTON M KUcTel [§]. 3aboseBaHHMe XapaKTEPU3YETCS TAKKE
IIUPOKUM CIIGKTPOM TSDKEIBIX MOP(OJIOTHYSCKUX HAPYIICHUH I[EHTPAIbHON HEPBHOW CUCTEMBI:
areHe3uei MO30JIMCTOrO Tela, aTpouel U3BWIMH MO3ra, THITONJIa3iuel Mo3keuka [6]. JlaHHbIi cuHIpoM
OTMEYaeTCs OUEHBb PEAKO, HO YaIlle — B MOIYJBIIHAX ¢ OJU3KOpOACTBeHHBIME Opakamu [5, 7]. Ho 2011 r.
camas JUIHTEIbHAS TPOJODKUTEILHOCTE XU3HU (9 Hemensb) pedenka ¢ Cunapom Hos-JlakcoBoit Obuta
ommcana B padore M. Ugras (2006) [10]. C pa3BuTHeM TEXHOJOTHI B JIUTEPATypPe CTATU TOSBIATHCS
co00IIeHUsT 00 YBEIMYCHHUU JJIUTEIBHOCTH XWU3HU TakuxX naereii. B 2017 r. BmepBbie ObLIH ONMMCAHBI
BO3MOXKHOCTH CEKBEHHUpPOBaHMS U BbIsBICHHA 3aMeH B reHe PHGDH mnpu manHOM cuUHApOME, a Takxke
MpHUBENICH KIMHWYECKWH Ciiydald  HemojHOW (OpMBI  JaHHOTO CHHAPOMA, TPH  KOTOPOH
MIPOAOJKUTENBHOCTD KU3HU PEOCHKA Ha MOMEHT ITyOJTMKAIIUHU CTaThU cocTaBmia Ooiee 2 et [3].

Takum 00pazoM, K HACTOSAIIEMY BPEMEHH ITHOJIOTHYECKH 3HaunMas pudnHa cuaapoma Hos-JlakcoBoi
YCTaHOBJICHA U JKJET TEPAIEBTUIECKOTO PEIICHHS C UCTIOIh30BAHUEM T€HHO-WHKEHEPHBIX TEXHOIOTHHA.

LIGJ'II:IO pa6OTI>I SAIBUJIOCH OIMMCAHHUC PCAKOTO Op(baHHOI‘O 3a60J’IeBaHI/IH, CUHApPOMaA HOSI—.HaKCOBOf/i, Ha
nmpuMepe, Ha6J'IIO,I[aCMOI‘O B KIIMHHUKEC pe6eHKa.

MeToauka

B paboTte mcmonp30BaHbl OCISAHNE JTUTEPATYpPHBIC JaHHBIC, Kacarommuecs: cuaapomMa Hos — JlakcoBoi.
[IpoBeneH aHanmM3 NUTEPATypHBIX HCTOYHUKOB. [logpoOHO WCCIENOBaHBI aHAMHECTHYECKHUE JaHHBIC
00nBHOM, COOpaH HACNIEACTBCHHBIN aHaMHe3. [IpoaHann3upoBaHbl TaHHBIC METUIIMHCKON KapThl peOeHKa
BO BpeMsl HaxOXJICHHS B CTAallMOHAPHBIX YCJIOBUSAX, pE3YJNbTAThl KIWMHUYCCKUX HAOIIOJCHHUIA,
71a00PaTOPHBIX M MHCTPYMEHTAIBHBIX HCCIICIOBAHUN.

OnucaHue KnNUHMYECKoro cny4yas

B mnepunaraneubii nentp I'bBY3 AO «AMOKB» Ha poabl moctynmia OepeMeHHas >KEHIIWHA,
npuexasiras u3 Yeuenckorr PecnyOonuku. Ha yuere B KEHCKON KOHCYJbTALIMM KEHIMHA COCTOsIA C 7
HEeJeTh OEPEeMEHHOCTH 10 MECTY JKHTeNbcTBa B UeueHckoir Pecrrybnuke. Jlanras 6epeMEeHHOCTH Oblia
BTOpoi. IlepBasi OGepeMEHHOCTh 3aKOHUWIACH IIyTEM OIEpalid KecapeBa CEUeHHS M POXXICHHUEM
3710pOBOM JIEBOYKH.

