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Annoranua. Hapymenus docdopHo-KanbieBoro ooMeHa IpeacTaBiIsIioT co00I Te-
TEPOTEHHYIO I'PYIITY METAa0OJIUYECKUX PACCTPOMCTB, BKITIOYAIOIIYIO B Ce0sT KaK IIpruoodpe-
TEHHBIE, TaK 1 HACJeACTBEHHBIC (popMEBI. B cTaThe MpencTaBiIeHO AeTaIbHOE OIMCAaHUE
KJIMHUYECKOTO CIIydasl PEIKOTr0 COYETAHHOTO YHAOKPUHHOTO 3a00IeBaHUS Y MaJIb4u-
Ka 4 JIeT ¢ TSLKeIbIMU HapyIIeHUSIMU MUHEpaJIbHOTO OOMeHa. Y TalMeHTa TUarHOCTH -
poBaH rceBnorunonaparupeo3 (I1I'T1) — HacmeacTBeHHAS MATOJOTHS, N3BECTHAS TaKXkKe
KaK HacJIeACTBeHHas1 ocTeonucTpodust OndpaiiTa, XxapaKTepu3ylomasicsl pe3uCTeHTHO-
CTBIO OPTaHOB-MHUIIICHEH K TapaTUPEOMITHOMY TOPMOHY. OCOOCHHOCTBIO CITydasl SIBJISICT-
¢ KOMOPOMIHOE COCTOSTHIE — ayTOMMMYHHBIH TTOTUTIaHIYISIPHBIM CHHAPOM 1-TO THTIA,
TIPOSIBIISTIOIINICST TPUAI0M CUMIITOMOB: SHIOKPUHHBIMK HapYIICHUSIMUA, XPOHUUECKUM
KaHIMI030M U UMMYHHOI HEIOCTaTOYHOCTHIO. 711 BepuuKamy 1uaraosa mpoBeacH
KOMIUIEKC JJAOOPATOPHBIX MCCIICIOBAHMIA, BKIIFOUAIOIINIA B €05 OIICHKY YPOBHSI KaJIbIINS
(o01Iero 1 MOHM3MPOBAHHOTO), hocopa, KpeaTHHUHA, BUTaMUHA D 11 ero MeTaboInuTOB,
apaTuPEeONIHOTO ¥ TUPEOTPOITHOIO TOPMOHOB, KOPTU30J1a, a TAKXKE Pa3BEPHYTOE UMMY-
HoJioruyeckoe oociaenoBaHue. MMTHCTpyMeHTabHasl IMarHOCTUKA BKJIIoYaJia B ce0sl yilb-
TPa3ByKOBOE UCCIEI0BAHNE TTOYEK, TUMYCA U IIIUTOBUIHOM XKeJe3bl, 9XoKapanorpaduio,
KOMITBIOTEPHYIO TOMOTpahUIO IPYIHOM KIIETKU, TPYAOTIOSCHUYHOTO OTAEIa TO3BOHOYHM -
Ka 1 KOHEYHOCTEH, a TaKKe 31eKTposHIedanorpaduio. K coxkaaeHnio, reHeTUIeCKoe Te-
ctupoBaHue st monteepxkaeHus [1I'TI u nepBuaHOTO UMMyHOIEMDUIIMTA HE TTPOBOIUIOCH
U3-3a QUHAHCOBBIX OTPAHUYEHUI CEMbU MALlMEHTA. B cTaThe MoguepKMUBAETCS BAXKHOCTD
MEXIUCIUTUIMHAPHOTO TTOAX0a B JUArHOCTUKE M JICUCHUM CIOXHBIX HACIICACTBEHHBIX
3a0oseBaHmii. Ocob0e BHUMAaHUE YIeJeHO TAKTUKE TMHAMMIECKOTO HAOIIOACHUS 1 KOp-
pexkuuu Mmetabomyeckux HapylieHuid. [IpencraBieHHbIe peKOMEHIAllMKU MOTYT ObITh I10-
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JIE3HHI TleINaTpaM, SHIOKPUHOJIOTAaM U TeHEeTUKAaM TIPY BEICHUH TTALIEHTOB C COYCTAHHOM
rmaTojorueit hocopHO-KaIbIINEeBOr0 00MEHA Y ayTOMMMYHHBIMA SHIOKPUHOTIATASIMH.

KiroueBble cJ10Ba: TICEBIOTMITONApaTUPEO3, HACIeACTBEeHHAs ocTeoaucTpodus Ondpaii-
Ta, ayTOMMMYHHBIN MOJUTIAHIYISIPHBIN CUHAPOM 1-TO THMa, ocTeoropos, (pochopHo-
KaJIbLIMEeBbIN 0OMEH, UMMYHOAS(DUIIUT, peaKne reHeTu4eckre 6one3nu, reH GNAS1, reH
AIRE
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CTBeHHOro MeauimHcKoro yHupepcuteTa H. E. CaHHUKOBOI, KOJJIEKTUBY HE(DPOJIOTOB,
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CKUX JaHHBIX W MIPOBEIECHUH JUATHOCTUYECKOIO MMOUCKA PEJIKOro reHETUUECKOTO 3200~
JieBaHMs. Takoke aBTOPHI 0J1arofapsIT CeMbIO MallMeHTa 3a COrjlache Ha MyOJIMKAIUIO K-
HUYECKOTO CIydasl.
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Abstract. Disorders of calcium-phosphorus metabolism represent a heterogeneous group
of metabolic disturbances encompassing both acquired and hereditary forms. This article pro-
vides a detailed description of a rare combined endocrine disorder in a 4-year-old boy with se-
vere mineral metabolism abnormalities. The patient was diagnosed with pseudohypoparathy-
roidism (PHP) — an inherited condition also known as Albright’s hereditary osteodystrophy,
characterized by target organ resistance to parathyroid hormone. A distinctive feature of this
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case is the comorbid autoimmune polyglandular syndrome type 1, manifesting with the clas-
sic triad of symptoms: endocrine dysfunction, chronic candidiasis, and immune deficiency.
Diagnostic confirmation involved comprehensive laboratory testing including assessment
of calcium (total and ionized), phosphorus, creatinine, vitamin D and its metabolites, para-
thyroid and thyroid-stimulating hormones, cortisol levels, as well as detailed immunological
evaluation. Instrumental diagnostics included renal, thymic and thyroid ultrasound, echocar-
diography, computed tomography of the chest, thoracolumbar spine and extremities, along
with electroencephalography. Regrettably, genetic testing to confirm PHP and primary immu-
nodeficiency could not be performed due to the family’s financial constraints. The article em-
phasizes the crucial importance of a multidisciplinary approach in diagnosing and managing
complex hereditary disorders. Particular attention is given to strategies for dynamic monitoring
and correction of metabolic disturbances. The presented recommendations may prove valu-
able for pediatricians, endocrinologists and geneticists managing patients with combined cal-
cium-phosphorus metabolism disorders and autoimmune endocrinopathies.

