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BPOXKJIEHHBIN ITOPOK PA3SBUTHUSI
IKTOAEPMAJIBHAA JUCIIVIA3UA. KPUTEPUU BbBIABJIEHUSA, KIMHUKA

B.B. ’Kuxapesa', IlI.A. Cyaaiimanos?, A.T.Hoii6exoBa®
'KpIprei3ckas rocyaapcTBeHHas MeAUIMHCKas akagemus uM. M. K. Axyn0Oaesa
Kadenpa paxynbrerckoil neauarpun
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r. bumkex, Ksipreizckast Pecniy6inka

Pe3ome. B nanHO# cTaThe NpeaCTaBICH KIMHUYECKUN Clly4all BPOXKACHHOTO ITIOPOKA Pa3BUTHUSA
B BHJE «OKTOAEPMAIbHOM IUCIUIA3UM» B COYETAaHUU C APYTMMHM BPOXKICHHBIMU IIOPOKaMHU.
DKToAepMalbHAsI TUCIUIA3Hsl — 3TO IPyIIa BPOXKIEHHBIX 3a00JI€BaHUI, KOTOpasi XapaKTepu3yeTcs
AHOMAJIMAMM PA3BUTHS TKAHEU, KOTOPBIE NPOU3BOJATCS DKTONEPMOM, TaKMe KaK KO>Ka, BOJIOCHI,
HOT'TH U 3yObl. J[J11 TMarHOCTHKU JAHHOTO COCTOSIHHMSI HEOOXOUM IeHETUYECKUI aHalM3, TaK JKe
CIIElyeT Y4YHUTBIBATh HECKOJIBKO KPUTEPHUEB Ha OCHOBE KIMHMYECKHUX IPOSBICHUM M JOCTYIIHBIX
uccienoBaHui. 31ech 00CYXIAlTCs KIMHMKO-aHAaMHECTHYECKHE CBEIEHHS, J1abopaTopHbIe
MOKa3aTeNH, JaHHbIE MHCTPYMEHTAJIbHBIX UCCIIEI0BAaHUH U COLMalIbHBIE aclIeKThl. B cTaThe ocoboe
BHUMAaHUE yAENAETCS MOJPOOHOMY OMMCAHUIO ¢ PoTorpadusiMu ciayyasi 1€BOUKH 2 JIET, y KOTOPOM
9KTOJepMallbHasl JAMCIUIa3us Oblla JAMAarHOCTUPOBAaHA B COYETAHUU C JPYTMMHU BPOXKACHHBIMU
IIOPOKAaMM  PAa3BUTHSA LEHTPAIBHOW HEPBHOM, CEpPAEYHO-COCYAUCTOM, KOCTHO-CYCTaBHOM,
MOYEBBIICTUTEIBHON CUCTEM. AHAIIU3 3TOrO Cilydasl MO3BOJIAET HE TOJIBKO CHCTEMAaTU3UPOBAaTh
CYLIECTBYIOIIME 3HAHUSA O 3a00J€BaHWU, HO U TMOHATH €ro B3aUMOJEHCTBUE C JPYTUMU
natojorusiMu. TakuMm o0pa3oM, cTaThsl aKLUEHTHUPYET BHMMAHHE Ha Ba)XKHOCTH KOMILJIEKCHOTO
MOJIX0Ja B JMAarHOCTUKE SKTOJEPMAIbHON IUCIUIA3MH, MOMYEPKHUBAas HEOOXOIMMOCTh pPaHHETO
BBISIBIICHUS W MHAMBHMYaJU3MPOBAHHOTO MOJAXOAA K KaXIOMY MNalUEeHTy A oOecnedeHus
3¢ (HEeKTUBHON MOAIEPIKKH.