W3 anamHe3a W3BECTHO, YTO OEPEMEHHOCTh MPOTEKana Ha (poHE kene30MeUIIUTHON aHEeMHH JICTKOU
crenenu. JKeHIMHA moirydana mpemapatsl kene3a. [Ipu obcnemnoBanuu B I Tpumectpe OepeMeHHOCTH
MATOJIOTHH IIJI0JIa BBIABIEHO HE ObUTO. BriepBhie OTKIIOHCHHS B Pa3BUTHH ILI0Ja ObUIM OOHAPYKEHBI BO
BpeMms npoBeacHuS Y3 Ha 21 Hemene OepeMEHHOCTH. BBISBICHHBIC pa3Mephl INI0a COOTBETCTBOBAIH
cpoky OepemenHoctn 19 Hemenb. 3amepkka BHYTPHYTPOOHOTO pa3BUTHS IUIOAA COYETANAch C
AHOMAJIbHOM TIOCTAHOBKOM CTON W TEHAEHIMEeW K MajoBoauio. IIpoBeneHHOE IUTOre€HETUYECKOE
HCCJeI0BaHNE YCTAHOBUIIO HOPMAJIbHBIN KapHOTHUI TUI0AA KeHCKoro noja. Ha cpoke 25 Henens 5 nHeit
ObLIa POBEICHA KOHCYJIBTAIMS TEeHETHKA, B XOJIe KOTOPOU BBISBIICHO 3aMeJICHHE pOCTa 1uioja (paHHss
(hopMa), BEICOKHIA PUCK CHHAPOMAIIEHON MaTOIOTHH.

B III tpumecTpe Bo Bpems npoBencHus Y3U Ha cpoke 29 u 30 Hemenb recTanuu MeHTIIHBHBIM METOIOM

OBUIO YCTAHOBIICHO, YTO BCE pa3Mephl IUIOJIa HaxonsaTcs Huwke | mporentuns. Kpome Ttoro, Obutd

oOHapyXeHbl TPU3HAKU BPOXKJICHHBIX TMOPOKOB pa3BUTHS: MHKpoledanus, JUCTeHEe3us (BEpOSTHO,
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areHe3us) MO30JIUCTOrO Tejla, YepenHble JUCMOpHH (CKOILEHHBIH 100, MUKPOTHATHS), CTOMBI-KayaJIKH.
OTMmeuascst BBICOKMH PHCK CHHAPOMAIBHOW WM XPOMOCOMHOW martonoruu. B 35 Hemens 6 nHeit
0epeMEHHOCTH IPOBOAUIOCH NOBTOpHOE Y 3M, KOTOpOE BBISIBUIO HEMPOIOPLUHOHATIBHBIE pa3Mepsl II0JA,
3a7iepKKy pocta mioga. OTMeuancs BBICOKUM PUCK XPOMOCOMHOM aHOMAaJIHU.

JeBouka poaunack Ha cpoke 38 Henenb 3 aust ¢ BecoM 1900 r, poctoMm 40 cM., OKPY’KHOCTBIO TOJIOBHI 26
cM. B pomax oTMedanuch NpU3HAKM BHYTPHYTPOOHOH THIIOKCHM IIIOZA, HEYCTOMYHMBOE MOJIOKCHHE
IUI0/1a, CBeTJIO-3eJeHble BoAbl. OneHka mo Imkaine Amrap cocrtaBuna 7/7 Oammos. Ilpu poxneHun
BBISIBIICHBl MHOKECTBECHHBIE BPOXACHHBIC TIOPOKH PAa3BUTHSI CO CTOPOHBI OIOPHO-IBUTATEIHEHOTO
anmapara u [IHC (Mukponedanusi, areHe3usi Mo301ucToro teia). Yepez 20 MHUHYT mociie pOKACHUS
peOeHOK OBUT MepeBefeH M3 POAMIBHOrO OJOKa B OTAEICHHE peaHHMMAalud M WHTCHCUBHOM Teparmu.
[MTocne moctyruieHNs B OTAEICHHE OTMEYAJIOCh HEPETYIAPHOE ABIXaHUE C CyIOPOKHBIMH IOAB3I0XaMH,
CHIDKeHHe catyparuu 10 83%. Pebenka Obuta HauaTa MHTCHCHBHAS Tepanus u anmapartHas MBJIL.