Keywords: pseudohypoparathyroidism, Albright’s hereditary osteodystrophy, autoim-
mune polyglandular syndrome type 1, osteoporosis, calcium-phosphorus metabolism, im-
munodeficiency, rare genetic disorders, GNAS1 gene, AIRE gene
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BBepeHme

INceBnornmonaparupeos (I1I'T1) — rpyrma penkux 3aboyieBaHMiA, CBI3aHHAS
¢ pe3ucteHTHOCTHIO K TTapatropmony (ITTT). III'TI xapakTepu3syercst reHeTUYe-
CKOI1 T€TEPOreHHOCThIO M KJIMHUYECKUM IToauMopdusmom. [lomumo cunapo-
Ma TurnoKajabplreMuu Ha ¢oHe pe3ncteHTHOCTH K I1TI mmg TIT'TI xapakTepHBI
0COOEHHOCTHU (PEHOTUIIA U PE3UCTEHTHOCTD K APYTMM TOPMOHAM (TUPEOTPOITHO-
MY, JTIOTEeMHU3UPYIOLIEeMY, (DOJUITMKYIOCTUMYJINPYIOIIEMY, TOHATOTPOIIMH - PUJIH -
3UHT-TOPMOHY), O0beIMHEHHBIC B IIOHSTUE «HACAEACTBEHHASI OCTEOOUCTPOMUS
On6paitta» (HOO) [1—10]. B ocHOBe TTaToiormueckoro mpoliecca jexar nedek-
THI IIEpeIauyy FTOPMOHAJIBHOTO CUTHAJIa, 00YCIOBICHHbIC HAPYIIEHUSIMH B CUCTE-
me G-06enkoB [2, 3].
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KitoueBbiM maToreHeTmuecknM 3BeHOM [1T'TI BeIcTymatoT MyTatmy reHa GNAS,
JIoKaan3oBaHHOTO Ha xpoMocoMme 20q13.32. DTOT reH KOTupyeT a-CyObe TMHUITY
crumymupymomero G-6enka (Gsa), Urpaiomnero KpuTHIeCKyIo poJib B TpaHC-
nykuuu curdana ot peuenrtopa IITT I tuna. B ¢pusnosornyeckux ycaoBUsIX ak-
tuBanus peuenrtopa I1TI mpuBoauT K mocaenoBaTeIbHOMY KacKaay peakKIIMii:
CTUMYJISILIMY afeHWIATINKIA3bI, OBHIIICHUIO BHYTPUKIETOYHOTO YPOBHS 11~
KJIMYIEeCKOTO afgeHo3MHMoHopocdaTta (TAM®D), akTuBalIMM TPOTEeMHKUHA3ZH A
n TocyenytonieMy ¢pochopunmpoBannio 3pdekTopHBIX 6enkoB. [Tpu TTIT my-
taru GNAS BBI3BIBAIOT KOJMYECTBEHHBIN WM KauyeCTBEHHBIN meduunt Gsa-
0enKa, YTo HapylIaeT HOpMaJIbHYIO Iepenady TOpMOHaIbHOro curHana. OcobeH-
HOCTBIO ITATOTeHe3a SIBISIeTCS (PeHOMEH FTeHOMHOT'O MMITIPUHTHUHIA — 9KCITPECCHS
reHa IIPOMCXOMUT IMPEUMYIIECTBEHHO ¢ MAaTEPUHCKOI aJljIeIn B OIIPeaeICHHBIX
TKaHSIX, BKJIIOYasl TOYKW U IIUTOBUIHYIO Xele3y. DTO 00bSICHSICT BapbUpOBa-
HUEe KJIMHUYECKUX IIPOSIBJICHU 3a00JIeBaHUS B 3aBUCUMOCTHU OT POAUTEIBCKO-
ro TIpoucxXoxXaeHUs mytaunn |2, 4]. Hapymenne nepemaun curHana ITTT mpu-
BOIUT K XapaKTEPHOMY KOMILIEKCY METa00IMIeCKIX PACCTPOMCTB. B moyeaHbIxX
KaHaJIblIaX CHIKAETCS peaOdCcopOLMs KalblKs U YBEIMINBACTCS peadCcopOIIms
¢ocdaroB, YTO KIMHUYECKHU IIPOSBIISICTCS TUNOKaJblimeMueit u rumnepgocda-
TeMmueil. B KoCcTHOM TKaHM OTMe4YaeTcsl HeIOCTaTOIHAsI pe30pOIIMST OCTEOUTOB
B oTBeT Ha aeiictBue IITI. KomneHcatopHas runepcekpenus: IITIT mapamuro-
BUIHBIMU KeJIe3aMM IIPUBOAUT K pa3BUTHUIO BTOPUYHOIO TUIIepIIapaTupeosa [2,
4]. BaxXHBIM ITaTOTeHETUYECKUM 3BCHOM SIBJISICTCSI HApYIIIEHUE CHMHTE3a Kallb-
mutpuona (1,25-gurnapokcnButamuia D3) BeaencTBrue CHIKeHUST aKTUBHOCTH
lo-TrapoKCcUiIa3el B TOYKaX. DTOT (pepMEHT B HOpME aKTUBUPYETCS IO NIeICTBU-
em IITT, noatomy nipu pe3ucreHTHOCTU K ITTT pasBuBaeTcst ero GyHKIIMOHAJIb-
Hasg HeToCTaTOYHOCTh [1—10].

Knaccuduxkauus ITI'TI ocHoBaHA Ha HECKOJIBKUX KPUTEPUSIX:

* Hannuue (peHoTUunmuyeckmx npmsHakax HOO oramuaer III'TI Ia/Ic
ot III'TI Ib;

* HaJIM4ue TopMOHaIbHOU pe3ucTeHTHOCTU K I1TT 1 mpyrum ropmoHam —
IIT'TI ot TIceBOoOTICEBOOTHITONApaTpeo3a (ecthb mpossieHnss HOO 6e3 ma-
0OpaTOPHBIX MPU3HAKOB TOPMOHAIBHOM PE3UCTEHTHOCTH);

* pe3yabTaThl UCCIea0BaHMSI aKTUBHOCTH (Gas B 3pUTPOIIUTAX in Vitro —
IIT'TI Ia (cHMKeHHas aKTUBHOCTD, HeT nmoBbIeHNS TAM®) ot I1I'TI Ic
(aktmBHOCTEL Gas He HapyIleHa);

« Tect Dnceopta — l'oBapma — III'TI I Tima (HeT oXXMIAEMOTO MOBBIIIIEHNS
skckpennu pocdopa 1 TAMD) ot I1I'TI 11 Tima (Het moBbIIeHUsT pocda-
TYPUU, HO ECTh aleKBATHOE TMOBBIIIEHNE SKCKpelnn TAM®) [1, 6—9].

