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Cungpom Onnrposa (Allgrove syndrome), unu cuHgpom «tpex A» (Triple-A syndrome,
AAAS), onucaH BriepBable aHrIMNCKUM NeanaTpoM-aHOoKpuHonorom Jeremy Allgrove
B 1978 ropy [1]. BTO pegkoe MOHOreHHoe 3aboneBaHne C ayTOCOMHO-PELIECCUBHBIM
TUNOM HacnefoBaHUs, MOPaXKEHNEM HECKOSbKMX OPraHoB U CUCTEM.

Kraccuyeckuit cunapoM, onucaHHbIi Jeremy
Allgrove, XapakTepu3yeTcs TPUaZOH IPU3HAKOB:

1) amakpuvus (Alacrimia) - orcyrcTBHE C1€3;

2) axamasud (Achalasia) - mapymenue moTopu-
KU TIMIEBO/A ¢ (PYHKIIMOHAIBHON 0GCTPYKITHEi
€ro JUCTATLHOM YaCTH;

3) agmmconnam (Adrenal insufficiency) - xpo-
HUYECKAst HA/IMOYCIHIKOBASI HEOCTATOTHOCTb.

Taxxke XapaKTeprI paSJII/I‘{HbIC CHUMIITOMBI
MOpAKEHHs HEeHTPAIbHOM, Iepudepudeckoi u
BET€TATUBHOM HEPBHOM CHUCTEMBI, KOTOPBIE
MOTYT Pa3BUTBCH Yepe3 TOJbI U JaXe JeCATHIIe-
THA IIOCJIE paHHI/IX cumraTomoB. C y‘{eTOM YaCTbIX
BEreTaTHBHLIX HapymeHuH (Autonomic) HEKOTO-
pI)IC aBTOpr I‘OBOpHT (6] CI/IHI[I)OMC <<‘ICTpreX A»
[2]. OnHako B MTEpATypE OMUCHIBAIOTCS CIYIaN
HAIUYUS TONBKO JIBYX CHMITOMOB (2A-syn-
drome) [5]; 5 cumnromos (5A-syndrome), BKITIO-
YaION[UIA aMI/IOTpoq)I/IIO U JIpyrue HEBPOJIOru-
YeCKHe IIPOSABJIEHUS KAK IATBII KOMIIOHEHT
«4A-syndrome» (Vijaya Sarathi, 2013).

[Tpruanuoil faHHOTO 3a00JEBAHUSA ABJIAIOTCH
myTarmu reHa AAAS. B 1996 rozy ren xkaptuposa-
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1 B s0kyce 12q13 (amunaoM meve 12 xpomoco-
Mol yaactke 13) [3]. B 2000 roxy A Tuallio-Pelet
¢ coaBTOpaMu yrouHuIH Jokyc (12q13.13), ugen-
trdurmposam reH AAAS, M3ydnm €ro CTpyk-
Typy. L'en comepxut 16 3k30HOB, KoaMpYyIOIIX
546 amunokucior 6eimka ALADIN (ALacrimia —
Achalasia — aDrenal Insufficiency Neurologic dis-
order), TpUHATEKAIIETO K CEMEHCTBY peTys-
TOPHBIX 6eKoB. Ero pyHKIMA He 70 KOHITA ICHA
U IPOJioJIKAeT udydarhes. I'eH skcpeccupyercs
IIOBCEMECTHO BO MHOTUX TKAaHAX OpFaHI/ISMa, HO
HanGoJjiee BBICOKO — B HAJANOYEYHHKAX, IaC-
TPOMHTECTHHAIBLHOM TpakTe u Moare [6, 7]. Bee
3TO OOBACHAET MHOTOCHCTEMHOCTD ITOPAKEHHUS.

Kinnnueckas xapruna cungpoma Oirposa
pa3H006pa3Ha, Bapr/IpyIOT CHUMIITOMBI, Bblpa'
JKEHHOCTb, BO3PACT M IIOC/IEJOBATEIbHOCTD
nosBIeHNs cuMIToMoB [8]. HacToTa pasmmaHbIX
HPOSABICHUI NPU JAHHOM 3a00JEBAHUH IIPEJ-
CTaBJIeHA B TAOJINLIE.

Amaxpumus (TrMIOOTaKpUMHSA) — CAMBIH paH-
HUI M IOCTOAHHBIA IPU3HAK, Mop(bonomqe-
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Pucynox
MPT ronosHoro mo3ra manb4uka 10 net
¢ cuHapomom OnnrpoBa (XenTbiMU CTPENKAMU
noKa3aHa runonnasus cnesHbixX Xenes)

CKOHl OCHOBOI KOTOPOTO ABIAETCHA aTPOpusa
(rumomnasmsA) CAE3HBIX JKeae3 (CM. pHC.).
AMaKpUMUsS MOKET OCIOKHUTBCA KePaTOMATHEH
BIUIOTb /IO U3DbA3BJICHUSA POTOBHUIBI, HO Yalle
IPOTEKAeT 6ECCHMITOMHO U OOHAPYKHBAETCSI
B PA3HOM BO3PACTE TP IIeJCHATPABICHHOM pac-
crpoce U obcaenosanun. g o6BHEKTUBHOMN
OIEHKM CJI€300TAEICHUS HCHONB3YIOT TPOGY
[MIupmepa: COTHYTLIN KOHEI| MOJOCKH (DHIBTPO-
BAJTBHON GyMarH 3aK/IaJbIBACTCS 3a HIDKHEE BEKO
U 4epe3 b MUHYT H3MePAIOT CMOYEHHBI Y4aCTOK.
B HOpM™Me ero jymHa He MeHee 15 MM (y moxu-
sbix — 10 MM), cMauMBaHUE MEHEe YeM Ha D MM —
NPHU3HAK TATOJOTHH.