I[Ipu ocmoTpe neBoukm oOpamiago0 BHUMAHHE COYCTAHHE MHOXKECTBEHHBIX Je()ECKTOB pA3BHTHS:
MHOXKECTBEHHBIC CTUTMBI TUCAIMOpHOreHe3a, mopoku passutus [IHC (mucrenesus Mo305IMCTOrO Tena,
MuKporedanus); BPOXKICHHBIC TOPOKH DPA3BUTHS OIOPHO-JBUTATEIBHOTO ammapara (JIBYyXCTOPOHHSS
MATOYHO-BAJBIyCHAs KOCOJIATIOCTh, B JIOKTEBBIX M MEXK(allaHrOBBIX CycTaBaX crubaTenbHas
KOHTPaKTypa, MaTOJIOTHYecKasi yCTaHOBKa KHcTel). OTMeuanach TsDKenas 3aJiepKKa pa3BHTHS pPOCcTa U
Beca (pPOCTOBECOBBIE MTOKA3ATENN HIDKE 3 TMPOIEHTHIIS).

Puc. 1. Buemnuii Bua peGeHKa Mpy MOCTYIUICHHN B OTIIEJICHHUE

IlaTonoruyeckuii mnmponecc IMpeACTaBJICH BPOXACHHBIMU IMOPOKAMU Pa3BUTHA OIOPHO-ABHUIATCIBHOTO
arrapara 1 HHC (I[BYXCTOpOHH}I}I IMATOYHO-BAJIbI'YCHAsl KOCOJIAIIOCTh, B JIOKTCBLIX U MC)K(I)aJ'IaHI‘OBI:IX
CyCTaBax crubaTenpHas KOHTPAKTYypa, NaTOJOTN4YCCKasd yCTaHOBKa KHCTeﬁ, MI/IKpOLIC(l)aJ'II/IH, JU3TrCHE3UA
MO3O0JIUCTOTO TCJ'Ia)

Vi3MeHeHHs1 CO CTOPOHBI KOXKHOTO MTOKPOBA XapaKTEePH30BAINCH UXTHO30M000HBIMH TPaHC(HOPMALUSIMU:
y pebeHKa ¢ pOXIEHHs KOXKHBIC MOKPOBBI OBUIM MOKPBITHI IUICHKOW, THINA KOJUIOJHS, MOXOKHMH Ha
neprameHT. [Ipu BusyanbHOM ocMOTpe oOpamana Ha ceOsi Majible pasMepbl OKPYKHOCTH TOJIOBHI,
CKOIICHHBIH 3aThUIOK, MpeoOJialaHie JIMIEBOTO 4Yeperna HaJl MO3TOBBIM. YIIHBIC PaKOBHHBI
ne(pOpMUPOBAHEI.
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Ilo pe3yjibTaTaM KOHCYJbTalluU Oq)TaJII)MOJ'IOFa ObLIa AWAarHoCTUpPOBAHA BPOKACHHASA KaTapaKTa Ou.
O6H.[I/Iﬁ dHaJIN3 KPOBU BLIABUII aHCMUIO TSDKEIIOW CTCICHHU. BricTaBieH Hpe,Z[BapI/ITCJII:HHﬁ JHUAr"Ho3:
HCMMMYHHAasA BOJSHKA IU10Aa, BO3MOXKHO, I/IH(I)GKI_II/IOHHOFO I¢HE3a.

Puc. 2. Buemnmii Buj1 pebeHka

lonoBa oveHb MaJCHBKHMX pPa3MEpOB, CKOIICHHBIH 3aTBUIOK, MpeoOiIagaHue JHUIEBOTO ueperna Hajk
MO3TOBBIM. YIIIHBIE PAKOBHHBI A€()OPMHUPOBAHBIL.

