AyTOMMMYHHBIi NOJUTJIAHAYISAPHbIA CHHIAPOM 1-T0 THIA (THNONApPaTHpPEO3, NEPBUYHAS
XPOHHYECKAS HAJMOYEYHHKOBAS HEOCTATOYHOCTH): CJI0KHOCTH AU depeHnmaabHOo-
JIAATHOCTHYECKOro MOMCKa

E.C. Kewwuwsan'?, E.B. Tozauan'?, A.B. Moaokoedosa’

'OCI «Hay4HOo-1ccnenoBaTenbCknii KNIMHUYECKN MHCTUTYT NeamnaTpun 1 AeTCKOM XUPYpPrim

M. akagemuka tO.E. Benbtuwesa» (MHcTuTyT Benstuwera) @ra0Y BO PHUMY um. H.W. Muporosa Munaapasa Poccuu,
MockBa, Poccus;

2AO «MnbuHckasa 6onbHMLA», KpacHoropck, Poccusa

Autoimmune polyglandular syndrome of type 1 (hypoparathyroidism, adrenal insufficiency):
difficulties in determining the differential and true diagnosis

E.S. Keshishian™?, E.V. Tozliyan"?, A.V. Molokoedova?

"Weltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research
Medical University, Moscow, Russia;
2llyinskaya Hospital, Krasnogorsk, Russia

IIpeacTasieHbl AaHHbIE JUTEPATYPbI, BONPOCHI JUATHOCTUKH U METO/IbI JIeYEHHs PEJKOr0 reHeTHYECKOro CHHAPOMA Y JieTeil — ayTo-
HMMMYHHOTO TIOJIMIJIAHAYISPHOTO cuHApoma 1-ro Thna. IlomuepkHYTHI OCHOBHBIE TPYJAHOCTH MPH MpoBeaeHun MU depeHIaIbLHOro
M MIOCTAHOBKE HCTHHHOTO IMArHO3a 3TOro 3a0oeBanus. IIpencrasieno codocTBeHHoe KimHnueckoe Haomonenue. ITokazana BaKHOCTb
MEeXIUCIMILTMHAPHOTO MOAX0/A.

Karouesote caosa: demu, aymoummyHHbI ROAUAAHOYAAPHYIL CUHOPOM 1-20 muna, 31eKmpoaumHsle HApYweHus, cUNONapamupeos,
Haono4euHuKo8as HedocmamouHocmo, pedkue 3a001e6aHUs.

Ansa yntnpoBauns: KewunwsH E.C., TosnvsH E.B., MosiokoenoBa A.B. AyTOUMMYHHbIV MOANIIaHaYASPHbIA CUHAPOM 1-ro Tuna (runonaparm-
pPeo03, NepBuYHasi XPOHNYECKasl Hafrno4Ye4YHNKoBasi HEAOCTATOYHOCTb): CJIOXHOCTU AnddepeHUmabHO-ANarHoCTUYeCcKoro novcka. Poc BectH
nepuHaron v negmatp 2023; 68:(6): 137-143. DOI: 10.21508/1027-4065-2023-68-6—-137-143

The paper gives the data available in the literature, diagnostic issues and current treatments a rare genetic syndrome in children —
autoimmune polyglandular syndrome type 1. Emphasis is laid on major difficulties in the differential and true diagnosis of this disease.
The author describes a clinical case. The article presents the importance of the interdisciplinary approach.

Key words: children, autoimmune polyglandular syndrome type 1, electrolyte imbalance, hypoparathyroidism, adrenal insufficiency, rare
diseases.

For citation: Keshishian E.S., Tozliyn E.V., Molokoedova A.V. Autoimmune polyglandular syndrome of type 1 (hypoparathyroidism, adrenal
insufficiency): difficulties in the differential and true diagnosis of this disease. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 137-143 (in Russ).

DOI: 10.21508/1027-4065-2023-68-6-137-143

penkuM (opdaHHBIM) OOJIE3HAM 3a TOCIeaHee

BpeMsI IIPUBJIEYEHO BHUMaHME MEOUKOB Pa3IMYHBIX
CTIelIMAJIbHOCTE! B CBSI3U C TEHIEHILMEN K YBEJIUUECHUIO
NX YHMCJIa, yYCOBEPIIEHCTBOBAHMEM METOIOB CBOEBpE-
MEHHOM IMarHOCTUKUA W mosiBJIeHUeM 3(P¢GEeKTUBHBIX
METONOB JeueHusi. Penkue 0ojie3HU — 3TO BCTpeyaro-
LIMecs] C OTpeAeJICHHOM YacTOTOM, yrpoXKawIre XXU3H!
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WIM XpOHUWYECKHEe TIporpeccupytoliie 3abojieBaHus,
6e3 JiedeHUsT TIPUBOASIINE K CMEPTH WJIM WHBAIWINA3A-
1 6osibHOTO. K 9uMCIy penkux OTHOCSAT BPOKIEHHBIE
W HaCJIeCTBeHHbIC OO0JIE3HW, MHOTME TeMaTOJIOThYe-
CKUe, DHIOKPUHHBIE, OHKOJOTUYECKUE U IpYyrue 3a60-
JIeBaHUSI, UMEIOIIMe KaK TeHETUUeCKoe, TaK U HeHace -
cTBeHHOe TIpoucxoxaeHue. bonee 80% penkux 6oe3Hei
MMEIOT B OCHOBE TeHETHYeCKUe HapyIIeHUs, KOTOpbIe,
Kak TMpaBWJIo, MaHUGECTUPYIOT B paHHEM BoO3pacTe,
noatomy 6oisree 50% Bcex mauMeHTOB — neTH. [1pu 3Ha-
YUTETHLHOM Pa3HOOOPa3UM ITUOJIOTUUYECKUX (haKTOPOB
W KIMHUYECKUX TIPOSBICHUI OOIINUM JIsT OOJBITMHCTBA
0oJIe3HEN IBJISIETCST 3HAYMTEIbHOE COKpallleHre PO -
SKUTEIBHOCTH JKU3HU TTalieHToB. Tak, okono 30% neteii
¢ penkumMu (opaHHBIMK) 3a00JIEBAHUSIMU HE JOXUBAIOT
1o 5 net [1—4]. Bo3MOXHOCTh KaK MOXKHO paHbIIle THa-
THOCTUPOBATh 3a00JIeBAaHUE TIO3BOJISIET CBOEBPEMEHHO
COCTaBUTh TIPaBWJIbHBI TUIAaH BeJACHUs TallueHTa,
CKOPPEKTUPOBATh JieYeHUE, OCHOBBIBASICh HAa TTOHUMA-
HUW OSTUOJIOTMM M TIaTOTeHe3a TaHHOTO 3aboJieBaHUS
W B WTOTe TIPEOyNPeIuTh BO3MOXKHBIE OCIOXHEHUS.
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CocTaBjieHMe aJropuTMa BeJASHUSI MAllMEHTOB TaKOM
KaTeropuu MMeeT OOJbIIoe 3HAaYUeHUE U1 METUIIMHCKOM
MPaKTUKH, B YACTHOCTU MPAKTUKU TIeANATpa U Y3KOIIPO-
¢unbHOTO CrielancTa.