IIT'TI xapakTepusyeTcsl pa3HOOOPa3HOU KJIMHUYECKON KapTUHOM, BKIIOYal0-
e B Ce0sT KOMIUIEKC MeTa0OIMIeCKIX, CKEJIETHRIX I HEBPOJIOTMIECKIX HapyIIIe-
Huii. OCHOBHBIE IIPOSIBJICHUSI 3a00JIeBaHMSI CBSI3aHbBI ¢ (DeHOMEHOM TKaHEBOM pe-
3ucTeHTHOCTU K ITTT 1 comnmyTCTBYIOLIMMU SHAOKPUHHBIMU JUCHYHKLMSIMU [1—7].
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Y nanueHTOB HaOI0IAIOTCSI XapaKTepHbIC HePOMBIIIIEYHbIE CUMIITOMEIL: Te-
TaHWYECKME COKpAIleHUs MBI, IIPOSIBIISIOMIMECS KapIIoIeTaJbHBIM CIIa3MOM
M JIApUHTOCITAa3MOM, IAapeCTE3MU B BUIE OLIYIIIESHNS ITIOKAJIBIBAHUS 1 OHEMEHMS
B KOHEYHOCTSIX. CO CTOPOHBI CEPACIYHO-COCYAUCTON CUCTeMBI OTMEYaeTCsl Y-
muHeHue nHTepBana QT Ha 3J1eKTpoKapauorpaMme, 9TO CO3IaeT PUCK Pa3BUTHUSI
KM3HEYTPOXKAIOMINX apUTMUiL. OCOOBIi NIMarHOCTUIECKIIA MHTEPEC IIPEACTABIISIET
HOO, Bctpeuaromasgcs mpu [TI'T1 Ia. /1t aToro cmHIpoMa XxapakTepeH crieuu-
YyecKuil (peHOTUM: OpaxUAaKTUINUS C IPEUMYIIECTBEHHbIM yKopoueHueMm IV u V
IISICTHBIX KOCTE, OKPYTIJIOE JIMIIO ¢ YKOPOUCHHOM IIeeit, HU3KWI1 POCT M M30BITOY-
Hast Macca Tesia. KoxkHbIe MOKPOBHI YaCTO MMEIOT MPAMOPHBIM PUCYHOK C yJacTKa-
MU IIOIKOXHBIX KaJTbLIU(UKATOB. Y MOJIOBUHHI ITAIIMEHTOB OTMEYAETCsI OTCTaBa-
HIE€ MHTEJUIEKTYaJIbHOTO pa3BuTHsl. HeBposornueckue paccTpoiicTBa BKIIIOYAIOT
B ce0sI CyTIOpPOXHBIN CUHAPOM, SKCTpallipaMUIHbIC HAPYIIESHUS IIPU KaJIbIIH-
(pukay 6a3aJbHBIX TAHIJIMEB, a TAKXKE pa3IMYHbIe IICUXUATPUICCKUE IIPOSIB-
JIEHUSI — OT TPEBOXKHBIX PACCTPOMCTB A0 mernpeccun. JamTeapHast THITOKAIbLINE -
MU IPUBOINUT K Pa3BUTUIO KaTapaKThl U IeMUHEepaaIn3alry 3yoHou smaiu [1—S8].

TeueHnue 3a0o0eBaHNS BapbUPYETCS B 3aBUCMMOCTU OT TeHETMIECKOTro Ba-
puanta. [Tpu IIT'TI Ib oTcyTCTBYIOT XapaKTepHble CKeJIeTHbIe aHOMAJIMU, TOrAa
Kak ripu TTI'TI IT Tuna HaGaromaeTcst U30JUpOBaHHAasI TIoUeYHasi pe3UCTEHTHOCTh
k IITT [5-7].

CBoeBpeMeHHas [MarHOCTHKA 1 aleKBaTHAsI TepaItis IT03BOJISIIOT IIpeaoTBpa-
TUTh PAa3BUTHUE TSKEIBIX OCTOXHEHUI 1 YIYUIINTh Ka4eCTBO XXKM3HU ITallIeHTOB.

KnuHuvecknia cnyvanm

IMamuenT (Manpumk, 4 roga) MOCTYIWI B OTAeJAeHUE TieauaTpuu JIeTcKoit ro-
ponackoit KnuHudeckoit 6onbHuLIBI Ne 9 (ExatepunOypr) B mapte 2024 1. ¢ Xkajo-
0aMu Ha U3MEHEHUs B aHaJIn3aX MOYM (MUKpOTreMaTypusi), perpecc CTaTuKo-MO-
TOPHBIX (HE CUIUT, HE BCTA€T, HE XOJUT) 1 IICUXO-PEUEBbIX HABBIKOB, BhIPAXKEHHbIE
nedopMalu ckejaeta (BEpXHUX U HUXKHUX KOHEUHOCTEM, TPyIHOM KJIETKU, Ye-
perna), c1aboCTh, BbIpa>k€HHYIO MTOTIIMBOCTh BO BpeMsl CHA U MPU TIPOOYKIESHUMU,
0ECITOKOMCTBO NPHY B3ITUU Ha PYKU.

AHaMmHe3 XXU3HU. PebeHoK oT 5-11 6epeMeHHOCTH, MpoTeKaBlleil Ha (poHe Be-
POSITHOTO TepUHATAJILHOTO KOHTaKTa ¢ Matephio o B20 (y otua — B20); He Ha-
Omojganack, He 00Ceq0BaHa; CO CJIOB, TOKCMKO3 BCIO OEpeMEeHHOCTh; BO BpeMsl
o6epeMmeHHoCcTH BUTaMuH D He nmpuHuMana. Manbuuk oT 4-X poaoB (1 BIKUABIII),
CPOYHBIX, onepaTuBHbIX B 39 Hexeo. K rpyau He npuKiaabiBajicsl. AHTUPETPO-
BUPYCHYIO Te€paruio MoJjyJdall ToJIbKO Ha 1 Mec. xku3Hu. Macca ripu poxXXaeHun —
4000 r; nmuHa — 57 cM; olLieHKa 1o 1Kaje Anrap — 6/8.