KuroueBbie cioBa: SKTonepMallbHAs NHCIIA3UsA, BPOKIACHHBIA IIOPOK pa3BUTHS, KPUTEPUU
BBISIBJICHUS, KIIMHUYECKUH Cilydai.
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Pesrome. byn wMakanaga "OkTomepManablk AMCIUIa3us” €N aTalraH TyKyM Kypam
KaHJAHJBIPYYydy KEeMUYMWIMKTUH KIMHUKAIBIK MUCAIbI KaHa Oallka TyKyM Kypam *aHAaHIbIpyydy
KEeMUYWIHKTEp MEHEH OHupre KOpCOTYIreH. DKTOACPMANILIK ITUCIUIA3US — Oyl TEPHUHU, YauThl,
TBIPMAKTapP/Ibl )KaHa TULITEPU KaMThITaH SKTOIEPMa/iaH OHYTYYUYy TKaHJap/ia aHOMaJusuiap MEHEH
MYHO3/6JIreH TYKyM KypaMm KaHIaHbIpyydy 00pylapasiH To0y. By abanabl AMarHoCcTUKAI00 YUYH
TeHETUKAJIBIK aHAIM3 3apbUl, OIIOHIOW »JJ€ KIMHUKAJIBIK Oelruwiep xXaHa KeTKUIUKTYY
V3UIIO0NIOPIYH HETH3UHIEC OMp Heue KPUTEPHIJIepAn 3CKe anyy Kepek. Makanana KIMHHKAIBIK
KaHa ~ aHaMHE3IUWK  MaalbIMaTTap, JIabopaTOPHSUIBIK  KOPCOTKYYTOp, HHCTPYMEHTAJIbIK
W3WIIO6JIOPYH KBIMBIHTHIKTAPHI )KaHa COLUAIIBIK aCTIEKTTep TalKyynaHat. CrnennduKaibik KOHY
2 5KamTarsl KbI3[bIH SKTOAEPMANJIBIK JUCIIA3UIACHl MEHEH Oupre 60pOOpaIyK HEPB CUCTEMACHIHBIH,
JKYPOK-KaH TaMbIp CUCTEMACBIHBIH, COOK-MYYH CUCTEMACHIHBIH JKaHa 3aapa YbIlrapyy CUCTEMaChIHbIH
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Oamka TyKyM Kypam aHJaHIbIPyydy KEeMUYMJIUKTEp MEHEH IMarHo3/0JIIOH YUYpIyH CYPOTTepy
MEHEH YarbUIABIPbUIYyCYyHa OypynaT. byn ydypayH Tangoocy OOpYHYH ©3re4eiayKTepyH
CHCTEMaJIAlIThIPyyTa *KaHa aHbIH OalllKa MaToJIOTUSIAp MEHEH 63 apa apaKkeTTeIYYCYH TYLIYHYYTo
xapaam Oeper. OLIEHTHII, MaKaia 3KTOJAEPMAAbIK AUCIIIA3USHBIH JUArHOCTUKAJIBIK KOMILJIEKCTYY
MaMHJICCHHUH MAaaHHCHH aHa 3pTe aHBIKTOOHYH jKaHa ap Oup OefTanka MHIMBHU Ly Al AAITHIPbUITaH
MaMHJIEHH KaMChI3 KbUTYYHYH 3apbUIIBITbIH 0aca OenruieiT.

Herusru ce316p: S5KTOAEpPMAABIK JAWCIUIA3UsA, TyOaca KEMTHK, AaHBIKTOO KpUTEepHUiliepH,
KJIMHUKAJIBIK yUyp.

A CONGENITAL MALFORMATION. ECTODERMAL DYSPLASIA.
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Summary. This article presents a clinical case of a congenital developmental disorder in the
form of "Ectodermal Dysplasia" in combination with other congenital anomalies. Ectodermal
dysplasia is a group of congenital diseases characterized by abnormalities in the development of
tissues derived from the ectoderm, such as skin, hair, nails, and teeth. Diagnosing this condition
requires genetic analysis and consideration of several criteria based on clinical manifestations
and available investigations. The article discusses clinical and anamnesis data, laboratory results,
instrumental findings, and social aspects. Special attention is given to a detailed description,
including photographs, of a 2-year-old girl diagnosed with ectodermal dysplasia in conjunction
with other congenital malformations affecting the central nervous, cardiovascular,
musculoskeletal, and urinary systems. The analysis of this case not only helps to systematize
existing knowledge about the condition but also provides insights into its interaction with other
pathologies. Thus, the article highlights the importance of a comprehensive approach to
diagnosing ectodermal dysplasia, emphasizing the need for early detection and individualized
care for each patient to ensure effective support.

Key words: ectodermal dysplasia, congenital malformation, detection criteria, clinical case.

