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AnnenkoBa K.C., Connna U.H., Pomanosa 1.B., ®eauna H.B.

CEMEMHBIN CJIYYAM BETPSIHOM OCIIbI

Psa3anckuil rocynapCTBEHHbBIN MEIUIMHCKANY YHUBEPCUTET UMEHU akaaeMmuka M.I1.
I1aBnoBa, r. Psa3anb, Poccus
Ob6nactHas nerckast KiuHU4eckas 6onpHuna umenn H.B.JImutpuesoi, r.Ps3anb

AxkTyajdbHOocTh. Berpsinas ocma (BO) perucrpupyeres y 5-7/%
B3pOCJIOr0 HaceneHus, npu 3ToM, y 10% xeHmuH ¢(epTUIBHOrO BO3pacTa
OTCYTCTBYIOT 3alllMTHbIE aHTUTEA K BUPYCY I'eprieca yeiaoBeka 3 Tura, B CBA3M C
YeM aKTyaJlbHbIM siBJisieTcs npobaema HeoHaTasnbHoi BO (HBO), yactoTa koTOpoi
coctasisieT 1 Ha 200-1500 HOBOPOKAECHHBIX.

Heonatanbnas BO pa3BuBaeTcs y HOBOPOKJIEHHBIX, YbM MaTepu 3abonenu
HE T03/IHee YeM 3a 3 Hejaelu A0 polloB. B ciayyae unduuupoBanus rioga 3a 2—3
HEeJeNd J0 POJOB HOBOPOXKICHHBIE OOJIEIOT HAMHOIO JIETYe B pe3ysbTaTe
TpaHCIUIalleHTapHOU nepefaun crneuuduueckux 1gG matepu pebenky. Y 17-30%
CEpOHEraTUBHBIX JETe OT Marepel, 3a00JEBIINX 32 HEJENI0 JI0 WM B TEUCHHUE
HEJeNId MOcJe POJOB, onucaHa (yJIbMUHATHAS TUCCEMUHUPOBAHHAs MH(EKIUS C
BBICOKOM JieTaIbHOCTBIO (10 20—30%), HECMOTpsI HA CBOEBPEMEHHO HAa3HAUYCHHYIO
OpPOTUBOBUPYCHYIO  Tepanuto. HeonartaibHas BO  MoxkeT mnposBIATHCS
KJIACCUYECKUM TOPaKEHUEM KOXKHBIX ITOKPOBOB, S3BEHHO-HEKPOTUUYECKHUMHU U
reMOPpPAarnyeCKUMU KOKHBIMHU TPOSBICHUSMH, a TaKXKE JUCCEMHUHUPOBAHHOMN
uH(eKIHel (MIHeBMOHMUS, TeNaTUT, HIIEPaTUT, KOaryJonaTus).

Marepuansl u Meroabl. [I[pUBOAMM KIMHUYECKUH CIIydyaid CEMEWHOIrO
3aboneBanust BO, B ToM unciie 'y HOBOPOXKIECHHOTO.

Pebenok, A., 26.04.23 r.p., moctynmmi B HHGPEKIIMOHHO-OOKCHPOBAHHOE
ornenenue ['BY PO «OJKb umenn H. B. Imutpueoii» 10.05.2023 r, B Bo3pacTte
16 nueit, ¢ xanobamMu Ha MOBBIIIEHUE Temeparypsl Tena 10 38C, BhICHINIAHUS Ha
KOXe€.

W3 anamHuesa: pebeHOK OT 3 OEpeMEHHOCTH, CPOYHBIX poaoB Ha 40 Henmene,
MyTEM HKCTPEHHOrO0 KecapeBa ceyeHus (paHHEe M3IUTHE OKOJOIUIOAHBIX BOJ,
cmabas pomoBasi AesTENBHOCTE). Bec mpu poxaenun —3750 rpamM, pocT — 55 cwm,
orleHka 1o mkane Anrap 8/9 6amnos. Ha cienyromuii 7eHb ociie poJioB y MaTepH
MOSIBUJIACh JUXOpaJKa © IMy3bIpbKOBass ChIb Ha Tpyau. JKeHmmHa Oblia
M30JIMPOBaHA M TOCHUTAIM3UPOBAHA B CTALIMOHAP C JAMArHO30M BETpsiHAasl OCMa U
MOJAO3PEHUEM Ha MHEBMOHHUIO. Y HOBOPOKJEHHOIO IE€PBHIE 3JIEMEHTHI ChIIU
nosiBuuck 05.05.2023r., Ha 11 geHb KU3HU M OT MOMEHTA KOHTaKTa, OTMe4Yajlach
cyOdebpuibHas TeMrepaTypa, uepe3 5 HeH COCTOSHHUE YyXYIUIMIOCh 3a CYET
HapacTtatomet guxopaakud u 10.05.23r (6 nenb Oosnie3Hn U 16 JACHB >KU3HM)
pebeHok Obul rocnutanu3upoBaH. KoHTakTel ¢ sBHbIMU OonbHBIMM BO Mathb
otrpuniana. B cembe ecTh cTapuiuii pedeHoK, 1eBouka 9 net, u oTell.

[Ipu mnocrynneHud B CTalMOHApP COCTOSIHUE peOEHKa pacleHEHO, Kak
CpelHEel TSDKECTH 3a CYeT KOXKHOIO CHHAPOMA, JIMXOPaJAKW, CUMIITOMOB
MHTOKCUKAIIMM: Ha KOXE JIMIA, TYJOBUIA MHOXECTBEHHbIC BE3UKYJISAPHbIC
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MeMeHTbl OT 1 70 3 MM, «JIOKHBIA HOJUMOP(PU3M», HEKOTOPBIE SJIEMEHTHI C
THOMHBIM COJEpKUMBbIM. Ha CIM3UCTBIX MONOCTH pTa, Ha MYyKKaX 3 TOYEUHBIX
BE3UKYJSIPHBIX 3JeMeHTa. bonbmoi pogaudyok 1x1 oM, He BbIOyXaer.
MeHuHreanbHbIX cUMNTOMOB HeT. [Ipu3HakoB nHeBMoHuM HeT. Ha (one neuenus
anukiIoBupoM 5S0mr 3 p/n B/B, AMOKCHKIABOM B/B 2p/Il COCTOSIHUE YIIYYILIHIIOCH,
pebeHok npubasuia B Bece 600 rpaMM, BBICHIIAHUS MPEKPATUIUCH Yepe3 6 JHEH.

Yepe3 10 nHeilr oT Hayana 3a0o0Je€BaHMS HOBOPOXKIAEHHOTro, T.e. 15.05.23
3abonen crapmuil pedeHok, a yepe3 10 qHel oT MOMeHTa 3a00JieBaHUs cTapiien
cectpbl 3a0onen oren. Co ciIoB MaTepu, HOBOPOXKIECHHBIA W OTEL| MEPEHECIH
3a00JIeBaHUE TSAXKEIO0, C MHOXKECTBEHHBIMHU 3Y/ASIIMMH BBICHITAHUSIMH, BBICOKOM
nuxopankoir. Ha ganubii MomeHT (7 MecsilieB) HEPBHO-TICUXUYECKOE W
dbusznveckoe pa3BuTHE peOeHKa COOTBETCTBYET Bo3pacty, Bec 7900r, poct 70,5 cm.
[IpodunakTryeckue NPUBUBKHU HE MOITYYAET, B CBSA3M C FEMAHTMOMOM, MO MOBOJY
KOTOpO#l HaOJtoJaeTcss y NETCKOro XHpypra M IOojdy4aeT Je4YeHHEe — CO CJIOB
MaTepH, TMOJIOKUTENbHAsT JauHamuka. Crapmuii peOEHOK MPUBHUT COTJIACHO
KaJeHAapio NpopUIaKTUYECKUX MTPUBUBOK.

BeiBoabi: men mecto cemeitnbiit ciayuait BO. Mctounnkom nndexuuu s
BCEX 4WICHOB CEMbM CTaja MaTh, KOTOpas 3apa3wiach emie Oyaydu OepeMeHHO.
HoBopoxnenuslii peOeHok wumen HauOonbiiyio yrposy BO wu3-3a  pucka
reHepaiu3aluy Ipoiecca. 3a0ojieBaHUE B3POCIBIX JUKTYET HEOOXOAUMOCTh
BBEJICHUS BAKIMHALMY B HALIHOHAJIbHBINA KaJICH1aph IPUBUBOK.

Jluteparypa:

1. [TponeneBTHKa nerckux 6ose3Heit: yueOnuk o pea. P.P.Kuasausposoii,
B.N.Makaposoii, 2012 1., - 680 c.

2. Yuebnuk «IIponeneBrrka nerckux OonesHei» moxa penakiueid H.A.T'errie,
H.C.Ilomuepnsiesoit, 2012 1., C. 462

3. Ilenuarpus. HammmonansHoe pykoBoacTBO. Kparkoe m3nanue / [lon. Pen.
A.A.bapanoBa.-M.:I'90TAP-Menaua, 2015.-768 c.

Bbypnyuxas A.B., borauea C.M., I'ypuna E.C., 3enkuna O.1O

OTHOLIEHHE BP%‘IEI\/‘I-HEI[I/IATPOB U POJMTEJIEHA K
INEPBUYHOU BAKIHUHOITPOPUJIAKTHUKE
HNANMUWIIOMABUPYCHOM UH®EKIIUU Y JETEN

Kyb6aHnckuii rocyapcTBEHHBIM METUIIMHCKUN YHUBEPCHUTET, T. KpacHomap,
Poccus

[To pacnpoctpanennoctu nanuomaBupycHas undexuus (IIBN) 3anumaer
MepBO€ MECTO cpeaud HUHQEKIUi, NepeaaBaeMbIX IMOJOBBIM IYyTEM, a TaKXKe
SBJISIETCS MNPUYMHOW Oo0Jiee MOJOBUHBI BCEX OHKOJIOTMYECKHX 3a00JIeBaHUN Y
XKEHIIMH, 00ycnoBiaeHHbIX uH(pekuueir. BO3, oco3HaBasi 3HAYMMOCThH MPOOJIEMbI
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paka mieiiku MaTku U Apyrux 3aboneBaHuid, BbI3biBaeMbix BIIY, pexomennmyer
BKJIIOYUTH TUIAHOBYIO BaKIMHAIMIO MPOTUB MNANWUIOMABUPYCHOM HMH(EKINU B
HallMOHAJIbHBIE TPOTPAMMbl UMM YHU3AIINH.

Heab. OueHuTh OCBEJOMIICHHOCTh Bpayed-IeAUaTpOB U POAMUTENEH O
cnenuguyeckor npodunaktuke 3adoneBaHuil, BbI3BaHHbIX BIIY y nereit, nns
yMeHblIeHus 3adoneBaemoctu BITY.

Marepuaasl m metoiabl. [IpoBeeHO OJHOMOMEHTHOE aHKETHpPOBAaHHUE
MEIUIMHCKUX paOOTHUKOB U poauTeneid. B onpoce npunsiiu yuactue 139 Bpaueii-
neauatpoB u 408 poauteneir ropoma Kpacnomapa B mapre 2023 roma. s
ONpeJIENIeHUs] OCBEJAOMIIEHHOCTH O CHelU(pUYEcCKOl BaKIIMHONPO(UIAKTUKE
3a0oneBanuii, BbI3BaHHBIX BIIY, cocraBiieH ONPOCHHK, COAEpPKAUIUN OCHOBHBIE
ANUAEMHUOJIOTUYECKUE JaHHble, ocobeHHoctn Teyenuss BIIY y  gerei,
BO3MOXKHOCTHU crieniuuueckoit mpodunaktuku. Co3gana Google ¢popma, KoTopas
croco0cTBOBajAa OBICTPOMY U YIOOHOMY MPOBEECHUIO UCCIEIOBAHUSI.

PesyabTaTthl m o0cy:xkaeHue. Y 86 (61,87%) Bpadeii-nequaTpoB €cCTh
ocBeloMJIeHHOCTh, 4TOo BIIYU mMeer ToibKO MOJNIOBOM MyTh mepeaaud, 4 Bpaua
(2,88%) wumeror mnpencrasinenue, uyto BIIY wMoxer mnepemaBaThCsi TOJBKO
KOHTakTHbIM myTeM, a 49 (35,25%) u mooBBIM M KOHTaKTHbIM myTsiMu. Ha
BOIIpOC O ToM, uTo u3BectHo 0 BIIYH 104 (75,3%) pecnioHaeHTa, OTMETHIIU, YTO
nuk uHuuuposanus >xeHmnH BITY npuxonutcs Ha Bo3pact 16-25 ner, ana 99
(71,8%) — BIIU sBisieTcss TpUYMHONM OoJiee TOJOBUHBI BCEX OHKOJOTHYECKHX
3a0oneBaHuil y >KeHIIUMH, Bcero 64 (46,2%) pecnonaenra 3assuiu, yto BITY
3aHMMAaeT IMEepBOE MECTO cpeAu HH(EeKIud, MepenaBaeMbIX IOJOBBIM IIyTEM.
3HaHus Bpaued O KIWHWYeCKuX Qopmax 3aboneBaHuil BbI3BaHHBIX BIIY,
pacnpenenuiach cienyomum odopasom: 117 (84,6%) — pak meliku matku, 110
(79,5%) — aHoreHurtasibHbIe OOpodaBkH, 89 (64,1%) — peUUIUBHPYIOUIUIA
pecniupaTopHblii manuioMaros, 71 (51,3%) — pak BynbBbI 1 Biaaraiuia, 56 (41%)
— pak mnojoBoro uineHa, 53 (38,5%) — ananpHBIl pak, 46 (33,3%) -—
opodapunreansHbiii pak. OcHOBHas 4acTh pecrnoHaeHToB 128 (92,3%) 3HatoT o
TOM, 4YTO CYHIeCTBYeT crenuduyeckas npodunaktuka BIIY, a 11 (7,7%), k
COXKAJICHHIO, — HE 3HAIOT O CyILIecTBOBaHMU BakuuHbI npotuB BITY. 127 (97,1%)
Bpavei-meInaTpoB CUMTAIOT, YTO HEOOXOIMMO MPOBOAUTH BakiuHaiuio ot BITY.
BonpmuHcTBO, a2 iMeHHo 131 (94,4%) 3HaeT, uro BakuuHa npotus BITY BkitoueHa
B HAllMOHAJIbHBIM KaJleHJapb NPUBUBOK, a 8 (5,6%) — HE UMEET OCBEIOMIIEHHOCTH
00 atoM. Oxono 2/3, uro coctaBisieT 93 (66,7%) ONPOIICHHBIX CYUTAIOT, YTO
BakiuHamus ot BITY moka3zana mojpocTkam oboero mona, 42 (30,6%) - TOIbKO
neBoukam, 4 (2,7%) — manpunkam. Oxono 1/2 cnermmamuctoB 70 (50,36%) 3HaeT
00 omTUMaNbHBIX CPOKAaX MpoBeneHUs BakiuHaiuu npotuB BITY y meredt «mo
Hayajga CeKCyallbHOW akTUBHOCTH» U 69 (49,64%) BbiOupator 9-13 ner, ogHako
JI0JIN TpakTH4yecku onuHakoBbl. Ha Bompoc o BakumHax: 46 (33,09%) Bpaueit
BbIOpasin 4-X BasieHTHY10, 39 Bpaueit (28,06%) BblOpanu 2-X BaJCHTHYIO, U
MpaBUJIBHO BBIOpaJIM 00€ BaKIUHBI TOJbKO 54 Bpauya WM J0JIE OT BCEX
onpomeHHbIx 38,85%, kotopas 3HaunMo oTiandaetca ot 100%. B anketupoBanuu
yuactBoBasio 408 ponureneit, u3z Hux 384 (94,1%) npeacraBuTean KEHCKOTO MOJIa,
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24 (5,9%) myxckoro. beuio BwisiBIeHO, uTo jumb 270 (66,18%) pomuteneit
MPOBOMSIT BAaKIMHAIMIO CBOMM JeTsiM, B To Bpems kak 138 (33,82%)
OTKa3bIBAIOTCSI OT MPOBENCHUS MPOPUIAKTUYECKUX TPUBUBOK. OCBEIOMIEHHOCTD
poaMTENIE O CyHIECTBOBaHMM BakUMHbI poTuB BIIY pacnpenenunace Tak: 258
(63,23%) 3naroT, 150 (36,76%) — He umeroT npeacrasineHus. M3 ompoca cienyer,
yro 344 (84,31%) pecnoHaeHTaM Yy4YacTKOBBIA Bpad-NieAHATp PEKOMEHI0BAI
npoBecTy BakuuHaiuto npotus BITY, ognako 64 (15,69%) poautesns He noiaydanu
KOHKPETHOM PEKOMEHIallMK. 3HAYUTENIbHAS YaCTh YYaCTBOBABLIMX pOIUTENEH 226
(55,39%) 3HaeT o mocaeAcTBUAX 3a0osieBaHui, cBsa3aHHBIX ¢ BITY, ommako 182
(44,61%) He noragwiBaeTcs o HuX. M3 anketupyembix poauteneit 176 (43,14%)
yKa3zalyd, YTO Y3HAaIOT O BaKIMHONPOPUIAKTUKE OT Bpaueh-neauatpos, 144
(35,29%) w3 wuntepHera, 88 (21,57%) ot 3HakombiX. Cpeau TPUOPUTETHHIX
UCTOYHUKOB TMOJIy4eHHUs MHQOpMAlMKU O BaKIMHOMPOPUIAKTUKE y JeTed Ha
nepBoM Mecte cTouT Bpad-neauarp 378 (92,64%), na Bropom untepHer 102
(25,00%), Ha TpeTheM 3HakoMbIc 44 (10,78%).