OmHO M3  penKMx TeHeTUYeCcKMX 3aboJieBaHUI
y JeTeil, compoBoXaalolleecss MOJUOPTaHHbIMU Hapy-
IEHUSIMA, — AayTOMMMYHHBIA TMOJUHIOKPWHHBINA
(TToMrIaHaysIpHBI) CUHIpPOM 1-ro Tuma. BBumy Hemo-
CTaTOYHON €ro M3YyYeHHOCTH BO3HUKAIOT CJIOXHOCTHU
B JMarHOCTUKE 3TOro peaKoro 3abosieBaHUsI. B cBsi3u
C OTUM IIeJIb HACTOSIIEN CTaTb — TMTO3HAKOMUTh C HUMU
Bpaueill pa3HBIX CIEeUaTbHOCTEH; TOKa3aTh CIOXHO-
ctu  nuddepeHIMaaTbHO-AMarHOCTUYECKOTO  TOUCKa;
MPOAEMOHCTPUPOBATh Ha €ro MpUMepe HeOOXOAUMOCTh
MYJbTUANCIUTTMHAPHOTO MOAX0JA K BEACHUIO GOJBHBIX
C TIOJITMOPTAaHHBIMU HAPYIIIEHUSIMU.

AYTOUMMYHHBIN TTOJMIIAHAYJISIPHBIA CUHAPOM 1-TO
T (TaK>Ke U3BECTHBIN KaK CHHAPOM YHUTaKepa, CUHIPOM
bauszapaa u cMHIPOM ayTOMMMYHHOTO TTOJIUTIaHAYJISIP-
HOTO KaHIMI03a—3KTOAepMalIbHOM nuctpodun — Auto-
immune-Poly-Endocrinopathy-Candidiasis-Ecto-
dermal-Dystropty, APECED;  MynsTM3HIOKpUHHAS
HEIOCTaTOYHOCTh ayTOMMMYHHasI ¢ KaHIumo3oM — Mul-
tiple-Endocrine-Deficiency-Autoimmune-Candidia-
sis, MEDAC) — 3710 peakuii CMHAPOM ayTOMMMYHHbBIX
MOJTMOPTAaHHBIX HapylIeHUi, Hapsay ¢ 0JIACTOMHUKO30M
1 3KTomepMaiibHOI muctpodueit [5]. IlepBoe kmmHMYe-
CKOe OIMCcaHue KaHAMIOMOJIMIHIOKPUHHOTO CUHApPOMA
MpUHAIIEXUT aHmMiickuM Bpayam E.S. Thorpe u H.E.
Handley [6], xoTopsie omnybiaukoBanmu B 1929 r. ciayyait
CcoYeTaHMsl KaHAUI03a U TUTIOKATbLIIMEMUYECKUX CYyI0pOT
y 4eThIpexjieTHero Majaburka. B 1946 . M.F. Leonard [7]
MpeACTaBWI ClTy4yaii TUIONapaTipeo3a B COUeTaHUM C Hafl-
MMOYEYHUKOBOI HEI0CTaTOUYHOCTHIO Y pebeHka. B 1956 r.
J. Whitaker u coa. [8] BniepBbIe onucaayd Tp¥ OCHOBHBIX
CUMIITOMA, TaK Ha3bIBaGMYyI0 KJIACCUUYECKYID TpHaIy:
XPOHUYECKUI KaHIWAO03, TUIOMapaTUpeo3, HamamoJyeu-
HUKOBYIO HemoctarogHocTb. B 1980 r. Ha cummosuyme,
MTOCBSIIIEHHOM ayTOMMMYHHBIM acrieKTaM SHIOKPUHHBIX
Gonesueit B Holo-Mopke, M. Neufeld u coasr. [9] npen-
JIOKUJIM  KJIacCU(PUKAIIMIO ayTOUMMYHHBIX TOJMDHI0-
KPUHHBIX CMHAPOMOB, B KOTOpPOI BITepBbIe ObLIU cop-
MYJIMPOBAaHbl KJIMHWYECKWE KPUTEPUU JAUATHOCTUKU
KaHAWIOTOIUIHAOKPUHHOTO CUHIPOMA, WM ayTOMM-
MYHHOTO TIOJIMOHIOKPUHHOTO CMHApOMa 1-To TUTIA.

IlaToreHe3 ¥ MOJIEKYJIIPHO-TEHETHYECKHE OCHOBBI
AYTOMMMYHHOTO  TOJIMIVIAHAYJSPHOTO CHHIpoma 1-ro
THNA. AYTOMMMYHHBIN TOJUTIAHAYISIPHBIA CUHIPOM
l-ro TMma — YyHMKaJbHOE MOHOTEHHOE 3aboJeBaHUe
C ayTOCOMHO-PEIIECCUBHBIM TUTIOM HacJie[IOBaHUsI, UME-
Iolllee B OCHOBE IMaToreHe3a ayTOMMMYHHBIN Tpollecc.
B 1997 r. ¢dunckoit rpynmnoit yuensix (Finnish-German
APECED consortium) 0bu1 oTKpbIT reH AIRE (Auto-
Immune REgulator), nedexTtsl B KOTOPOM MPUBOAST
K pa3BUTHUIO ayTOMMMYHHOTO TOJUTIAHAYISIPHOTO CUH-
npoma 1-ro tuna (OMIM#240300). I'en AIRE xomu-
pyeT 6eJloK — ayTOMMMYHHBIN peryjsiTop, JIOKaau30BaH

B MOMOLLIb TPAKTUYECKOMY BPA4YY

Ha JUIMHHOM Tuieye xpomocoMmbl 21 (21q22.3) u coctout
n3 14 sx3oH0B. benok AIRE skcnpeccupyercst B Mmemy-
JIIPHBIX STMUATETUANBHBIX KJIETKaX TUMyca U B JUMa-
Tyecknx y3nax. Ommcano 6onee 50 pa3aMyHBIX MyTa-
mit reHa AIRE, Hanbomnee 9acteie p. R257X (6 5K30H),
p. 109del13 (8-i1 ak30H), p. R139X (3-ii 5x30H); B Poccuu
HanboJlee yacTast MyTalus y allieHTOB C ayTOUMMYHHBIM
MOJIUTJIAHIYISIPHBIM CUHAPOMOM 1-10 Thia — p. R257X.