BrinucaH u3 pogmoma ¢ IMarHo30M — HeoHaTalbHas TUNEepOMINPyOMHEMMUS;
LepedpaabHast UIIeMUs JIETKOM CTeTeHU, OCTPBIN Mepro; KPYITHBI HOBOPOXK-
NIEHHBI; TpyIINa prucKa Mo TYTOyXOCTH; TIJI0OCKasi TeMaHromMa JIeBOI CTOIbI; KaH-
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IHNI03 KOXU SATOOUIL, TUCOMO03 KUILIeUHNKA; IIepUHATAIbHBII KOHTAaKT 1mo B20
(oten?); KapoMoIaTHSI; aHEBPHU3Ma MEXIIPEACEPIHOM ITeperopoaku, (GpyHKIINO-
HUPYIOIIEE OBAJIbHOE OKHO.

Ha nckyccTBeHHOM BCKapMIIMBAaHWU C pOXKIEHMS. BaKIIMHAIIMS 110 MHAUBULY -
aJlbHOMY KanieHaapto. Ha 1-m roay xu3Hu BakuuHuposaH BII2K-M, npobda MaH-
Ty (2022 1.) oTpumniatrenbHas. C 60IbHBIMU TYOSPKYJIe30M peOeHOK KOHTaKTHPOBAT
c otuoM — 2019 1. Y ¢pTusmarpa He neumics, He HaOmogaiacsa. Poc u pa3BuBancs
C OTCTaBaHUEM B pa3BUTHUH.

AnamHe3 3a0o1eBaHusI. Ha 1-M romoy >XXn3HM oTMedanach 3aepKKa OCHOBHBIX
MOTOPHBIX HABBIKOB: YIepKaHIE TOJIOBBI C(OOPMHUPOBAJIOCH K 2 MEC., IIepeBOPO-
Thl — 6 Mec. KpuTuueckoe oTcTaBaHue B pa3BUTUU CTAJIO OYEBUIHBIM K 2 TOIaM,
KOIJa MOSIBUJIVCH TI€PBbIC MOIBITKA CUAECTb U CTOSITh Y OIOPHI, IIPXA 3TOM CaMO-
CTOSITEJIbHASI JOKOMOIIMSI OCTaBaach BO3MOXKHOM TOJIBKO C UCITOJIb30BaHIUEM XO-
IYHKOB. PeueBoe pa3BuTHe TaKKe XapaKTepH30BajJOCh 3HAUMTEILHON 3aIepK-
KO — TepBbIe BepOaJibHbIE peaKIMU ITOSIBUJINCH K 12 Mec. B BUIIE OTAEIbHBIX
CJIOTOB U MIPOCTBIX CJIOB.

B Teuenue mocneqHero roga HaOMIOASCHMST OTMEUAIOCh IIPOTPECCUPYIOIIEe YXY/I -
LIIEHVE COCTOSIHUS: CHIDKeHMe Maccehl Teta ¢ 12,0 kr B 2,5—3,0 roma no 8,8 Kr, Ha-
pacTalolre KOCTHbIE AeOpMaLIU IPyTHOM KJIETKY M KOHEYHOCTE, IIOCIICICTBUS
IMaTOJIOrMYECKOTO IepesioMa IpaBoro oeapa B HostOpe 2023 1., yCujIeHUE MBIIIIed-
HOI1 cTaboCTH U perpecc MpuoOPETEHHBIX IBUTATSIbHBIX HABBIKOB.

Heonaranpabrii nepuon B 2019 r. 0CIOXKXHUIICS TSZKEIBIM CEITUISCKIAM COCTO-
SIHMEM C TTOJIMOPTaHHO HETOCTaATOYHOCTHIO. JIMarHOCTUPOBaHBI CETICHC HEYTOU-
HEHHOM 3THOJIOTUH, HO30KOMHMAJIbHAsSI THEBMOHUSI, BEI3BaHHAsI Pseudomonas aeru-
ginosa, TsSoKeaass KOMOMHUPOBaHHASI MMMYHHAsI HEIOCTaTOYHOCTh. OTMeJannch
CHCTEMHBIEC OCJIOKHEHMS B BUIE CUHAPOMA TMCCEMUHNPOBAHHOTO BHYTPHUCOCY-
IHICTOTO CBEPTHIBaHUSI, IBYCTOPOHHETO TUAPOTOPAKCca, YaCTUIHOIO TpOoMO03a Jie-
BOIi BETBU JISTOYHOM apTepun. Habmoganice nepMaToaorniecKye MposIBICHIST —
OyJute3Hast MUOAePMUS Y KAaHIMIO03 KOXM, KapAuaabHble HapyIIeHUs BKIIOYAIN
CHHYCOBYIO apuTMHuIo, yinHeHne QT-uHTepBana u KapauoMuOIaTuio. BeIsiB-
JICHBI TeMaTOJIOTMYeCKNe n3MeHeHUsI B Buae aHemuu 111 crenmeHu u rumoria-
3us TUMYca. B paMKax AMarHoCTMYeCKOTO MOMCKa ITAllMeHT IBaXKIbl KOHCYJIBTH -
pOBaH reHeTUKOM. BhIIoHeHO KOMIUIEKCHOE 00CIenoBaHMe ImaneHTa. B xome
TaHIEMHOM MacC-CIeKTPOMETPUH HE BISIBJIEHB 3HAUMMbIE META0OIMIEeCKIE Ha-
pymeHus. LluToreHeTuecKoe McciieqoBaHNe ITIOATBEPANIO HOPMAaIbHBII MyX-
ckoii kapuotui (46, XY).

[Tpu yrny6eHHOM aHaIM3e TeHETUUECKMX ITOJUMOP(MU3MOB OOHAPYKEHBI I'e-
TEPO3UTOTHBIE BAPMAHTHI TEHOB, ACCOIIMMPOBAHHBIC C HAPYIIEHUSIMU (POTATHOTO
LIMKJIa ¥ TOBHIIIIEHHBIM PUCKOM TpoMOo( Ny, B Xome MMMYyHOJIOTMIeCKOTO 00-
clIe0BaHMA BbIsIBIeHO cHIKeHue ypoBHa TREC-konmii!, 4To cBUIETENLCTBYET

'TREC — T-peLentopHble 3KCLM3UOHHbBIE KoabLa (anen. T-cell receptor excision circles).
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0 HaJIMYMHU IIEPBUYHOM UMMYHHOI HEIOCTaTOYHOCTH. HecMoTpst Ha peKoMeHma-
LUK, OT IPOBEACHMST PACIIMPEHHOTO MOJICKYJISIPHO-TEeHETUIECKOr0 TECTUPOBA-
Hus (maHenb «[lepBUYHbIC MMMYHOIS(DUIIUTHL M HACIEICTBEHHBIE aHEMIW» ) PO-
OUTENIN MalleHTa OTKA3aJKUCh, YTO OTPAHMYMIIO BO3MOXHOCTA OKOHYATEIbHOMN
BepudUKalMK AUArHO3A.