BeiBoabl. OrmipollieHHbIE Bpauu-TIEUATPbl U POJUTENH UMEIOT pa3iinyHbIe
3HaHus 00 ocobeHHoctsax nposisiaeHuit BITY. Tonbko 35,25% Bpaueii-neauarpos
ATOU BBIOOPKH MPABUIIBLHO MPEACTABISIOT MyTH UHGUIIMPOBaHUS, 7,7% HE 3HAIOT O
cymectBoBanuu BakuuHbl BITY u 5,6% He BKIIIOYAIOT BaKIMHAIMIO B KaJeHAAph
npuBuBOK. M Tonbko 38,85% Bpaueil OpUEHTUPYIOTCS NPAaBUJIBHO B BaKIMHAX,
XOTsl MPaKTUYECKH BCE 3HAIOT O HEOOXOAMMOCTH MPOBOJUTH BakIuHaiuioo. U3
poauteneit 66,18% BaKIMHUPYIOT CBOUX JIETEH, T. K. 63,23% 3HAIN O MPUBHUBKAX.
A Bot 15,69% ponuteneid He ObUIM HMH(POPMUPOBAHBI BpavyaMH-TeAHATPAMU
Y4aCTKOBBIMHU, XOTsI TOJIABJISIONIEe OONBIIMHCTBO poauteneid 92,64% xotenu OFl,
YTOOBI YYaCTKOBBIN Bpau-meuaTp cOOOIUI UM O BaKIIMHAIUH.

Jlutepartypa:

1. bapanoB A.A., HamazoBa-bapanosa JI.C., Tatouenko B.K., Bumnéna
E.A., ®enoceenko M.B., Cemumssaosa JI.P., Uemakuna JI.C., Jlo63un 1O.B.,
Xaput C.M., bpuko H.I1., Jlonyxos IL.J[., Cyxux I'.T., YBaposa E.B., [Ipunenckas
B.H., ITomsxos B.I'., 'omGepr M.A., Kpacnononsckuii B.W., 3apouennea H.B.,
Koctunos M.IIL., Bbenonepkosuena JI.J[., MenbHukoBa A.A., bartbipmuna JI.P.
Baknunonpodunaktuka 3a0oneBaHWi, BBI3BAHHBIX BUPYCOM  IMANUIUIOMBI
YelioBeKa: TMO3WIMM  JOoKa3aTedbHOW  MemuuuHbl. O030p  KIMHUYECKHUX
pexomenaamuii. Bonpocsl coBpemennoit neauatpuun. 2017;16(2):107-117.2.

2. HamazoBa — bapanoBa JI. C., Yemakuna J[.C., BummnuéBa E.A.,
®enoceenko  M.B., CenumzsnoBa JLP. O0630p BakuuHanmum  MOpPOTHUB
nanuuioMaBupycHoi mHbeknuu B mupe. // Ilemmarpuueckas ¢apmakomorus. —
2019. Nel. C.80-85.3. 17.

3. PykoBojicTBa mno npopuIaKTHKE 3a00JIeBaHMS/CHHIPOMOB
Bakmunonpodpunaktuka 3aboneBanuii, BriBanHeix Bupycom I[lanmumiomsr
Yenoseka. Coro3 neguarpoB Poccun. 2017r.



bypnyuxas A.B., I'ypuna E.C.

KIMHNUYECKASA KAPTUHA IEPBUYHOI'O UMMYHOAE®UIIUTA Y

JAETEN
Ky6aHnckuii rocyapcTBeHHbIM MEIUIIMHCKUI YHUBEPCUTET, T. KpacHoaap,
Poccus
AKTYaJIbHOCTb. [IepBuunbIe UMMYHOIe(PULIUTHI (IAT) -
KU3HEYTPOXKAIOLIHUE 3a00J€BaHUS c BBIPAKEHHOMN TEHETUYECKOU

TCTEPOTCHHOCTHIO, B OCHOBE KOTOPBIX JI&XaT JAe(PEKThl pPa3IMYHBIX 3BEHHCB
uMmyHutera[1].

Hear wuccaenoBanmsi. IlpoBecTr aHamu3  KIMHUYECKOH  KapTHHBI
NEPBUYHOTO UIMMYHOACHHUITUTA Y MATTbUUKA 2 T. 9 MEC. B IEBOYKH 9 JIeT.

Pe3yabTaThl HCCJIE0BAHUS.

Manpuuk M. 2 1., 9 Mec., MOCTYNMUI B IyJBMOHOJOTHYECKOE OTJICJICHUE
JKKB ¢ kano6aMu Ha BBIPAKEHHYIO OJBIIIKY, CIa00OCTh, M Kallelb. AHAMHE3
3a00JICBaHUS: PEIUANBUPYIOMINK WHPEKIIMOHHBIA CHHJIPOM B BHJIC BO3BPATHBIX
undekuuii. B ¢deppane 2022 r. 6onpHOi neuwics B JIOP-otnenenun JAKKDB mo
IIOBOJTY OCTPOTO MMAHCHHYCHUTA U XPOHUYECKOTO (hapUHTHTA.

[Ipy TOCTYNJIEHUU COCTOSTHUE TSDKENO€, BBIpAXKEHHAs JbIXaTelbHas
HEJOCTATOYHOCTh, HMHTOKCHKAIMSA, BAJOCTh. KOXKHbIE TOKpPOBBI OJeHBIE C
CEpPOBAaThIM OTTEHKOM, OTMEYAIOTCA COCYAMCTHIE 3BE3JO0YKM Ha KOXKE IIEK, B
MOSICHUYHOM 00JIacTH - OTMEYAIOTCs IMATHA 1BeTa Kode ¢ MonokoM. [logkoxkHo-
KUpOBas KJeTyaTKa pa3BUTa ciabo, paBHOMEPHO pacmpeseneHa. [lampnupyrorces
BCE TPyHnbl TMMGATHUYECKUX Y3JIOB, MOMUYETIOCTHON JIUMQaTHUECKUIl y3el cieBa
yBenudeH (3,5 x 2,5 cM), 6e30071e3HCHHBIN, 3JTACTUYHBIN, HE CIIAassH C OKPYIKaroIIei
Tkanbto. HocoBoe ppixaHue 3aTpyAaHEHHOE, oOTHensieMoe ciusucroe. ['pymnHas
KJIETKa BOpOoHK0OOpa3Hoit popmbl, Y/l - oT 50 1o 58 B muH. Opplika cMemaHHas,
c nmpeobiajaHuEeM HHCIHPATOPHOTO KOMIOHEeHTa. [Ipu mepkyccuu 3BYyK He
MU3MEHEH, TIPU ayCKYJbTallMU ¢ 00€MX CTOPOH BBICIYIIMBAIOTCS pa3HOKAIMOEPHBIE
BJIQXKHBIE KpenuTupyromue u Menkonysbsipuatbie Xpunbl. YCC- 130 B muH. ToHbI
ceplilla PUTMHUYHBIC, TPUTITYIICHHBIC, BBICITYIIUBACTCS CHUCTOJIMYECKUN IIyM Ha
Bepxyiuuke. ['enaTomeranus +2 cM.

N3menenuss B mabopaTopHBIX HCCIEAOBAHUSAK: OOIMN aHANW3 KPOBU Ha
MoMeHT noctymienus: JI. — 10,7x10° /x, ap. - 4,59x10*%/n, Hb -1061/1, Tpomborl. -
432x10%1, 503. — 10,5%, mMoH. — 10,4%, mumd. — 50,6%.

buoxumudeckunii aHanu3 KpoBu: o0muit 6enok -56 r/n, ALT/AST — 7/29E/n,
MOYeBHHA-4,8 MMOJIB/II, CBIBOPOTOYHOE Kene30-6,28 mxmonws/n, OXCC-67,4
MMOJTB/JI.

YpoBeHh UMMYHOTJIOOYJIMHOB B CHIBOPOTKE KpoBu: Ig A-0,72 r/n, Ig M-0,37
r/n, Ig G-6,2 /1 (AMCUMMYHOTTIOOYyTMHEMUS 32 CUET HU3KOro cojaepxkanus Ig A u
nedurmta Ig G).

Nmmynorematonornueckue ucciaenoBanuss CD  mapkepoB: CD 45+
aum@orutoB 38,4%; CD 3+ nmumdponuros 70,4% (62-69); CD 3+abs 3,8 Abs/cent
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(1,8-3); CD 19+ mumdonuron 24,8% (21-28); CD 19+abs 1,34 Abs/cent (0,7-1.3);
CD 4+ mumdorutoB 48.3% (30-40); CD 3+ CD 4+ abs 2,61 Abs/cent (1-1,8); CD
8+ mumdonuro 15,2% (25-35); CD 3+ CD 8+ abs0,82Abs/cent (0,8-1,5); CD
16+/ CD 56+ nmumdorutoB 3,6% (8-15); CD 3-(CD 16+56+) abs 0,19 Abs/cent
(0,2-0,6); Ratio (CD4:CD8) 3,18 (1-1,6).

C ydyeToM OCOOEHHOCTEW aHamMHe3a, KIMHUYECKUX JIaHHBIX U PE3YJIbTaTOB
Ta00paTOPHBIX W WHCTPYMEHTAIBHBIX HCCIEIOBaHMM ObUT BBICTABJICH JIUAarHO3
IT1]1 HeyTOYHEHHBIN.

JleBouka A. 9 neT, ¢ 4acThIMU 3MU30JaMU PECHUPATOPHBIX 3a00JI€BaHUM C
3aTSDKHBIM - TeYeHueM, Oe3 Tepanmuud aHTHOMOTMKaMU HE BBI3JOpaBivBacT. B
TEYEHUU TIOCJICIHETO Toja B aHaJIM3aX W3MEHEHHs B BHJEC aHEMUH,
TPOMOOLIUTONICHUH, JICMKONIEeHUH. BriepBbie TrocnuTaau3vpoBaHa B OTACICHUE
Onkonorun u remarosnioruu JIKKB r. KpacHomapa B centsiope 2022 r., ObuIO
IPOBEICHO 00CIIe0BaHNUE:

O6muit ananus kposu: J1-4,39x10%n, op.-2,71x10*%/n, Hb-91r/1, TpomboIL.-
54x10%mn, neiirpod.-16,6%.

NmMmyHOreMaTomoruueckue UCCIIeIOBAHUS: [Tpoba Kym0ca —

OTpHIIaTeJIbHAS.
CD wmapkepsl: CD 45+ numdonuroB 80,3%; CD 3+ numdonutos 67,2% 66-76;
CD 3+abs 4,3 Abs/cent 1,4-2; CD 19+ mumdoruros 7,1% 12-22; CD 19+abs 0,45
Abs/cent 0,3-0,5; CD 4+ aumdonuroB 38,9% (33-4); CD 3+ CD 4+ abs 2,49
Abs/cent (0,7-1.1); CD 8+ numdonurtos25,1% (27-35);CD 3+ CD 8+ abs 1,61
Abs/cent (0,6-0,9); CD 16+/ CD 56+ aumdonuros 24,7% (9-16); CD 3-(CD
16+56+) abs 1,58 Abs/cent (0,2-0,6); Ratio (CD4:CDS8) 1,55 (1-1,4).

Muenorpamma: TyHKTaT O€[eH, COJEPKUT JIOCTATOYHOE KOJIMYECTBO
HEUTPAIBHOTO KUpa M DJIEMEHTOB CTPOMBI. DPUTPOUAHBIM POCTOK COXPAHEH,
APUTPOIIOI3 HOPMOOIACTUUECKOTO THIA, TEMOTJIOOUHU3AIMS B TIPEIesiaX HOPMBI.
MerakapuouMTapHbIM POCTOK COXPAHEH, MPEACTABICH KIECTKAMUA PAa3HOW CTENICHU
3peNIOCTH C HAPYIICHHOW ()YHKIIMOHAIBHOU IS TEIHHOCTBIO.

Jist Bepudukanmy auarHoza ObUIO MPOBEIEHO MOJEKYISIPHO-TEHETHYECKOE
HCCIIeIOBAaHUE, BBISABICHO H3MeHeHHe B TeHe RADS0 (acconumpoBaHHOE C
HutiMmren- momo6usiM cuaznpomoMm) u B rene ERCC4 (accommmpoBaHHOE C
anemueil @ankonu). llanmentke BwicTaBieH auarHo3: [INJ] HeyTOUHEHHBIN.
MuenoaucniacTUIYeCKuii CHHAPOM HEYTOUHEHHbIM. KOHCTUTYIMOHAIbHAS aHEMUS
HEYTOYHEHHAS.

BoiBoabl. B HacTosmiee Bpems cymectByer Oonee 400 onumcannbix [TH],
KOTOpbIE OTHOCATCS K Tpynne opdaHHbIX Oone3Hei. [Ipn paHHeM ycTaHOBICHHH
nrarHoza Bo3MokHa Ttepanust [IMJ[ ¢ BO3MOXHOCTBIO MOJIHOLUEHHOW >KWU3HHU, a
WHOTJIa U TIOJIHOTO BBI3JIOPOBIICHUS [2].

JJUTEPATYPA

1. Bakmnunamus npetedt ¢ mnepBUYHBIMH uUMMyHoaedwuiutamu / M. JL
ConoBbeBa, A. A. XacanoBa, A. Il. Yepmanuer [u ap.] / Bakuunanus aeten ¢
COMATUYECKOW Marojorueil: YyeOHoe mocoOue s Bpayed, KIMHHUYECKUX
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OpAMHATOPOB, CTyAeHTOB. — MockBa: OOO "Otmapa.ner", 2022. — C. 41-51. —
EDN SSMXCP.

2. Kopcyncknii W.A., T'opmykoBa M.A., CupnoBa A.C., um np.
LlenecooOpa3HOCTh HEOHATAIIBHOI'O CKPUHUHIA MEPBUYHBIX UMMYHOIE()UIIMTHBIX
cocrossanii. PMXK. 2018;9:29-32.

I'ypuna A.Jl., boperueBa A. P., bioxosa E. O3. ®enuna H. B., Bynux A. /.
BbITH WJIN HE BbITH POKJIEHHBIM. CUHAPOM ITATAY...

Psa3anckuil rocynapCTBEHHbBIN MEAULMHCKAM YHUBEPCUTET NMEHU akajgemuka .11
I1aBnoBa, r. Pa3anb, Poccus

Cunapom Ilatay - 3To XpomMoOcOMHas aHOMAaJMs, MPEJCTaBIsIONas coOoun
Tpucomuto mo 13-oif mape ayrocom. Bximtouaet B ceOsi MHOKECTBEHHBIC J1e(PEKTHI
HEPBHOM CHUCTEMBI, TJa3, KOCTHO-MBIIIEYHONW CHUCTEMBI, cepaua u nap. Yacrora
BCTPEYAEMOCTH  COCTaBJSET 1 Ha  7000HOBOpOXIEHHBIX.  [IporHos
HeOnaronpusaTHeid, 95% OOMBHBIX yMHUpaeT Ha TIEPBOM ToAy >KHM3HU. Harm
KJIIMHAYECKUI CITydail O MalMeHTKE C TaHHBIM CUHAPOMOM.