BBenenue. DxromepmanbHbie nucmiazuu (O2)  HaOmromaercs ayTOCOMHO-PELIECCUBHOE WIH
MIPEICTABIIIOT CO00I TeTEPOTCHHYIO TPYIITY U3 HE  ayTOCOMHO-JOMHHAHTHOE HacyieqoBanue [1].
MeHee 50 reHeTHYeCcKuX HapyIIeHWH, BIUSIOMNX Ha OKTOJlepMa  TPEACTaBIsieT Cco0Oi  caMblit
pa3BuTHEe JBYX WM Oojiee OSKTOACPMAIbHBIX  HApyXHbIM M3 TpeX 3apOJBIIICBBIX JIMCTKOB,
MPOU3BOAHBIX, BKJIOYas BOJOCH, 3yObl, HOITH, (OPMHUPYIOIUXCS Ha PaHHUX CTanusxX
MIOTOBBIE JKEJIE3bl U HEKOTOphIe Apyrue Tkauu [1-3].  BHyTpuyTpoOHOTO pa3BUTHSL. MN3HavyanbsHO
[Ipennonaratot, 4TO MEXaHU3M 3a00JICBAHUN MOTYT  JKTOZEpMa COCTOMT W3 OJHOTO CJOsI KIETOK,
OBITDH BBI3BaHBI nedexToM CHUHTE3a  KOTOpPHIH cO BpeMmeHeM nuddepeHuupyercs,
WHAYLUHUPYIOIIEro BEIIeCTBa, KOTOPOE OTBEYaeT 3a  00pa3ysl pa3inuyHble CTPYKTyphl opraHusma. U3
aKTUBAIIMIO TEHOB, KOHTPOJMPYIOIIMX CHHTE3  3TOTO CJIOS Pa3BHUBAIOTCS Takue TKaHU, KaK HOITH,
O6enkoB u ux auddepenumpoky. UYame  BOJOCHL, CaJbHBIE U IOTOBBIE JKEJE3bl, a TAaKKe
BCTpEUAIOTCS JABE Kiaccuueckue QopMbl 3JI:  smuTenwii poTOBOM IMOJOCTH, HOCA W aHAJIBHOTO
QUCIUIa3usl  JKTOJAepMallbHas aHTWJpoTHdeckas  oTBepcTus. Kpome TOoro, H3  IKTOAEPMEI
(A3 D) u JUCTUIa3Hs 9KTOJepMaibHast  (OPMHUPYIOTCS BBICTWJIKA NPSAMONW KHIIKH, 3Mallb

rugporudeckas (D) [4-7].

B 50-60 mpomenrtax cimydaeB ['D]] HaciemyeTcs
Kak X-clerieHHoe 3a0oseBaHue (X-cLeIUieHHas
TUIMOTHIPOTHYECKAss OKTOJIEPMabHas JIUACIUIA3HS
[XLHED, XHED]), a B oCTampHBIX CIy4Yasx

3y0OB M CEHCOpHBIE KIIETKM OpraHoB CIyXa,
0OOHSHUS U 3pEHUS.

eaplo JaHHOTO  HCCIEIOBAaHUS  SIBISETCA
MIpeJICTaBIICHUE KJIMHUYECKOTO ciryvas
SKTOJACPMAILHON  JNHCIIA3WA B COYCTAHHUU C
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OPYTUMH TIOPOKaMH PA3BUTHsI OPTaHOB M CHCTEM,
pa3paboTKa ONTUMAIFHOTO aJTOPUTMA TUArHOCTHKH
1 YCTaHOBIICHHE KPUTEPHUEB JUIs €€ BBISIBICHHUSI.

Marepuansl u  Metoabl. IlpencrasieH
KJIIMHAYECKHU CITy4ail 5KToAepMaIbHON AUCIIA3HH Y
nesoukn O. C. 2mer, KoTopas TIOCTynujia B
OTICNICHNE IAaTOJOTHH TIEPHUHATAILHOTO IEepHOAa
HanuonansHOTO L€HTpa OXpaHbl MaTE€pPUHCTBA U
JeTCTBa II0 HANpaBJI€HUIO Bpaya — JIETCKOro
HEBPOJIOTa KIMHUKO-AUATHOCTUYECKOTO OTIENICHHE
27.03.2024 rompa. Mama mpH  NOCTYIUIEHUH
MpeIbsBIsa KaloObl Ha OTCTaBaHHE B TeMIax
pa3BuTusl (HE XOIWT), OTPaHWYCHHE [BIWKEHHHA B
KOHEYHOCTSIX (0OJIbIlIe B TIPABhIX), HATMYHE ITATEH Ha
TeJe,  KOTOpble  YCWJIMBAIOTCI  BO  BpeMs
SMOIMOHANIFHOTO ~ TIepeHanpspkeHus.  [lanuenTka
MPOILTH KIIMHUKO-aHAMHECTHYECKHE u
12a00paTOPHO-UHCTPYMEHTAJIEHBIE METO/BI
obcnmemoBanus ¢ menblo  auddepeHITnaTbHON
JUAarHOCTHKH, a TakkKe KOHCYNbTAllMd APYTHX
CTECLIUAIUCTOB.

Onucanue KIMHUYECKOIO CIy4as.

ITamment O.C. — neBouka 2 rojaa, Bec = 7 KT, pOCT
=77 cm, UMT = 11,8, «- 1 COwp.

