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MakpoaMMnaseMua _— pEAKMﬁ BapuaHT
runepaMuiiaseMmu y AeTeﬁ
C.H. [lpo3posa, E.A. KopHuenko, E.J1. Moucenkosa

CaHKT-leTepbyprcKuii rocyAapCTBEHHbINA NeAUaTPUYECKUN MeAULIMHCKIIA YHUBepcuTeT, CaHKT-eTepbypr, Poccus

AHHOTALNA

Makpoamunasemmus — pefiKoe 3aboneBaHue, xapaKTepusytoLeecs 06pa3oBaHUEM KOMMIEKCA aMUMa3a-rnobynuH, KoTopbIi
C/MLIKOM BEJMK 181 TOTO, YTOObI IErKo BbIBOAUTLCSA MOYKAMM, U NPUBOAMT K MOBLILLEHWI0 YPOBHA aMunasbl B CbIBOPOTKE.
370 pobpokayecTBeHHoe cocTosHWe 6e3 cepbe3HbIX MPU3HAKOB M CUMMTOMOB, KoTopoe He TpebyeT neyeHus. [peacTtasneH
C/yyaii pauTenbHol beccuMnToMHo rnepamunasemum y pebenka 10 net. MocTynun B 0TAeNEHUe racTPO3IHTEPONOTWM C Ka-
nobamu Ha bonm B xuBoTe. C 8 neT HeobbACHUMbIE NOBLILLEHWS YPOBHA aMunia3bl B CbIBOPOTKe KpoBu Ao 235 Ea/n v nak-
KpeaTunyecKoii ammnassl 1o 63,5 En/n, 6e3 KIMHMYeckux NposiBNEHMIA NaHKpeaTuTa, NPY HOPManbHOM YPOBHE aMUIa3bl MOYH,
KOMpOMormyecKon anactassl. [poBeeHo 0bcnefoBaHue, B XOe KOTOPOro UCKIOYEHa NaToorus NOKENYA04HO enesbl.
CooTHOLLEHME KIMPEHCOB aMmiasbl M KpeaTuHuHa cocTaBuio 0,754 %. [laHHoe COOTHOLUEHWe OKasanoch MeHee 1 %,
yTo C bonbluen Joneii BePOATHOCTM MOXET yKasbiBaTb Ha MaKkpoamusanemuio. Mocne foobcnefoBaHus AuUarHOCTUpPOBaHa
Makpoamunasemus 1-ro Tuna, Kotopas bbina MPUUMHON rMNepamMunasemMun, — He OMacHas Aas XU3HW BroxuMuyeckas
aHoManus, MpeanonarawLlas AeTanbHoe 06cnefoBaHue, WMPOKYD AuddepeHUManbHylo AMarHOCTUKY, HO He Tpebyrowlas
neyeHus. TeM He MeHee MaKpoaMunaseMus NpeLcTaBnisieT coboi CNOXHYK AMarHOCTUYECKYHo 3afiady M3-3a HeobxoauMo-
cT1 auddepeHLmMpoBaTh ee 0T APYrUX MPUYMH rUNepaMuiaseMum, YTo0bl M30eXaTb HEHYXHbIX UCCNIEA0BaHUIA U NIeYeHus.
[Mnepamunasemus SBNSETCA OJHWUM U3 OCHOBHBIX LMArHOCTUMECKUX KpPUTEPUEB NaHKpeaTwTa, Tpebytowiero obbeMHoro fo-
NoJHUTENbHOrO 06C/e0BaHNA W fieYeHUs, HEpPeKO B YCNOBMAX CTauMoHapa. BaxHo, 4ToDbl Bpauu Ha HayanbHOM 3Tane
MOI/IX pacro3HaBaTb M AWMarHOCTUPOBaTh MaKpoaMMUIa3eMU BO U30eXaHWe HEHYMHbIX AUarHOCTUYECKUX U feyebHbIX Me-
ponpusATUiA. B cBA3M C 3TMM Mbl HafieeMcs, YT0 NpUBELEHHbIN KITMHUYECKUA npuMep byaeT MHTepeceH 1 noneseH A48 Bpayei
Pa3NNYHbIX CNeLManbHOCTEN.