Ieab: mpoBecTHM aHaIU3 KIMHUYECKOrO Ciydas, MOJHATH AKTyalbHYIO
ATUYECKYIO TMpOoOJeMy, CBA3aHHYIO C IMPOJOHTUPOBAHUEM OEPEMEHHOCTH MpH
HaJIUYUHU MEJUIMHCKUX NTOKa3aHUM K €€ MPEPHIBAHUIO

Marepuanabsl u Metoabl: M3ydeHue uctopuit Oone3Hu mnamueHTta, cOop
aHAMHE3a U MEJUIIMHCKUN OCMOTP.

[Tanment M. or 4-ii OepeMEHHOCTH, yrpo3a NpephIBaHUs, pOABbl 4-¢,
cpounble ¢ BecoM 3130 rp., nmunoit Tena 53 cm B OKIILL. Ha cpoke 2425 Henenb
BHYTPUYTPOOHO YCTaHOBJIEHa XpOMOCOMHasi aHomanus cuHiapom [laray.
[IpoBenen mnepuHATaIBHBIM KOHCHIIMYM, CEMbS peOEHKa MpHUHsSIA pEIICHHUE O
MPOJIOHTUPOBAHUU OEpeMEHHOCTH. Yepe3 Mecsll TMocie pOoXKACHUS pPeOCHKY
MIPUCBOEH MaJUTMATUBHBINA CTATYC.

HMuarno3: Cunapom Ilatay. Bpoxnenusiii mnopok paszsutus [IHC:
TUIOIUIA3Usl KOPBI TOJOBHOTO MO3ra, TMIOIUIa3usi 4epBsi MO3keuka. Terpamapes.
Hucdarus.  Mukpodrtansm.  BpokneHHBIH  MOPOK  pa3BUTHS  ceplla:
JAMIIIL.BpoxxieHHbII  MOPOK  pa3BUTHS  YEIIOCTHO-JIMLEBOTO  ammapara:
pacmienvHa TBepAoro Heba. [mmepremopusm. Jlucrutaszusi yIIHBIX PaKOBUH.
Ocnoxuenusi: JIByCTOpOHHsISI THEBMOHMS, Tshkenoe Teuenuwe. JIH 2 cremeHu.
AHemusi | cTeneHu, CMENIAaHHOW H3THOJIOTHH. AIHO? UEHTPAJIbHOTO TEHE3a.
3aBUCUMOCTh OT pecnupaTopa. XPOHUUYECKUN MHUKPOACIHPALIMOHHBIA CHUHAPOM.
l'actposureputr  cmemanHoit  stuonoruud.  ComyrcTByromuii:  Hocutens
TpaxeoctoMbl. HocuTenp racTpoCTOMBL.

Jo 4-x nenmenr Haxomwiack Ha HWBJI. C 5 Hemenp mnepeBeneHa Ha
CaMOCTOSITENBHOE AbIXaHue. B Bo3pacTe 7-MH HeleNb MPOU3O0IIEN IIEPBbIM U330/
acupanmu ¢ aecarypamueit 10 90%. B 8 menens nepesenena B8 OPUT (SpO2
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80%) na BJI, rne naxonunace 10 10-i1 Henenu xu3Hu. B 13 Hexenb ycTaHOBIIEHA
ractpoctoMa. C 18 Hemenp CaMOCTOSITENBHOE [BIXaHUE YEPE3 TPaxeoCcToOMY,
ypoBeHb TemorjoOuHa yman a0 74 r/1, ganee MOJOXKUTEIbHOW JAMHAMUKHU HE
HaOmoanock. B TeyeHue xu3Hu y peOCHKa HEOJHOKPATHO MPOSBISLIIUCH SMTNA30/1bI
JecaTtypalii U amHod, MOAbEMbI TeMiieparypa A0 ¢GpeOpwibHbIX 1udp, 0oeBoit
cugapomM. B Bo3pacth 7-MM MecCSLEB OCTAaHOBKA CEPIACUYHOM JEATEIBHOCTH.
KOHCTaTUpOBaHa OWOJOrMYecKass CMepTh peOeHKa. ODTOMY MpealIecTBOBAJH,
IBYCTOpOHHsS nMHeBMOHUA, JIH 3 crenenu, runorepmusi, Koma TPEThEN CTEIIEHMU.
NHcTpyMeHTaNbHbIE HCCIEAOBAHMS, KOTOpble MpoBoaminch mnauuentke: KT,
VY31 OBII, 3XO-KT', HCI', ®I'IC, Pentrenorpamma OI'K; na6opatopusie: OAK,
OAM, b/X kposu, KIIC,IloceB oTnensemMoro AbIXaTeIbHBIX MyTEeH Ha a’dpOOHYIO
u (haKynbTaTUBHO-aHAYPOOHYIO OakTepuaIbHYIO dbnopy. Jleuenue:
MHOTOYHCIIEHHbIE KYpChl aHTHUOMOTHKOB, KUCIOpOAOTepamnusi, o0e3001uBaHUE U
I'KC

BbIBOADI:

BoixaxkuBaHue TakuMX TAIlMEHTOB MPEICTABISET BBICOKOTEXHOJIOTHYHYIO
nomoib. 100% nanueHTOB MMEIOT NaUIMAaTUBHBIA cTaTyc. Bompoc poxaeHus
TAaKOro pe0eHKa B CllydasiX MpPEeHaTaJbHON MUArHOCTUKH MPEACTABISET CIOMKHBIM
ATUYECKUI/MOpPANIbHBIN /peTUruo3Hbiii Borpoc. B mo6om ciydae, pelieHue o
NPOJOHTUPOBAHUM OEPEMEHHOCTH M POXKJIEHHUHM peOeHKa — BBIOOpP pOAMTENEH,
KOTOPBIN HEOOXOANMO yBaKaTh.

Jluteparypa:
1. I'uatep, E. K. MenuuuHcKas reHeTUKa : HAIMOHAJIBHOE PYKOBOJICTBO / MO
pen. E. K. I'uatepa, B. II. Ily3sipeBa, C. U. Kyuesa. - Mocksa : [ 90TAP-Menua,
2022.
2. Anteinauk, H. A., Measenes, M. B. Panuss npeHatajibHasi TUarHOCTHKA
cunapoma [lartay // . — Bonarorpan:, 2013. — C. 75-78.
3. I'op6ynora B. H. Menununckas reaetuka / — Boponex: , 2015 — 357 ¢

Ucaaksn F0.A., I'punin M.P., Capyxansu U.T.,
Kokmaposa T.C., Moucees K.B.

KJIMHUYECKUN CAYYAH PEHUJIKETOHYPUM: O3 IHAA
JANATHOCTHUKA

[TepBeiit MOCKOBCKNI TOCYAaPCTBEHHBIA MEUIIMHCKUN YHUBEPCUTET WM.
N.M. CeuenoBa (CeueHOBCKUI YHUBEPCUTET), T. MockBa, Poccus

Oenmnketonypus (OKY) — 310 cocTosHme, Bo3HUKAOIIEE W3-3a nedummra
(eHUIaTaHUHTUPOKCUIIa3bl BCIEACTBUE MYTallUM B COOTBETCTBYIOLIEM TI€HE,
SABJISIETCS ~ PEIKUM  ayTOCOMHO-PEIIECCUBHBIM  BPOXKJACHHBIM  HapylICHUEM
MeTtabonu3Ma (PeHuIalaHuHA, COMPOBOXKIAIOIIUMCS  3aJCPKKOM  pa3BUTHS,
MCUXUYECKUMU U HEBPOJIOTMYECKUMHU HAPYUIEHUSIMHU, IOCBETICHHEM BOJOC U
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pagyX KW TJa3, Cleur(pUuecKuM 3amaxoM MOYM M MoTa. PacmpocTpaHEHHOCTb
JAHHOrO 3a00JieBaHUA B MHPE BapbUPYETCS MU COCTABISIET B CPEJHEM OKOJIO
1:10000 HOBOpOXIeHHBIX. PaHHAA &NMAarHOCTHMKa OCHOBaHAa HAa CKPUHUHIE
HOBOPOKJICHHBIX. EcCiaM 7nedeHme Hadyato BOBpPEMsS M IPOAOJDKAETCA, TO HE
npoucxoauT cymiectBeHHOro nopaxenust [IHC. OCHOBHBIM METOAOM JICUEHHS MO-
NpEeKHEMY  SIBJIIETCA  JIM€Ta, IIOCKOJIbKY  (PapMakKoJIOrMuecKoe  JIeYEHHE
(rerparunpoOuontepun - BH4; nerunupoBanHas QeHunaraHWH-aMMHUAKINA3a,
KoTOopasi TpeOyeT eXEeIHEBHBIX MOJKOXKHBIX HWHBEKIIMA M MOXET BBI3BIBAThH
aJJIEprUYECKUe PEaKIMK) MOKa3aHO HE BCEM MallMEHTaM.

Heasn. [IpeacraBurs kimHu4eckud ciaydaii @KV y mamuenta B Bo3pacte
JBYX JIET.

Marepuaasl u  Meroabl. KimHuueckoe  oOcieioBaHMe, aHAJIN3
MEIUIMHCKOMN JOKYMEHTAlluH, FTEHETUYECKOM 00cienoBaHue.

PesyabraThl. B oTaeneHune mocTynwil MallbUMK JIBYXJIETHETO BO3pacTa C
IuarHo3oM «Aytusm». llpu ocMoTpe OoTMeudanuch CBETIBIE BOJIOCHI, U, CO CJOB
poAMTENIe, TPUCYTCTBOBA HEOOBIYHBIM IS Malbuuka 3amnax. HWceropus
NEPUHATATIBHOTO U (QU3MKAJIBHOrO  oOcienoBaHus  Obula  HUYEM  HE
npuMedarenbHoi. CeMelHbI aHaMHEe3 He OTsrolleH. HeoHaTtanbHbI CKPpUHUHT Ha
BPOXKJICHHBIC  HapylieHuss oOMeHa BemecTB 1o MeroAay larpu  Obua
OTpULIATENbHBIM. THTEHCUBHOE MICUXOTEPANIEBTHUYECKOE BMENIATEIBCTBO [TOKA3aJI0
HE3HAYUTENbHOE YIYYIlIeHHe. YUYUThIBas BO3MOXKHbIE HapylieHHss OOMeHa
BEIIECTB Y JIETEH C HAPYIICHUSIMU Pa3BUTHUSA, ObLI MPOBEJICH OMOXUMHYECKUH TECT,
BBISIBUBILIMN TMOBBIIICHUE YpOBHs (eHmnananuHa B kpoBu (970 mxmons/in). [pu
NOMOIIM  TEHETHMYECKOr0  TECTUPOBAaHUA  ObUI  TOATBEPXKIEH  JUArHO3
«DeHunKeTonypus» (MyTalus B 3k30He 12-T0 reHa ¢peHuIalaHuHTUAPOKCUIIA3HI).
Konrpons uyBctBuTenbHOocTH K BH4 Obi1 orpumarensasiM. MPT romoBHOTO
Mo3ra 0e3 maTtojorndyeckux u3meHeHui. [locie mMoCTaHOBKM MuarHo3a IMalueHT
OBLJT TepeBe/IeH Ha IUETy C OTPaHUYCHUEM COJepKaHus (eHUIATaHUHA. Y POBEHb
(deHunaraHiHa ¥ OIIEHKAa TMHUTAaHUA  KOHTPOJIUPOBAIUCH  E€XKEHENETBHO,
OorpaHWYeHHas JueTa B Hauaje JedeHus Obuia A(h(EKTUBHONM: dYepe3 MecsIl
ypoBeHb (eHuartallaHhHa KPOBU COCTABIsI B CpenHeM 84  MKMOJIB/II.
CumnTomMaTuKa yIydllWIach MOCJE€ Ha3HauyeHus aueTbl. OAHAKO Yepe3 uYeThIpe
MeECSlla MHAlUWEHT NPOSBIUI  BBICOKYK)  arpeCCHUBHOCTB, HETEPIEIUBOCTb,
MICUXOMOTOPHOE BO30YKJICHUE U CaMOMNOBPEXKAAIONIEE MOBEACHUE, B TO BpeMs KaK
ypOBeHb (PeHMIIaTaHWHA B KPOBU OCTABAJICS B MpeEJeNax I1esieBoro. beur Ha3HaueH
pucnepuion (HEHPONENTHK), TIOCTIe YeTO MPOOJIeMbl C MOBEACHUEM YIyUITUIHCH;
MaJIbYUK cTajd 0oJiee CIOKONHBIM, UCTEPUUYECKOE MOBEACHUE HAOII0IAIOCh PEXKE,
OH cTasl OoJjiee ycuauuB. B TO BpeMs KIMHUYECKHM CTaTyC OTHOCHIICS CKOpEe K
YMCTBEHHOM OTCTAaJOCTH, YeM K ayTu3zMmy. Kpome Toro, mpous3omnuio 4pe3Bbl4aiiHO
3aME€THOE€ M3MEHEHHE IIB€Ta BOJIOC CO CBETJIOTO0 HAa TEMHO-KAalITAaHOBBIM U
ype3MepHOe yBennueHue Beca. llocime gmuTensHOro mepuojga  XOpOIIETro
MIOCTOSSHHOTO ~ TUETUYECKOTO  KOHTPOJII W OYEBHUIHOTO  SMOLMOHAIBHOTO
VIY4YIIEHUs y NalMEeHTa MPOU301IET PEUUAUB NPEABbIAYIIEH CHUMITOMATHKH,
MPOSIBISIIOIIMNCA ~ BBI3BIBAIOIIMM  MOBEJCHUEM, TPEBOINOM W ATUIWYHOU
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00CECCUBHO-KOMMYJIbCUBHON cUMNTOMATUKOW. JledeHne ObUIO 3aMEHEHO Ha
rajonepu0. (HEMPOJIENTHUK) B COUETaHUU c KapOaMa3zenuHOM
(IpOTUBOCYIOPOKHBIN Tpenapat), 0e3 nmonoxurenbHoro 3ddekra. CanponTepux
OblI Ha3HAYEH Ha KOPOTKUWA HCIBITATENbHBIA NEpHOJ 0€3 CyIIEeCTBEHHOIO
yiaydiieHus. B Hacrosimee BpemMs Yy MalMeHTa HaOJIONA0TCs KIMHUYECKHE
OpOSIBJICHUsSI YMCTBEHHOW  OTCTAJIOCTH, TPEBOXXHOCTH W  arpecCHBHOCTH,
TpeOyrolue NOoCTOSTHHOrO HabmoeHus. Ha naHHbIE MOMEHT JIeueHUuEe COCTOUT U3
npuéma HeMpOJIENITUKOB U KapOaMa3enuHa, a TakkKe MOJHOr0 COONIOACHUS TUEThI
C OrpaHUYEHHBIM NOTPEOICHUEM (PEeHUITATAHUHA.

BoiBoabl. J[anHOe cooOieHne onuchiBaeT KiMHUYeCKuit ciaydait @KVY. 3a
CYET F'eHETUYECKOT0 TECTUPOBAHMSI, a TAKKE aHAIM3a aHaMHe3a NalMeHTa yaaioch
BEpUUIIMPOBATh JWAarHO3 M HA3HAYWTH aKTyajJbHOE JieueHue. lIpoBeneHHBIC
MEPOTIPHUATHUS TTO3BOJIMIIA YIYYIIUTh CUMIITOMATUKY TAIlMEHTa, OJHAKO MaI[UCHT
BCE €Il HaXOAMTCS MMOJ HaONI0JEHHEM, MTOCKOJIbKY Ha JIaHHBIH MOMEHT MOJHOM
perpeccuu Bcex CUMITOMOB JIOOUTHCS HE Y1a10Ch.

Jluteparypa

1. Blau N, Belanger-Quintana A, Demirkol M, Feillet F, Giovannini M,
MacDonald A, et al. Management of phenylketonuria in Europe: survey results
from 19 countries//Mol Genet Metab. 2010; 99(2): 109-115.

2. Gundorova P., Stepanova A.A., Kuznetsova I.A., Kutsev S.I., Polyakov
A.V. Genotypes of 2579 patients with phenylketonuria reveal a high rate of BH4
non-responders in Russia//PLoS One. 2019. V.14. N 1. P.e0211048. doi:
10.1371/journal.pone.0211048. eCollection 2019.

3. Wettstein S., Underhaug J., Perez B., Marsden B.D. et al. Linking
genotypes database with locus-specific database and genotypephenotype
correlation in phenylketonuria//Eur J Hum Genet. 2015. V. 23. N 3. P. 302 - 9.

Kapamanemra M.M., Cupotuenko T.A., UBanoBa O.A.