U3 anammesa scuznu: co CIOB MaMbl, peOEHOK
6oeH ¢ poxxaenus. Cpasy mocie pofoB HaX0AuJIach
B OTJICJICHAN PeaHUMAIlUN U WHTCHCUBHOM Teparuu,
Ha 2 CYTKH >XM3HM MEpEeBEJCH B “HEIOHOLIEHHOE
ornenenue”’ JKaman-AoGanckoit o0acTHOMI
KITMHUYECKOH OONBHUIIBI (BBIMMCKA OTCYTCTBYET) U
BbImucancs Ha 28 cyTtku >xu3HH. [locne pebGeHOK
yacto 0Ooien pecnupaTOpHBIMH 3a00JI€BaHUSIMU
(3axmouenuit Het). B 2023 rony neBouka nepexecna
OTEpalyio — TUIACTHKA MaXOBOH TPBDKU (BBITHCKU
HeT). B 2 roga oOpatuinck B oTAeeHHE YETIOCTHO-
JnuueBod xupypruu HaunoHaasHOro HEHTpa OXpaHbl
MaTepUHCTBA M JI€TCTBA IO IOBOAY BPOKIECHHOMN
pacuienuHbl MATKOTo HeOa, Obljla PeKOMEHJOBaHO
OTlepaTUBHOE JieueHHe B 2,5 roja, U KOHCYJIbTaLUsI
HEBpOJIOTa 10 OCHOBHBIM anobam. Ilpu ocmotpe
HEBPOJIOTOM KIIMHAKO-THarHOCTHYECKOTO
OTAEJICHUsI, OBUIO PEKOMEHIOBAHO TOCIUTAIM3ALNS
B OTZAEJICHUE MATOJOTUH MEPUHATAIBLHOTO IEepPHOAa

Puc. 1. [IBeT KOXKHBIX

aal R

IIOKPOBOB 10 U IIOCJIC TaKTHIIBHOMN CTUMYJIIUU:

HanuonansHOoro meHTpa OXpaHbl MaTepUHCTBA U
JETCTBA JUIsl AUAaTHOCTUKH W JICYCHUSI.

Uz  axywepcrkoeo anammesa: PebeHOK OT
HEe3alUTaHWPOBAaHHOW 2 OepeMeHHOCTH, 2 PpOJIOB,
BBIKMIBIII M Mel. abopT — oTpunaer. JlaHHas
OepeMEeHHOCTh TpoTeKasla Ha (OHE aHEMHH
(remornobun — 95 r/n), OPBU (na 2-4 mec., JIC He
MpUHAMAaNa). YTPO3bl BHIKUAGIIA He ObUT0. Ha yuer
mo OepeMEHHOCTH Bcrajga Ha 14 Henmene.
CranuoHapHoOe JieueHHe BO BpeMsi OEpeMEHHOCTH He
nojyyvaja. AHAIN3bl Ha BHYTPUYTPOOHBIEC HHPEKINN
(BYWN) we cpaBama. C 18 Hemenu u A0 POJIOB, TIO
V3U, y peberka ObIO OTHOKpATHOE OOBHTHE IIIEH
nynoBuHod. Poxpl B cpoke 39 Henmenb, nyTeMm
9KCTPEHHOr'0 KecapeBa CEYeHUs (CO CIIOB MaMbl, U3-
3a JIMIEBOTO TMpeluiexanus). Poamnace neBouka,
BIIP = 3500, kpuk OTCYTCTBOBaJ, K TpyAu He
MIPHUIIOKEHA (pacuenuna MSTKOTO HeOa).
Haxonunace B peaHumanuu 1 CyTKH, HAa 2 CYTKH
Obula TiepeBelleHa B HEOHOLICHHOE OTJCNICHHE B
Kanan-AOanckoi o0acTHOMN KJINHUYECKOM
OompHUIEL XKentyxu He ObuT0. BRIMHcana momoit Ha
28 neHb.

[Tpu TmarensHOM cOOpe aHaMHe3a BBISICHUIIOCH,
4T0 peOEHOK W3 TeTepOoreHHOW 30HBI (I. Maiinyy-
Cyy). Maitnyy-Cyy — ropon  o0macTHOTO
nomyuHeHuss B Jhkaman-AOGaickod — o0iacTu
Keipresckoii Pecybnuku. bans ropoma Haxonsres
KpYIHEHIINEe B MHUPE XPaHWIWINA PaJdOaKTHBHBIX
orxomoB. B 2006 romy ropox Obul BKIIOUEH B
JIECATKY CaMbIX 3arpsi3HEHHBIX TOPOJOB B MHUpE IO
BEPCHH JKOJOrMYeckoil opranmzanuu Blacksmith
Institute. Co cmos mambl B 2021 romy Osblio
nepe3axopoHeHUe XBOCTOXPaHMIIHIIA
(o¢unmadbHBIX TaHHBIX HE HAWJECHO).