[Tocnenmyronire rocmuTaIM3ally BKIIOYAIHN B Ce0SI IEYSHUE OCTPOTO TacTPO-
SHTEpPUTA M OCTpoTo muenoHedpura B mexkadbpe 2020 r. — gasape 2021 T., Korma
B aHAJIM3aX MOYY OTMEYAINCh JICUKOIUTYpUST 7—9 B ITOJIe 3peHUST, MUKPOTeMaTy-
pust u ipotenHypus 0,22 1/71, a TakoKe JIedeHne ocTporo opoxxuta B MmapTe 2020 1.

HacnencrBeHHOCTh He oTsaromieHa. Co CJI0B MaMbl, TpO€ CTapIINX ACTEH 300-
pOBHI (Ha yueTe He cocTodT). Bee metn ot ogHoro otma (orerr ymep B 2019 r. — Bu-
pyc umMmyHoaedumTa yenoeka (BUY) n tyoepkyies). Crapiime 1eT TpoXoa-
JIM IepruoAnYecKre 00CIenoBaHMsI B TyOnuCITIaHcepe (CHSITHI C yJeTa).

[1pu mocTyruieHny 3aCTy>KIMBaIOT BHUMAHMS BU3YyaJIbHbIE JaHHBIE IICXO-PEYeBO-
IO ¥ MOTOPHO-IBUTATEILHOIO Perpecca, MaleHT Ha OCMOTpP pearnupyeT 0oJIe3HEeH-
HO¥1 TpMMAacoii, IIpY B3SITUM Ha PyKH — BhIpakeHHOE OecrtokoiicTBo. dusnyeckoe
pa3BUTHE OLIEHEHO KaK HIDKE CPEIHETO, Pe3KO TMCTapMOHUYHOE 3a CYET XPOHUIE-
CKOI1 HyTpUTUBHOM HEAOCTATOYHOCTH, HAPYIIEHUSI pOCTa U Ne(hOpMAaLINK CKEeIeTa:
Macca Tena K Bo3pacTy coctaBuiia —3,24 crangapTHoro otkinoHeHus (CO), a mim-
Ha tena —4,31 CO; unnekc maccnl Tea — 14,8 kr/m>. I1pu 06BbEKTUBHOM OCMOTPE:
COCTOSIHME peOeHKa CpelIHell CTEIICHH TSKEeCTH, 00YCIIOBJICHHOE TPUAIOli aTOJI0-
TUYECKUX COCTOSIHII — BBIPaKEHHBIM HEBPOJIOTHYECKUM ASDUILINTOM, TSKEJIBIMUI
HapyILIeHUSIMA MIHEPaJIbHOTO OOMeHa, HyTPUTUBHOI HeI0CTaTOYHOCThI0. Habmo-
IaeTcs rpyoast 3aIepKKa MOTOPHOTO pa3BUTHS — ITAIIMEHT He CIIOCOOEH K CaMOCTO-
SITEIBHOMY CHUICHUIO U ITepeaBIkKeHnI0. KOHTaKT ¢ peOEHKOM OTpaHUYEeH B CBSI3U
C IICMXOHEBPOJIOTMISCKIMM HapylIeHUIMU. [1py TaKTUIIbHOM KOHTaKTe — KOX-
Hasl TUIIEPeCTe3Ks], BBISIBIIICTCS XapaKTEePHBII MEIKOPa3MaIlICTHIIA TPeMOpP BEpX-
HUX KOHEYHOCTEH, IIPH 3TOM COXpaHEeHa CIIOCOOHOCTH K CAMOCTOSITEIbHBIM IIOBO-
pOTaM TYJIOBUIIA ¥ KpaTKOBPEMEHHOMY YIEPKaHUIO B PyKaX IIPEIMETOB.

KoxxHbIe TOKPOBHI OTIMYAIOTCSI BBIPAXKEHHON OJIETHOCTBIO, IIEPUOPOUTATIb-
HBIM LIMAaHO30M, OTMEUYAeTCsl MOBBIIICHHAS ITOTIUBOCTD JIATOHHBIX IIOBEPXHO-
creii. YepemHast KOpoOKa MMeeT XapaKTepHYIO Oe(OopMaLiIo C BEICTYIAOIINMUI
JIOOHBIMU OyrpaMHU M YIUIOIIEHWEM 3aThUIOYHOM 00JIaCTH, OMYTIOBATOCTD JIMIIA.
I'pynHast kineTka yIuiolieHa, MaJbIUPYIOTCS TUIIMYHBIE PAXUTUUECKUE «IeTKI»
B oomact V—VI pebep. Koneunoctu mepopmupoBaHbl 1o O-00pa3HOMY TUITY
C MHOXECTBEHHBIMM MOCTPAXUTUICCKMMHU YTOJIIICHUSIMH B 00JIaCTH SMN(DU30B
TPYOYATBIX KOCTEH, MMEIOTCS ITOCICACTBUS IePEHECEHHBIX ITATOJIOTMYEeCKIUX I1e-
PEeIOMOB OEIPEHHBIX U IUIEUEBBIX KOCTEIA.

B xome HEBpOIOTHUECKOTO OCMOTpA BbIsIBIIeHA T (y3HAsI MBIIIEYHAS TUIIO-
TOHUSI TIPA OTCYTCTBUM OYaroBOil HEBPOJIOTMYeCcKoil cumnroMaTuku. Ilokasa-
TeJI BUTAIbHBIX (DYHKIINI IeMOHCTPUPYIOT YMEPEHHYIO TaXMKapAuio (4acToTa
cepaedHbIX coKpameHuii — 110 yu. B MUH.), yJallleHre ThIXaHUs (4acTOTa IbIXa-
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HUsI — 28 OBIK. B MUH.), CHIDKEHHOE apTepuaibHoe maBieHue (80/50 MM pT. CT.)
IIpU HOPMAJIbHOI catypauuu kuciopoaa (Sp0,99 %).