JIUHAMMKA YACTOTBI OCTPBIX OCJOKHEHU CAXAPHOI'O
JIMABETA 1 TUIIA Y JIETEH U IIOJIPOCTKOB JIYTAHCKOH
HAPOJHOM PECITYBJIUKHU

Jlyranckuii rocy1apCTBEHHbIN MEIMIIMHCKUI YHUBEPCUTET UMEHU
Cesitutens Jlyku, r. Jlyranck, JIyranckas Haponnas pecnyonuka, Poccus

TenaeHuus K pocTy pacnpocTpaHeHHOCTH caxapHoro auadera 1 tuma (C/] 1
TUNIA) B TONYJNSIUN JETeH W TMOAPOCTKOB OCOOEHHO SIPKO TMPOSIBUIACH B
JIyranckoit Hapomnoii Pecnybnuke B mocnennee naecstuietue (2015-2022) c
MaKCUMaJIbHBIMU IU(paMu MpUpOCTa 3a MOCIAEAHUN cTaTUCTUUYecKui ron — 1,44
%o0. [ToMUMO W3MEHEHHs] JAaHHOTO AMUIAEMHUOJOTHYECKOr0 MOKAa3aTeNsl Mbl COUYIU
3HAYUMBIM JIOCTOBEPHBIM POCT 4acCTOThI OCTphIX ocioxHenud CJI 1 tuna kak y
JeTel, TaK U MOJPOCTKOB, & TAKXKE CBSI3aHHOE C HUMH YBEJIIMYEHUE KOJIMYECTBA
HEOTJIOKHBIX rOCIIMTanu3anuii, B ToM uncie B OPUT.

11



Marepuanbl M MeTOAbI: AHalW3 JTAHHBIX MOKA3aTEJIEH BBISBHII MPUPOCT
yucia KOMaTo3HbIX cocTosiHuM, Bbi3BaHHbIX CJ 1 tuna B 1,92 pa3za (1,2% -2015;
2,3% -2022), nuabetnueckoro keroanuaosa (6e3 pa3Butus kombl) - B 1,68 paza
(2,5%- 2015; 4,2% - 2022), tspxeno runoriaukemMud — B 2,4 pasza (0,5%- 2015;
1,2%-2022). JlanHas HeraTUBHAs TEHJICHIIUSI OCOOCHHO MPOSIBIACTCS Y MAIIIEHTOB
¢ CI | tuma, mpoXuBarmOIIMX HA BHOBb INPUCOEAUHEHHBIX Tepputopusx JIHP.
WN3yyenne BO3MOXHBIX NpPUYMH (DOPMUPOBAHMS TaKOW HEOJAronpusTHOM
JWHAMUKK TI0Ka3aJlo, 4YTO B JIAHHBIX PErMoHaX MNPAKTUYECKH OTCYTCTBYET
nenuatpuyeckas ciyxoa. OOcCTyXHMBaHHE JETCKOTO HACEJICHHUS OCYIIECTBISIOT
CEMEINHbIE Bpaud, KOTOPBIE HE BCErJa UMEIOT JOJKHBIA YPOBEHb MOATOTOBKHU JJIsi
CBOEBPEMEHHOM MocTaHoBKMU auarno3a CJI 1 tuma, onpeaeneHust puckoB pa3BUTHUS
OCTPBIX OCJIO)KHEHUU AaHHOTO 3aboseBanusi. HeoOXoaumMo Takke y4UThIBATh, UYTO
nanHble Tepputopun Ha 80% SBIAIOTCS CENBCKOXO3SMCTBEHHBIMHU, YTO TaKke
CKa3bIBAETCS Ha CBOEBPEMEHHOCTH OOpallleHUs 3a MEIMUIIMHCKOW moMolnslo. [lo
pe3yibTaTaM aHKEeTUPOBaHUsI OOJBHBIX, UMEBIIUX oOcTpble ocioxHenus CJ 1
TUTIA, U UX POJUTENICH OMpeieieH 3HAUYUMBIA JeDUIIUT 3HAHUM O XapakTepe
TEUEHUs JTaHHOTO 3a00JIEBaHMs, O >KU3HEYTPOXKAIOIIUX CHUMITOMAaX OCHOBHBIX
octpeix ocnoxkHenud CJI 1 tuna. Ham Takxke mnpencraBiasieTcsi BaKHBIM
npaktudeckoe orcyrcrsue B JIHP npereil, HaxoAAmMXCAd HAa MOMIIOBOM Tepanuu
(0,007%).

BeiBoabl: getm u nogpoctkm ¢ CJI 1 Tuna, mnpoxuBaromue Ha
onpeneneHHpIx Tepputopusix JIHP, sBiusroTcs ocoOoii KOropToil pucka pa3BUTHUS
OCTPBIX  OCJIO)KHEHUH OCHOBHOTO 3a0ojieBaHUA M  TPeOYIOT TIIATEIHHO
CIUIAHUPOBAHHOI'O VHJIMBUAYAJIU3UPOBAHHOIO oAxo1a (mocTosiHHOE
MEIUIIMHCKOE COMPOBOXACHUE, IUCHAHCEPHOE HAOIOJIEHHE) CO CTOPOHBI
NeANATPUIECKOMN CITYKOBI B LIETIOM.

Jlutepartypa:

1.lenoB M.1. Caxapupiii nuaber B Poccuiickoit deneparuu: DUHaAMUKA
SMUAEMHUOJIOTUYECKUX TIoKa3zatened mo gaHHeiM  DenepanbHOrO  perucrpa
caxapHoro jauabera 3a nepuoxa 2010 — 2022 rr. / U.W. lenor, M.B. Illecrakoga,
O.K. BukymoBa [c coaBt.] // Caxapubriii mmaber. - 2023; 26(2):104-123.

https://doi.org/10.14341/DM130352.

2. T.YO. IlupseBa, E.A. AwnapuanoBa, H0.M. CynnoB // [lunamuka
OCHOBHBIX JMHIEMHOJIOTHYECKUX TTOKa3aTesel caxapHoro nuabdera 1 tuna y aerei
B poccmiickoii ~ Denepanmu"  Caxapubiii  gumaber. - 2010;13(4):6-11.
https://doi.org/10.14341/2072-0351-6050

12


https://doi.org/10.14341/DM130352.%202
https://doi.org/10.14341/DM130352.%202

Baoumesnu B.A., Kotuna H.3., U3oToBa I'.H.,
Humesa E.C., Ctapesckas C.B

KIUHUUYECKHUU CJOYUYA: TAXKEJIASI KOMBUHUPOBAHHAS
NUMMYHHAS HEJOCTATOYHOCTD Y HOBOPOXJIEHHOI'O
BCJEJACTBHUE HACJIEJOBAHHOM MYTAIINA B TEHAX AK2 1
MARS2.

Hetckuit ['opoackoit Muoronpoduinbnbiit Knuunyeckuii Cienuanu3upoBaHHbINA
Hentp Bricokux Meauruuckux Texnonoruii, r. Cankt-IletrepOypr, Poccus
Cankr-IleTepOyprekuii HayyHoO-UccaeaoBaTebekuil MTHCTUTYT
dTuznonyasMoHosorun», r. Cankr-IlerepOypr, Poccus
CeBepo-3amnaaHblii TOCYJapCTBEHHBIM MEAUIMHCKUN yHUBEpcUuTeT uM. N.1.
Meunukosa, . Cankr-IletepOypr, Poccus
Cankr-IleTepOyprekuii rocyJapcTBEHHBIN MEIUATPUIECKUN METUITUTHCKUNA
yauBepcurert, r. Cankt-Ilerepoypr, Poccus

C ym;yulieHWeM  JMAarHOCTUYECKHUX  BO3MOXKHOCTEH M BBEJCHUEM
pacUIMpEeHHOTO  HEOHATaJIBHOTO  CKPUHMHTA  4acTtoTa  BbisiBiaeHus  [TH]]
3HAQUMTENIBHO YyBenuuujach. [lo mocnegHuM JaHHBIM - JIMTEPATypbl 4acToTa
NEePBUYHBIX HUMMYHOJeduIuToB cocrapiser 1 ciuydait Ha 10000 denoBexk.
Csenenus o IIM]] HakamuMBarOTCS B T€OMETPUUECKON MPOTPECCUU; B HACTOSILEE
Bpemsi u3zBectHO O 400-500 Bapuantax mnartonoruu. Pannee BwisiBienue [T/,
XapaKkTepucTuka 3a00JIeBaHUSI M YTOYHEHHE €ro TIeHETHYECKUX OCHOB HMEET
NEPBOCTENIEHHOE 3HAYEHHE, T.K. SIBISETCS OMPEAEISIONIMM B HE3aMEIJIUTEIbHbBIX
Mepax MO €ro KOPpeKLUHH, YTO UMEET MPUHIMIINAIBHOE 3HAUEHUE B JaJbHEUIIEM
IIPOTHO3E.

Ieabto Hamieit paboThI ABISCTCS ONMMCAHUE KIMHUYECKOTO Cydas TSHKEJION
KOMOMHUPOBAHHOW HMMMYHHOM HEIOCTaTOYHOCTHU, OOYCIOBICHHOTO paHEE He
ONMCAaHHOW T€HETUYECKOW aHOMauel. JlnarHo3 BBICTABJIEH MAllUEHTY B BO3PACTE
no 1,5 mecsama. OnucaHbl OCOOCHHOCTH MATHOCTHKH, aJTOPUTM BEICHUS H
MapuIpyTHU3alMU MMAIUEHTA ISl ’TATHOM KOPPEKIIUH KIMMYHHOIO CTaTyca.

Matepuajibl 1 MeToabl. PeGeHok K., 1oHOIMEHHBI MaTOBECHBINH MAIBUYHK
ot matepu 34 net. 1 GepeMeHHOCTh — CPOYHBIE POJIbI, PEOCHOK 370POB (I€BOYKA
OT JIPYyroro OMOJIOTUYECKOT0 OTIAa). 2 OEPEMEHHOCTh — HACTOAIAas, MPOTeKaaa Ha
done covidl9 B 18 Heaens, 3BYP, kanauno3noro ByabpBoBaruauta. Ponpl 11 Ha 38
Henene rectaunn. Bec npu poxxaenun 1720 rpamm.

B 1 cytku xu3nu tpancnoptupoad B OPUTH nerckoit 00nbHULIBL, TE MO
COBOKYITHOCTH KIIMHUKO-TAa0OpPAaTOPHBIX M aHAMHECTHYECKHX JaHHBIX Oblia
3aperucTpupoBaHa UH(PEKIMS, TATMYHAS ISl IEPUHATAIBHOTO NIEPUO/a.

C poxaeHuss B remMorpamme oOpamjaeT Ha ceOsi BHUMaHHE TshKenas
NeUKoNeHus,/HeUTponeHus, abCcoMoTHasT TUMQPONEHUS U TPOMOOUUTONEHHUS TMPHU
COXpaHHBIX I[OKa3aTeNsaX aKTUBHOCTH 3PUTPONO33a, 0e3 MPU3HAKOB AaHEMHUHU H
remMosin3a (HOpPMaJbHBIM TEMOrJOOMH C HOPMaJIbHBIMM XapaKTEPUCTUKAMU
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SPUTPOLIUTOB, OTpUIAaTedbHON 1poOoit KymOca). BrlpaxkeHHOe TOBBIICHUE
KojauyecTBa HopMouuToB (Oonee 1600 Ha 100 nEMKONMTOB) HUCTOJKOBAHO Kak
peakiusi Ha cUCTeMHYI0 WHOpekuuio. B cBA3u ¢ BbIsABICHHOW nuM@oneHuen
BBIITOJIHEHO HCCIIEJOBAHUE KJIETOK nepudepudeckoit KpOBHU Ha
CyOnonyJIsiIMOHHBIN cOCTaB TUM(OLUTOB: pe3Koe CHUkeHue Bcex ¢pakuuii T-
TUMQOIIMTOB TIPU OTHOCUTEILHOM yBeIu4YeHuu mnpomnopiuu B-mumdonuros. [pu
HCCIIEIOBAHUM CHIBOPOTOUYHBIX MMMYHOTJIOOYJIMHOB BBISABICH YpoBeHb [gG Ha
HWKHEHN rpaHulie HOpMbl, ypoBHU IgM u IgA cHmkeHbl 6osee yem B 2 pasa.

Pebenky  obGecneyen  crepuibHbli  Ookc.  Hawata  mocrosiHHas
AHTUMUKPOOHAS U aHTUMHUKOTHYECKas MPO(UIAKTHKA, B ICKPETUPOBAHHBIE CPOKU
POBOJIUIIOCH BBEJIEHUE BHYTPUBEHHOT'O UMMYHOTJI00YJIMHA.

B xome ynbTpa3BykoBOro oOcCiieJOBaHUSI HE YyIajJoCh BHU3YyaJIM3UPOBATH
tumyc. [To nanapiM MCKT rpyaHoil kileTku, MpoBEAEHHON B Bo3pacTe 1 Mecsna
YKW3HU, BBISIBJICHA BBIPAXXECHHAS TUIIOIJIA3Usl TUMYCA.

B xone oOcnemoBanusi Ha IEPBUYHBI UMMYHOJIC(UIIUT BBISBIICHO TOJHOE
orcyrctBrue TREC. IIpoBeieHO MOJIHOE 3K30MHOE CEKBEHUPOBAHUE, MO JAHHBIM
KOTOPOTO  BBISIBIGH paHee HE  ONMCAHHBIM  BapuUaHT  HYKJICOTHUIHOMU
nocieoBaTesibHOCTH B 3k30He 6 reHa AK2 (monoxenue chrl:334789721>C) B
FOMO-TEMHU3UTOTHOM COCTOSIHUH, MPOBOJAIIMN K MUCCEHC-3aMEHE, a TaK)Ke T'eHa
MARS?2 B reTepo3uroTHoM cOCTOAHUU. J[aHHBI BapuaHT HE 3apETrUCTPUPOBAH B
KOHTpOJIbHOM BBIOOpKEe Genome Aggregation Gatabase. Bapuanter B rene AK2, B
TOM 4YHCJIE, TWUIA MHCCEHC, B TOMO3UIOTHOM H KOMHAayHJI-T€T€PO3UTOTHOM
COCTOSIHUM OIIMCaHbl y TMalMeHTOB ¢ PerukynspHeiM aucrenesom. Ilo
COBOKYITHOCTH CBEJEHUW BBISIBICHHBIA BAapUAHT PACLUEHEH KAaK MaTOTCHHBIN,
ABJIAIONIMICS Hanbosee BEPOATHON IPUUMHOMN 3a00JIeBaHMS.

Metonom HLA-TunupoBaHusi BISIBICHA COBMECTUMOCTDH C OMOJIOTHYECKUM
OTIIOM pebeHKa, TocIe Yero B Bo3pacTe 2 MecsIeB 6 CYyTOK JKM3HU OCYIIECTBIICHA
neperocrmtanm3anus pedbenka B «HUW Jlerckori Onkonorum, ['ematonmornu u
TpancmmanTonorun umeHu P. ['oGadeBoit» nJis MOATOTOBKHM K TpaHCIIAaHTAIIUH
r€MOMNO3THYECKUX CTBOJIOBBIX KIETOK.

Oc00EeHHOCTHIO0 HACTOSIIETO KIIMHUYECKOTO HAOIIOJCHUS SIBIISIETCS paHee He
OMHMCAaHHAsI TEHETUYEeCKask aHOMAJIUsl, HOCUTEISIMA KOTOPOH OBbLITM OMOJIOTHUYECKHE
poautenu. CBOEBpEMEHHAs MOCTAHOBKA AUArHo3a, YTOYHEHUE €r0 Te€HETHYEeCKOU
OCHOBBI, TECHOE B3aWMOJICHCTBUE TPYMIBI CHEIUATUCTOB PA3IUYHOTO MPOQPUIIS
JaeT BBICOKYIO BEPOSITHOCTh ycnemHoi TpancmianTanuu ['CK.

BoiBoabl: JlaHHBIM KIMHWUYECKHM  ClIydail JIEMOHCTPUPYET paHHEE
BbIsIBIICHHE  Tskenoll  KOMOMHUPOBAHHOW  HMMMYHHOM  HEJZOCTaTOYHOCTH,
OCOOCHHOCTH €€ KIWHUYECKHX M JIA0OPATOPHBIX MPOSBICHHA B KOHKPETHOM
ciaydae. llenecoobpa3Ho pelieHHE BOMpoca O HEOOXOAUMOCTH BKIIOUCHUS
BBISIBICHHOTO TeHETHYEeCKOro Jedekta B 0a3y TEHETHUECKHX aHOMAJIHMA,
ACCOIMUPOBAHHBIX C IEPBUYHBIMU UMMYHOIE(PUITUTAMHU.
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3akuposa b.W., Ouunosa b.C., Hus3os /[.M.