Bropoit mo gacrore cmmuroMm (75% ciyda-
eB) — axXayIa3us Kapauu: HapyHIeHI/IC MOTOpI/IKI/I
IUIIEBO/A, IPH KOTOPOM CUHKTEP KAPAUU IIPU
IJIOTAHUH PACCIabIsAeTCa He IIOJHOCTBIO U IIe-
pI/ICTaJII)TI/IKa IMUIIEBOIA OTCyTCTByCT, YTO BECIAET
K (pYHKIMOHATBHO O6CTPYKIUL €TI0 AUCTATBLHOTO
orzena. I'MCTONOrHYECKHM €ro NpOSABICHUEM
SBJIAETCH BBIPAKEHHOE YMEHBIICHUE KOJMIECTBA
nim OTCyTCTBI/Ie HeﬁpOHOB MECKMBIIIEYHOTO CILIE-
TeHUs NuIeBoja. Bo3pact npossieHus — OT MIa-
JIEHYECKOTO ¥ PaHHETO JIETCKOTO 710 15-16 mer.

TPYOHbIN MALUMEHT

Tabauya
Knunnyeckue nposisneHns cuiapoma Onnrposa
Anakpumus (CUHLPOM Cyx0ro rnasa) 100%
Axanasus kapgum 75%

[MoKokopTMKouaHas HegocTtatoqHocts | 100%
(pesucteHTHOCTb K AKTT)
MwuHepankopTukongHas HefocTato4HocTb | 10%
HeBponoruyeckune HapyLleHus 30%
 aBTOHOMHas Herponatus

* riepudhepuyeckas Herponarus

* ATAKCUS, NAPKUHCOHU3M

* 3a7iepXKKa NMCUXUYECKOT0 pasBUTUS
* aTPOUs 3PUTENBHBIX HEPBOB
[Mnepkeparto3 najgoHen u cTon 20%

XpoHHYecKas HaJNOYeYHHKOBAS HeLO-
cratrounocts (XHH) ssasercs 100%-apiM
npu3HakoM cuHApoMa OJrposa u o6ycaoBie-
Ha Pe3UCTeHTHOCThI0 perentopos k¥ AKTL.
ITpeo6mafaeT rMOKOKOPTUKOUJHAS HENOCTA-
TOYHOCTb, MUHEPAJIKOPTUKOUJHAA HELOCTa-
ToyHOCTh MMeeTcs yumb B 10-15% ciydaes.
Heykporumaa psora u moreps Beca, pasBu-
BaloIuecsd Yy MAaUEHTOB C CUHAPOMOM
Ouanrposa, yame CBA3aHbI C aXajla3ueil Kapauu
U He ABIAIOTCH NPU3HAKAMHM MUHEDPATKOPTU-
KOMJHOM HEIOCTATOYHOCTU. B ¢BA3M ¢ aTum
HEOOOCHOBAHHO HA3HAYAIOTCS TIpErapaThl
MHUHepanKopTukouaos. Mcciesopanue yposHs
Kajiisd, HATPUSA U aKTUBHOCTU PEHMHA ILIA3Mbl
HE0OX0ANMO TIPOBOAUTL BCEM MAIMEHTAM.
Huddepennnanpuasg AMarHoCTHKA OCHOBAHA Ha
HOPMaJbHBIX  IHOKA3aTeNdX 3JIEKTPOJUTOB
KpOBU U HOPMAJIbHOM AKTUBHOCTU PEHMUHA
mwrasmel. Yame XHH passuBaeTcs mocrerneHHo
Ha 1-2-M JecITUIeTHAX U MPOSABASIETCS, KOT/A
€CThb JIPyTHE CUMIITOMBI, HO OLIBAECT ¥ MEPBBIM
IPU3HAKOM, IPIYEM MOXKET MaHH(ECTHPOBATD
TSDKEJIOM TUIIOTJIMKEeMHell U IMOKOM. Bmecte
¢ Tem jgaxke B noxuiom sospacre XHH unorga
HPOTEKACT JATEHTHO. BceM 6OTBHBIM ¢ CHH/PO-
MoM OmirpoBa, OCOGEHHO AETAM, HEOOXOTUM
PETYJISAPHBIA KOHTPOJIb (PYHKITIN HAJAMOYCTHU-
KOB JUIsl CBOEBPEMEHHOM 3aMeCTUTENbHOH Tepa-
oI U TPOQUIAKTHKH SKU3HEYTPOKAIOMIIX
COCTOSTHUM.
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HeBposornyeckue mnposBIEHHSA MHOIO-
06pa3Hbl. TUIIYHBI CHHAPOM O6yIBOOCTINHATE:
HOH aMHOTPO(UH, MOTOCEHCOPHAS TTOJIUHEHPO-
IATUsSA, HUKHUHI CIIACTUYIECKUH Iapanapes, MO3-
’KEUKOBasA aTaKCHs, JaCTO Pa3BUBACTCSA «(Ppuj-
pefixoBa» neopMarys cTom. M3 BereTaTHBHBIX
HApYIMEHNH — aHW30KOPHUA, OTCYTCTBHE WIN
BSJIOCTh 3PAYKOBBIX PEAKNMI, BEreTaTHBHAS
MOJMHEHPONIATHS, OPTOCTATUIECKAST THIOTOHUS
€ 06MOPOKAMH, HaPYIIEHHE CEPJICTHOTO PUTMA,
TUIOTHPO3, THHOCATHBAINS (OCTOKIIOMAICT
norepeii 3y60B). Onucanbl aTpoua 3pHUTEND
HBIX HEPBOB, MUKPOIIC(ATHUs, 3aePXKKa IICHXO0-
PEUEBOTO Pa3BUTHSA M JIETKas YMCTBEHHAS OTCTa-
JIOCTD (TPYTHOCTH B OOYIEHUM), HETPyOast JeMeH-
nus, napkuHconusm. Hesposoruueckue pac-
CTPOMCTBA MOTYT GBITH PAHHIMH, HO YaCTO pas-
BHUBAIOTCSA IMO3XE JPYTHX CHMIITOMOB, MHOTJA
ciycts gecsarmaetus. IIporpeccupoBanne 3THX
PACCTPOMCTB YaIe MeIEHHOE.