KnioueBble cyioBa: amMnnasa; NaHKpeaTn4yeCcKaa aMuia3a; runepaMmunaseMna; MakpoamuiaseMus; naHKpeaTuT.
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Macroamylasemia — a rare variant
of hyperamylasemia in pediatric practice
Svetlana N. Drozdova, Elena A. Kornienko, Ekaterina L. Moiseikova

Saint Petershurg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

Macroamylasemia is a rare disorder characterized by the formation of an amylase-globulin complex that is too large to be eas-
ily cleared by the kidneys, resulting in elevated serum amylase levels. It is a benign condition with no serious signs or symp-
toms and requires no treatment. This article presents a case of long-term asymptomatic hyperamylasemia in a 10-year-old
child. The child was admitted to the gastroenterology department with complaints of abdominal pain. Since the age of 8, there
have been unexplained increases in serum amylase to 235 U/L and pancreatic amylase to 63.5 U/L, without clinical manifesta-
tions of pancreatitis, with normal levels of urine amylase and coprological elastase. An examination was performed, during
which pancreatic pathology was excluded. The ratio of amylase and creatinine clearances was 0.754%. This ratio turned out to
be less than 1%, which is more likely to indicate macroamysalemia. After further examination, type 1 macroamylasemia was
diagnosed, which was the cause of hyperamylasemia — a non-life-threatening biochemical anomaly that requires a detailed
examination, broad differential diagnostics, but does not require treatment. However, macroamylasemia is a diagnostic chal-
lenge because it must be differentiated from other causes of hyperamylasemia to avoid unnecessary testing and treatment.
Hyperamylasemia is one of the main diagnostic criteria for pancreatitis, requiring extensive additional testing and treatment,
often in a hospital setting. Therefore, it is important that physicians can recognize and diagnose macroamylasemia at an early
stage to avoid unnecessary diagnostic and therapeutic measures. In this regard, we hope that the clinical example we have
provided will be interesting and useful for physicians of various specialties.
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BBEJEHUE

AMunasa — 3T0 aMWUNONUTUYECKUIA NULLEBAPUTENBHBIN
(epMeHT, 0CHOBHasi QYHKLMA KOTOpPOr0 — pacLuenieHune
KpaxMana Ha boniee Menkvie nonucaxapuabl ¢ 06pa3oBaHu-
€M MOHOcaxapuaoB. AMWnasa nocTynaeTr B KpoBb INaBHbIM
00pasoM M3 NOKENy[0YHON Xenesbl U CIHOHHBIX XKenes;
0[JHaKO HebOJbLLIOE KONMYECTBO BbIAENSETCA U3 APYrUX Op-
raHoB: MOYEK, MEYEHM, MbILIL, U MaTouHbIX TPYD. DepMeHT
“MeeT 2 ocHOBHble dopMbl: amunasy P-Tuna, cekpetupye-
Myl0 MOJXKEeNyLoYHOM Kene3on, U amunasy S-tuna, cekpe-
TUPYEMYI0 CITIOHHBIMY JKene3amu. [py NoBbILLEHUN aMUNa3bl
B CbIBOPOTKE KPOBM LieNiecoobpasHo uccneioBaTb OTAENBHO
MaHKpeaTUyecKyo aMunasy, 4tobbl yoeauTbes, UTo MPUUMHOI
runepamMunas’emMnn SBNAETCA UMEHHO MOMKENyA0uHas Xe-
nesa. AMunasa BbIBOAMTCSA MOYKaMM U PETUKYNO3HA0TENM-
anbHoOM cMCTEMOW; TakuM 06pa3oM, ee MOBLILLEHWE B KPOBH
MOXKeT bbITb CBA3aHO C NOYEYHON HeLOCTaTOYHOCTbIO W 3ab0-
nesaHueM neyenn [10]. B cBA3M ¢ 3TUM 0bs3aTeNbHO Cneay-
eT UccrefoBaTh YPOBEHb KPeaTUHUHA B KPOBYW 1 MOKa3aTesun
(YHKUMM NeveHu naumeHTa.

[MnepamMunaseMuss — 370 MOBbLILLIEHUE YPOBHS aMu-
nasbl B CbIBOPOTKE KPOBM Bbile BEPXHEW TpaHuULibl HOp-
Mbl (HopManbHbld guanasoH 30-125 Ep/n). MoBbiweHue
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Meavatp