AHAJIN3 IIPUYUH PABBUTUATEMOPPATMUYECKOM
BOJIESBHUHOBOPOXAEHHbBIX

CamapkaHICKUI TOCYJapCTBEHHBIM MEAUIMHCKUN YHUBEPCUTET,
r. Camapkang, Y30ekucran

[IpobsemMa KpOBOTOUMBOCTH Y HOBOPOXKICHHBIX U JIETe paHHETO BO3pacTa
SBJISIETCS OJHOM W3 aKTyallbHBIX NPOOJeM TMeauaTpud M acCOMUPYEeTCs ¢
TSDKETIBIMU OCJIOKHEHUSIMU U CEPbE3HBIMU HAPYIICHUSIMU 3]I0POBbSl peOCHKA.

I'emopparuyeckoii 6ose3npto HOBOpoxkaeHHBIX (I'pbH)Townsend (1894 r.)
Ha3BaJ KpPOBOTEUEHMUsI, CBsI3aHHBIE ¢ jaeduiuroM BuTtamuHa K v He CBA3aHHBIE C
remopunueir wunu TpaBmoil. K Butamun K-gedunutHOMy KpOBOTEUEHHIO Y
HOBOPOXKJIEHHOTO  MOTYT TIPUBECTH MHOXECTBO  (akTopoB. Hapymmenus
CBEpTBHIBAaHMSI KPOBH Yy JETEH MPOUCXOMAT B pe3ynbTaTe aedunutra BUTaMuH-K-
3aBUCUMBIX  (DaKTOPOB  CBEpPTHIBaHHMS  KpPOBH, 4dalle TMpPU  OTCYTCTBUU
npoUIAKTUUECKOTO BBEJACHUS IpenapaToB BUTamMuHA K HOBOPOXICHHBIM MpH
BO3JICUCTBUM HEOJArompUsITHBIX JHJO0- W OK30TeHHBIX (akTopoB. OmHaKo,
HECMOTpsT Ha TIPOBEJCHHE TMPOPUIAKTUYECKOTO BBeAeHHsT BuUTamuHa K B
polIoMax, BCE €IIe BCTPEYAIOTCS Clydal Pa3BUTUS T'eMOpparudyeckoil 0olie3HH
HOBOpOXXJIeHHbIX. llens paboTel: ananmu3 npuuuH pasButus ['pbHc 1menbio
yIy4dIlIeHus MPOQUIAKTUKHA 3aboseBaHus. Martepuan U METOJbl HCCIIEeOBaHUSI.
N3yyensl  pe3ynbTaThl  KIMHUKO-aHAMHECTHYECKOro  oOciemoBaHus 22
HOBOPOJXKJIGHHBIX C TeMOpparuyeckoi O0JIe3HbIO, MOCTYNHUBIINX B OT/AENICHUE
HeoHarojgorun OJIMIIHII B TedeHuum mociaeaHux Tpex Jer. JluarHoctuka
OCHOBaHa Ha JIAHHBIX MOJPOOHOTO U3yUYEHHsI aHAMHEe3a U KJIMHUKO-1a00paTOpHBIX
nokaszarenieil. Pesynbrathl uccienoBanus. I'pbH Bcrpeuanacs B 2,7 pa3 uyaiie
yaeBoueK, d4emy MmainbuukoB (72,7% wu 27,3% coorBeTcTBeHHO). Bce
HOBOPOXKJIEHHBIE OOJIbHBIe ObuM KuUTenaMu cema: 40,9% npereit - wu3
Kamkamapeunckoir obnactu, 22,7% HOBOpoxAeHHBIX - u3 Kympabaackoro
paiiona, 36,4% mnamumenToB w3 Apyrux obOmacteil. [locTynuBmmux OONBHBIX C
I'pbHB Becennee Bpems (68,2%) rona (¢ maprta o mait) 6suto B 2,1 pa3 Gosblie,
gyem B 3uMmHHEe Mecsnbl (31,8%). DTo mpennonoXuTeNnbHO OBUIO CBSI3aHO C
HEpaIMOHATBFHBIM NMHUTAHUEM MAaTepH, OTPAHUYUBIINM B TIEPUOJ OEpPEMEHHOCTH
ynotpebiieHne OBOIIEH U (PYKTOB, COACPKAIIMX BUTAMHUHBI, YTO BO3MOXHO U
ABUJIOCHh mNpuunHOM pa3sutuss I'pbH y ee wmmagenma. IlpoaykTel nepBoi
HEO0OXOIMMOCTH — XJIe0, 371aKOBBIE W MOJIOKO HE BOCIIOJIHWIN JEPUIIUT BUTAMUHA
K, a iBeTHas kamycra, cajaT, MIIMHHAT, Kabadku, 000bI, coaepkamue BuTaMuH K1
(pmTOXMHOH), a TaK)Ke TOBSIKBS TICYCHD M MTOYKH, ChIP, MACIIO, SHIa, KYKYpYy3HOE
Maclio, TOpoX, OBCsiHas Kpyma, cojep:kaimne ButamMud K2 (MeHaxWHOH) HE Bcerja
BXOJWIM B pPallMOH OEpeMEHHOM >KEHIIUHBI. Bo Bpemsi OepeMEeHHOCTH U POJOB
18,2% marepeit o MOBOAY XpPOHUUYECKUX 3a00JIeBaHUI MOJIyYalld 110 Ha3HAYCHUIO
TUHEKOJIOTa  AHTUKOATYyJSIHThl HENpsIMOrOo  JEWUCTBUS, MPOTUBOCYIOPOKHBIE
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npenapaTthel, aHTUOMOTUKUA. B TeueHue Bcero mepuojga OGepemenHoctu y31,8%
Martepeid UMeNuch recto3bl U y 59,1% -kumeunsit qucbuos. B 22,7% ciyuasx
ponopaspemieHnue  Obulo  omepatuBHBIM — nyTeM KecapeBa  ceueHwusl.
[IpodunakTrueckoe BBeAeHUE MpenapaToB BUTaMuHa KB poauiabHOM JOME mOcie
poxnenuss He nposencHo 40,9% HOBOPOXAEHHBIM, YTO SBHJIOCH IPUYMHOU
pa3BUTHs TeMopparuyeckoil 6one3nu. M3-3a Tsxxkectu coctosHus matepu, 68,2%
JeTell ¢ pOXKJIEHNU HAXOAUIUCh HA CMEIIAaHHOM BCKapMJIMBAHUU, YTO TaAKKE€ MOTJIO
npoBounpoBaTh pasButue ['pbH. 36,4% HOBOPOXIEHHBIX MO3HO MPHUIIOKEHBI K
rpyau Marepu, a 27,3% MIlaleHIIEB HEIONOJIyYall MAaT€pUHCKOE MOJIOKO H3-32
pa3Butusi Tunoranaktuu. HepgoHomeHHbiMM, ¢ Maccoil Tema MmeHee 2100 r
ponunuck 22,2% HOBOPOXKJIEHHBIX, KOTOPbIE MOJyYalH MapeHTepalbHOE MUTaHUE
U aHTUOMOTUKOTEPANHIO, CHOCOOCTBYIOUIMX pa3BUTHIO TunoButamuHoza K.
Pannsas ¢opma I'pbH nmarHoctupoBana y Tpex JeTedl npu  MOSBICHHUH
reMopparuyeckux CUMIOTOMOB B MEPBbIE CYTKU TOCIE POXKACHHS U Obljia BbI3BaHA
OpUEMOM MaTepblo 70 pOXKACHHUS peOEHKa JIEKapCTBEHHBIX MpENnapaTos,
BAMsomMX Ha npoxaykuuto ButamuHa K. Knaccuueckas ¢opma ['pbBH
auarHoctupoBaHa Ha 2-10 ngeHb KuM3HM Yy Kaxnporo Brtoporo (59,1%)
rOCMUTATIN3UPOBAHHOTO nalueHTa, HaAXOSIIETOCs Ha CMEIIaHHOM
BckapmiiBaHuu Uy 27,3% OOJBHBIX, TMOJY4YaBIIUX HEIOCTATOYHBIM 00bEeM
rpyaHoro Monoka. ¥ 27,3% HOBOpOXJEHHBIX BbIsiBlieHa no3aHss ¢opma ['pbH,
CBsI3aHHAsl C HEJOCTaTOYHOU abcopOimeit ButamuHa K npu 3a0oseBaHusIX IEYEHH
u kemuHbIx myten. [lozausas gopma Butamud K-3aBUCMMBIX KPOBOTEUECHHM yalie
BCTpPEYAIACh Y MAIBYUKOB, TOCITUTATU3UPOBAHHBIX JIETOM.

N3yuyenue ncropuii 00J€3HU BBISIBUIO HAJUYKME MPOBOIUPYIOMIUX (DAKTOPOB
passutus ['pbHy 31,8% ngereit - Hamuume Tsokenoit acdukcun.llepBriMu
cumntomamu 6oine3Hu y18,2% HOBOpOXAEHHBIX ObLTa KpoBaBas pBota, Y 27,3%
meneHa, y 22,7% nereil -  KoxHble remopparuv, B 13,6% ciywyasx -—
kedanoremaroma u y 13,6% MiaseHIeB OTMEUATNCh BHYTPEHHUE KPOBOUBIUSIHHUS.
CumMnTOMBI  KPOBOTOYMBOCTH coYeTanuch y 22,7%mHoBopoxnaeHHbiXx. ['pbH
OCJIOKHUJIACH reMOpparnyecKum IOKOM y OJIHOTO 00JBHOTO,
FOCHUTAIN3UPOBAHHOTO B OTIEJIECHUHM pPEaHUMAallMM HOBOPOXKIEHHBIX. Y 45,5%
HOBOPOX/ICHHBIX T'€MOpPParvyecKuii CUHIPOM COIPOBOXKJAJICS HAPYIICHHEM
CTyJla, YTO CBSI3aHO C JAMCOANTaHCOM KHUIIEYHOW MHKpPOQIOPHI, BEIYLIIUM K
HEJIOCTaTOYHOM BbIpaboTKe BUTamuHa K, Torma kak m3BeCTHO, 4To BUTaMHH K2
MPOIYIUPYETCS MUKPOGDIOPO KUIIEYHHMKAa HAaYyWHAETCS ¢ 3—5-TO JHSA KU3HU
pebenka. HM3yduenue OMOLIEHO3a KHUIIEYHUKA OOJBHBIX MPU MOCTYIUICHUU B
CTallMOHAap TIOKa3zajno Hamuuue naedumura Oudumodmopsl y Bcex eTei.
budunobakrepun Ob1TH BBICESHBI Y 45,5% HOBOPOXACHHBIX B 5-OM pa3BEICHUH, Y
27,3% neteil — B 4-0M U y OCTaJbHBIX — B 00JIe€ HU3KUX Pa3BEeACHUSX.

BeiBogpl. Takum  00pa3oM, HEOOXOAUMO YCHUIUTh JIUCIIAHCEPHOE
HaOmoleHe 32 OEpEeMEHHOM JKEHIIMHOM C 1eJbl0 PAHHEro YCTPaHEHHUS
HeOJIaronpusaTHbIX (AKTOPOB CO CTOPOHBI MaTepu W pPeOEHKa, BEIYUIUX K
passuruto ['pbH.
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Marpoc E.C, AkcénoB A.O, JIémuna C.A

OIIMCAHUE PEBEHKA C AKPOMUKPUYECKOM JUCIIJIABUEHN N
MHOXECTBEHHBIMHA TIOPOKAMMY PA3BUTHSA

Poccuiickuit Haunonansueii MccnenoBarenbckuii MeAMUMHCKAN Y HUBEPCUTET
uM. H. U. Iluporosa, r. Mocksa, Poccus

Akpomukpuyeckas gucmiasuss  (AJl) — 93TO  peakoe  ayTOCOMHO-
JIOMUHAHTHOE 3a00JIeBaHUE, XapaKTepU3YyIoleecs] HU3KUM POCTOM, aHOMAIUSIMU
CKelleTa M JIdIla, OpaxuJaKTUIWEH, OrpaHWYCHHBIM pa3ruOaHUEeM CYCTaBOB.
Yacrorta BcTpeuaemocTH coctaBisieT MeHee | cirydas Ha 1 000 000 Hacenenus, npu
ATOM BO BCEM MHUPE 3aperuCTpUpPOBaHO Bcero okosio 60 ciayuaes. [IpuunHoit AJ]
ABysieTcss MyTauus B 5k30Hax 41 u 42 rena FBN1, xoaupyromero cTpyKTypHbIN
oenok ¢ubpwuun-1. HoBopoxxnéunsie ¢ AJ] UMEIOT HOPMaJIbHYIO JUTMHY Tela,
OJIHAKO CO BPEMEHEM OTMedaeTcs 3ajiepxka pocta. Crienupuveckoro jJeueHus: He
pa3paboTaHoO, TOJBKO CUMIITOMATHYECKOE.

Heanb: onucanme pebeHKa ¢  aKPOMUKPUYECKOW  JUCIUIa3ued U
MHOECTBEHHBIMH TTOPOKAMHU Pa3BUTHSI.

Matepuajnbl u Metoabl: /[eBouka A., 6 net. PeGenok ot 1 GepeMeHHOCTH,
IPOTEKABILIEH ¢ TOKCMKO30M Ha MPOTSKEHUU BCETO CpPOKAa U yrpo30M MpepbIBAHUS
O0epemenHoctTd Ha 7 u 12 Hemensx, 1 caMocTosTeIbHBIX poaoB Ha 41 Henene.
Macca nipu poxaenuu 3040 r, niouHa Tena 49 cM, oreHka o mkaie Amnrap 8-9 0.
Pannwuit mepuoy 6e3 ocobennocteit. B 1,5 romga poaurenu 3aMeTHIN OTCTaBaHUE B
pocte. B aBrycte 2018 Obuia uWckiIOYeHa SHAOKpUHHAA maTojiorus. B oktsOpe
2018 peHTreHOJ0THYeCKH BBHISIBIICHO HapylleHne occudukanuu kocteil. KocTHbrit
Bo3pacT Ha 12 mecsaueB npu kaneHgapHoM Boszpacte (KB) 1 roxg 11 mecsanes. B
mapte 2019 ObUTO TIPOBEACHO TeHETHYECKOE HCCienoBaHue: Kapuotun 46 XX,
myTaimus B 42 sk3oHe reHa FBNI1 B rerepo3urotrHoii ¢opme, IpearnosiokeH
JIMarHo3: aKpOMHUKpHYECcKas AUCIUIa3usl, oOycioBieHHas myranueil B rene FBN1.
bein uckirouen mykomnonucaxapuao3. KocTHeIN Bo3pacT Ha peHTreHorpaduud OT
utonig 2019 wa 12 mecsnes npu KB 2 T 8 mec. B ceHTs0pe ycTaHOBIICH THArHO3:
JUCIUTa3usl Ta300€IPEHHBIX CYCTaBOB, KOHTPAKTYPhl MEK(aTaHTOBBIX CYCTaBOB
kucteir. B mae 2020 mnposemena »sxoxapauorpadus (DXOKI): aopranbhas
HEJIOCTATOYHOCTh | CTEmeHw, IOMOJHUTENIbHAs XOpla JIEBOTO »Kelyaouka. B
SHIOKPUHOJIOTUYECKOM HAyYHOM LEHTpE MOATBEPKIACH JIUarHo3
aKpoMHUKpHYecKor mucrazud. B ¢eBpane 2021 amarHOCTHpOBaHA JIETOYHAS
TUNIEPTEH3Ms, aHEBpU3MATHUYeCKash JujaTalus CTBoOJIa JieroyHo aprepuun.C
29.06.22-14.07.22 mnonydana TOCHUHAPOMHOE JI€UYCHHE, ObUIa HWHHUIIMHPOBaHA
Tepanus COMaTOTPONUHOM. Pa3BUIMCh MHOKECTBEHHbBIE KOHTPAKTYpHI CYyCTaBOB,
pasrubaTenbHas ycTaHOBKa manblieB KucTH. [lo pesympraram DXOKI 6buto
BBISIBIICHO MOBBINICHUE JABICHUS B MpaBbIX oTaenax cepana go 1,5 xnopm. C
07.11.22 nosiBUIICSI OTEUHBIA CUHAPOM, OOJIM B KUBOTE, YBEIUYEHUE €T0 B 00bEME.
10.11.22 ngeBouka Obla TOCHHUTAIM3UPOBAaHAa B  MOPO30OBCKYIO JETCKYIO
ropoJickyto KiauHu4eckyro OonpHuIly (MJIAI'KB) B TsKemoM COCTOSIHUH,
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00yCIIOBJIEHHOM JBIXaTEIbHOU HEJJOCTATOYHOCTHIO 2 CTENEHH,
[IPaBOKEIIYTOYKOBOM CEpAECUYHONU HEAOCTATOYHOCTHIO.