Ha 6 cytku nmanmenTka Oblia mepeBeZeHa B OTACJICHUE MMAaTOJIOTMU HOBOPOXKACHHBIX U HEIOHOIIEHHBIX
JeTel, 3a BpeMsl HaXOXJICHHS B KOTOPOM COCTOSTHHE ObUIO cTaOWMJIBHBIM. [IpOBE/ICHHBIH paclIMpeHHbINA
HEOHATAJIbHBIH CKPUHHUHT BBISBWII NEpBUYHbIH HMMyHOIepuIT. CO CTOPOHBI KOXKHBIX IHOKPOBOB
OTMeYasach IOJIOKUTEIbHAA AMHAMMKA: I0CJIE KPYMHOIUIACTMHYATOIO ILENYIIEHUsS KOKHOI'O IIOKPOBa
COXpaHAETCs MEJKOIJIACTUHYATOE IIEIyIIeHHEe Ha pyKax M Horax, MOKpacHEHHE B ECTECTBEHHBIX
cKkyakax. Pe6eHok ObLT OCMOTPEH JepMaTONIO0rOM, BEICTABIECH JUATHO3 «UXTHO3 JTaMEILIIPHBIID.

C uenpro ganbHEWIIEH TaKTHKH BEJACHUS HOBOPOXKAECHHOTO peOeHKa OblLia MpoBeAeHa TeleMeIUIIMHCKAs
koHcynpTarms ¢ @I'bY HMULL AT'TI um. B.M. Kynakosa Munznpasa Poccun, 1o pesynbprataMm KOTOpOH
Ha OCHOBAaHHWHM JAQHHBIX BH3YaJbHOTO OCMOTpa peOCHKa M HWHCTPYMEHTAIBHOTO HCCIEIOBaHMS ObLIN
YCTaHOBJICHBI (DCHOTHUITMYECKUE Tpu3Haku cuHApoMa Hos-JlakcoBoii. OmpeneneH HeOIaronpusTHBINA
MPOTHO3 Ul KU3HKM M HEOOXOOUMOCTb TPOBEICHUS CHUMITOMAaTHYECKOW Tepamuu. PexomeHmoBaHa
MaJJInaTUBHAS TOMOIIb.

Hanee peGEHOK B YCIOBUSAX CTallMOHApa HAXOIWICS MOJ HaOJIOAEHHEM Bpaya HEOHATOJIOra B TeUCHUE 2
MecsiieB ku3HM. Ilodydan cUMOTOMAaTHYECKYrO TEpaluio, YXOX 3a KOXHBIMU IIOKpOBaMH U
BCKapMJIMBaHUE 110 BO3PACTY.

B nuHamuke, Ha TpeTbeM MecsIle )KU3HU COCTOSIHUE peOCHKa yXY/IIMIOCH, B CBS3H C YeM JIEBOUYKa ObLIa
MepeBe/icHa B OTJNEJICHUE AHECTE3MONOTMU U peaHuManuu. [Ipu MOCTYNIEHHWU COCTOSHUE TSKENOE.
KoxHbIl TOKPOB OJICTHO-PO30BBINA, C MPAMOPHOCTBIO, AJIEMEHTAMH KPYITHOIUIACTUHYATON JeCKBaMaIliy
SMUTEINNS, YCWICH BEHO3HBIH PUCYHOK. TpemuHbl KOXXKHM B O0JIACTH €CTECTBEHHBIX CKJIQJIOK, 3PO3HWH B
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HI‘O}II/I‘-IHOfI obmactu. B maxoBoi 06J'IaCTI/I, B HpaBOﬁ IIOJIOBHUHE >XHWBOTa, B BerHCfI qaCTu CIIMHBI
runepemus, rmaCToO3HOCTh Ha HUIKHUX KOHCUYHOCTAX.

[TaTtonmornyeckuii mpouecc MpeaCTaBlIeH 1eCKBAMaTUBHO-)PO3UBHBIMA U3MEHEHUSMH SIUTEIUS KOXKHOTO
HOKpOBa. B jerkux apIxaHne MpoBOAMIOCH OJMHAKOBO BO BCE OTAENBI, OCIA0JICHHOE, BHICITYIINBAINCH
€IMHUYHBIC TIPOBOJIHBIC XPHUTTBI U3 HOCOTTOTKU. YJ1J] 46/MuH.  TOHBI cep/iiia MPUIITYIICHBI, PUTMUYHBIC.
UCC — 152 yu/mun. AJ] — 66/36(46) Mm.pT.cT. JKUBOT YyBenmuueH B oObeMe, MSATKUH, JOCTYIEH
nanbnanuu. [lepucransruka BeicaymmBaiack. [1o skemymouHomMy 30HAY OoTAensieMoro He Obuto. Pebenok
MOYMJICS CAMOCTOSATEIIBHO.