M3 npyrux npu3HaKoB BO3MOKHBI HU3KOPOC-
JIOCTD, JIaJJOHHO-TIOOMBEHHBIN TUIEPKEPATO3,
OCTEOIIOPO3, CKOMMO3, KOMIUIEKC MUKPOAHOMA-
M (JUIMHHOE Y3KOE€ JIMIO, JUTMHHBINA (QUIBTP,
OTyIEHHbIE YIJIBI PTa, TOHKAs BEPXHAA TIyba,
OTCYTCTBHE PECHUIL), YAUTHHEHHDIH mHTEpBat QT.

JAucd depeHnuanbHpId JUarHO3 TPOBOJAT
C IMUPOKHUM KPYroM GOJIE3HEH: afpeHONeHKOII-
CTpoqn/Ieﬁ, PA3INYHBIMU [TOJUHEAPOIATHAMH,
cunzipomom Illerpena u gpyrux.

Juarsoctuka. /laxe HemosHasT KIMHAYECKAsT
KapTHHA TpeGyeT HACTOPOKEHHOCTU B OTHOIIE-
aun cuagpoma Omrrposa (CO). bonbubv ¢ ana-
KpI/IMI/Ieﬁ cnez[yeT HpOBO,Z[I/ITb BH[[KpI/IHO]IOI‘I/I‘{e'
cKoe, HeBposormueckoe obcaenosanne u JHK-
JMATHOCTUKY, a Tpu nogospennu Ha CO Ge3
ABHOM amakpumun — mpoby Ilupmepa. Juaraos
CO najo uMeTsb B BUJY KaK Y JleTel ¢ 3a/iepKKoi
paSBI/ITI/IH n paHHI/IMI/I HCBpOJIOI‘I/I‘IeCKI/IMI/I pac-
CTPOMCTBAMH, TaK M Y B3POCTBIX (JaXKe MOKH-
JIbIX) OOJBHBIX € TOPAKEHUEM MOTOHEHpOHA B
coyeraHum C HapyH.IeHI/IHMI/I lIyBCTBI/ITCJII)HOCTI/I
I/I/I/IJII/I BEreTaTuBHbBIMU paCCTpOﬁCTBaMH.
Baxupim B moarsepxaenun auaruosza CO
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TPYOHbBIN NALUNEHT

apasgerca nposenenue JHK-guarmoctuxu.
Myranus rema AAAS obmapyxeHa B OOJBIIMH-
cree caygaes CO (95%), opnako B ymrepaType
ONUCAHBI 6OJbHBIE C TUMMYHBIMUA KIMHUYECKU-
MU HpOHBJIeHI/IHMI/I, Yy KOTOpI)IX MyTaI_[I/II/I HE Hall-
AeHpl. B namHOM ciydae, BEpPOATHO, MMEIOT
MECTO ATHUIIMYHBIC MyTaI_[I/II/I, HC BbBISBJICHHDIC
pyTI/IHHI)IMI/I METOaMMU.

Tepanusa CO cocTOUT B JIEYEHUH OT/EIbHbIX
CHMOTOMOB. BaxkHyIo posb B MO PKAHIH 3710
POBDBS M KAUECTBA KM3HHU OOJLHBIX UTPACT 3aMe-
CTUTETbHAS TOPMOHATbHASA Tepanus, KOTopas
nposoaurcd, kak npu XHH gpyroit sTuosorum.
3amecTHTeIbHASA TEPANUS YAYIIIACT COCTOSHHUE
6oxbHBIX. JledeHne axanazuyd — ONEpPaTHBHOE
(330¢paroxkaparomMuoTomMus 1o I'estepy u apyrue
METO/IbI) FUIM 3HJOCKONNYeCKast GUIOHHAS 330-
(haroanmaTarus (Opu psge TPEUMYIIECTB €€
MUHYCOM SIBJASETCA HeCTOWKMiA addekt). ITpn
ATAKPUMUHU UCTIOIB3YIOT MpEHapaThl «HCKYC-
CTBEHHOM cJe3bl». K coxanenuio, Hespoioruye-
CKH€ PacCTPOMCTBA IIOXO HOJAIOTCH TEPATUH.
BasxHyI0 POJIb HTPAIOT OCOOEHHOCTH MpeJionepa-
ITMOHHOH MO/ITOTOBKH, AHECTE3UH 1 TTOCIEOTIepa-
nMoHHOTO Begenus 6GouabHbXx ¢ CO. B srtor
HepPHOJT HEBBIABICHHAS NN HEACKBATHO JICUCH-
nag XHH uypesata TsxenbiMu, MOoTE€HIUATLHO
JIETATBHBIMU OCIOKHEeHusMU [ 7, 8].