B 2006 . 6bIT1 BIIepBbIe UCCIEAOBAHbBI ayTOAHTUTETA
K MHTephepoHy-oMera y MalueHTOB ¢ ayTOMMMYHHBIM
MOJUTJIAHAYISIPHBIM CUHAPOMOM 1-TO THIIa; 3TH ayTo-
aHTHTeJIa B JaJIbHEWIIeM 3aHSJIM BakKHOE MECTO B JMa-
THOCTHKE 3aboJieBaHMSI. B maToreHe3e ayTOMMMYHHOTO
MOJUTJAHAYISIPHOTO  CUHIpPOMAa WTrPalOT  KITIOYEBYIO
POJTb ayTOMMMYHHasT IeCTPYKIMSI SHAOKPUHHBIX JXeje3;
neOroT 3a0osieBaHMS B repBbie 10 JIeT XKU3HU; Kiaccuye-
ckag Tpuana (omucaHHast XK. YuTakepom): CIM3UCTO-
KOXHBIN KaHIWIO03, TUITOMapaTUpeo3, MepBUYHAs XpO-
HUYeCcKast HaaAImoOYeYHNKOBast HEMOCTaTOYHOCTh (00J1e3Hb
Annucona). Kinaccuueckoii Tpyuaae MOTyT COITyTCTBOBAaTh
JIpyrve SHIOKPUHOMATUM (IMTEPBUYHBINA TUIIOTOHAIN3M,
3HAYUTENIBHO peXe TIePBUYHBINA TUITOTUPEO3, caxap-
HBI guabet 1-ro Tuma). JleueHne mpu ayTOMMMYHHOM
MOJUTJIAHAYISIPHOM CUHIPOME BKITIOUAET 3aMECTUTEIb-
HYIO Tepariio HeIOCTAaTOYHOCTU SHIOKPUHHBIX XeJes;
MpU HAJIWIUU KaHIMI03a — TPOTUBOTPUOKOBBIE TIpe-
MmapaThbl.

B cooTBeTcTBUM ¢ IpUHSATON KiiaccuduKalneil ayTo-
WMMYHHBIM TTOJUTIAHAYISIPHBIA CUHAPOM MOXET OBITh
TpeX TUTIOB:

1-To THTTa — XPOHWYECKU KaHIUI03 KOXU U CIIU3U-
CTBIX 000JI0YeK; TUITOMapaTUPeO3; XPOHUYECKast HaaImo-
YEYHUKOBAsT HEAOCTATOUHOCTD;

2-TO TUTIA — XPOHWYECKass HAATIOYEUYHUKOBAST HEO-
CTATOYHOCTb M XPOHUYECKUI ayTOMMMYHHBIN THPEOU-
IIUT W/WJW caXapHBIi AuabeT;

3-10 TMMa — XPOHUYECKNI ayTOMMMYHHBIM THUPEOU-
IIUT 1 JTI00ast Ipyrast SHAOKPUHOMATHS, KpOME XpOHUYe-
CKO# HaIImoO4YeYHNKOBOM HegoctatouHocT [10].

YacroTa pa3sBUTHS AYTOUMMYHHOTO TOJIHIJIAHILY.JISAP-
HOTO CHHIPOMA 1-ro THNA B Pa3JMYHBIX MOMYJISAIMAX. AyTO-
WMMYHHBIM TTOMUTIAHAYISIPHBIN CUHIpPOM [-TO THIa
OTHOCUTCSI K O4€Hb penkuM (ophaHHbIM) HACJIEACTBEH-
HBIM 3a00JieBaHMSAM. JlaHHBIE O PacCIPOCTPaHEHHOCTH
MMEIOTCS TOJIBKO B HeKOTOPbIX cTpaHax EBporibl u CILA.
B GosbIMHCTBE TTOMYJISILIMI OMTMCAHBl €IUHUYHBIE CITy-
yan. Camas GoJIbIlIasi KOropTa MalMeHTOB C ayTOUMMYH-
HBIM TMOJUTJIAHIYISIPHBIM CUHIPOMOM 1-TO TUIIa B MUpE
C caMbIM JUIATETbHBIM TEpUOIOM HaOIIONEeHUsST Oblia
MpeacTaBieHa (PMHCKOM TPYITION YYEHBIX TIOI PYKOBOI -
crBom npodeccopa f. Ilepxeenryna (J. Perheentupa),
kotopsie B 1990 r. etie 10 oTkpbiTusi reHa AIRE onucanu
ceputo u3 68 ciydaeB 3aboyieBaHUsA. TakuM o00Opa3oM,
pacmpoCcTpaHEeHHOCTh ayTOMMMYHHOTO TIOJUTIAHIYISAP-
Horo cuHapoma 1-ro Thmna B @uHasHInmM coctaBuia 1:25
TeIC. HaceneHus. besycmoBHo, f. IlepxeeHTyma m ero
KOJIJIET MOXKHO CUYMTATh OCHOBOTIOJOXKHUKAMU U3YIEeHUST
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Kewwuisn E.C. u coaem. AyToMMMYHHBIIT OJTUIIAHAYISIPHBI CUHAPOM 1-T0 THIIA (THIIONAPATUPEO3, TIEPBIYHAs XPOHUYECKAs HAITOYEYHUKOBAS. ..

Ta6auya 1. PacnpocTpaHeHHOCTh AYyTONMMYHHOTO NOJTHIJIAH-
JyJISIPHOTO CHHAPOMA 1-r0 THNA B HEKOTOPBIX CTPAHAX MHPA
Table 1. The Frequency of autoimmune polyglandular
syndrome type 1 in different countries

Crpana Yacrora
Hpanckue eBpen 1:6000—9000
DuHATHAUS 1:25 000
Capnunus (Mrtanus) 1:14 000
CnoBeHust 1:43 000
Hopserus 1:80 000
SAnonus 1:10 000 000

MIaHAYISIPHOTO CUHAPOMA 1-TO TUIA IUKTYET MOTIOTHU-
TEJbHOE TIPaBUJIO JIWAarHOCTUKU: JTOCTATOYHO OIHOTO
U3 Tpex KJIAacCUYEeCKUX MPU3HAKOB, €CJIW y TallMeHTa
MMeeTCsl POJCTBEHHUK TIePBOTO TMOpPsIIKa C YCTAaHOBJIGH-
HBIM JIMarHO30M AyTOMMMYHHOTO TIOJUTJIAHAYJISIPHOTO
cuHIpoMa 1-To TUIIA UM TUTTMYHBIMU €T0 CUMITTOMaMU.