3a aBe Hemenu [0 TOCIUTAIU3ALMK OTMEYAIUCh BAJIOCTb, CIA0OCTh C
MOCTENIEHHBIM  HApacTaHWEM,  yCWIEHHE  OABIIKUA.  MynbTUCHUpabHAs
KOMITIbIOTEpHAasi ToMorpadus: MOJMCEerMEHTapHble UH(DUIBTPATUBHBIE U3MEHEHUS
B JIEBOM JIETKOM, THApornepukap, Jerounasa runeprensus. Ha 9XOKI': nunaranus
IIPaBbIX KaMep, CHUKEHUE COKPATUMOCTH IpaBoro xemyaouka. Ha Y3U opranos
OpIOIIHOM TMOJOCTU BBISIBIEHO CKOIUJIEHHE >KUIKOCTH, ObLIT BBEACH CHUIMKOHOBBIM
apeHax. OTMedancss KoMnapTMEeHT-CUHAPOM. 07.12 ¢ MOm0KUTENbHON JUHAMUKOU
B BHUJE KYyNHPOBAHHUS OTEYHOIO CHUHApPOMa Oblla BBIMKMCAHA HAa KHCIOPOIHOM
KOHIIEHTpAaTope C JAuarHo3oM runominasus Jierkux.08.02.23 neBouka Oblia
noBTopHO rocnutanusupoBana B M/II'KDB B cBsizu ¢ Hapacranuem oppimku. 10.02
CaMOCTOSITEJIbHOE JbIXaHHe CTaJo Hed()PeKTHBHO, HayaTa MCKYCCTBEHHAas
BeHTW iU serkux (MBJI), npu BBeneHUH B MEIUKAMEHTO3HBIM COH Pa3BHIIOCHh
npody3HOe KpPOBOTEUEHHWE M3 BEPXHUX JbIXaTENbHBIX MyTeH C jaecaryparuei,
KOTOpOE€ yJanoch KynupoBaTh. HauaTa Tepamnus Jero4Hoi rUnepTeH3ur OKCUIOM
a3ota, UWH(QY3HOHHAs Tepanusi AaHEeMHYECKOro CHUHApOMAa H  OEJIKOBO-
sHepreTuueckor HemoctaToyHocTu. 14.03 B cBsa3u ¢ HBJI-3aBucHUMOCTBIO U
XpPOHUYECKON  pEecnuparopHOl  HEJOCTAaTOYHOCThIO  Oblla  BBINOJHEHA
TPaxeoCTOMHUsI, HOYBIO OTMEYAJIIOCh pe3koe cHuxkeHue carypauuun u UYCC,
JUArHOCTUPOBAaHA MOAKOXKHAsSI SMPHU3eMa, MTHEBMOTOPAKC U MTHEBMOMEIUACTUHYM.
HecmoTpst Ha  peaHUMallMOHHBIE  MepoONpUATHS, Oblia  3adUKCHpOBaHA
Opaaukapusi ¢ IEPEXOIOM B ACUCTOJINIO, PEOSHOK CKOHYAJICS.

BoIBoabI: onucaHue ManveHTa JEMOHCTPUPYET PEIKYI0 KapTHHY TEUCHHS
AJl, OCIO)XHEHHON MHOKECTBEHHBIMH IMOPOKAaMH, Pa3BUTHUEM MOJIHOPraHHOMN
HEJOCTATOYHOCTU. XOYETCS OTMETUTh BaXXHOCTh PAHHETO JOTE€HETUYECKOTO
MOKCKAa KIMHUYECKUX TMPOSBICHUN 3a0071€BaHUsI U HEOOXOIUMOCTh TIIATEIBHOTO
MYJIbTUIUCIUTUIMHAPHOTO  HAONIONCHUS] JIJII  CBOCBPEMEHHOW  TOCTAHOBKH
MArHo3a, OIpeAeieHUsT TAKTUKH JiedeHUs mnamnueHTa. CUMITOMaTUYECKOe
JICYEHHE CIIOCOOHO YIYYIIUTh COCTOSHHE PEOCHKA, B TMEPCIEKTHBE BO3MOKHA
pa3paboTka reHHoi Tepanuu. DPPEKTUBHOCTD Tepalui TOPMOHOM POCTa BCE €I
OCTAaEeTCsl HEOIIPEICIICHHOM.

Jlureparypa

1.Shen R, Feng JH, Yang SP. Acromicric dysplasia caused by a mutation of
fibrillin 1 in a family: A case report. World J Clin Cases. 2023 Mar 26;11(9):2036-
2042. https://doi: 10.12998/wjcc.v11.i19.20363.

2. Jin HS, Song HY, Cho SY, Ki CS, Yang SH, Kim OH, Kim SJ. Acromicric
Dysplasia Caused by a Novel Heterozygous Mutation of FBN1 and Effects of
Growth Hormone Treatment. Ann Lab Med. 2017 Jan;37(1):92-94. https://doi:
10.3343/alm.2017.37.1.92
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Cepruenko B.K., Maptunkesuu B.E.

OCOBEHHOCTHU TEYEHUA IMABETUYECKOI'O KETOAIIUIO3A Y
JAETEU C BIIEPBBIE BbISIBJIEHHBIM CAXAPHBIM /IJMABETOM 1
TUIIA HA ®OHE UH®EKIIUHU COVID-19

I'ponHEeHCKU rOCy1apCTBEHHBIM MEAULIMHCKUN YHUBEPCUTET, I'. ['poaHO,
benopyccus

Bo Bpems manpemun COVID-19 ywacTtunuch HOBBIE Cilydau BBISIBIICHHS
caxaproro guabera (CI1) 1 tuma y nereil, 4To MO3BOJISET MPEANOIOKHUTH, UTO
SARS-CoV-2 cran HemocpeacTBeHHOW mpuuuHO# ero passutus.llens. M3yuuts
KIIMHUYeCKue u tadbopaTopHbie ocobeHHocT TeueHus: CJI 1 tuna y aereit Ha Qone
unpexuuu COVID-19.

Metoabl wuccienoBaHus. J[[u3aliH wucCclenoOBaHUS — PETPOCIEKTUBHOE
obOcepBarmonHoe. Mcrounuk wuHbopManuu — AaHHbIE «MEIUIIMHCKUX KapT
CTAIlMOHAPHOTO MaIlMeHTay JIeTeH, HaXOMAIMMXCs Ha JieueHuu B Y3 «I'pogHeHCKas
oOnactHas nerckas kiauHH4Yeckas OonpHUIA» (Y3 «'OJKB») c¢ Bmepssie
BoIsiBIcHHBIA CJI 1 Thna.

Pe3yabTaThl: 3a Bpems nangemun COVID-19 (2020 — 2022r) B oTaeneHue
anectesnosiorun u peannmauun Y3 «['OJIKB» mnoctynuino 70 mnamueHTOB ¢
BriepBbie BoIABICHHBIM CJ] 1 Tumna, uz Hux 21 pedbenok ¢ nndexuueit COVID-19.
[To renpepHOMY MpU3HAKY NeTH pachpenenmuch Ha 45(64,3%) nereit My»XcKOro
nona u 25 (35,7%) — xxenckoro. Cpennuii Bo3zpact coctaBuia 9,0 (6,0-12,0) ner.
Jetu paznenensl Ha 2 rpynnbl. B 1 rpynmy BkiIrodeHbl 49 neTeil ¢ BIEpBBIC
BeisiBJIeHHBIM C/] 1 Tuma, Bo Il rpynmy — 21 pebeHok ¢ BrepBbie BbisgBIeHHBINH CJI
1 tuma Ha done uadpekuu COVID-19.PesynpraThl 1 ux obcyxkaenue. Bo3pact
nereit I rp. cocraBmr 9,0(6,0; 12,0) et v/s 9,0(6,0; 14,0) neT B rpyrmme cpaBHESHHS.
ITo rennepnomy npusHaky B I rp. 27(55,0%) manbuukoB u 22(45,0%) neBouku, BO
II rp. 18 (86,0%) manbuukoB u 3(14,0%) neBouku. [lokazaTenp cpegHEro KOMKo-
THS B peaHmMaInmoHHoM oTaeneHuu st I rp. cocraBun 1,0(0.8; 1,0) cyrok v/s
2,0(1,0; 3,0) cyTok BO BTOpO#, a TMOKa3aTelb CPEAHETO OOIEero KOWKO-IHA —
13,0(12,0; 14,0) cytok v/s 14,0(12,0; 15,3) cyTOK, COOTBETCTBEHHO.

et moctynanu ¢ >kajo0aMu Ha TMONHYPHUIO, TMOIUIUICHI0O — B | Tp. —
41(84,0%), Bo II rp. — 15(71,4%), Bstnocte — (B I rp. — 15(30,6%), Bo II rp. —
10(47.6%)), psoty — B I rp. — 8(16,0%), BO II rp. — 7(33,3%), mOTEpIO MacCChI TeJIa
—B I rp. — 27(55,1%), Bo Il rp. — 11(52,4%), noBbillIeHHE TEMIIEpATypbI Tesa — B |
rp. — 10(20,4%), Bo II rp. — 9(42,9%), abnoMuHanbHBIN cCUHAPOM — B [ Tp. —
7(14%), Bo Il rp. — 8(38,1%). [Ipu mocTymnenun ypoBeab HbAlc cocraBui B I rp.
— 9,909,6;10,8)%, Bo II 1p. — 10,0(9.6;11,0)%. Meraboauveckuii anuma03
yctanoBneH y 43 nereit (B I rp. — 29 nereit, Bo II rp. — 14 pereit). B I rp.
MeauaHHble 3HadeHus coctaBuan: pH — 7,29(7,22; 7,38), ABE,c — -10.9 (-19.4; -
4,1) mmons/n, HCO3— — 16.1(10,6; 21,0) mmonw/n. Hopmanuzainus JTaHHBIX
nokazateneit B I rp. mpousomia uepes 13,0 (10,0;16,0) wacos (pH 7,37 (7,35;7,39),
ABE,c — -6,0 (-9.3; -2,3) mmons/it, HCO3— — 19.3 (17,6;22,3) mmounb/n. Bo II Tp.
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MeauaHHble 3HadeHus coctaswim: pH 7,3 (7,1;7,4), ABE,c — -14,1(-24,8; -4,1)
mmonw/n, HCO3- - 13,9 (8,4; 21,1) mmonw/n. Hopmanuzamusi maHHBIX
nokazatesneit Bo Il rp. mpousonuia tonsko yepes 16,0 (13,0;20,0) vacos (pH 7,37
(7,33;7,39), ABE,c — -5,0(-8,7; -2,9) mmone/n, HCO3- — 20,1 (17,7, 22,0))
MMOJIb/JI. VI3 OCHOBHBIX 3JEKTPOJUTHBIX HApPYIIEHUH Yy JeTed OTMEYallUCh:
runokanuemus (B I rp. y 5(10%), Bo Il rp. y 6(28,6%), runepxinopemus — (B I rp. y
12(24,5%), Bo Il rp. y 10 (47,6%)), runonatpuitemus — (B I rp. y 14(28,6%), Bo 11
rp. y 11(52,4%)).

BeiBoabl: Bo Bpemsi manaemun COVID-19 yyacTunmuch HOBBIE clly4yau
BeisiBsieHust CJl 1 Tuma y nere, 4To mo3BoJseT NpeaAnoaoxuTh, yto SARS-CoV-2
MOET OBITh HEMOCPEJCTBEHHONW NpUYMHON ero pa3Butusd. [lo kauHUKO —
1a00paTOpPHBIM UcceoBaHUAM y nanuenToB ¢ CJ[ 1 Tuma, acCOlMupoOBaHHBIM C
COVID-19 Oonee BbIpak€Hbl BOAHO-DJIEKTPOJUTHBIE W  MeETa0OIMUYECKHe
HapyIICHHUS.

Jluteparypa

1. American Diabetes Association. Diabetes and COVID-19: ADA
Guidance. Diabetes Care. 2021;44(8):1935-1944.

2. American Diabetes Association. Standards of Medical Care in
Diabetes—2021. Diabetes Care. 2021;44(Supplement 1):S1-5230.

3. Singh AK, Gupta R, Ghosh A, Misra A. Diabetes in COVID-19:
prevalence, pathophysiology, prognosis and practical considerations. Diabetes
Metab Syndr. 2020;14(4):303-310.

Conuna U.H., Mapesuuesa H./I., Jlrtoxun M.,
[IxypnatoB C.H., Matioxuna E.W., [llumkuna /.B., I[TepeBanosa .., {ansko E.

KJINHUYECKHUM CJIYYAU CTOJIBHSKA
Y HOJPOCTKA

Ps3anckuil rocynapCTBEHHBIN MEIUIIMHCKAY YHUBEPCUTET UMEHU akagemuka M.I1.
ITaBnoBa, r. Ps3anb, Poccus
Ob6nactHas nerckast KiiuHHYeckas 6onpHuna umern H.B.JImutpuesoit, r.Ps3anp

Cton0OHAK  TsDKENOEe, HEePeOKO  CMEPTEIbHOE  HEUPOMH(EKIIMOHHOE
3aboneBanue, Bb3bIBacMoe Clostridium tetani. Cropbl BO30ymuTENsET MOTYT
3arpsA3HUTh HEKPOTUYECKYI0 paHy U MpPOpPacTH B BErETATUBHYIO OaKTEpHIo,
KOTOpasi BBIAENSAET TOKCHH, HAa3bIBAEMbId CTOJOHAYHBIM HEHPOTOKCHHOM
(TeNT). INomagas B 00K KPOBOTOK, TOKCHH CBSI3BIBACTCS C NepU(DEPUICCKUMHU
MOTOHEHPOHAMH 51 CEHCOPHBIMU HEUpPOHAMH, TPAHCTIOPTUPYETCS
PETPOAKCOHATBLHO B CIMHHOW MO3T, MPOHUKAET B TOPMO3HBIE MHTEPHEUPOHBI U
OnokupyeT BbICBOOOXKIAeHHEe TiuimHa uiad ['AMK, BbI3bIBas CHacTHYECKHUI
napanuy. Haubonee Tsokenoi sBisieTCs reHepain3oBaHHash (opma CTOJOHSAKA
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(ctonOusik bpyHHepa wiun OynbOapHbIN), BO3HUKAIOIIUNA Yalle y HEMPUBUTHIX.
CronOHsik N1e0IOTUPYET C BO3HUKHOBEHHUSI CHACTUYECKUX CYIOPOT B JIMIIEBBIX
MBIIIIAX C MOCTENEHHBIM HapacTaHHMEM U TEPEeXOJy Ha MBIl TYJIOBHUIIA U
KOHEUHOCTEH BIUIOTH JI0 OMUCTOTOHYCA U Mapajinya JbIXaTeIbHOU MYCKYJIaTyphI.

Marepuajbl M MeTOAbI. AHAIW3 HUCTOPUU OOJE3HM TMAalMEHTa CO
CTOJIOHSIKOM.

[Tanuent C., 13 net moctynun Ha 24 1eHb OT MOMEHTA MOJY4YEHUSI TPABMBI
00JBIIOro Majiblla MPaBOM CTONBI M 3arps3HeHus ee 3emuieil. OOpaboTka paHbI
MIPOBOIMJIACH B JIOMAIIIHUX YCJIOBUSIX, 32 MEIUIIMHCKON TTOMOIIBIO HE 00paIiancs.
[lepBbie mposiBiaeHUs 3a00J€BaHMs MOSBUIUCH B O0JACTH JUIlA B BUJIE TpU3Ma
KEBaTEJIbHOW MYCKYJATypbl, OoJiell B s3bIKE, 3aT€M MNPUCOCIUHWINCH OO0JIb B
CIIMHE, TOHUYECKHE OOJIe3HEHHBIE Cy/Ioporu B Horax. K MOMEHTY MOCTYIUJICHUS B
CTallMOHAp y MAaIlMeHTa OTMEYAJIUCh MPU3HAKU JIBIXaTEIHbHON HEJOCTATOUHOCTU U
reHEepaJN30BaHHbIC CYJIOpPOTH B BHUJE omuctoroHyca. [lo ckopoit momomu B
peanumanmonnoe otaenenue OJIKb um. H.B.JImurpuesoii. M3 anamHe3a KU3HU:
pebeHok ot 1 OepemeHHocTH, Bec mpu poxaeHuu 3180 rpamm, poct-51 cwm,
rpyJaHOE BCKapmiMBaHue [0 2 JjieT. PeOCHOK MOTHOCTHIO HE MPHUBUT B CBSI3H C
OTKa30M POJUTEIIECH.