Me;[I/IKO'I‘eHeTI/I'-ICCKOC KOHCYJII)TI/IPOBEIHI/IC
HPOBOAUTCH, KAK IIPH BCEX ayTOCOMHO-PELIECCHB-
HbIX 3a00IeBaHMsAX. Ecu fuarnos nogreepixien
a"amsoM JJHK, B mianupylomux setopoxienue
CeMbAIX € GOJIBHBIME JIETHMH, BO3MOMKHA JOPOJIO-
Bag JIHK-mmarsoctuka. Puck ana cubcos mpo-
6anza cocrasiasaeT 25%, 1 MOTOMCTBA OOJBHBIX
¢ CO - Huskwuii.

[IpuBenenHsle B JUTEpPATYpE KIMHUYECKUE
HAOJIOCHUS CBUJETEIbCTBYIOT O HEIOCTATOY-
HOﬁ I/IH(pOpMI/IpOBaHHOCTI/I KJIMHULIMICTOB O CUH-
apome OJIrposa, 0COGEHHO IPU MO3HEM J1e610-
Te. bosbHbIe MOIAJAIOT B 110JI€ 3PEHNSA PAZHBIX
CHELUATUCTOB — IIEAUATPOB, OKYJIHCTOB, dHJO-
KPUHOJIOTOB, HEBPOJIOIOB, TACTPOIHTEPOJIOrOB,
reHeTHKoB, — HO mpu CO 0COGEHHO BaXKEH MEK-
JUCIUILIAHAPHBIA TOAXOZ.



Domo 1
Manbuuk 10 net ¢ cunapomom Onnrposa
(chusnyeckoe pa3BuTHE BblILLE CPEAHErO,
AMCrapMOHUYHOE 3a CHeT AeuuuTa maccbl
Tena, o6wee NOTEMHEHNE KOXHbIX NOKPOBOB
C runepnurMeHTaLuei Koxu B obnactu
KOJIEHHbIX CYCTaBOB).

HP%}MM TPYOHbBIV MAUMEHT

Domo 2
Manbuuk 10 net ¢ cungpomom Onnrposa
(thm3nyeckoe pa3BuTHE Bbile CPEAHErOD,
AMUCrapMOHUYHOE 3a cyeT AeuumuTa macchbl
Tena, o6uee NOTEMHEHNE KOXHbIX NOKPOBOB
C runepnurmeHTaumeil Koxu B 06nacTu
KOJIEHHbIX CYCTaBOB).

Knunuyeckoe HabnofeHne

Manbyuk P., 10 net 5 mMec., NOCTynuN B KUHUKY
Mockosckoro HUW nemuatpum v JeTCKOM Xupypruw
Mun3gpasa Poccuu ¢ xanobamu Ha yTOMNIIEMOCTb,
CnabocTb, CHUKEHHbIA anneTut, OeduuuT Beca,
3aTPYAHEHNS NP rNOTaHUK, U3MEHEHWE LIBETA KOXHbIX
MOKPOBOB, MOTOPHYH) HENOBKOCTb, 3MEHEHNe NOXO0f-
Ki1, TDYGHOCTN B 06Y4eHNN.

AHamHe3 cemesHbIi: Pe6eHOK 0T KPOBHOPOACTBEH-
HOro 6paka (poAuTeny — TpOPOAHbIE 6pat 1 CecTpa).
Poautenu — xutenu [arectana, Kuansapckoro paoHa,
M0 HALMOHANLHOCTW — fapritHubl. Matepu — 36 ner,
oTuy — 40 net. Co cnos, poautenu 3gopossl. OT | 6epe-
MEHHOCTU — Manbyuk, 19 net, — 300poB; ot Il 6epemeH-
HOCTU — [16BOYKA — YMep/ia B BO3pacTe 3,5 NeT, npuyu-
Ha Hem3BecTHa; IIl 6epeMeHHOCTb — [1eB0YKa, 12 ner, —
300poBa; |V 6epeMeHHOCTb — HAcTosALas, NpobaHs

(manbyuk P., 10 net 5 mec.); V 6epeMeHHOCTb Y MaTepu
3aKOHYUNAch POXEHWEM [EBOYKM, KOTOpas ymepna
B 40 OHei, NpU4MHA HEN3BECTHA.

AHamHe3 Xu3Hu: Manbyuk ot IV 6epeMeHHOCTH,
NpoTeKaBLUEn Ha POHE Yrpo3bl NpepblBaHuUs, aHeMum
1-1 cTeneHu. Pofbl B CPOK, CaMOCTOSATESbHBIE, OLEHKA
no Lwkane Anrap — 8/9 6annos, Macca Tena npu poxgae-
Hum — 3000 r, anuHa Tena — 54 cM. PaHHee pasBuTue:
rONOBY AEPXKUT C 4 Mec., CUAuT ¢ 7 Mec., cTouT ¢ 11 mec.,
xoauT ¢ 1 roga 2 mec. OCTPbIMI PECNNPaTOPHbIMM 3360~
neBaHuAMU 60NeN PedKo, MepeHec BETPAHYIO Ocy.
OTmeyanuch fiBa anu3ofa edpubHbIX Cyaopor B BO3-
pacte 3-4 net, a (heKTMBHO-PECnPATOPHbIE NPUCTYNb;
Habn0ancs no MecTy XMTenbCTBa HEBPONATOMOMOM.