TToMuMO Tpex OCHOBHBIX KOMITOHEHTOB, Y TallMEH-
TOB C ayTOUMMYHHBIM TIOJUTIAHAYISIPHBIM CUHIPOMOM
I-ro TuMa pa3BUBAIOTCS APYTMe «Majble» KIMHUYECKUE
MPOSIBJIEHUSI B Pa3IMYHBIX BapraHTaX. DTO MOTYT ObITh
ajiorelsi, BATUJINUTO, TUTIOTIa3usl 3yOHOI 3Majiu, ayTo-
MMMYHHBII TenaTuT, ayTOMMMYHHBI TUPEOUIIUT, Tep-
HUIIMO3HAsl aHEeMUs, caXapHblii nuadeT, TepBUYHBIN
TUTIOTOHAIM3M, TUTIOMUTYUTApU3M Ha (hOHE ayTOMMMYH-
Horo rurnodusnTa, cyxoir kepatut. OmucaHbl U TaKue
OoJiee penKre COCTOSIHUSI, KaK ayTOMMMYHHasi pETUHO-
naTusi, ayrTOMMMYHHasi TPOMOOILIMTOTIEHUSI WJIM Kpac-
HokJsieroyHast ariasus [10]. KnuHuueckas kapTuHa
pasznyaeTcsl y pa3HbIX IMAlUEHTOB IO TSKECTH, YUCTY

Tabauya 2. PacupocTpaHeHHOCTh KIMHMYECKUX NPOSBJICHHI PH AYTOMMMYHHOM IIOJIMIJIAHAYIAPHOM cunapome 1-ro Tuna, %
Table 2. The frequency of different clinical symptoms in autoimmune polyglandular syndrome of type 1, %

Perheentupa, Poceis
KimHnyeckue nposiBiieHust Neufeld, 1981 r. Betterle, 1998 r. 2002 1. (ITerepkoBa,
Opaosa, 2005 r.)
XPOHUYECKUI KOKHO-CIU3UCTBIN KaHAUI03 73 83 100 82
T'umomnapatupeo3s 76 93 86 82
XpoHnvecKast HaImoYeYHNKOBass HEIOCTATOYHOCTh 100 73 79 68
Anonennst 32 37 40 27
AYTOMMMYHHBIIA TeaTUT 13 20 17 14
ManbabcopOryst 22 15 21 18
[Mepnunuosnas anemus (B ,-nedunntHas anemus) 13 15 31 11
CaxapHblIit TabeT 4 2 23 14
l'moronanuam 17 43 72 7
XpOHUYECKUI AyTOUMMYHHBII TUPEOUAUT 11 2 18 18
Butuiuro 8 15 26 9

9TOro penkoro cuHapoma. MHbopMmaius o yacrore pas-
BUTHSI ayTOUMMYHHOTO TOJIUTJIAHIYISIPHOTO CUHIPOMa
1-ro Tuma B pa3HbIX CTpaHax, MO JAaHHBIM WMEIOIINXCS
Ha CEeTONHSIINHUWI IeHb IyOJauKaluii, NpeacTaBieHa
B Tao. 1.

JIMarHOCTHKA W KJIMHUYECKHE NMPOSBICHUsT AyTOMMMYH-
HOTO MOJIUIIAHAYJISPHOr0 cuHapoma 1-ro Tuma. /{uarHo-
CTHKa 3a00J1eBaHMUSI OCHOBAaHA Ha HAJIMYMU ABYX U3 TPEX
KJTaCCUYECKUX KPUTEPHEB ayTOUMMYHHOTO TOJTUTIAHIY-
JISPHOTO CMHIpoMa 1-To Tuma:

1) XpOHUYECKMIT KOXKHO-CITU3UCTHIN KaHINI03,

2) rMIIoIapaTupeos,

3) XxpoHWYecKas epBUYHAs HAAITOYeYHUKOBAast HEJTO-
CTaTOYHOCTb.

JlaHHbIE KpUTEPUU TIPOSBISIOTCS y TAlUEHTOB
B 65—100% cny4aeB B pa3HOM cOYe€TaHUU. AYyTOCOMHO-
pelieCCUBHBINM TUIT HACIETOBAHUST ayTOMMMYHHOTO TTOJTA -

KOMIIOHEHTOB (OT OIHOTO /IO NIeCSITH), BO3pacTy MaHM-
(becTaruy 1 BpeMEHHBIM MPOMEXKYTKAM MEXIy TOSIBIIEe-
HUEM HOBBIX KOMITOHEHTOB (Ta01. 2).

AYTOMMMYHHBI ~ TOJUTJAHAYISPHBIA  CUHAPOM
1-To TMTIA MeeT MTOMMOP(PHYIO KITMHUYECKYIO KApTUHY
C TIopakeHMeM MHOTMX OopraHoB. TedyeHue 3aboJieBa-
HUSI OYEeHb BapvabeIbHO W OTIMYAETCS YUCIOM KOM-
TMOHEHTOB, KOTOPbIE Pa3BUBAIOTCS y OJHOTO TAllMEeHTa
(ot omHOTO 10 GOJIee NecsITH), BO3pacTOM MaHUpeCTalluu
KOMITOHEHTOB (OT TePBBIX MECSILIEB XXU3HU 10 B3POCTIOTO
Bo3pacTa). B ¢BsI3M ¢ 9TMM AMATHOCTHKA CUHAPOMA ayTO-
WMMYHHOTO TIOJIMTJIAHAYJISIPHOTO CHHApoMa 1-To Tuma
3ama3abiBacT Ha HECKOJIBKO JIET TT0 OTHOIIEHUIO K Bpe-
MEHU MaHU(ECTAIIUN TTEPBBIX KOMITOHEHTOB.

l'eHeTMuecKasi MMarHOCTUKA C OTpeAe/icHUEeM MYyTa-
muii B reHe AIRE mo3BossieT ycTaHaBIMBaTL AWAaTrHO3
paHblie, yeM c(hopMUpOBaIach TMarHOCTUYECKasl Arana
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WIX TpUaga KOMIIOHEHTOB, KOTOpPBIE CIyXaT KIMHU-
YeCKMMU KPUTEPUSIMU IHUarHo3a. MHoOrme u3 «Heoc-
HOBHBIX» KIMHUYECKUX KOMIIOHEHTOB, HE BXOJSIINX
B KJIACCMYECKYIO TPUaAy, MaHU(PECTUPYIOT paHbllle, YeM
OCHOBHBIE, T€M CaMbIM OMpeessisl KaTeropuo TalueH-
TOB, KOTOPbIM HEOOXOAMMO MPOBOAUTH MCCJIEIOBAaHUE
reHa AIRE (neTu ¢ ayTOMMMYHHBIM TeMaTUTOM, ayToO-
WMMYHHOM aHTYJSIpHOU (MOJMMOpP(QHOI) 3pUTEMOIA,
ayTOMMMYHHOM BHTeponaTueli HEeSICHOM 3TUOJIOTUN).
Hanuyue yacroit myratuu B nonyisitiuu (p. R257X) naer
BO3MOXHOCTh TMPOBOIUTH TIOATAITHYIO TEHETUYECKYIO
IMAaTHOCTUKY.