PeGeHOK MOCTYNUII B TSIKEIIOM COCTOSIHUM 3a CUET CYAOpOr W 0O0JIEBOTO
CHUHJIpOMa BO BCEX IpyIax MbIII. OTMeuacs TpU3M KeBaTeIbHOU MYCKYJIaTyPhI
U CHW)XXEHHE caTypaliu, 4YTO MOTpeOoBajo MpOBEACHUE KUCIOPOJOTEPAIHH.
JlaGopatopHbie MoKa3aTen OOIIEro aHaldu3a KpOBH y peOeHKa ObUTH B Mpejenax
HOPMBL,OJJHAKO B  OMOXMMHYECKOM  aHallu3€ KpPOBU BBICOKHE  YPOBHH
JaKTaTAETUIporeHassl U kpeaTuHPpocPokuHaszbl. CepoOruyecKuil aHaIu3 KPOBU
PIITA co cronbOusunbiM  auarHoctukymom  (anti-Clostridium  tetani)
noyioxkuTenpHbd B TUTpE 1:100. Iuarno3: CtonOHSK, TeHepaln30oBaHHas Gopma,
Tspkesoe TeueHue. [lopepxHocTHas paHa 1 manblia npaBoi CTYIHH.

[logpocTKy B SKCTPEHHOM TMOPSAKE B YCIOBHUSAX pPEaHUMAlMOHHOTO
OTJICJICHHUsI BBEJCHA MPOTHUBOCTOJIOHSYHAS CBHIBOPOTKa B mo3upoBke 200000 ME
BHyTpuBeHHO. [IpuMmensucs 06e300muBaonas U MPOTHBOCYIOPOKHAS Tepamus,
anTuOnoTukoTepanus. Ha goHe nedeHus oTMedanach MOJOKUTEIbHAS TUHAMUKA.
Ha 37 nenp Gone3Hu mepeBejicH B o0Iee OTASACHNE I JAIBHEHIIETO JICUSHUS U
HaOmoneHus. Y peOeHKa COXpaHsJICS TPU3M KEBATEIBbHOW MYCKYJIaTyphl, O0IH B
HIKHUX KOHEYHOCTSAX U CIa3M MYCKYJATYpBI.

BoiBoabl: HenmpuBuTthie manueHThl MPEACTABISIOT CO00M BBICOKYIO TPYIITY
pPUCKa MO Pa3BUTHIO TSKENBIX (OPM CTOJOHSKA, TAKKE IO PA3BUTHIO TSHKEIBIX
aJVIEprUYecKnX OCJIOKHEHUI Ha BBEICHUE MPOTUBOCTOJOHSYHON CHIBOPOTKH.
OTcyTCcTBHE HACTOPOKEHHOCTH, TMO3JIHSSI JMArHOCTUKA TMpPU  OTCYTCTBHU
BaKI[MHAIIMU TIPUBEIM K Pa3BUTHUIO TEHEPATU30BAaHHOW (OPMBI CTONOHSKA.
HecmoTpst Ha mepeHeceHHYI0 WHPEKIHIO PEOCHOK TMOJICKUT ajJbHEHIIeH
MJIAaHOBOM MMMYHM3AIIUU MPOTUB CTOJOHSKA.
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Yenenera M.A., AnukeeBa H.A., ®eauna H.B.

KJMHUYECKHNH CIYYAU CEMEMHOM CPEJIU3EMHOMOPCKON
JUXOPAJKH

Psa3anckuil rocynapCTBEHHbIN MEIUIMHCKAN YHUBEPCUTET UMEHU akaaeMmuka M.I1.
I1aBnoBa, r. Psa3anb, Poccus

Cemeiinas cpenuzemHomopckas juxopagka (CCJI) wim nepuoguyeckas
0oJIe3Hb — 3TO 3a00JIeBaHUE C AyTOCOMHO-PEIECCUBHBIM THIIOM HACJICIOBAHUSI.
Mytauuss npoucxoaut B reie MEFV, nokamusyrommmcs B 16 xpomocome.
[IponykTomM reHa sBisieTcsi O€JOK MUPUH (MApEHOCTPUH), CTUMYIUPYIOIIUN
BbIpaboTky WJI-1 B 1 pa3BuTHE BOCHANIMTENHHOM peakiuu B opranuzme. CaMbiMu
pacrpoCTpaHEHHBIMU SBJISIOTCS a0IOMUHAIBHBIN, TOPAKATbHBIN U JIUXOPATIOYHBIH
BapuaHThl 3a00JieBaHMs, peXe CycTaBHOW. JluarHo3 ycraHaBiuBaeTcs Ha
OCHOBaHUW KIMHMYECKOM KapTuHbl To mikane Tenb-xa-Illomepa, a Takke c
TTOMOIIIBIO T€HETUYECKOTO UCCIIEIOBAHUS. Tunuynsie PUCTYTIBI
peuuauBupyomue (He MeHee 3  3MU300B), JHMXOpaJouyHble (peKTaibHas
temneparypa >38°C) u HenpogoKuTeabHbie (129—3 aHs).

3aboneBaHlEe MIUPOKO PACIPOCTPAHEHO B OMNPEACIICHHBIX ATHUUYECKUX
rpynnax  (eBpeu-cedapab, apmsaHe, Hapoasl  Ceepnoro  Kaskaza),
XapakTepuzyeTrcs paHHUM JAeOroToM (2-5 J5eT) W NpeApacroiokKEeHHOCTHIO
MyKcKoro moia. CamblM TpPO3HBIM OCJIOXKHEHHUEM sBisieTcs AA-aMHIONI03 €
BBICOKUM YPOBHEM JETANIbHOCTH.
Heab padoThI: MPOIEMOHCTPUPOBATH KIMHUYECKUN Cydail paHHEN NUAarHOCTUKU
u CBOEBPEMEHHO HayaToro JICYEHHUS CCIJL
Marepuajbl M MeTOAbI: TEPBUYHAS MEIUIIMHCKAs TOKyMEHTamusi B Qopmax
025/y U 027/y.
Pe3syabTaThl: nanpent [[. 11 jer, mo HAIMOHAIIBHOCTH apMsHUH, OoyieH ¢ 1 rona
*)u3HU. B nebrore xamoObl Ha MepuoguvecKre MmoabeMbl Temieparypsl 1o 40°C,
nepuogudeckue Oonmu B JKMBOTE, Kapauanruh. beur obOcnemoBan B llentpe
MEIULIMHCKOM TE€HETUKM W IIEPBUYHOM OXpaHbl 340poBbsi TI. EpesaH,
JIUATHOCTUPOBaHa  mepuogudeckas  Oone3nb.  [IpoBegeHO  MOJEKYISIpHO-
reHeTuyeckoe oocnenoBanue rena MFFV u oOHapy»eHbl JBe MyTallui KOMIIayH/I -
reTepo3uroTHoM coctostHun (M694V u V726A). MKB-10: E85.0. Yactora
npucTymnoB 2-3 pasza B HeAemo. Hauata Ttepanus xonxunmHoMm. Ha ¢one Tepamnmu
OTMEYAJIOCh YMEHBIIEHHWE YacTOThl M BBIPAXKEHHOCTH MNPUCTYNOB 10 | pa3a B
HECKOJIbKO MECSIEB, BBIPAKEHHBIX B BUJE MOHOCHUHJIPOMHOTO T€UEHHUS, MOIydal
HIIBC c ahdexrom.
B ampene 2023 roma naxoawincs Ha yedenuu B I'BY PO «OJIKb um. H.B.
JIMUTpHEBOK» € y4YallEHHEM MEPUOJUYHOCTH IMpUCTYNoB | pa3 B 2-3 Hexenw.
Ananu3 Moun Ha MuKporiaoOynuubel 10 mr/n. HaznaueHo nedeHue: KOAXUIUH 1
tabnetka B cyTku (1mr). B mae 2023 rona noBropHas rocnutanuzanus B ['BY PO
«OIKb um. H.B. JIMmutpueBoii» ¢ xkamodamu Ha 00ju B >XuUBOTE, (heOpUIIbHYIO
nuxopaaky. Ha Y3W BIIl u mouyek martosiornu He BBIABIECHO. B aHanuse KpoBu
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noseimenne COD go 46-19 mm/u. KOK go 386 en/nm, CPb 24 en. OAM 06e3
natosoruu. Jloza konxuuuHa ysenuyeHa 1o 1,5mr/cyr. B wurone 2023 roga
KOHCYJIbTalUsI B benepaabHOM LEHTpE.
Ha ocnoBanuu pexomennanuit ®I'AOY BO Ilepsoiit MI'MY nm. .M. Ceuenoa
MunsnpaBa Poccuu, Ha3HauuTh Mpenapar: KaHaKMHyMal, pacTBOp IS
MOAKOXKHOTO BBeaAeHUs, 150 mr/mi, nmonkoxxkHo 1 pa3 B 4 Henenu, AJIUTEIbHO, B

CBSI3U c HAJIMYUEM MEIUIUHCKUX MOKa3aHUM.
3akJ/loueHue: nepuoanydeckas 00JE3Hb ABISETCS PEIKUM 3a00JIEBAHUEM, OJHAKO
MAIUEHTHI ONPEAECIECHHBIX HallMOHAJIBHOCTEMN c peLMANBUPYIOIIEN

KPAaTKOBPEMEHHOW JIMXOPAAKON (IUIMTEIBLHOCTh, HEAeNss U OoJiee—KpUTepuid
UCKIIIOUCHUsI) 0€3 sBHOTrO odvara HH(EKIUH, TPOXOMASIIEH CaMOCTOSTEIBHO,
COCTaBIIIIOT 0COOYIO IPYIIIY PHUCKA.

[Mukuna A. A., CrenanoBa A.A., Ilerposa B.1.
ABA CJIYYASA CUHIAPOMA IIOTTEPA

Ps3anckuit rocynapCTBEHHBIN MEIUIIMHCKAY YHUBEPCUTET UMEHU akaaemuka M.I1.
IIaBnoBa, r. Psa3anb, Poccus

Cungpom Ilorrepa wumum mnocnenoBaTenbHocTh [lotrepa (IIIT) sBasercs
NOTEHIIUATIbHO JIETAIBHON MATOJOTHUEH, KOTOpas MPOSBISIETCS COBOKYITHOCTBIO
XapaKTepHBIX BHEIIHUX MPU3HAKOB: AepopMalluu JiMla W KOHEYHOCTEH,
npsi0nas cKiaguaTas Koka, TUIOIUIa3usl JIETKUX U MOoYedHasi HeJJOCTaTOYHOCTb.
[Tpuunnoit IIII sBOSETCA TSHKENIBIM TMOPOK IOYEK (areHe3us, IOJUKHUCTO3,
OOCTpYKTHBHAs ypOmnaTusi UT.A.), KOTOPbIN BeIET K BOSHUKHOBEHUIO MAJIOBOIUS
u GopMHUPOBaHUIO ONMUCaHHBIX aHoMmanui. Cuniapoma I[loTTepa mo HaHHBIM
3apyOeXHBIX HcclienoBarene BcTpeuaetcss ¢ uacrorod 1:  2000-5000
KUBOPOXKJECHHbIX. Hacnmenyercs 10  ayrOCOMHO-PEUECCMBHOMY  THITY,
BO3MOXHBI CIIOPAIMYECKUE MyTallK. Yalle BCTpeyaeTcs y MalbYUKOB.

Heab pabdoThl: MpuBIcYs BHUMAHUE MEAUIIMHCKON OOIECTBEHHOCTH K PEIKOMY

MMOTEHIIMAIBHO JIeTalIbHOMY cuHIpoMy [loTTepa.

Marepuajbl M MeTOABI: IPOBEICH aHAIU3 MEIULIHUHCKON JOKYMEHTAllUU
pebenka P., poxxnennoro B I'Y3 «Tynbckuii 00acTHON NIEpUHATAIBHBINA IIEHTP
M. B.C. I'ymuiieBCKoii».

PesyabTarsl: Manbuuk A., oT 3 OepeMEHHOCTH, 3-X pPOJOB Ha CpPOKE
rectaldy 32 HeJenu, B FOJOBHOM Ipeiexannd. Ponsl nopoxssie. XKeHmuna
BO BpeMs OepeMEeHHOCTH He Halwoaaiach, He 00CieaoBaach, BO3MOXKCH
OJIM3KOPOACTBEHHBIN Opax.
Macca Tena nipu poxaenun- 1700 r, nnuHa tena - 43 cM, OLIEHKA IO IIKaje
Anrap 7/8 6amnos. Ilpu mocTymieHun B MEpUHATAIBHBIA IIEHTP COCTOSHUE
TEPMHUHAJIBHOE: JbIXaHUE TI0 TUIY «TaclUHI», Myiabc 20 MUH. MeponpusTus 1o
cTabuin3aluu ¥ peaHuManuu peOEHKa MPOBEACHBI B MPUEMHOM OTACICHUU
cornacHo MeTtonuueckoMy nucbmy «PeanHumanus u cTaOuian3anusi COCTOSHUS
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HOBOPOKJICHHBIX JIETCH B pOAMIBLHOM 3alie» Mo peAakmuei mpodeccopa E.H.
baiibapunoii. B otaenennn peaHuManuu U UHTEHCUBHOW Teparuu COCTOSTHUE
peOE&HKa KpaifHe TsKelloe, 00yCIOBICHO AbIXaTeIbHON M CepACYHO COCYAUCTOM
HEJIOCTATOYHOCThI0O Ha (POHE MHOXKECTBEHHBIX TIOPOKOB pPa3BUTHA U
TUIIOTEPMHUM.

I[Ipy  0OBEKTUBHOM  OCMOTpe oOTMeuaercd jAedopMmanus  TOJIOBBI,
KOHEYHOCTEW — JIomaTooOpa3Hble pyKH, BapUAHTE IOJOKEHUE CTOI, aCCUMETPHs
JIMIa, MUKPOTHATHs, 3alaJ€HUE MEPEHOCHUIIbI, «CTApUYECKOE» BBIPAKCHUE JIUIIA,
JIBYCTOPOHHHI 3MUKAHT, 00p03/1a MO/l HIHKHUM BEKOM. ATOHUS, apedieKcus, 1mo3a
«sarymkny. CumnToM «oenoro natHa» 6omnee 10cek, mynbcamus nepupepruieckux
COCYZIOB HEYAOBIIETBOPUTENIbHAS, UMEeTCsl 00Iasi macro3HocTb. Han nerkumwu
BBICIIYIIMBAIOTCSA CyXU€ U pa3HOKAIMOEpPHBIE XPUIIbI, AbIXaHUE CIIpaBa OCIa0JIEHO.
Tonbl cepana Tiyxue, puTMUUYHBIE. B X07€ MHCTpyMEHTaIBbHOTO 00CIIeI0BaHUS
BBISIBJICHA THUIIOIJIA3MsI JIETKUX W areHe3us o0eux mouek. B TedueHue Bcex CyTOK
KU3HA Y  MajbUUMKa  COXpAHSJCS  JICKOMIICHCUPOBAHHBIM  CMEIIaHHBIN
JAKTaTalua03.

B  ycinoBusax  TyabCKOro  NEPUHATAIBHOIO  LIEHTpAa  MPOBOAMWIACH
pecnupatopHasi Tepanusi B pexume BUOBJI ¢ kecTkumu mnapameTpaMu
BEHTWISAIIMH, TIOJIHOE TapeHTepaIbHOE NUTaHWEe, aHTUOAKTEpHalbHas Teparus,
CUMIITOMATHYECKasl TepaIusl, TEPANus KapIUOTOHUKAMHU.

B Bo3pacte 1 cytok 1 yaca >kKM3HU COCTOSIHME PeOEHKA C OTpHUIATEIbHOMN
OUHAMHUKON — KiIMHUYecKas cmepTb. B Teuenune 30 MUHYT NOpPOBOAUIUCH
peaHuMalMOHHbIe  Mepomnpusitug, 0e3 »addexra. 3aTeM KOHCTaTHUPOBaHA
Ounonornyeckas CMepTh.