AHamHe3 3a60n1eBaHus: ¢ 4-NeTHEro Bo3pacTa 06-
paTUiM BHUMAHUE HA CHUWKEHME 3PEHUs, OKYNNUCTOM
N0 MECTy XMTENbCTBA [MArHOCTUPOBAHA YacTUYHas
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I‘IPA%H/L% TPYOHBIN NAUWEHT

Domo 3
Manbuuk 10 net ¢ cungpomom Onnrposa
(rMnepnUrmeHTaums KOXHbIX NOKPOBOB).

atpodons 3putenbHbix HepBoB (HA3H). G atoro Bpeme-
HU HapacTanu: runepnurmeHTauns KOXHbIX MOKPOBOB,
MOXyZeHNe, YTOMIAEMOCTb; (DOPMUPOBANIUCH TPYAHO-
CTW Npu X04b6e (MOTOPHAA HENOBKOCTb, YacTble naje-
HUS, N0 NECTHULE MOAHUMAETCH C TPYAOM, AepXach
3a nepuna). MofBuNCH HaBA3YMBLIE MPUBBIYKY (LBU-
raeT MOCTOHHO pykamu, 4T0-TO TporaeT). Vi3menuncs
TEMOP ronoca (HocoBOW 0TTeHOK). 06yyaeTcs B 06LLe-
00pa30oBaTenbHOM LUKOMEe, HO MporpaMmy Yycresaet
¢ Tpynom. KoHcynbTupoBaH reHetukom B Gtasponose,
3anofi03peH cuHapom LLerpeHa — JlapceHa, nckntoyan-
€A Heitpochnbpomaroa. [nq yTouHeHns anarHosa peoe-
HOK HanpasneH B knuHuky MHWW neguatpum n pet-
CKOW Xupypruu.

[aHHble 06bEKTHBHOrO HCCMEAOBAHNA: NPU NOCTYN-
NgHNM 06paLiani Ha Ce6 BHUMAHWE UCrapMOHUYHbIE
noKasarenn (hu3n4eckoro passuTIS 3a C4HeT Aecuuunta
maccbl Tena (poct 148 cm, 4to cooTBeTCTBOBAN0 90-My
nepueHTUnto (Koadduument Sds pocta + 1,6), Bec 32 kr,
470 c00TBETCTBOBANO 10-25-My nepueHTunto) (dpoto 1).
Temneparypa Tena — 36,4. KoXHble NOKPOBbI CMYITIbIE,
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C rAnepnurMeHTaLmeit B 06n1acTit KONEHHbIX U NIOKTEBbIX
CYCTaBOB, apeosn COCKOB, 06/1acTi MOMOBbIX OPraHoB
(oo 1, 3). meroTcs 0CO6EHHOCTH PEHOTINA: MUMOMI-
MWYHOE JMLLO, Y3KMIA JIULEBOW CKENeT, YIINHEHHbIN
(OUILTP — PACCTOSHUE MEXY BEpXHei ry6oi 1 HoCoM,
TOHKaA BEPXHSAA ry6a, OnyLUeHHbIe Yrmbl pTa (GhoTo 3).
OTmeyaeTcs Anchy3Hast MblLLeyHast FUNOTOHMS, Hapy-
LLIEHIe 0CaHKM, NIOCKOCTONME (ChOTO 5). B nerkux fpixa-
HUE BE3UKYNAPHOR, XPUMOB HET. TOHbI CEpALa 3BYYHbIE,
putMidHble, YCC — 78 ya/muH, ALl — 90/54 Mm pr. CT.
JKNBOT MATKWUA, 6e360/163HEHHBIA, MEYeHb MO Kpawo
pebepHoit fiyri, cenesexka He nanbnupyetcs. Gyn u an-
ype3 B HopMe. HepBHO-NCUXWYECKOE PasBUTME — OTKNO-
HeHus B pa3suTuu. lonosoe passuTie — no Tanner |.

Mo xano6am, [JaHHbIM aHamMHe3a W KNUHUYECKOro
0CMOTpa npu noctynneduu B knuHuky MHIWN neguar-
pun 1 SeTCKOW XuUpypruw, AUarHo3 XpOHWYECKOW Haf-
MOYEYHUKOBOI HEJ0CTATOMHOCTM Y PebeHKa He Bbl3bl-
Bl COMHEHWNA. Y4uTbiBa 3TOT (hakT, pe6eHoK 6bin
OCMOTPEH 3HLOKPUHONOrOM KIUHWKM, KOTOPbIA Mpu
JeTanbHOM aHanuse aHamHesa XU3Hu, 3a60neBaHus,
POZOCMIOBHOM, KMUHUYECKOM OCMOTPE YTOYHWUN BaX-
Hble 06CTOATeNbCTBA. Marnbyuk HUKOTa He mnakan
cnesamu (6bina 3anofo3peHa anakpumns), 3aTpyaHe-
HUA NpU TNOTaHUN BbI3BANM NOAO3PEHUE O HANMYUK
axanasuv kapaui nuwesogda. Otel pebeHka npu Twa-
TENbHOM €ro paccnpoce YTO4HUN HEKOTOPbIE (haKTbl —
[IeB0YKa, KOTOpas ymepna B 3,5 rofa (NpuymHbl He yc-
TaHOBJIEHbI), HE Mnakana cneszamu. B cBAsu ¢ atumu
JOMONHUTENbHBIMU JaHHbIMW 3HAOKPUHONOTOM 3amno-
[03peH cuHapom OnarpoBa (XpOHMYECKAs Hapnoyey-
HUKOBAs HELOCTATOYHOCTb, anakpUMus, axanasus Kap-
Iun nuwesoda). PebeHky npoBefeHo KOMMIEKCHOe
L000CTef0BaHue.