Merton omnpeneiaeHUs] WHAEKCA HEWTPaTU3YIOIINX
ayToaHTUTeN MHTepdepoHa-omera U -aiabda-2 mokasai
BBICOKYIO 3((EeKTUBHOCTb, YyBCTBUTEJIBHOCTb U CITCII-
UGUIHOCTD JJIS1 TMATHOCTUKY ayTOMMMYHHOTO TIOJIMDH-
IOKPUHHOTO cuHapoMa 1-ro tumna. OTMevaeTcst CuiibHast
B3aMMOCBSI3b MEXIY HaJIu4yveM OIpefeieHHbIX OpraH-
crnennUIeCKUX ayTOAaHTUTES M pa3BUTHUEM KOHKpPET-
HBIX KOMIIOHEHTOB CUHIpoMa. BbICOKMiT MHAEKC ayTo-
aHTUTEN K MHTEPJeHKNHY-22 KOppeaupyeT ¢ HaIMIueM
XPOHUYECKOTO KAHAUA03a KOXMU U CIUBUCTBIX 000JI0-
YyeK, BBICOKMI MHIEKC ayToaHTUTeN K 21-Tuapokcuiase
KOppEeJUpPYeT ¢ pa3BUTUEM XPOHUYECKOW HAAIOYEeYHU-
KOBOW HEIOCTaTOYHOCTH, BBICOKMI WHIEKC ayTOAHTU-
ten Kk NALPS ormeuaercst y OOJbIIMHCTBA TAIIMEHTOB
C TUIIOIApaTUPEO30M, a BBICOKMI MHIEKC ayTOaHTUTE
Kk CYPIA2 koppenupyeT ¢ pa3BUTHMEM ayTOMMMYHHOTO
rernaTtuTta y MalMeHTOB C ayTOMMMYHHBIM TTOJUIHIO-
KPUHHBIM cUHApOMoM 1-ro tuna [9, 10].

Knunuyeckuit  cayyail. Pebenoxk C. ponuics
OT 2-i1 OepeMEeHHOCTH, TIpOTeKaBllIeil (GU3NoIornye-
CKM, 2-X CpOYHBIX pomoB. Macca tena 3990 r, minHa
54 cwm, oneHka mno mikane Anrap §8/9 6. Beimucan nomoit
Ha 3-u CcyTKu. BakiipHaiust BbITTOJTHEHA B TTIOJTHOM O0b-
eme. Poc u pa3BuBajIiCSI B COOTBETCTBUM CO CPEIHUMU
BO3pPaCTHBIMM HOpPMaMu, TIEPEHOCWI OCTphlE pPECIu-
partopHble MHG(pEKUUU, B 2 roma — BETPSHYIO OCIIy.
B 1,5 u 3 ropa npoBoauiioch JiedeHUE 3y0OB MO HAPKO-
30M B CBSI31 C TOHKOM 3MaJiblo 1 00pa3oBaHUEM Kapueca.
B 3 roma npu snekTpokapauorpaduu mepen HapKo3om
BBISIBJIEH BIMU30/ yutuHeHUs1 uHTepBaia Q—T, 6buto yKa-
3aHME Ha HEOOXOAMMOCTh KOHCYJIbTAMM KapauoJjora.
OnHako Ha MOBTOPHOM 3JIEKTpOKapANOTpaMMe U3MEHe-
HUs HE BBISIBJIEHBI Y POIUTEN OTKA3aluCh OT JdabHei-
II1X 00CIeI0BaHUIA.

B Bospacte 4 nmer y pebeHKa B OETCKOM cany
Ha (OHEe 3M0pOBbsI PA3BWICS CYTOPOXHBINA TPUCTYII.
IIpu osnexrpoxkapauorpadun, 3JIeKTpodHIEdaTorpa-
¢um, MarHUTHO-pe30HAHCHOW ToMorpaduu ¢ KOHTpa-
CTOM TIaTOJIOTHSI HE BBISIBJIEHA, B CBSI3W C 9TUM JIEUCHHUE
He MPOBOIUIIOCh.

Yepe3 HekoTOpoe BpeMsi y peOeHKa TMOSIBUIUCH
TUKM — MOpraHuWsl IJla3aMu W 3alliHaHUus B PEYU.
IIpu ocMoTpe HEBpPOJIOTOM, JIOTOMENOM OpraHuyecKas
MMaToJIOTUSI HE BBISIBJIEHA, YPOBEHb KOTHUTHUBHOIO pas-
BUTHSI, KOMMYHUKAIIUs U poJieBasi (haHTa3ust ObLIN BbILIE
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BO3pPACTHOI HOPMBI. B 3TOT ke meproa Mama OTMETHIa
MOTpeOHOCTh Y pebeHKa B JocalMBaHUU TMUIIU. B BO3-
pacte 5,5 roga Ha ¢oHe BUpyCHOW MHeKIMu (pBoTa
3 pasza, XUAKuii cTya 4 pa3a) Mpu akTUBHOM BbIMTaMBaHUU
pebeHKa peruapaTupyoliMM pacTBOPOM, B OTCYTCTBUE
TUTIEPTEPMUM PA3BUIICS CYIOPOKHBIN SMU30Md: TeHepa-
JIN30BaHHBIE CYIOPOTH JJIVIUCH OKOJIO 5 MUH, KyITHUPO-
BaJICh CAMOCTOSITETbHO, MaMa OTMeuaja IIMaHO3 KOXH.
JlonoJIHUTENIbHOE ~ 00CeMOBaHUEe He TPOBOIUIOCH,
MaJTbYMK He TOCTTUTaIu3upoBaicsa. Ha cienytommii 1eHb
o0I111ee caMOUYyBCTBUE peOeHKa ObLIO yIOBIETBOPUTEb-
HBIM, PBOTa KYITUPOBalIach, TUapest cTaja yMeHbIIAThCS,
peGeHOK MPOI0JIKAJ BhIMTAaMBaHUE.