Comamuueckuii cmamyc npu NOCMYRIEHUU!
COCTOSIHHE CPEIHETSDKEINOe, 3a cuer
HEBPOJIOTHYECKOH CHUMNTOMATHKH. Ha KOXHBIX
MIOKPOBaX MMEIOTCSA KPacHO — OarpoBble MATHA, HE
BO3BBINIAIONINECS HAJ KOXEH, YCHIIMBAIOLIMECS MTPH
SMOIMOHAILHOM  BO30YXKJCHHH, TMeperpeBaHui,

TaKTWIBHON CTHMYJISILMM M NPUOOPETAr0OT TEMHO -
Oarposblil oTTeHOK (puc. 1 A, B).

——

SN

A — 10 TaKTUIBHOU cTUMYIISIHH, b — Toce TaKTUIHFHOW CTUMYIISIIIMH.
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KokHble TMOKPOBBI MOPIIMHHUCTBIE U CyXHE,
HICTyIIaTCsl, OCOOCHHO TOHKash BOKPYT pTa M IJias.
IDKK - rumorpodus. Ilpu ocmorpe poToBoi
MOJIOCTH, CJIM3HMCTAas 4YHCTas, OTMEYaeTcsl He
3apalieHre MATKOTO Heba M pacileNHa s3bIuKa.

3y0Obl — (hir00pO3bI, HauaM IMpope3biBaThes B 10
MecC., MeXIy 3yOaMu OOJIbIIINE MPOMEXKYTKH (pHc. 2).

A

PI/IC 2.

Bem
KocTtHo-cycraBHOI anmapat: aedopmariys rpyaHoi

KJICTKA TI0 THIY <«BOPOHKOOpasHoi» (puc. 3 A).
OrMmeuaercs geopMaIs MpaBoro KOJICHHOTO CyCTaBa

A

HUI BUJT OOJIBHOIO.

Bonockl TOHKME W HAMOMHMHAIOT TYIIOK, OYCHb
CBETJIOTO IIBETa, pacTyT MEJICHHO, TaKkKe Mama
OTMEYaeT BbINAJCHAE BOJIOC, OpPOBM M PECHHILIBI
OTCYTCTBYIOT (pHC.2). YIIM BBITSHYTHl U HEMHOIO
320CTpeHBl KBEpXy (pHc. 2). Bonpmoit 106 ¢
BBICTYMAIONIMMH  JIOOHBIMKA ~ Oyrpamu, — 3amaBIiias
MIEPEHOCHIIA, 3aIaBIINE IIEKH, MaJICHbKHI HOC (puC. 2).

a7 -
P g

(puc. 3 b) m orpaHmueHVE aKTUBHBIX W TMACCHBHBIX
JBIDKeHUH B Hel. [IpaBast HIKHAS KOHEYHOCTh Ha 3 cM
Kopoue j1eBoii (puc. 3 b).

-

Puc. 3. ledhbopmannu KocTHO-cycTaBHOrO anmapata: A — «BopoHkooOpasHas» rpyaHas KIeTka,

b — Hmwxane xoneuynoctn, B — R-CHIMOK HM)KHUX KOHEUHOCTEM.

Jpixanue cBobonHOE, CaMOCTOSITEIBHOE,
ajekBaTHOe, poBHoe. IIpu ApIXaHMM KOMHaTHBIM
BO3JyXOM caryparusi 6onee 96-98%. UJ] - 26 B
MUHYTY. AYCKYJIbTaTUBHO B JIETKUX IIy3pUJIBHOE
IObIXaHWe, MPOBOIUTCS C OOOHMX CTOPOH, XPHIIOB
Het. [Ipu nepkyccuu gerouyHoi 3ByK OuaTepanbHo.
Tonsl cepama mpuriymensl, putMudasie. YCC —
151 yn B MuH. [epudepuueckuit IyJIbC
YIOBIIETBOPUTEIBEHOTO HAITOJIHEHNS U HAITPSIKEHMU L.
JKuBot markuii, 6e3001e3HeHHBINA. [ledens Ha 1 cm
BBICTyIIaeT OT Kpasi peOepHOH Ayru, Kpail OCTpBIH,
37aCTUYHBIN. [IepucranbTuka KHUIIEYHHUKA
BBICITYIIMBAETCsA. ModenonaoBasi CHUCTEMa pa3BHTa

MpaBUIIBHO, M0 )KEHCKOMY THIy. MoYeucnycKkaHue
camocrosrtensHoe. CTyn, odpopmileHHBIH, 1 pa3 B 2-
3 nHA.