JlaHHble  na6opatopHbiX M (OYHKUMOHANbHBIX
HCCNEe[0BaAHNIA:

KnuHuyeckuii aHanns Kposu: aputpountsl — 3,61
(Hopma — ot 3,7 MnH), remorno6un — 107 r/n (Hopma —
120-180), octanbHble nokasatenu B Hopme. Knuuu-
4ecKnit aHanu3 Moum — 6enok 0,032 r/n, KETOHbI +/-.

buoxumuyeckuil aHanu3 Kposu: 06LLMIA Genok —
68 r/n (Hopma), Hatpuin — 137 (Hopma — 135-147
MMOAb/N), Kanuid — 3,9 (Hopma — 3,7-5,12 Mmonb/n),
KanbLyi 06w — 2,32 (Hopma — 2,02-2,6 Mmons/n),
KanbLyi NOHU3NPOBaHHbIN — 1,26 (Hopma — 1,13-1,32
MMOSIb/N), FNi0K03a — 5,4 (Hopma — 3,9-6,4 Mmonb/n),
ACT - 48 (Hopma — go 40 ME/n), JIAT - 549 (Hopma -



Domo 4
Manbuuk ¢ cuigpomom Onnrposa
(oco6eHHOCTH NONOXEHMA TeNa
Ha NOAYCOTrHYTbIX HOraX, HApYLIEHUE 0CaHKH).

ﬂp%ﬂﬁ% TPYOHbBIV MAUMEHT

1o 450 E[l/n), KOK - 289 (Hopma — go 190 EL/n),
OCTa/IbHbIe NOKA3aTenu B Npefenax Hopmbl.

BUOXUMUYECKNIA aHANN3 MOYW: CYTOYHbIA 06bEM
mouu — 400 mn, kansumid — 0,76 (Hopma — 1,5-4
MMonb/cyT), docop - 9,2 (Hopma - 19-32
MMOnb/CyT), okcanatel — 200 (Hopma - o 135
MMOIb/CYT), KpeaTHUH cbiBopoTku — 0,038 (Hopma —
0,035-0,11 Mmonb/n), KpeaTmHUH MOYM CYTOYHbIA —
3,2 (Hopma — 2,5-15 MMOL/CYT), KNUPEHC SHLOrEHHO-
ro kpeatuuuia — 1,4 (Hopma — 1,3-2,0 mn/cex).

AHanu3 mo4n no 3UMHULKOMY — 6e3 maTonornye-
CKNl NI3MEHEHMNIA.

K1CnoTHO-LLEN0YHOe COCTOsHUE KPoBN — pH 7,48,
p02 - 67 mm pr. cT., BE(B) 0,2 — Hopma, naktar — 1,0
MMOJIb/N (HOPMA).

lepopanbHbIi rNOKO30TONEPAHTHBIA TECT — IM1Ke-
MU Hatowak — 4,8 mmonb/n, 4Yepes 2 yaca nocne
Harpy3Ku rnoko3omn — 4,3 MMonb/N. YpOBHIU MOSIOYHOM
11 NMPOBUHOrPALHOI KUCNOT Ha DOHE TeCTa — B Npeje-
Nax HOPMbl.

TupeouaHbIv Npodunb — Hopma.

FopmoHanbHbii npocthuns: AKTI >1250 nr/mn npu
Hopme Ao 46 nr/mn, KopTU30N <27,6 HMONb/N (HOpMa -
55-690), penun - 58,8 (Hopma - 4,4-46,1 MkME/mn),
170H-nporectepoH <0,1 Hmonb/n (Hopma - 1,0-6,0).

Y3l 6ptoLHO MONOCT M NOYeK. 3aKNHYEHMNe:
aHoManus (hopMbl, YBEJIMYEHUE HKENYHOro Ny3bips.
PeakTBHble M3MEHEHUA MOMKENYLA0YHON HKenesbl.
Henb3s UCKNIOYNTL HaNu4Yue ractputa. PoTauus nesoi
noyky. [loBbIlIgHNE MNOABMXKHOCTA 06EUX MOYek.
YBenu4eHue nesor noYkm.

IXoKapAanorpadus — NOPOKOB CepALa He BbisBNe-
HO. [MChyHKUMA XOpPA MWTPANbHOrO  Knanawa.
lpomonbHas TpaGekyna B J1EBOM KENyJouKe.
[lunarauus npasoro xenynoyka.