Puc. 3. Buemnuii Bu pebeHKa Mpy MOCTYIUIEHHN B OTAEJICHHE aHECTE3UOJIOTHH M PeaHNMAaluH

TspxecTh cocTOsIHUS 00YyCIIOBIICHA NMEPCIMpaIeil B BUAY OOJBIION IUIONIaaN MOpaskeHUs Tesla Ha (hoHe
OCHOBHOro 3aboneBanus, yrauerenueM [HHC, GenkoBo-sHepreTudeckoil HeAOCTATOYHOCTBIO. JleueOHble
MaHMITYJISIUK BKIoyanu: 1) OXpaHuTensHBIA pexuM, KyBe3 (TemnepaTtypa — 32°C, BnaxHocTb — 70%),
2) Undysuonnas tepamusi, 3) AHtuOakrepuanbHas Tepanus (uedernum 50 Mr/kr X 2 pasa B CyTKH,
BHYTPUBEHHO), 4) DHTepalbHOE NMHUTaHWE 4Yepe3 30HI, 5) O0paboTka KOXH pacTBOPOM aHTHCEITHKOB
(0,05% BomHBIN pacTBOp XJIOPreKCHIWHA OWIIIIOKOHATa, Ma3b «beramerazon» ToueyHo 1 pa3 B CyTKH),
VBJI2)KHEHUE KOXH JI-TIAHTCHOJIOM KaxIple 2 daca, 6) @opkan B JiedueOHOM 103e Ha (hOHE TPOBOAMMON
tepanuu (12 mr/kr, per os 1 pa3 B neHsb), 7) @onuenas kucinora (0,0005 x 1 pa3 B CyTKH, per 08 ¢ LENbI0
MpodUIAKTHKH U JiedeHus: aneMun), 8) Xonekansudepon (500 ME (1 kamcyna), per os 1 pa3 B cyTku ¢
LeNbI0 NPOPUIAKTUKY PaXUTa).

BBuy OOBIIOH MOTEPU KUAKOCTH Yepe3 PAHEBBIC TIOBEPXHOCTU KOXKH M MMEIOIIUICS Ae(HIUT Beca B
KauecTBE YACTHYHOTO IAPEHTEPANbHOrO IMTAHHSA, MO PEIICHUIO BpaueOHOW KOMUCCHHM Ha3Ha4eH
aMUHOBECH-UH(]AHT.

Ha BTOpBIE CYTKM HaXOXIEHHS B YCIOBHSAX PEaHMMAIIMOHHOTO OTHAEJIEHHUS OTMETWJIACH OTpULATeIbHas
JUHAMUKa B COCTOSIHUM pebeHka. JleBouka kpaiiHe Tspkemas. AmHod, Opagukapaust (UCC — 90/mun),
OJIeTHOCTh KOKHOTO TOKpoBa, BhpakeHHoe yraereHne LIHC nmo xomel (o mkane kombl [nmasro 5-6
oaioB). Caryparus — 78%.

PeGenky Hauara ammapatHas BJI. HecmoTpst Ha ipoBOIMMBIE MEPOTIPUSTHS COXPAHATIACH BHIPAKEHHAS
0JIeIHOCTh, C IEPUOPAJIBHBIM U AUCTAIbHBIM IIMaHo30M. Cartypanus — 80%. VIBJI Oblna npogomkeHa Ha
Oonee «okecTKUX» mapamerpax (ppakuus KuciIopoaa Bo BAasixaeMoi razooit cmecu — 100%). B nerkux
JBIXaHUE TIPOBOJMIIOCH OAWHAKOBO BO BCE OTHENBI, ociabneHHoe. CIIOHTaHHOE AbIXaHHE He OTMEYaIoCh.
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Catypauust — 70%. JKuBoT yBenmuueH B oObeMe, IIIOTHOBaThIM. ['ematomeranmus. PeOeHok mepectan
MOYUTCS.

Hecmortps Ha npoBoaumyto anmapatayio UBJI, ¢ MakcuManbHO BO3MOXKHBEIMU ITapaMeTpaMu, OTMeUaiach
HEJIOCTATOYHOCTh KPOBOOOpAIIEHHS] C HApyIIEHHEM CEpACYHON NesATeNbHOCTH B BHIAE TIYyXOCTH
CepJIeYHbIX TOHOB, OpaguapuTMun. Hauata kapauomoaiepxkka.