Hesponozuueckuii.  cmamyc — nHa  MOMeHm
nocmynnenusi: CO3HaHME coxpaHeHo. Ha ocmortp
pearupyer sidopuuno. Ilpocteie HHCTpYKIMH

BHIMOITHSET. Ha 3ByKOBBIE pa3ipakuTesu pearupyer.
Ha wums ot3biBaercsi, oOpalleHHYIO pedb Majo
BocrpuHuMaer. Yepen ruapouedansHol (HopMBL.
OI' — 45 cMm. BP — 3akpsIT, BEeHO3Has CETh Ha TOJIOBE
ycunieHa. [lo UMH: riasHple €N OJUHAKOBBIE,
D=S. 3pauku cpennero nuamerpa D=S. Peakuus
3paykoB Ha cBeT (TpsMasi, COAPY)KECTBEHHOE) He
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HapyLIEHBI, D=S. Barmag ¢buxcupyer,
MIPOCIICKUBAET. J[BUKEHUS TITa3HBIX S0JI0K IOJIHOM
ooweme. Kocornasus u Hucrarma Het. [oTanue u
(onanus HapymeHsl. [lomokeHue 1mied u JIOMAToOK
Ha OJHOM YpOBHE, KPHBOIIEH HET. MBIIEYHbII
TOHYC TOHW)XEH, MPEUMYIIECTBEHHO B HWKHHUX
KOHEYHOCTsIX. CyXOKWIIbHBIC Pe(ICKCHl CHHUIKCHBI,
0oJpIe ¢ HIKHUX KOHEYHOCTEH. MeHWHTealbHBIX
3HaKOB HeT. KOMMyHHWKaTWBHBIE W KOTHHTHBHBIC
¢ynkunu He HapyumeHsl. HIIP: ronoBy mepxur - ¢
1,51, mepeBopaumBaeTrcsi - ¢ 1,51, cumutr - ¢
1 1 9 mec, mon3aeT — 1 r 9 Mec, HE CTOUT, HE XOIUT.
CroBapHBIi 3amac: cIoroBasi.

Peszynomamol npogedennvlx ucciedo8anui:

- OAK ot 26.03.24: Opurp — 4,3 (10*12/m), HB —
133,0 (rp/m), LIT - 0,92, Jleiik — 5,6 (1079/1), D03 —
2 (%), Tumd — 44 (%), nan — 1%, cer — 47 (%), Mon
-6 (%), COD - 7 (Mmm/3).

- OAM or 26.03.24: IIser - ¢/x, OTH. ITIOTHOCTH
— M/Mm, benok (1/m) - mer, Jleikom-b1 — 1-2-3-,
Onurenuit — 1-2-1.

- Kai na st/rmmer ot 26.03.24: He 0OHapyKEHBI.

- BXA ot 28.03.24: O6mmit 6unmmpyoun — 6,60
(Mmxmonw/n), ACT — 10,2 (en/m), AJIT — 18,2 (en/n).
O6m. Oemoxk — 67,9 (r/m), Xomectepun — 3,83
(mmone/n), Kpearmaun 65,0 (MKMOJB/M),

Puc. 4. MPT — xapTiHa roJoBHOT0 MO3ra.

Mouesunna — 2,40 (mmonb/n), Fe — 17,7, Mg — 0,75,
Ca-—2,79.

- TTI — 1,1 am/n, T4 ¢ — 13 um/a ot 29.03.24.

- Oxo — KTI" or 25.03.24: OtkpsITOE OBaIbHOE
OKHO.

- OKT ot 29.03.24: Cunycosas taxukapaus, YCC
176 ymapoB B wMuH. Hapymenue mpoieccoB
PENOIIIPU3ATIHH.

- Y3U B/o, myx ot 29.03.24: VYwmepeHHas
renaToMerajgusl 3a C4YeT PEaKTUBHBIX H3MEHEHUIl.
lumonnasus obenx mouek. [Inenoskra3uu B mpaBoi
u  geeod moukax. JuddysHoe yBeauueHue
IIUTOBUIHOM JKeJIE3hI.

Pentren HwxHHMX KoHewHocTeH or 17.03.24:
Cwmenienue 6osbie0epLioBoii KocTH cripasa (puc.3 B).