CbIBOPOTOYHOW aMunasbl Npexe BCEro XapakTepHo Ans
naHKpeaTuTa, oHO Habmogaetca npuMepHo B 75 % cnyyaes
naHkpeaTuta. OfHaKo OCTpbIi NaHKPeaTUT 06bIYHO NPOSBASA-
eTCs 3HauMTeNbHBIM MOBbILLIEHMEM MoKa3aTens (B 3 v bonee
pa3) B COYETAHWW C KIIMHUYECKUMU CUMMTOMaMM, TaKUMK
KaK TOLUHOTa, pBOTa, 60/1b B XKMBOTE, @ TaKIKE U3MEHEHUAMM
B MOAXENYA04HON JKene3e No LaHHbIM BU3yanu3aLmm: yib-
Tpa3ByKoBOro uccnefoBanus (Y31), koMnbloTepHoii ToMorpa-
¢ (KT) unm MarHuTHo-pe3oHaHcHoii ToMorpadum (MPT) [3].
[lns naHKpeaTMTa XapaKTepHO MOBbILLEHXE YPOBHSA aMunasbl
¥ B CbIBOPOTKE KPOBM, 1 B Moye. beccuMnToMHas runepamu-
naseMusi BO3MOXHa 1 Npu Apyrux 3abonieBaHusX, TakuX Kak
onyxonu, UH eKUUN (Npexe BCero aNMLeMUYecKUid napo-
TUT), @ TaKKe Npu ynotpebneHnn HapkoTukos [13]. MprunHbl
MOBbILLEHMS YPOBHSA aMUNa3bl U IMNasbl B CbIBOPOTKE KPOBK
MHOrOYUCNIEHHb U TpebytoT yraybieHHOro M TiLaTebHOro
0bcnefoBaHUA NaUMEHTOB NS UCKIIOYEHWS LIeNoro Chek-
Tpa 3aboneBaHui. OCHOBHblE MPUYMHBI MOBLILLEHUS YPOB-
HSl aMunasbl W NMasbl B CbIBOPOTKE KPOBW NpefCTaBeHb
B Tabnmue.

MakpoaMunasemms, KaK yxe Obino cKazaHo, — pejKoe
L0bpoKayecTBeHHoe cocTosiHMe. OHO XapaKTepu3yloeTcs no-
BbILLIEHHBIM YPOBHEM aMuiasbl B CbIBOPOTKE KPOBM, HO HOp-
ManbHbIM YPOBHEM aMuniasbl B MOYe W OTCYTCTBMEM [pYrux

Tabnuua. anI‘-WIHbI NOBbILLIEHUA YPOBHA aMinasbl U NiNasbl B CbIBOPOTKE KPOBU

Table. Causes of increased amylase and lipase levels in blood serum

Amunasa / Amylase

Jlunasa / Lipase

OcTpbiii naHKpeatuT / Acute pancreatitis

MceBaoKMUCTa NOLKENYL0UHON Xenesbl /
Pseudocyst of pancreas

XpoHuueckuit naHkpeatut / Chronic pancreatitis
Pak nomxenynouHom xenesbl / Pancreatic cancer
BunuapHas 6onesHb / Biliary disease

KuweyHas okKnio3us/cyboKkniosus /
Intestinal occlusion/subocclusion

Mwemus kuwweunuka / Intestinal ischemia
Mepdopaums kuwweyHuka / Intestinal perforation

OcTpbiii naHKkpeatuT / Acute pancreatitis

MceBAOKMUCTA NOAMKENYAOYHOI Xenesbl /
Pseudocyst of the pancreas

XpoHuueckuit naHkpeatut / Chronic pancreatitis
Pak nomxenynouHom xenesbl / Pancreatic cancer
BunuapHas 6onesHb / Biliary disease

KuweyHas okknio3us/cybokkniosus /
Intestinal occlusion/subocclusion

OcTpbiii annenguumt / Acute appendicitis
BocnanutenbHble 3aboneBaHns KULLIEYHUKA /

Inflammatory bowel disease

OcTpbiit annenguumT / Acute appendicitis
BHeMatouHasi bepeMeHHocTb / Ectopic pregnancy

MoyeyHas HelOCTaTOUHOCTb (KIMPEHC KpeaTuHuHa <50 Mn/MuH) /
Renal failure (creatinine clearance <50 ml/min)

Mapotut / Mumps
Makpoamunasemus / Macroamylasemia

Kucta simyHmka, HoBoobpasoBaHue sMIHWKa /
Ovarian cyst, ovarian neoplasm

KapumHoma nerkux / Lung carcinoma
[nabetnyeckuin ketoaumupo3 / Diabetic ketoacidosis
BUY-uHdekuums / HIV infection

Tpasma ronosbl / Head injury

MoyeuHas HepocTaTouHocThb / Renal failure
Ankoronusm / Alcoholism
HepsHas aHopekcums/bynumus / Anorexia nervosa/bulimia

3nokayecTBeHHble HoBoobpasoBaHus / Malignant neoplasms
lenatut C / Hepatitis C
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COMYTCTBYIOLLMX MPM3HAKOB M CUMMTOMOB NaToNIOrMM NOA-
XKeNyA0YHOM Xenesbl. MakpoaMunasa npeacrasniseT coboi
MaKPOMOJIEKY/ISIPHBIA KOMMEKC, COCTOALLMA M3 aMunasbl,
CBA3aHHOW C MMMYHOT006yNMHOM, Bonbloi pasMep KoTo-
poro MpensATCTBYeT MoyeyHol GuibTpaumm [2]. Pacnpoctpa-
HEHHOCTb MaKpoamunasemumn coctaenseT okono 1% cpeau
HaceneHus B LenoM u 2,5 % cpeam ntofei ¢ runepamMunase-
muen [1, 2]. Yawe Bcero oHa BCTpeyaeTcs cpeay B3pochbix
MY)KYWH, OHAKO OTAeNbHbIE Cyyan Bbinn 3aperucTpupoBsa-
Hbl y [leTel 1 HOBOPOXAEHHBIX [9].