[1o OmoxMMMYECKIM TTOKA3aTe IIM BBISIBJICHBI INTyOOKME HApYyIIeHUsI KOCTHOTO
MeTabonmm3ma. OTMevaroTes TUIoKaabuueMust (2,1 MMOIIb/J1, MOHM3UPOBAHHBII
Kajgpumit — 1,0 Mmonb/), rurmogocdaremust (0,7—0,9 Mmoiib/n) Ha (DOHE 3HAYN-
TenbHOTOo noBbIeHus ypoBHs ITTT (595, 1 rir/Mi1), 4TO CBUAETEIBCTBYET O TSLKEIOM
BTOpnYHOM Tuteprapatupeose. Konmenrpaums 25 (OH)-Butamuna D HaxomuTest
B 30HE HEIOCTAaTOYHOCTH (23 HI/MII), IIPY 3TOM aKTMBHOCTH IIeIOYHOM (pocdara-
3Bl pe3Kko noBhimieHa (2203—2 333 EJl /1), yTo oTpaXkaeT MHTEHCUBHBIC ITPOIIECChHI
KOCTHOI1 pe3opOuuu. B Moue oOHapy:KMBaeTCsl TUMEPIKCKPELIMsI OKCanaToB (OK-
cajatbl 264 MKMOJIb B CYT.) TP HOPMAaJIbHOM YPOBHE KajiblLus U ocdopa.

W3 1onoHUTeIbHBIX METOMOB MCCIeIOBAHMS IS NCKITIOUeHUS HeInaKuu
IIPOBENICH aHaJIN3 KPOBU Ha COMEpKaHNe aHTUTEN K TKAaHeBOI TpaHCIIIyTaMHHA-
3¢ (MMMyHOTITIOOYTMHOB G 1 A) B pedhepeHCHOM Trarna3oHe.

I'emaTonormueckmii mpowIb IeMOHCTPUPYET IIPU3HAKI aHEMUIHN JIETKOI CTe-
nenu (remoro6un 103—111 r/n, spurpountsl — (4,1—4,6) - 10°/1 pu yposHe
cpemHero oobeMa 3puTpoToB 80/, cpemHeM ColepXKaHUK TeMOTJIO0MHA B 9pH-
TpoumTe 24,4 TIT, CpenHell KOHIeTpalluy reMorioonHa B apurpouute 304,0 r/i).
Oco0y10 HaCTOPOXKEHHOCTH BEI3BIBaeT cHIKeHNe ypoBHSI TREC-kommit (maHHbIe
2019 r.), yka3sIBarIlee Ha BO3MOXXHBIN ITepBUYHBIN MMMyHoAepumut. Tpomoo-
aJIacTorpaMmMa — 0e3 ITaTOJIOTMIEeCKUX CABUTOB.

O1eHKa TTOYEeUYHOM (DYHKIINM: BBISIBIIEHA CTOMKasg MUKporemarypus (12,8—
26,6 5pUTPOLIMTOB B ITOJIE 3PEHUS 3a CUET U3MEHEHHBIX (POPM U HAJIMUYUS aKaH-
TOLIUTOB), YTO CBUACTEILCTBYET O, BEPOSITHO, IJIOMEPY/IIPHOM I'eHEe3e reMary-
pum, IIpA 3TOM CYTOYHAs IPOTEHHYPHS He IIPEBHIIIAcT HOPMaJIbHBIX 3HAYSHUIA
¢ MuHuMaibHol riporennypueit (0,06—0,13 r B cyt.). DyHKLMS TTOYEK COXpaHe-
Ha (IT0 IMEIOIIMMCS O0IIeMy aHaJInu3y MOYU U IIpobde 3MMHUIIKOTO KOHIIEHTpa-
LIMOHHAasI (DYHKIIMSI COXpaHEeHa, 110 KIMPEeHCY KpeaTuHUHA TUIePPUIbTpaLisg —
486,0 mu1 B MuH.). CyTouHas sKCKpeLus KaubLus u ¢pocdopa ¢ MOYO B HOpME,
B CYTOYHOI1 MOY€e Ha COJIM — TUIIepoKcanypusi. PeHTreHOyposornieckoe oocie-
IIOBaHNE HE IIPOBEICHO BBUIY I'Ppy0O0Ii COMYTCTBYIOINIEH MaTOI0TNH (UCKITIOYAIICh
AaKTHUBHbIE TIEPEIOMEBI 13-3a 00JI€3HEHHBIX TAKTUILHBIX BOCIIPUATHUHN (PHCKOB I0-
BTOPHBIX IIEPEIIOMOB)).

VYIbTpa3ByKOBOE NCCIEAI0BAHIE OPTAHOB OPIOIIHOM MOJIOCTU 1 ITOYEK XapaKTe-
pU3yeT OTCYTCTBHE IPy00il CTPYKTYpPHOI ITaTOJIOTUM, UMEET MECTO MHOXKECTBEH-
Hast OpbpkeeuHas tuMbaneHonatusi. KommproTepHast Tomorpacdust KOCTHOI CH-
CTeMBI IIOATBEPANIIA HAJTMIME MHOXECTBEHHBIX KOHCOJIMINPOBAHHBIX IIEPEJIOMOB
pebep, OeIpeHHBIX U TIIeYeBBIX KOCTEM ¢ ocTaTOuHO# medopmanueit. JAuddys-
HBII OCTEOIIOPO3 U XapaKTepHbIE KOCTHBIC M3MECHEHMSI IOATBEPXKIAIOT TSKEIYIO
ocreomuctpoduio. B xome axokapanorpaduy BEISIBICHBI AUIATaLMS JIEBOTO XKe-
Jyaouka (KOHEUHO-AUACTOIMYECKUI1 pa3Mep 36 MM) U paclIMpeHKe KOPHS aop-
THL. [1o maHHBIM 3JIeKTpoKaparorpadun — CUHYCOBasI TaXMKapAusl, U3MEHEHUE
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(assl penonsipu3aniuy B MuoKapae aud¢y3Horo xapakrepa. B xome nMMyHoO10-
TUYECKOr0 00C/IeIOBaHNS BBISIBJIeHA TUIIOILIA3Hs TUMYCA.

C yueToM aHAMHECTUIECKIX STUIEMUOIOTNIEeCKIX JaHHBIX IIEPUHATAILHOTO
KoHTakTa 1mo BUY u TybepKyne3y (oTel maumeHTa ¢ akTuBHOM (popmoii B 2019 T.)
MIPOBEIEeH KOMIUIEKCHBII TMAarHOCTUYSCKUI IIONCK: aHaIn3 KpoBu Ha BUY meTo-
JIOM IMMYHO(hEPMEHTHOTO aHAIN3a U «/IacKMHTeCT» — OTpUIIATENbHEIE. PeHT-
reHorpadusi OpraHoOB I'PYIHOM KJIETKM ¥ KOMIbIOTepHasl ToOMOTpadusi TpyaHOMI
KJICTKU — BBISIBJIEHBI OCTaTOYHEIE aAre3MBHbIC N3MEHEHUS (BEPOSITHO, KaK HC-
XOJI TIepeHECEHHOM TSDKeJIOM ITHeBMOHMN ) ; ITOIMMepa3Has LieTTHasT peaKIIs MOUYM
Ha MUKOOAKTepuM TyOepKyje3a — He OOHApyKeHO (HeT IIPpU3HAKOB aKTUBHOIO
BbIIEJICHUSI MUKOOAKTEPUid).