OKI-puT™M  3KTOMMYECKWA NPaBONPeACePAHbIil
Ha thoHe perynspHoit 4CC 69-78 yn/muH. HopmanbHoe
nonoxenne 0C. HenonHaa 6nokaga npaBoil HOXKM
nyyka luca. HapywleHne npoLeccos penonspusaumm
B MUOKapAe 3aaHei CTEHKW NeBoro xenyaoyka. Gros:
He3HauNTeNbHaA Taxukapans, BTOPUYHOE YANUHEHWUe
nHTepsana QT.

MPT ronoBHOro mo3ra — 04aroBbIX W3MEHeHWit
rOI0BHOTO MO3ra He BbIABNEHO. YMEpeHHas acuMMeT-
puyHas rugpouedanus. HecTabunbHOCTb KpaHuoLep-
BUKANbHOr0 CErMeHTa.

[IeHCUTOMETPUS — NPU3HAKY 0CTE0NOP03a, Z-SCore: -2,5.

99l — yMEpeHHO BbIPAXEHHbIE M3MEHEHNA 6MO-
3MIEKTPUYECKOI aKTUBHOCTH FOSI0BHOrO MO3ra, Npu3Ha-
KOB 04aroBOW CUMNTOMATUKA W 3MUMENTU4ECKOM
AKTUBHOCTU HE BbIABIEHO.

INeKTpOHepOMMOrpacms — faHHble O NEPBUYHO-
MbILLIEYHOM MOPAXEHUU He 3aPErncTPUPOBaHLI, NErKoe
CHIXEHWe CKOpOCTU MPOBEAEHUS UMNYNbCOB MO
MOTOPHbIM BOIOKHAM HUXHUX KOHEYHOCTEH.

MynbTucnupanbHas KomnbloTepHas ToMorpacus
OpraHoB CpefoCTEHUs: JUamMeTp NpocBeTa nuiiesoaa
B BEPXHErpyaHoM otaene - Ao 6 MM, Ha ypoBHe Ana-
thparmbl - 4o 11 MM. 3aKn0ueHHe: yMepeHHoe 3usHUe
npocBeTa nuLLesopaa.

930paroracTpozyoeHOCKONAA — 3PO3MBHBIA racTpuT,
OynbouT, IYOLEHIT, TECT HA H. pylori NONOXIUTENbHBIN.

Tak Kak [uarHo3 XpoHWYECKON Haano4eyHNKOBON
HELOCTaTOYHOCTU Y Manbyuka Obll MOATBEPXKAEH
N1abopaTopHbIMU JaHHbIMU, AN UCKIOYEHUS afipeHo-
NEeNKOANCTPOUN NPOBEAEHO WCCNEL0BaHUE 04EHb
LNNHHOLLENOYEYHbIX XMPHBIX KUCNOT NAa3Mbl KPOBM.
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NPAR AR

lokasatenn [aHHOTO MCCMedoBaHWs 6binu B HOPME,
[1arHo3 afipeHonenKoancTPOUM ObIn UCKIIOYEH.

KoHcynbTauuu cneynanmcTos:

OKynUCT — CMHAPOM «CYXOro rnasa» — dnuTenuona-
TIS, MUONUA CNABOI CTENEHN C MUOMMUYECKUM acTur-
MaTU3MOM.

Kapauonor — (oyHKLMOHANbHAS KapAuonarus, auc-
(DYHKLUA CUHYCOBOrO yana.

[aCTPO3HTEPONOr — XPOHMYECKWA FaCTPOLYOLEHUT,
9P03MBHbINA, XeNMKoBaKTep-accoLNMpOBaHHbIiA, 060CT-
peHue. CUHAPOM ManbabcopoLui.

HeBponaronor — HapyLIeHns CO CTOPOHbI HEPBHO-
MbILLIEYHOU CUCTEMbI Y pebeHka, BEpOATHee BCEro,
UMEIOT BTOPUYHbIIA XapakTep.

JHOOKPUHONOT — MEepBMYHAS HAAMOYEYHMKOBAS
HegocTaTo4HocTb. CuHgpom Onnrposa (XHH, anakpu-
MU, axanasns Kapauy nuLLeBofa).

[ns noaTeepxaeHns gnarHosa cuxgpom Onnrposa
nnanupyetca [HK-guarHocTuka.

Takum 06pa3om, COBOKYMHOCTb [aHHbIX aHaMHe3a
XN3HW 1 326011eBaHNA pebeHKa, aHanu3a poA0oCI0BHON
(KPOBHOPOLCTBEHHBIN 6pak, rubenb [Byx CUOCOB —
[EBOYKA — MO HEM3BECTHbIM MPUYMHAM), TUMUYHbIE
Xanoob! (OTCYTCTBUE CE3 — anakpumMus, 3aTpyaHeHus
Mpy TNOTaHUN — axanasus NuLLEBOAA, B JanbHelLem
MOLTBEPX/EHHAA MYNbTUCINPANLHON KOMMbOTEPHON
TOMOTpacuent, KNMHNYeCKUe 1 NabopaTopHble Npu3Ha-
KW MEPBUYHON HAZNOYEYHUKOBOW HELOCTATOYHOCTY)
Mo3BONANM AMArHOCTMPOBATL CUHAPOM OnnrpoBa —
pelKoe MOHOTEHHOE 3a001eBaHIe C ayTOCOMHO-PeLeC-
CMBHbIM TUMOM HacnefoBaHuA.