Uepes 15 muHyT Tepanuu aroHanbHoe coctosiuue. Co3HaHue OTCyTCTByeT. AToHus. AnuHamus. Ha done
npooaumoit BJI (¢ MakcMMaiabHO BO3MOKHBIMHU TapaMeTpamu), KapJHOTOHHUECKOW U MH(Y3HOHHON
Tepanuen 3aperucTpUpOBaHa aCUCTONHNS M KIIMHUYECKasi CMEPTh PeOeHKa.

Hauatel peannmarmonssie Meporpustus. be3 agdekra. YuuteiBas 0ecepCleKTHBHOCTh U OTCYTCTBUC
¢ dexTa OT TPOBOJAMMBIX PEAHUMAIMOHHBIX MEPONPHITHH, a Takke HaIuune (QYHKIHMOHATBHBIX
(oTCyTCTBHE CO3HAHUS, CaMOCTOSTENLHOTO JIBIXaHUS, PEQICKTOPHOTO OTBETa HA Pa3JpaKUTENH) U
Omoormueckrx (MakCHMalbHOE PACIIMPEHHE 3pAavKOB, OJEAHOCTh C IMAHOTUYHBIM OTTEHKOM, YYaCTKU
TUTIOCTa30B  KOXKHBIX TIOKPOBOB, THUIOTEPMHS) IMOCMEPTHBIX HW3MeHeHHMU, uyepe3 30 MUHYT
KOHCTaTUpPOBaHA OwWolioTHYecKass CMepTh peOCHKa, ¥ pPEaHWMAIMOHHBIE MEPONpPUATUS  ObUIN
MpEeKpaIICHBI.

O6GcyxaeHne KNMHUYECKOro criy4vas

[IpencraBiacHHBIN KIWHUYECKUN CITydall JIEMOHCTPHPYET BO3MOXKHOCTh IIOCTAHOBKH JHarHo3a 0e3
TEHETHYCCKOW BEpPU(PUKAIMH HAa OCHOBAHUM SPKUX (PEHOTHIHMYECKUX MpOsBIcHUN cuHapoma Hos-
JlakcoBoii. CiaenyeT OTMETUTD YBEIUUCHUE MPOTOIKUTEIBHOCTHKU3HU JETeH ¢ TaHHOM MaToiIorueH, 4To
HaIJIIHO TIPEACTABIICHO Ha MaHHOM mpuMmepe. K cokaneHHio, JETH ¢ MaHHOW IaTOJIOTHEH JKUBYT
KpaitHe MaJio. BoIbIIMHCTBO YMUPAIOT B HEOHATAILHOM Tepuojie. [IpuBeneHHbIN KITMHUYECKUNA TPUMED
WHTEPECEH TPEXKAEC BCETO CPABHUTEIBHO IUTEIBHONW TPOAOHKUTEIBHOCTRIO JKU3HH OOJIBHOTO,
COTIOCTABHIMBIM CO CITydaeM, onrcaHHbIM B padote M. Ugras (2006) [6].

3aknroyeHue

B BuIy peakoCcTH BCTPEYaeMOCTH IaHHOTO OP(AHHOTO 3a00JIEBaHMS KaXIbli KIMHUYECKUH CITydai
MPEJICTABIICT HHTEPEC U JOJDKEH OBITh HPEJACTAaBICH MEIUIIMHCKOMY COOOIIECTBY B IC/IAX HAKOILUICHHUS
3HAaHUM M TOHCKa MyTeH TepameBTUYECKOTO Bo3aehcTBUA. [IpeacTaBieHHBIE COBPEMEHHOM HAyKOM
BO3MOXHOCTH CEKBEHHpOBaHUSI U BbisiBiIeHHs 3ameH B reHie PHGDH npu cunapome Hos-
JlakcOBOMOTKPEIBAIOT HOBBIC IEPCHCKTHBBI TEHHO-WHXKCHEPHON Tepamuu peakoro opghaHHOTO
3a00JieBaHuUs BO OJIaro )KU3HH U 37I0POBbBS JIETEH.
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