Ha MomMeHT 00cnemoBaHus JaHHBIE 32 aKTUBHBIN TyOepKYyJIe3HBIH ITPOIIECC OT-
CyTCTBYIOT. OOHAKO, YUUTHIBAsI OTATOLICHHbBIN aHAMHEe3, PEKOMEHIOBaHbI TMHA-
MMYECKHMI KOHTPOJIb (IIOBTOPHAs. KOMITbIOTepHAas ToMorpadust yepe3 3—6 mec.)
¥ HaOmoaeHne y GTU3raTpa o MeCTy KATEJIbCTBA.

BBuny orpumaTeIbHBIX pe3yJIbTaTOB ayIHOJIOTMYECKOIO CKPUHIHTA B POIIOME
¥ OTCYTCTBUS ITOCJIEAYIOIIETO OCMOTPa Cypa0JIora KOHCYJIBTUPOBAH OTOPHUHOIA-
punrojoroM. I1o pe3yiapTaTaM ocMOTpa peKOMEHI0BaHa aMOyIaTOpHAasI KOHCY/Ib-
TaLMsS CypOOJIOTa IS YIIYyOJIEHHOTO MCCISIOBAHUS CIyXOBOM (DYHKIIMHI U MCKITIO-
YeHUSI WX IIOATBEPXKICHUS TYTOYXOCTH.

[Ipu peTaapbHOM KapauOJIOTUYECKOM 00C/IeIOBaHNM TUaTHOCTUPOBAaHA MUO-
Kapauomguctpodust cmentanHoro rede3a (HKO), compoBoxxmaroniasics nuiaaTaimeia
KOPHSI a0PThI M HEIOCTATOYHOCTHIO aopTajbHOro KianaHa 11 crenenn. I[1pencras-
JIeHHasI KapIraJIbHasl ITaTOJIOTHSI SIBISIETCSI 3AKOHOMEPHBIM OTPaKeHUEM CUCTEM-
HOTO 3a00JIeBaHMSI, TPEOYIOIIETO KOMIUIEKCHOTO IMOAX0Aa B Tepallii U JTUHAMM-
YeCKOro MOHUTOPHHTA.

[Tpu nmerommxces KIIMHUKO-1a00paTOPHBIX TaHHBIX (BBIpaXKeHHO T'MITOKAJIb-
nuemMuu, runogocdaTeMun, KOMIIEHCATOPHOM TUIIepIIapaTupeo3e, 3aaepKKe
(puznueckoro pa3BuTus ¢ POPMUPOBAHUEM COMATOTEHHOI HU3KOPOCIOCTH) CH-
CTEMHOI'O OCTEOIIOPO3a C MHOXECTBEHHBIMHU Ie(hOpMAIISIMU CKeJIeTa KOHCYIIb-
TUPOBAH OPTOIEAOM, SHIOKPUHOJIOIOM, YcTaHOBJIeH auarHo3 — I1I'TI B pamkax
TeHEeTUIEeCKOTo CHHApoMa. Takke o MMMYHOTpaMMe BBISIBJICHO CHIKEHUE UM-
MYHOKOMIIETEHTHBIX KJIETOK, YPOBEHb UMMYHOIJIOOYJIMHOB B HOPME, pPaHee BhI-
SIBJICHA TsDKeslasi KOMOMHUPOBaHHAsI MMMYHHAsI HEOOCTATOYHOCTD (CHIKEHHE
TREC), 4T0 m03BOJISIET IyMaTh IIPU HAJTUIUM SHIOKPUHHBIX ITOPaXKEHUI O BO3-
MOXHOM COYETaHUM C ayTOMMMYHHBIM ITOJIUTIaHIYIIPHBIM CUHAPOMOM 1 TUMa,
KOTOPBII OTHOCUTCS K IIEPBUYHBIM UMMYHOIE(PULMTHBIM cocTOsTHUSIM. 1o pe-
KOMEHIALMI MTMMYHOJIOTa: BBeIeHNEe BHYTPUBEHHOI'O Y€JI0BEYSCKOIO0 MMMYHO-
IOOYIMHA K UMMYHOMOYJISILIMS He TIOKa3aHbI, TpeOyeTCsl HOOIHUTEIbHOE UM-
MYHOJIOTMYECKOE YIIIyOJICHHOE 00C/IemoBaHNe Ha IIePBUYHBIN MMMYHOIS(DUIINT.

B xone o0cienoBaHMsI MallieHT OCMOTPEH raCTPOIHTEPOJIOTOM (C OLICHKOI HY -
TPUTUBHOTO CTaTyca U (MYHKIINIA XKeTYTOUYHO-KHUIIIEIHOI'O TPaKTa), HEBPOJIOTOM
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(c aHATM30M HEBPOJIOTUYECKOTO CTaTyCca ¥ KOTHUTUBHBIX (DYHKIINI ), IOTOIIEIOM
(c uccnemoBaHMEM PeUeBBIX 1 KOMMYHMKATUBHBIX HABEIKOB). [lorydeHHbIC maH-
HbIE CBUIETEJIBCTBYIOT O CUCTEMHOM XapaKTepe 3a00J1eBaHMS C IIPEUMYILIEeCTBEH-
HBIM MOpPaXXeHWEeM KOCTHOI TKaHU, MOYeK, SHIOKPUHHON U CepaeIHO-COCYIN-
croii cucteM. TpeOyeTcst KOMILIEKCHBIN MEXIUCLMITTMHAPHBIN MOAXO K BEICHUIO
MMAIlEeHTa C aKIIEHTOM Ha KOPPEKILINIO0 MUHEPAIFHOIO 00MeHa U MPO(UIAKTUKY
IIPOTPECCUPOBAHMS KOCTHBIX Ae(POpMaIIii.