Yepes 2 Mec B UTPOBOI KOMHATe, MOCJIe TTOJIydeHHOTO
OTKa3a B WIpe, BHOBb Pa3BUJINCh TeHEpaJIM30BaHHBIC
cynoporu. Bo BpeMsl cymopor MOJyYWsI TPaBMYy TOJIOBBI
(mageHwe Ha TUTMTKY, yaap 3aTbUIOYHOW 00JIacThiO).
B cranmmonHape BBITTOJIHEHBI 3JIeKTpOKapauorpadust
1 3JIeKTposHIedanorpadusi, Mo pe3yabTaTaM KOTOPBIX
MaToJIOTUST He BhIsABIeHA. [1py KOMITBIOTEpHOIT TOMOTpa-
(1M roJOBHOTO MO3ra onpeesieHbl HEeMHOTOUKNCIIEHHBIE
MeJIKMe KaJbLIMHATBI B 00J1aCTU 0a3aJIbHBIX SIep ¢ 00enX
CTOPOH U B JIOOHBIX JOJISIX (Ha TpaHUIIE Ceporo U OeJIoro
BEILIeCTBA); OCTPOI UIIIEMUU, TeMOPPArMUECKUX U3MEeHe-
HUIi, TATOJIOTMYECKUX 00pa30BaHUil B TOJOCTH yeperia
He BbIsIBIeHO. Uepe3 2 THS MOSIBUIIMCH XKaJ00bl Ha TOJIO-
BOKpPYXXEHHE W OOMSIKAaHWE C pa3JIMTBIM IIMaHO30M;
Ha CJenyIoIIWii JeHb TOBBIIIEHWE TeMIlepaTyphl Tela,
MHOTOKpaTHasi pBOTa, XWUIKUN CTyJ, HapacTaHWe clia-
6octu. [Tun oxoTHO, OOIIMIT OOBEM BBITTMTOTO 3a 8 4 —
10 1600 my1, HeCMOTpPsI Ha 3TO y pebeHKa IPoaoJIKaIach
runieprepmust 1o 40°C, Ha (oHe KOTOpoli BHOBb pas-
BWJICS TIPUCTYN TeHEePalM30BAaHHBIX CYIOPOT TPOHOJI-
SKATETbHOCTBIO OKOJIO 3 MUH C TIPUKYChIBAHUEM SI3bIKa,
MOTepeil CO3HAHMS, ¢ CaMOIPOU3BOJLHBIM KyIHpOBa-
HueM. [Ipuctymn ObuT paciieHeH Kak (heOpuibHbIE CyT0-
poru. OQHAKO YIYJIIEHUST COCTOSTHUS TTOC/Ie KyIpoBa-
HUST CyIOpOT He OBUIO, HAPOTUB, peOEHOK CTAHOBUJICS
JleTaprudHee; o IIKaje KOMBI [J1a3ro coCTOsTHUE COOT-
BeTcTBOBajo 12 Gamnam. Ilpu obciemoBaHuy B aHaIMU3e
KPOBM OTMEYaJICsl YMEPEHHBIN JIeHKouuTo3 1o 14-10°/7,
BBIpaXXEHHBIN TajoukosiaepHblii casur — 10% wu Heii-
Tpodune3 — 60%, C-peakTUBHBIIN GelokK 65,7 Mr/m.
B mokasaTensix KHUCIOTHO-OCHOBHOTO coctosiHus: BE
10,0, xmopuner 89 MMoib/1 (Hopma 95—106 MMomb/1),
Kanbluii  mMoHu3upoBaHHbI 0,79 MMoab/n  (HopMa
1,05—1,23 wmmonb/n), Hatpuii 123 MMonb/n (Hopma
134—150 mmonb/n), nakrat 3,48 Mmoub/a (Hopma 0,00—
2,00 mMonb/m), pochop Heopranuveckuii 1,91 mmonb/n
(Hopma 1,26—1,86 MMoJTB/1T)

B cBs13u ¢ UBMEHEHUSIMU TIPU KOMITBIOTEPHOI TOMO-
rpaduu, COXpaHSIOMIUMUCS SJIEKTPOIUTHBIMU Hapyle-
HUSMU (TUTIOHATPpUEMUSI, TUTIOKalblMeMusi) Ha (oHe
aZieKBaTHOM MOTAllMM MUKPODJIEMEHTOB, KIMHUYECKOM
KapTWHBI, He YKJIAIbIBAIOIIEWCs B BUPYCHYIO KHIII€U-
HyI0 MHMEKINI0, pebeHOK KOHCYJIbTUPOBAH SHIOKPH-
HojioroM. CoueTaHWe MMEIOIECsl KapTUHBI C DIH30-
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Kewwuisn E.C. u coaem. AyToMMMYHHBIIT OJTUIIAHAYISIPHBI CUHAPOM 1-T0 THIIA (THIIONAPATUPEO3, TIEPBIYHAs XPOHUYECKAs HAITOYEYHUKOBAS. ..

JlaMU BHE3AITHbIX CyIOpor 0e3 3MM3HAKOB 1O JaHHBIM
aJIeKTposHIeharorpagu, OBICTPO IIPOrpeccUpylolee
YXYAIIEHWE COCTOSIHUSI MPU KaXJI0il BUPYCHOUN MHpEK-
LI BIJIOTh 10 Pa3BUTUSI CYIOPOT, OTCYTCTBUE aleK-
BaTHOI peaklIMM Ha MPUMEHEHUEe COJIEBBIX PAacTBOPOB,
a TakxXe TOBBIIIEHHass MOTPeOHOCTh pedeHKa B TOBa-
PEHHOI cou, TOHKasl 3yOHasl SMajib U 4acThIii Kapuec,
9MM30]l HapYIIeHWI Ha 3JeKTpOKapAuorpamMme B BUIIE
ynnvHeHus: uHTepBaia QT moTpeboBanu TpoBeaeHUs
nuddepeHInaTbHOTO TMarHo3a COCTOSIHUMA, TTPOSIBIISIIO-
IIUXCST CTOMKOU TMMOKAIbIIMEMUEN U TUTTOHATPUEMUEN.
JInst yTouHeHMsT [UarHo3a Ha3zHayeHo a000cienoBaHue
TOPMOHAJLHOTO TIPOMUIISL: TapaTrTOPMOH, THUPEOTPOTI-
HBIA TOPMOH, CBOOOIHBIN T4, KOpTH30i, aIpeHOKOp-
TUKOTPOITHBIE TOPMOH, peHuH, BuTaMuH D (Tadxa. 3).
B nonydyeHHBIX pe3yabTaTax OIpeAesieHO KIMHUYECKU
3HAaYMMOE TIOBBILIIEHNE YPOBHSI aIpeHOKOPTUKOTPOII-
Horo ropmoHa >1250 nr/mi nipu Hopme Ao 128 nr/miu
U peHuHa 10 241 MKen,/MJ1 ipyu HopMe 10 77,52 MKen/MJT,
YTO CBUICTEIBCTBOBAJIO O TMEPBUYHON HAAMOYEUHUKO-
BOI HEIOCTaTOYHOCTU y pebeHKa, a CHMXXEHUE YPOBHSI
naparropmona o 0,3 rir/mu nmpu Hopme ot 11,8 nr/ma —
0 HaJIMYMM y pebeHKa TurorapaTupeosa.