- MPT r/m ot 02.04.24: MPT-nanuble 3a o4aru
TJIMO3HO-KUCTO3HON JIereHepallid B  TEMEHHBIX
JIONISIX M TIpaBoil reMucdepe Mo3kedka (Kak HCXOJ
THINOKCHYECKHUUIIIEMUYECKUX MTOBPEIKICHUT );
YMEpPEHHO BBIPAXKECHHYIO HEOKKJIIO3UOHHYIO
BHYTPEHHIOIO THIpOlehaInio; KOCTHYK Y30CTh;
MP-nipu3HaKy KaTapajabHbIX ABJICHUH B raiMOPOBBIX
masyxax, CHIDKCHHE  ITHEBMATH3allMd  sUeeK
COCIICBHJIHBIX ~OTPOCTKOB OwnartepasibHo. MPA
JlaHHBIE 3a S-00pa3HbIi M3BUTOH XOJ OCHOBHOM
aprepuu (puc. 4).
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- Oxymuct ot 29.03.24: DS: BpoxneHHBIN
JAKpHUOLMCTUT MpaBoro ria3a. P-Ho: 3oHaupoBaHuE
CJIE3HOT0 MPOTOKa IPaBOTo riasa.

- Hepmatomor ot 01.04.24: DS: DxTonepManbHas
aucriazus’?

- Ypouor ot 01.04.24: DS: ITuenoskrasus od6oux
noyek. P-Ho: HaGmogenne B nunamuke. Y3U
KOHTpOJIb yepe3 6 Mec.

-YJIX ot 01.04.24: DS: BpoxxaeHHas pacmieninHa
Msrkoro Heba. P-Ho: OnepaTtuBHOe neuenue B 2024
rony, uepes 6 mMec.

- OHJIOKPUHOJIOT oT 03.04.24: DS:
OxroxepmanbHas nucruiasua? P-no: Ompenenuts B
TUTAHOBOM TIOPSAIKE TI0 M/5K YPOBEHB MapaTropMoHa,
menouHas (ocdaraza, xanpuuii. Habmromenuwe y
opTonena, HeBpoJjora, aepmarosuora. Koncynpranus
TCHCETHUKA B IIJIAaHOBOM ITOPAJIKE.

- Opronex ot 03.04.24: DS: Bapychas
nedopmarsi Koctedl romeHu cmpasa. lIposemeHa
KOpperupymouas KJIMHOBHIHAS 0CTEOTOMHUS
BepxHel TpeTu 00pLIeOepoBO KOCTH crpaBa OT
21.05.24. (puc. 5).

Puc. 5. R-caumox MIpaBOro KOJCHHOT'O CyCTaBa MOCJIC OIIEPATUBHOI'O BMCIIATCIILCTBA.

- I'eHeTnuecknii TECT HE YJAlOCh INPOBECTH B
CBSA3U C OTCYTCTBUEM CPEJCTB.

Ha ocHOBaHMM KIMHMKO-aHAMHECTHYECKHX H
1a00paTOPHO-UHCTPYMEHTANBHBIX JAHHBIX  OBLI

BBICTaBIICH KJIIMHUYECKU I JIMarHo3:
OkromepmanpHas — gucmiasusa.  PesupgyanbHas
sHnedanomnarusi. OOmas 3ajaepKka pa3BHTHS.
3agepxka CTaTUKO-MOTOPHOIO pa3BUTHSL.
3ajepkKKa PpEUYEBOTO pa3BUTHA. BpoKIeHHBIH
JAKpUOLIMCTUT TpaBOTro TWasza. BpoxneHHas

pacmenuHa wsrkoro Heba. BIIC. OtkpsiToe
oBaibHOE OKHO. [lmenoskrasust 000MX MOYEK.
Bapychnas nedopmarust kocTel ToJieHH cIipaBa.

O0cy:k1eHne KINHUYECKOro ciayvas.

B nmanHOW paboTe mpenCTaBlieH KIMHUYCCKHIMA
CIly4ail BPOXKIEHHOTO TIOPOKAa DPAa3BUTHS B BHUJC
SKTOJIEPMAJIbHON JTUCIIIIA3UM, KOTOPBIH COYeTalICs C
JPYTHUMHU BPOXAECHHBIMH aHOMATIMAMH. DTOT ciyvait
JEMOHCTPHUPYET BaXXHOCTh KOMIUIEKCHOTO IIOJX0/1a K
JMarHOCTHKE 9KTOIePMAITEHON JUCTIIA31H,
0COOEHHO Korza OHa COTIPOBOXKIAETCS
COITyTCTBYIOUIMMHM MATOJIOTHSMH.