3a Iepro TOCIMTAIN3alMY B TePaIINU;

* KOppEeKLMs HYTPUTUBHOIO CTAaTyCa: PaCIIMpPEeH PallMOH MUTAHUS C UC-
MOJIb30BaHUEM CHelaIn3upoBaHHOM cMecu Peptamen Junior B o0beme
600—650 M1 B CyT.;

* KOppeKIUs THIIoKalblimeMun (ITapeHTepaabHOEe BBEICHME TJIFOKOHATA
KaJIplYsl) C MOCJIENYIOINM Ha3HAaUeHUEM IIPeIlapaToB KaJbLUs BHYTPh
(kanpLms KapOoHaTa) exXXeTHEBHO;

* aKTUBHBIE MeTa0OMUTHI BUTaMUHa D: anbdakampimmoir 0,25 MKT B CYT.
1 pa3 B neHb; xonekanbprudepon 5000 ME 1 pa3 B geHb; TeBOKapHUTAH
napeHTepaibHo 500 Mr (B 5 % rmoko3e) 7 AHel ¢ ITOCIeayIoM Ha3Ha-
YeHMUEeM JiIeKapCTBeHHOro cpenactBa BHYTpb 20 % pactBop 10 xam. 3 pasa
B ICHbD.

Ha ¢one mpoBoaumMoii Tepamuy 0OTMeJaeTCsl 3HAYUTEIbHOE YIIyUIIeHEe COCTO-
STHUSI TTanveHTa. biaarogapst KOMIIEKCHOM HYTPUTUBHOM OIS PXKKE TOCTUTHYTA
crabunbHasg TprbaBKa Macchl Tea Ha 500 T, uTo rmoaTBepxknaceT 3¢ GeKTUBHOCTD
BBIOpaHHOU TakKTHKU nutaHus. [lapamienpHass KOppeKUns TUIIOKATbIIUEeMUN
u rurtopochaTeMun IO3BOJIMIIA TOOUTHCST 3aMETHBIX ITOJIOKUTEIbHBIX N3MEHE-
HUM B KIMHUYECKOW KapTUHE.

Co CTOpOHBI HEBPOJIOTMIECKOTO CTaTyca Ha0II0aeTCsI BhIpaskeHHASI IIOJIOXK M -
TeJIbHAsI AMHAMMKA: peOCHOK CTall 3HAYUTENIbHO aKTUBHEE, YIyYIIMINCh MOTOP-
HbIe HAaBBIKM — TEMEPh OH YBEPECHHO YIEP:KUBACT UTPYIIKH, ITOJHOCTBIO HCUe3
TpeMop. [losIBUIMCh TIepBBIE CAMOCTOSITEIbHBIE ITOIBITKY IIPUCAXKNBATHCS 1 KOH-
TPOJIMPOBATH ITOJIOXKeHME Tejla. Hopmanu3oBaiics pexxuM cHa 1 0OIpCTBOBAHUS,
VBEIUYMINCH TIEPUOIBI aKTUBHOCTH.

Oco0eHHO BITEUATIIAIONINE Pe3YIbTaThl OTMEYAIOTCSI B OTHAJICHHOM IIEPHOIC
IocJie BRIMUCKU. B TeueHne roma HaOmoneHUs 3a(pUKCUPOBAH CYILIECTBEHHBII
Iporpecc B IIpudaBKe B Bece (+5 KT), IBUTaTeIbHOM Pa3BUTUN: peOEHOK CaMOCTO-
SITEJIbHO BCTAeT y OIIOPHI, XOMUT C IMOAAEPKKOM, CBOOOIHO CUAUT 0€3 ITOCTOPOH-
Hell TOMOIIN. YIyYIIMINCh HABBIKM CaMOOOCIIYKMBaHUST — TeTIePb OH CAMOCTO-
SITEJIbHO IEePKUT JIOKKY. 3HAYUTEJIbHO PacIIMPUIACh IBUTATeIbHASI AKTUBHOCTD:
MaUIBIII aKTUBHO UTPAET, II0JI3aeT Ha YeTBEPEeHbKAaX, MOKET CAMOCTOSITEILHO 3a-
OMpaThbCs HAa JUBaH.

B Hacrosiee BpeMs MpoaonKaeTesT KOMIUIEKCHAsT peaOMINTallOHHAsT IIPO-
rpamMMa, BKJIIOUAIOIIasi B Ce0sI peryJIsipHbIe 3aHSITHS 110 BOCCTAHOBJICHUIO TBU-
raTeJIbHBIX HaBBIKOB M aKTUBHYIO paOoTy ¢ joromnenoM. IlammeHT ocraercs momn
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IMHAMWYECKUM HaOMIoAeHNEM SHIOKpUHoora. [lpencraBineHHas ITOI0XKUTEIb-
Hasl IMHAMUKA YOeIUTEeJIbHO CBUIETEAbCTBYET 00 3((MEKTUBHOCTU BEIOPAHHOTO
TepareBTUYECKOro MOIX0Aa M JaeT OCHOBAHMS ISl OJIarOIIPUSITHOTO IIPOTHO3A.

O6cyxpaeHune

[IpencraBiaeHHBIN KIMHUYECKW ClTydaii IEMOHCTPUPYET HEOOXOIUMOCTh KOM-
MJIEKCHOT'O MOAX0/a B AMAarHOCTUKE U JIEYEHUM PEIKUX 3a00JIeBaHUI, COUETaIOIINX
HapyueHus: (pochopHO-KaIbLIMEBOr0 0OMeHa U UMMYHOAE(PULIMTHBIE COCTOS -
Hus. PaHHee BBbISIBIIEHME MO3BOJISIET HAYaTh CBOCBPEMEHHYIO Teparuio 1 yiIyd-
IIUTH MTPOTrHO3. B manbHeleM HeoOXoAMMbI TeHeTUYecKast BepuduUKalus 1ua-
rHO3a M MIOCTOSIHHOE HaOJII0IeHE CTIELIMATUCTOB.

BbiBOAbDI

IIporuos ans xkxu3Hu npu III'TI 3aBUCUT OT cBOeBpEeMEHHOI AUArHOCTUKU,
aJIeKBaTHOCTU JICUEHUS U HAJIUUUSI COMYTCTBYIOIIUX OCJIOXKHEHMWI, OTHOCUTEILHO
OaronpusITeH MpU CTPOroCcTU coOM0AeHUS Tepanuu. OJHAKO MaLlMEeHThI OCTAIOTCS
B I'PYIIIE pUCKA I10 OCIOXKHEHUSIM, CBSI3aHHBIMU C XPOHUYECKON T’MMOKAJIbLIMEMH -
el 1 Kanbuudukaumuen Tkanei. KimtoueBoe 3HaUueHNE UMeEeT MyJIbTUANUCLIMIUIMHAD-
HBII OAXOJ, C y4aCTHUEM 3HJI0OKpUHOJIora, HedpoJiora, HEBpojaora U MUMMYHOJIOTa.
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