Ilo moBomy MepBUYHOI HAAIOYEUHMKOBOM HElTOCTa-
TOYHOCTU TIAllMEeHTY OblIa Ha3HaueHa Teparus TUApO-
KOopTu30HOM B no03e 10 Mr/cytr u GhayapoKOpTU30HOM
0,05 mr/cyT; 10 TOBOAY TUIIOKAJbLIMEMUN (BCIEACTBUE
rurionapaTupeo3a) Ha3HaueHa Teparnusi aKTUBHOU (ajib-
dakanpumnnoi) hopmoii ButamuHa D B nose 0,5 MKr/cyT,
npenapaT Kaiblius (kKapOooHaT Kanbius) 1000 mr/cyr.
Ha ¢oHe nedyeHmst HACTyIMMIO KJIMHWUYECKM 3HAYNMOE
yJIy4dllIeHNe COCTOSIHUSI peOeHKa 1 HopMasu3alus J1abo-
paTOpPHBIX MoKa3aTteseil B TeueHue 2 THEH.

IIpoBeneHa MolieKkyasspHO-TeHeTUYecKasl Bepudurka-
v auarHosa: B reHe A/RE oOHapyXeHBbI IBe ITaTOTeH-
HbIE MyTallMd B TEeTEPO3UTOTHOM cocTosiHuM, p. R257X
u p. A58V. IlpoBeneHo uccienqoBaHue aHTUTEN, XapakK-
TePHBIX JUISI ayTOMMMYHHOTO TIOpaXK€HWs Haaroyey-
HUKOB: K 2l-ruapokcunase (y nauyeHTa TUTP aHTUTEN

cocTtaBui 649 en/n ipu HopMe MeHee 57 en/JT), K UHTep-
¢depoHy-oMera (y mauueHta TUTp aHtuten 1481 en/n
npu HopMme MeHee 200 en/nm), TOBBIIEHHBI YPOBEHb
KOTOPBIX CIYXXUT JOMOJTHUTETbHBIM TUAarHOCTUYECKUM
MapKepoM CUHIPOMa ayTOMMMYHHOTO TIOJUTIaHIYJISIP-
Horo cuHipoma l-ro tumna. [1IpoBeaeHo TakKe Mccieno-
BaHWE aHTUTEN, CMEeHUMUIHBIX IS MapaTUPEOUTHOTO
cneurduyHoro 6enka NALPS (y maiimeHTa THTp aHTUTEN
coctaBui 774 en/m mpu HopMe MeHee 65 ef1/11), 4To Kop-
pelpyeT ¢ pa3BUTHEM THUITONapaTUpeo3a MpU ayTOMM-
MYHHOM TIOJINTJIAHIYJISIPHOM CUHIpOMe |-To Tha.

Takum obOpa3oMm, Ha OCHOBAaHUU KJIMHMYECKOU Kap-
TUHBI, OTWHAMUKW HapacTaHWs CUMIITOMOB, OOHapy-
SKEHHUST BBICOKOTO THUTpa aHTUTed K 21-TMapokcuiiase
¥ MHTep(EepOHYy-OMeTa, BLISIBJICHUS IBYX MyTallMii B TeHe
AIRE 6b1u1 chopMynupoBaH 3aKJIIOUUTEIbHBIN TUATHO3:
ayTOMMYHHBIN TTOMUTIaHAYISIPHBIA CUHIPOM 1-TO THIa
(TMmomnapaTtrupeos, TepBUYHAs XpOHUYECKass HaAmoued-
HUKOBasl HEAOCTAaTOYHOCTL). BBuay Toro uro 3abojeBa-
HUE HOCHUT ayTOCOMHO-PELeCCUBHBIN XapakTep, Obula
o0crenoBaHa crapiiasi cectpa MnalueHTa, oqHaKo MyTa-
it B reHe A/RE'y 1eBOYKM He BBISIBJIIEHO.

OO0cyxaeHue

TIpencraBieHHbI KIMHUYECKUI CTydyail 1eMOHCTPU-
PYET CJI0XKHOCTHU MOCTAHOBKM JIMarHO3a ayTOMMMYHHOTO
MOJIUTJAHAYISIPHOTO CUHApoMa 1-ro Turma. Y JaHHOTO
pebeHKa nmrarHo3 ObLI MPENNooXKeH U TMOCTaBJeH yXkKe
MpPU TIOJTHOCTHIO Pa3BEPHYTON KapTUHE HaAMOYEYHUKO-
BOIl HEMOCTATOYHOCTU C TIOJIMOPTAaHHBIM IOpakeHUEeM
U CTOWKUMMU DJIEKTPOJUTHBIMU HapyHIEHUSIMU. XOTSI
MPEAIOJOXUTh SHAOKPUHHYIO TIATOJIOTUIO U TIPOBECTU
TOTIOJTHUTEJIbHOE 00cliefoBaHME MOXHO ObUIO M paHee
C y4eTOM TTOBTOPHBIX 3MU30/I0B CyA0por Ha (hoHe TOoJ-
HOTO 3II0POBbSI Y OTCYTCTBUS TAaTOJIOTUYECKUX M3MEHE-
HUI Ha 3JIEKTpo3HIIedhaorpaMMe, HeOOBIYHO OBICTPOIA
neruaparaius pedeHKa 1axe Mpy HeBbIPaXKeHHbBIX CUMIT-
TOMax MOTepPHU KUAKOCTU (HeJacTble PBOTHI U Juapest
MpU ONTUMAJIIBHOM YPOBHE BBITTAMBaHUsI), BbIpaKEHHOM

Tabauya 3. Pe3yabTaThl HCCJIEA0BAHHS TOPMOHAJIBHOTO PO U 3JEKTPOJIUTOB pedeHka C. B MOMEHT Kpu3a
Table 3. The results of hormones and electrolytes of child C. in crisis