PeGénky BbICTaBIEH KIMHUYECKUM AMArHO3 — OCHOBHOM: cuHapoM [lotrepa.
Arene3us mnouek. I'mmorumasus nerkux. Ocnoxuenus: JH 3 cr. CCH 3 cr.
[TueBmoTopakc.  COMyTCTBYIOIIMWA:  CHHAPOM  yrHETEHUS  OE€3yCJIOBHO-
peduiekTopHoii aesreapbHocTH. HemonommenHocts 32 6\7 Hememu.

BeiBoabl: B HacTosmee BpeMsi cuaapoM lloTrepa sBisieTCss NOTEHIIUAIIBHO
JETAIBHBIM  CHUHJIPOMOKOMILIEKCOM, KOTOPBIM (OpMUpYETCS B pe3yJsbTare
TSDKEJION aHoMaiuu pa3BuTusl noyek. [lmaHoBoe HaOmoAeHWE W TMpEHaTalbHAs
JUArHOCTUKA TO3BOJISIET MPEAYNpPEeNuTh POXKIAECHUE peOEHKa C CHHIPOMOM
[Totrepa. B HacTosimmee BpeMs pa3pabaThIBAlOTCS SKCIEPUMEHTAIBHBIE METOIbI
neueHus cuHapoma llorrepa, KOTOpbIe B IEPCIEKTUBE BEPOSTHO MO3BOJAT JETAM
BBIKUBATb.

Yoxkopana T., [lerposa B.N.

CJIOXKHOCTHU JUATHOCTUKU MOPAKEHUS MUOKAPJIA ¥V JIETEHA
PAHHEI'O BO3PACTA

Ps3anckuil rocynapCTBEHHBIN MEIUIIMHCKAN YHUBEPCUTET UMEHU akagemuka M.I1.
IIaBnoBa, r. Pa3anb, Poccus
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OCHOBHBIMH NIPUYMHAMU MOPAKEHUA MUOKapAa y JETEeW paHHEro BO3pacTta
SIBJISIIOTCS: BPOXKJICHHBIM WM MPUOOPETEHHBIM MHUOKApAUT M KapAUOMHUONATHUHU.
ONUIEMHUOJIOTUS TOPAKEHWM MMOKapaa OCTa€rcsl CIOPHOM. OJTO CBSI3aHO C
KIIMHUYECKUM DPAa3HOOOpa3ueM, JIATEHTHBIM B PsJI€ CIIy4aeB TEUEHHEM KapJWTa,
CIIOXHOCThIO Bepu(uKauuu auartos3a. [Ipu ocTpbeix nMpuoOpEeTEHHBIX KapAUTaxX C
KIIMHUYECKMMH TIPOSABIEHUSMH BO3MOYKHO TIIOJHOE BBI3JIOPOBJIIEHUE, a TAKKE
pazButue aud@y3Horo Muokapauockieposza B 1/5 cmyuae. Ilo nutepaTypHbIM
naHHbiIM B 50% Bcex ciaydaeB AwiatanuoHHas kapauomuonatus (JKMII)
SBJISIETCSI UCXOJOM XPOHUUYECKOr0 MUOKapauTa y nereil. C KIMHUYECKON TOYKH
3peHuss BpoxaeHHbIM kapaut u JKMII kpaitHe cxoxu. OcoOEHHOCTHIO
BPOXKJEHHOTO KapAuTa SBISETCS OBICTPOE pPa3BUTHEM TOTAJIBHOM CepleyHOM
HEeJ0CTaTOUYHOCTH. BaxHas knuHuyeckas ocodeHHocts JIKMII - pedpakrepHOoCTh
K TpaguunoHHoMy sedueHnto XCH y nanueHTos.

JINarHOCTUYECKUM  «30JIOTBIM  CTaHAAPTOM»  BPOXKIEHHOIO  KapauTa
SIBJISIETCSL DHIAOMUOKapauaibHas ouoricus. B nuarnoctuke JIKMII Gomnbiryio posb
UTpaeT OIpejelieHne MPEeIUKTOPOB HEOJAronmpusTHOTO MPOrHO3a Y MAIMEHTOB C
XCH( M03roBoii HaTpUypeTHUECKUI NeNTUANHTEPIICHKUHA-0, HOPAAPEHAINH ).

TepaneBTrueckass TakTHKa BeJeHUS peOEHKA C KapAUTOM BKJIIOYAET B
NEPBYI0 oOdYepenb O3TUOTOponHyr Tepanuto. Koppekumss CH kak mpaBuio
JIOCTUTAeTCs  CTaHAAPTHBIM  HAOOpPOM  JIEKAPCTBEHHBIX  CpeAcTB.  Takxke
WHIVBU1YaJIbHO noaduparoTcs CpeacTBa NaTOT€HETUYECKON
Tepanuu(MpPOTUBOBOCTIAIIUTEILHON (MMMYHOCYIPECCUBHOM), aHTU(EPMEHTHOM,
AHTUKOATYJISTHTHOM, N€3MHTOKCUKALIMOHHOMN, UMMYyHOTepanuu). OCHOBHOE MECTO
B JsieueHnn JIKMII 3anumaror npenaparsl, ucnoiib3yeMble miia jedenuss CH.
[Ton6op xomOuHanuu mpemnapatoB s Jedenuss XCH 3auvactyro ompenensiet
nporHo3 nanuenrta. Ilockonbky B 30% cmydaeB Teuenue JKMII ocnoxuseTcs
BHYTPHUCEPACYHBIM TPOMOO30M M Pa3BUTHEM TPOMOOIMOOJINA, BceM OOJIbHBIM
NOKa3aH MPUEM aHTUATPETaHTOB.

Iear pabGoThl: NPOAESMOHCTPUPOBATH CIOXKHOCTH U depeHnanIbHO-
JTMAHOCTUYECKOTO MOMCKa y peOeHKa paHHETo BO3pacTa C MOPaKeHUEM MHOKap/a
u XCH.

Marepuajbl M METOABI:IPOBEACH AHAIN3 MEIUIHUHCKON TOKYMEHTAlluU
pebenka M., HaOI01aBIICHCS B TeUCHUE 4-X JICT B KapAUOJIOTHICCKOM OTICICHUN
OI'AY «HMMULI 3n0poBbs aeteit» Munznpasa Poccun.

Pe3yabTaTsl:

HleBouka M., oT 3 OepeMEHHOCTH, MPOTEKAaBLIEH C SIBICHUSMH OCTPOrO
Oponxuta B 25-26 Henenb rectanuu . Poxer |, ¢usnonornueckue, Ha cpoke 37
HeJleNIb, aHTPOMOMETpUS MpH poxkaeHuu: Bec 3650 r., poct 53 cm. OreHka Mo
mkaine Amrap 9 /10 OGammoB. . Ilpodunaktuyeckue TPUBUBKH: TIO
WHAUBUAyaTbHOMY Tpaduky. OOcCienoBaHbl BCe WICHBI CEMbH, Y OOJBIIMHCTBA
POACTBEHHUKOB IO MaTEPUHCKOW JWHUM cornaHo AaHHbIM ODXO-KI' BbsiBIeHa
MOBBIIIEHHAs! TPAOEKYJUISIPHOCTh MUOKAp/Ia.
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Y NeBOYKH C POXKICHUS OTMEYACTCA HENOCTATOYHAS AKTHUBHOCTb, BSUIOE
cocanue. Ha 22 nensp xxu3nu O0bu1a rocnutanusuposana BI'bY PO JIKb um. mpod.
H.B./ImuTpreBOM B TSAXKEIOM COCTOSHUM, OTMEYAETCS BBIPAKECHHAS! BSIIOCTb,

CPBITMBaHUsl OOJBIIMM OOBEMOM, CAMOCTOATEIBHO HE COCET, caTypalus
92%, YA 76 B MUHYTY, B3AyTHE TPYAHON KIETKH, y4aCTHE BCIIOMOTATEJIbHOU
MYCKYJIATypbl B aKT€ JbIXaHUS, KPEMUTUPYIOIIKE XpUIlbl 0 BceM noisMm, YCC 144
B MHUHYTY, NYIOIIMA CHCTOJMYECKHMN IIyM Ha BEPXYIIKE U MO JIEBOMY Kparo
IpyAUHBI, TenaTomeranus 10 +4 cm, cene3énka +1 cm.

IIpu Rg opranoB rpynnoit mnonoctu: KTHU 68%, cepaue mapoBugHOM
dopmel. Ha DXO-KI" BeisiBnienst: aunaramus JOK, @B 56%, HegoctatoyHOCTH HA
AB-xnananax 3-4 crenenu. beul copMynupoBaH mNpeaBapUTENbHBIM JUATHO3:
Bpoxnéuueiit  kapaut?  ®ubposnacro3? Kapauomuonatuss HEyTEYHEHHAs
(nunatanroHHas KapIMOMUOTIATHS )?. [IpoBenen Kypc Ab-tepanuu,
CIIUPOHOJIAaKTOH, KanTompwi. Ha QoHe Tepanmuu coCTOsIHUE C MOJOXKHUTEIHHOM
JUHAMHUKON Ha 7 JeHb — HOpManu3oBaics anmetut, YJ[ 52 B MuUHYTY, caTypanus
97%.

Jlnist nanpHewmero oocne0Banus AeBOYKa MEepEBEIeHa B KapIMOJIOTHUYeCKOe
otaenenue ®I'AY «HMMUILI 3nopoBbs aereit» MunzapaBa Poccun B 1 mecsn. B
nuHamuke Ha DXO-KI' coxpansinack aunaTtanus JeBbIX oTAen0B cepamna, @B 38%,
HegoctatouHocTh MK 3 cremnenu, ycuieHHasi TpaOEKyISIPHOCTh 3aJHEN CTEHKH
JDK, HeOospllioe TOBBIINICHHWE [aBJICHWS B cHUCTeMe JErouyHod aprepuu. Ha
Rgoranos rpynnoii nonoctu KTU ymensmunocs 10 61%. NTproBNP (mo3rosoii
HaTpuilypeTHdecKkuii TopMoH) - 14688 nr/mut (Hopma ot 0 1o 125 nr/mut), uto B 10
pa3 MpPEBBIIAET HOPMY.  YUUTHIBAasg KIMHUKY W JIaHHBIE JIOMOJIHUTEIBHOTO
obcnenoBanusi B KapauosiorudeckoM otaeneHun DPIAY «HMULL 3mpopoBbs
nereit» MunzapaBa Poccum chopmynupoBanu auarHos: Kapaumomwmomnatus,
nunatanuoHHbll  enotun. [loBbimeHHass TpabEeKyIsSIpHOCTh MHOKapJa JIEBOTO
xenynouka. HemocTaToyHOCTh MUTpalIbHOTO KianaHa. JI€rouHas runepTeH3Hs.
XCH 2A crenenu. CoriiacHO UMECIOIIIUMCS U3MEHEHHSIM T0100paHa MacCHBHAs
tepanust XCH: nurokcuH, KanTompuil, KapBeauiaoi, pypoceMus, ameTra3oiaMu/l,
CIIUPOHAIAKTOH, AUETUJICATUIUIOBAas KHUCJIOTA, Kaliusl W MarHusi acraparuHar.
VYuuThiBasg BO3MOXKHOE TEYEHUE MHUOKapJWTa, MPOBEAEH KypC BHYTPUBEHHBIX
MMMYHOTJIOOYJIMHOB. Jnnamuueckoe HaOJIIOIeHNE 3a J€BOYKOMN
MPOJIEMOHCTPUPOBAJIO, YTO HAYMHAs C BO3pacTa S5 MECALEB y NalUEHTKU
HOPMaJIM30BAIIACH pa3mepsl nojocrten cepaua, PB; ¢ 1 rox u 7 mecaues KTH,
NTproBNP. C 5 mecsiueB Obuta Hauata penykuusi tepanuu XCH.B despane 2020
I. TPOBEACHO MOJICKYJSIPHO-TEHETUYECKOro oO0clieoBaHue (MaHeldb TI'€HOB
«KapAUOJIOTUYECKHE  3a00JIeBaHUSA»), TOJY4YEH pe3ysibTaT: HYKJICOTHUAHBIC
BapUAHTHI, SIBIAIOIMIHMECS HauOOJiee BEPOSTHOW NPUYMHONW 3a00JICBaHUS HE
BbIABIEHbl. (Dusznueckoe pa3BuUTHE JEBOYKM B TEYeHHE Bcex 4  jer
COOTBETCTBOBAJIO BO3PACTHBIM HOPMaM.

[Ipu oObekTUBHOM 00cCienoBaHMU B Bo3pacTe 4 yer U 1 mecsaua oOiiee
COCTOSIHUE  yaoBJeTBoputenabHOe.  [lojlo)keHHWe  aKTHUBHOE. KonTakTHa,
AMOIMOHATIbHA, OXOTHO oOmaercs. KoxHble MOKpOBBI  0J€AHO-PO30OBHIE,

26



akpouuaHo3a HeT. llonkokHas KieTyaTka pa3BUTa JOCTATOYHO, pPACIpPENEIICHA
paBHoMepHoO. llepudepuueckoit oréunoctu HeT. Dopma TpPYIHOU KIETKU
LWIIMHAPHAYECKas, He U3MeHeHa. [IepkyTopHO Hax JIETKMMM SICHBIM JIETOYHBIN
3ByK. llpm ayckynpranmmu JETKHX BBICIYLIMBAETCS IIYIPUIBHOE JIBIXAHUE,
MPOBOJUTCS PAaBHOMEPHO MO BCEM OTHENaM JErkux, xpunos, HeT. Y[ 21 B
MunyTy. Catypamus 98-99%. OOnacte cepaua BU3yalbHO HE HM3MEHEHA.
IlepkyTOpHBIE TpaHMIIBI OTHOCHUTEIBHOM TYNOCTHM CEpALA HE pPACIIMPEHBI.
AyCKyIbTaTHUBHO: TOHBI CEpALIA TPOMKHUE, puTMUuHBIE. ITynbe B mokoe 100 ynapos
B MuHyTy. AJl Ha pykax 90-60 MM.pT.cT. mynbcauus nepudepuyeckux apTepuit
YIOBJIETBOPUTENIBHBIX KAaueCTB, CUMMeTpHUyHasA. : [leyeHp manbnatopHo y Kpas
npaBoii péOepHoit ayru. Cene3éHka He mnanenupyerca. Jluype3 anekBaTHBIM.
Antponomerpusi: Bec 23 kr., poct 111 cm. UMT 18,7 kr/m2. ®dusuyeckoe
pa3BUTHE CpeHEE,FTAPMOHUYHOE.

BbiBOabBI:

Taxum o6pazom, auddepenimanbHas TMarHocTUKa MOPAXKEHUH MUOKapaa B
paHHEM JETCKOM BO3pACTE 3aTPYJHEHA M3-3a CXOXKECTH KIMHUKHU WU IMOKa3aTeieu
OOLIETPUHATHIX HHCTPYMEHTAIBHO-TA00PATOPHBIX METOZI0B 00CIIEI0BAHMUS.

Bepuduxkanus amarsHoza mnpu MNOpakeHHUH MHOKapjaa y JeTell paHHero
BO3pacTa MOXET MOTpeOOBaTh TINATEIBHOTO PEryJISIPHOTO JTUHAMUYECKOIO
Ha0JII0/IEHNSI, KOMIUVIEKCHOT'O U BBICOKOTEXHOJIOTUYHOTO O0CIIE0OBAHUS U JICUCHUS

Oco0eHHOCTH JTaHHOTO KJIMHHUYECKOTO ciiyyasi: TeueHue OepeMEHHOCTH Ha
(GoHe ocTporo OpOHXWTa, BBIPAKEHHAs IOJOKUTENIbHAs IUHAMHKa Ha (OHe
JICYCHHUS] CEpJCYHOM HEJAO0CTaTOYHOCTH, HopMaim3anusi ypoBHS NTpProBNP,
OTCYTCTBHE Hambojee 4YacThlX TeHeTHmdeckux BapuanToB JIKMII, croiikas
KJIMHUKO-UHCTPYMEHTAJIbHAS PEMUCCUsl Yy peOEHKa Ha MPOTSKEHUU 4-X JIeT KU3HU
HE TI03BOJIAET HCKIIIOYUTH B IAHHOM CIIy4yae NEPEHECEHHBIN BPOKICHHBIN KapInUT
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