Teyenne

Pe6eHKy HasHa4eHa 3amMecTUTeNbHasA Tepanus rmo-
KOKOPTUKOUZHBIMU U MUHEPaNKOPTUKOUAHBIMU Npena-
patamu. Koptedh u3 pacyera 10-15 mr/kr/cyTku, pac-
npefeneHHbIX Ha Tpu pasHbIX N0 Jo3e npuema (7:00,
14:00 1 21:00), ¢ yBenu4eHnem 403kl FNIOKOKOPTUKOU-
[0B B 2-3 pa3a B CNy4ae MHMEKLMOHHOro 3a6onesa-

Takum 006pa3zoM, TOIBKO TIIATEABHBIN COOP
aHaMHe3a, aHAIN3 POJOCIOBHOM, BBIACHEHHE
XKaJ00, yrIyOIEHHBIH OIIPOC POAUTEICH O CUMIITO-
Max 60JIe3HN ¥ peOGeHKa, BHUMATEIBHBIA OCMOTP
MaIyeHTa MO3BOJIAIOT YKe Ha J071ab0paTOpPHOM
aTare 3amojio3puTh 3aboieBaHne. besycroBHO,
JAOIIOJTHUTEJIbHBIE METOJbI I/ICCJICI[OB&HI/Iﬁ IIOMO-
raroTt yTO‘IHI/ITI) JAAar"ogs, a COBpCMeHHbIC METOJbI,
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TPYOHbBIN NALUNEHT

HUA C NUXOPALKOM, CTPECCa, XMPYPriyeckoro BMeLLa-
TensctBa. Kopturedpd 0,05 mr 2 pasa B geHb (7:00 u
17:00). Tepanus MUHepankopTUKOUZHbIMU Npenapara-
MU B JAHHOM Cy4ae y Masnb4uka 6blia 060CHOBAHHON
(y pebeHka oTMeYanuch PBOTbI, TOLIHOTA MO YTpam,
N0X0W anneTuT, AeULIAT BECa, NOBbILLEHHAS NOTPe6-
HOCTb B COJIEHOI MULLE, HU3KOE apTepuarnbHoe [asie-
HUe, MOBBILIEHHBIA YPOBEHb PEHUHA NiasMbl KPOBK).
[loza MUHEpankopTMKOMZO0B He MEHseTcss Ha (hoHe
WHTEPKYPPEHTHBIX 3200NeBaHNA 1 Perynupyerca no
YPOBHIO Kanus, HAaTpus KPOBW W aKTUBHOCTW PEHUHA
Nnnasmbl KPOBM (TEHOEHLMUS K TUMOKANMEMUA U CHU-
XEHHbI YPOBEHb AKTUBHOCT PEHWUHA MNa3Mbl KPOBY
rOBOPAT 0 MEPefo3vpPOBKe 1 HEOOXOAMMOCTU CHUKE-
HUA [103bl MUHEPANKOPTMKOMUAOB). Py HEBO3MOXHO-
CTI MepopanbHOro npuema npenapatoB Heo6Xo4uMo
BHYTPUMBbILLIEYHOE WA BHYTPUBEHHOE BBEAEHUE ruf-
POKOPTU30HA B YBENW4YEHHON [036. PoACTBEHHUKAM
HAZNEeXUT 06BLACHUTL HEOO6XOAUMOCTb MOCTOSHHOMO
npuema npenaparos W Hanu4yus B npegenax 6bicTpoi
JOCTYMHOCTU MHBEKLMOHHbLIX (DOPM THOKOKOPTUKOU-
[10B, 00Y41Tb X TEXHUKE BHYTPUMBILLEYHOTO BBELEHMA
TMIAPOKOPTU30HA. [laxe u4pe3mepHas HacTOPOXEH-
HOCTb W He BMOJHE ONpaBJaHHOE MOBLILIEHWE [03bl
TMIOKOKOPTUKOMAOB HA 1-2 [HA MAW OJHOKPATHOE
BHYTPUMBbILLIEYHOE BBEfEHWE TWAPOKOPTU3OHA WK
NPeJHN30M0HAa MEHEe ONacHbl AN MNauueHTa, yYem
afpeHanoBbIi Kpus.

OKynuCTOM Ha3HayeH mnpenapar «UCKYCCTBEHHO
Cresbl».

HeBponorom HasHayeHa cUMMTOMATUYECKAR Te-
panus.

[laHbl peKkomeHJauuu no Tepanuu racTpo3HTe-
pPONOrom.

PebeHKy pekoMeHfi0BaHa NOBTOPHAA roCnUTanmM3a-
UMa Ind peLUieHus BOMpoca O KOpPeKuuu axanasuu
NNALLEBOAA, OLEHKN COCTOAHUS U 3(DAEKTUBHOCTH
Tepanuu B JUHAMUKe.

takre kKak JIHK-1marHoctuka, moMuMo TOYHOTO
JMATHO32, O3BOJIAIOT MTPOBOJIUTH METUKO-TEHETU-
JecKoe KOHCYJABTHPOBAHME CeMel JUIsl OIEHKN
PHCKOB ¥ BO3MOXKHOCTU HPEHATATBHOH AMarHo-
CTUKU HpI/I HJIaHI/IpOBaHI/II/I B KOHKpCTHOﬁ CeMbe
nocaeayiomero aetopoxaerus. Ll

Crnucor sumepamype: naxodumes 6 pedaxyuu.