. 18.05.2022

T'opmonsl, Kaabuuii, ocdop Ennnnna n3mepenus PedepencHbie 3Hauenus o oy
Kanpiuii oommia MMOJIb/JT 2,20-2,70 1,66
MoHn3MpoBaHHBIN KaJlbIAN MMOJIb/JT 1,05—1,23 0,96
Dochop HeopraHNIEeCKMit MMOJIb/JT 1,26—1,86 1,91
TTT MME/n 0,300—5,000 2,570
T3 cBoOOIHBII MMOJIb/JT 3,00-9,14 4,63
T4 cBOGOIHBI MMOJIb/JT 6,70—16,50 13,89
AKTI IIT/MJT 3—46 >1250
Koptuzon MKT/JT 21-128 48
ITapaTtropmoH TIT/MJT 11,8—54,7 0,3
25-OH Butamuu D HT/MJT 30,0—100,0 40,0
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>Kax bl (TP HEBBICOKOM YPOBHE TOTEPh peOEHOK OYeHb
OXOTHO U C YIOBOJBCTBUEM TIMJI COJIEHBINI pacTBOp),
a Takke TIOBBIIIEHHOW W HapacTalolleil MoTpeOHOCTH
B TMOBApPEeHHOI COJIM B COYETAaHUM C PAaHHUM KapuecoMm
W UCTOHYEHMEM 3yOHOU 3Mald M BMU30J0M YyIIMHE-
Hus uHTepBaga Q—T (xoTsa 3To HapylleHue MPU YacThIX
MOBTOPHBIX 3JIEKTpOKapauorpadusx He TMOBTOPSIIOCH).
MubopMupoBaHue Bpaueil 0 TaKOM PEIKOM, HO TSDKe-
JIoM 3a00JiIeBaHUM TO3BOJUT CBOEBPEMEHHO MPEIIo-
JlaraTh M JWarHOCTMPOBAThb CUHIPOM ayTOMMMYHHOTO
MOJIUTIAHAYISIPHOTO CUHApPOMa 1-ro Tuma, 4ToObl n30e-
JKaTh TAKUX YTPOXAIOIIMX KU3HU COCTOSIHUI, KaK ocTpast
TUTIOKAJIbIIMEMUST M KPU3 HAIIOYEYHUKOBON HeIoCTa-
TOYHOCTH.

JunddepeHumnanbHbI IMarHo3 OCHOBBIBAETCS
Ha aHajauM3e KIMHUYECKUX U JIaOOPaTOPHBIX MAaHHBIX.
IlceBnorumnomnaparupeo3  OOYCIOBIEH  PE3UCTEHTHO-
CThIO OPTraHOB-MUILIEHEN K IapaTrOpMOHY, TPU 3TOM
OTMEYaloTCsl BBICOKMI YPOBEHb IMapaTropMOHa, CHUXE-
HUE YPOBHSI KaJibLiMsl U TIOBBIIIEHUE YPOBHS (ocdopa.
PaxurorionobHbie 3a00J1€BaHNSI OTJIMYAIOT OT TICEBIO-
rurionapaTupeo3a TUIMWYHbIC paxuUTUYecKue (Mporpec-
cupytoue) aedopMalim ckejera, XapakKTepHble peHT-
TeHOJIOTUYECKNe U3MEHEHUs U JabopaTOpHble NaHHbIE:
CHUXEHUME YpPOBHSI Kajblius, (ocdopa M TOBBIILICHNE
YPOBHSI MapaTrOpMOHa.

JleyeHue ManMEHTOB ¢ CUHIPOMOM BKJIIOYAET TIpe-
K€ BCEro MMEeTOJOTUYECKYH KOPPEKIMI0 ¢ OrpaHuyve-
HUeM ynotpebneHust pocdopa, KOTOpbIM OOraThl MOpe-
MPOAYKTHI, ChIP, MOJIOKO, O0OOBBIE (3€JIEHBII TOPOIIIEK),
TOBSIKbSI TI€YEHb, OPEXW; WCIOJb30BaHUE AKTUBHBIX
MeTabouToB BUTaMrHa D (anbgakaablumos, Kaabli-
TPUOJ): HavajbHas no3a mpu ypoHe Ca’*<0,8 MMob/1
cocrasisier 1—1,5 mxr/cyr, npu ypoHe Ca?"0,8—1,0
Mmosb/1 — 0,5—1 mkr/cyt. [lonGop 1036l CTPOro MHIK-
BUjAyaJieH, pa3 B 3 JHS TpeOyeTcss KOHTPOJb YPOBHSI
MOHM3WPOBAHHOTO KaJIbIIMSI B KPOBU, KPUTEPUEM aleK-
BaTHOCTHU CJIYXUT ypoBeHb Ca’" B KpOBM HE BHIILE Cepe-
IUHBI TpaHUIl HOpMbI (~1,2 MMOJIb/NT), 3aTéeM — KOH-
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Tposb 1 pa3 B 2—4 He, Tipu cTaOMJIBHOM YpoBHEe — 1 pas
B 3 mec. [Ipenapathl Kaibliisi peKOMEHIOBaHbI B 03¢
500—2000 wmr/cyr. Ilpy BO3HUKHOBEHUU TUMOKAJIb-
LIMEMUYECKUX CYIOpOTr TOKa3aHO BHYTPUBEHHOE BBE-
neHre pacTBopoB Kaiblivs (10% TIIIOKOHAT KaJbIvs).
ITpu GyHKIIMOHATBHON HETOCTATOYHOCTHU JIPYTHX XKeJe3
Ha3HAYaloT 3aMECTUTENIbHYIO Teparuio COOTBETCTBYIO-
IIUMHU TOPMOHAMM.

3aknovyeHue

Penkue (opdanHbie) 3a00eBaHUsI 3aHUMAIOT OIHO
U3 BeAYIIMX MECT B CTPYKType BPOXIEHHOW W Hacles-
CTBEHHOI TMaToJiIoTuu 4YejioBeKa. JluarHoctuka, B TOM
yucie TpeHaTajdbHasl, peakux 3a0ojeBaHUN Mpe-
CTaBsSIET OOJBIIYI0O MEIUIIMHCKYI0, HAyYHYIO U COLIM-
aJlbHYI0 3HAUYMMOCTb. YCTaHOBJIEHWE [MarHo3a OO0Jib-
HOMY peOeHKY TO3BOJISIET CEMbE HE TOJIBKO OTpPENeUTh
HaJIMuue WM OTCYTCTBME HACJEJACTBEHHOM IaTOJOTUM,
HO M TIOJIyUUTh apTYMEHTHMPOBAHHYI MEAUKO-TEHEeTH-
YeCcKyl KOHCYJIbTAllUIO TO IOBOMY ITPOTHO3a ITOTOM-
CTBa M pPEKOMEHJALMM TIpeHaTaJbHOW NIMarHOCTUKU
KOHKPETHOTO 3a00sieBaHUsI. DTO MOXET CTUMYJIMPOBATh
ponuresnieil K HOBO GepeMeHHOCTH, KOTopast OyaeT mpo-
TeKaTb TPU TapaHTUPOBAHHOM OJIATOTIPUSITHOM TIpO-
THO3€ 3II0pOBhs Oymyliero pedbeHka. AJITOPUTM JICUCHUS
JeTeil ¢ ayTOMMMYHHBIM TTOUTIaHAYISIPHBIM CUHIPO-
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