AHanm3 1moKasal, 4To TOYHOE JUarHOCTUPOBAHHUE
U TIIOHMMAaHHE BCCX KIMHUYCCKUX HpOSIBJIEHI/Iﬁ
JAHHOTO COCTOSIHHSI TPeOYIOT TIIATeNsHOro cOopa
aHaMHe3a, WCTIOJIH30BAHUS COBPEMEHHBIX
WHCTPYMEHTAJBHBIX METOJ0B. BaXHO Yy4YUTHIBATD,
KaK KIIMHHYECKHE, TaK U TJaOOpaTOpHbIC JaHHBIE IS
MIpaBUJIbHOM OILICHKH u CBOEBPEMEHHOT'0

BMemIaTenscTBa. KoMIuiekcHoe — oOcieaoBaHue,
BKITIOYAIOIIee MHOTONPO(UIPHOE B3aUMOJICHCTBIIE
MEIWIMHCKAX CIENHAINCTOB, HWIPaeT KIOUYEBYIO
pollb B YCIEIIHOM VIOPABICHUM U JICUCHUU
SKTOAEPMAaIBLHON NUCILIA3UN.

Takum obpazom, pE3yIBTATHI JIAaHHOTI'O
WCCJICIOBAHNS TOTICPKUBAIOT 3HAYUMOCTh PaHHEH
JUAarHOCTUKYM W UWHAMBUAYaJbHOTO TMOAXOAa B
YIpaBICHUH 3KTOACPMAITLHON IUCIUTA3HEH, a TaKKe
HEO00XOIUMOCTh HalIbHEHUIIEero HA3Y4YECHUS "
COBepIHeHCTBOBaHI/IH METOAO0B JUArHOCTUKU n
JICYECHUSI JTaHHOTO TOPOKa PA3BUTHUA.

3ak/a4eHue. DKToAepMalibHasl OUCILIA3US —
penKoe W CI0XKHOE TeHEeTHYecKoe 3aboseBaHHe,
KOTOpOE TMOpa)kaeT TKaHHW, pa3BUBAIOIIMECS U3
SKTOJIEPMBI, BKITIOYas KOXKY, BOJIOCH], HOTTH, 3yObI
U MOTOBBIE JXKeJe3bl. B mpencTaBieHHOM cllyyae
3T0 3a0o0jeBaHUE TPOSIBHIOCH B COYCTAHHH C

MHOKECTBEHHBIMH  BPOXKJACHHBIMH  IOPOKaMHU
JIpYTHX OpraHoB M CHCTEM, 4YTO HarisigHO
IPOIEMOHCTPHPOBAIIO BCIO CJIO)KHOCTB

JNUAarHOCTUPOBAHUSA U BeICHUs ManueHToB ¢ D /1.
OCHOBHOWl  1eNbl0 JaHHOW paboTel  OBLIO
MOJIPOOHO PacCMOTPETh KIMHUYECKUU CIIydai,
oInucarTh COBOKYITHOCTD JUAarHOCTHYECKUX
MOJXOMIOB U MPEIOKHUTh alTOPUTM [Tl PAaHHETO
BBIABJICHUS 3a00JeBaHUs, YTOOBI YIYUYIIUTHh Kak
Ka4eCcTBO JUArHOCTUKH, TaK U TMOCIEAyIolee
JICYCHHE TAKUX MAI[MCHTOB.
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AHanmu3 [JAaHHOTO cCiyd4as TIOKaszal, 4YTo
yCIIeIHas JHArHOCTUKA JKTOJEpPMaIbHOU
JUCIIa3uu  TpedyeT MyJIbTHIUCHUILUIMHAPHOTO
noaxona. ToNBKO ¢ TIpHUBIIEUYEHHEM BpadeH

pa3IUYHBIX CHELHATBHOCTEM M HCIOJb30BAHUEM
KOMILJIEKCHBIX METOHOB OOCJIenoBaHHSA — OT
TEHETUYECKUX AaHAJIU30B JO0 HHCTPYMEHTAIbHBIX
HCCICAOBAHNN W  KIWHHKO-aHAMHECTHYCCKOMU
OI[EHKM — MOJXHO BBIABUTH IMOJHYIO KapTHUHY
MaTOJIOTHUH, OICHUTh COCTOSHHE IIallUeHTa U
pa3paboTaTh ONTHMAIBHYK) TaKTUKY JICUCHHS.
OcobeHHO BaXHO YJEIUTh BHUMAaHWE paHHEMY
BBISBJICHUIO 3a00J€BaHUs, TaK KaK 3TO IO3BOJISIET
CBOECBPEMEHHO HayaTh TEpaAlHIO0 U, TEM CAMBIM,
YIAYYLIATh IPOTHO3 U KAYECTBO KU3HU MallMEHTA.

IlpencraBneHHslii  cilyyaid  NOJYEpPKUBAET
HEOOXOAUMOCTh CO3JaHUsI CTAHIAPTU3UPOBAHHOTO
JUAarHOCTUYECKOr0 alropuTMa AJisi HAlUEeHTOB C
SKTOJIEpMalbHON JUCIUIa3WENd, YTO BKIIOYAET
€JUHbIC KPUTECPUU JUATHOCTHKU, pa3pabOTKy
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