Makpoamunasemus 0bbIYHO NpoTeKkaeT HeccMMNTOMHO,
MOBbILLEHWE aMuUNa3bl B KPOBM Yalle obHapyKuBakT cy-
yanHo npw obcnepoBaHnK. Hepeiko 310 naumeHTbl ¢ bonsamu
B XMBOTE, HO CBA3b MEX[Y HUMMW W MOBLILIEHNEM aMUNa3bl
B KPOBW 00bIYHO He nopTBepxaaetcs. HekoTopble aBTOpbI
npeanonaraioT, YTo, BO3MOXHO, 6071 B KMBOTE MOTYT BbITh
CBAi3aHbl C OT/IOXKEHMEM MOJIEKYST MaKpoaMmunashl B NoaKe-
nynoyHoi xenese [12], 04HaKO NOLTBEPKAEHWIA ITOMY MO-
Jly4eHo He Bbino. B nuTepaType ecTb AaHHbIE 0 COCYLLLECTBO-
BaHWM MaKpoaMuiaseMun C psAOM UMMYHOMATONIOMMYECKUX
3aboneBaHuii, TaKMX KaK 3BEHHbIN KonuT, bonesHb KpoHa,
remMaTosIorMyecKue 3/10Ka4ecTBEHHbIE HOBOOOpa3oBaHus, cu-
CTEMHas KpacHas BOSYaHKa M peBMaTOMAHbIA apTpuT [5, 7].
Haunbonee yacto oTMeyanach CBA3b MY MaKpoaMunase-
MUEN U LieNMaKmeid, a TakxKe UCHe3HOBEHUE MaKpoaMunase-
MWW Npu cobntoieHnn Be3rnTeHOBON AneTHI [6].

0BbIYHO MaKpoaMuna3eMus Kak MpU4MHa runepammna-
3eMWM He paccMaTpuBaeTcA Mpu MepBoHaYanbHOM audde-
peHLManbHOM [MarHo3e U3-3a ee pefKocTH, Kak B Ciyyae
Hallero naumeHTa. C y4eToM LUIMPOKOro CreKTpa NPUYKH u-
nepamuiaseMuu, Kak npasunio, NPOBOAMTCA LUIMPOKOE [0po-
rocrosiLiee NabopaTopHO-UHCTPYMEHTANBHOE UCCNeA0BaHME,
KOTOpOe He Bceraa onpasaaHo. C Hallen TOUKM 3peHus, XoTS
MaKpoaMumaseMus U SIBINETCA PelKMM COCTOSIHUEM, ee Crie-
BYET yuuTbIBaTh, KOrAa OMpefesieHbl MOBbILLEHHbIE YPOBHH
amunasbl B CbIBOPOTKE NPW HOPMarbHbIX YPOBHAX aMunasbl
B MOYe W HopMarbHoW GYHKLMM nodek. Hale HabnwopeHune
W LaHHbIe UTepaTypbl MOKa3bIBAOT, YTO PacUeT OTHOLLEHMS
K/MpeHca aMunasbl M KpeaTMHUHA — NPOCTON U 3KOHOMUYeE-
CKU 3D HEKTUBHBIN MHCTPYMEHT CKPUHWHIA, KOTOPbIN N0O3B0-
nsaeT n3bexaTb HEHYXHbIX, AOPOrOCTOSALMX U UHBA3WBHbIX
TECTOB M HEOMPaBAAHHbLIX METOL0B JIUeHNS.

[lns AMarHoCTMKV MaKpoaMmiaseMnm UCMONb3YHOT TaKKe
JUOKOCTHYI0 TOHKOCTOWHYK XpoMaTorpaduio Ans ycTaHoB-
NeHWs MaKPOKOMIN/EKCOB aMunasbl ¢ 6efkaMu KpoBw, onu-
CaHa TaKXe OLEHKa TEenoBOi YyBCTBUTENIBHOCTU aMunasbl,
MMMYHONIOrMYECKMe MeTobl (PeaKLMs C MOHOKIIOHANbHBIMY
aHTUTENaMK, UCMOSb30BaHNUe aHTUCLIBOPOTKM K MMMYHOTI0-
OyNMHaM — KOMMOHEHTaM MaKpoaMuiasHOro KOMIMeKca).
Hanbonee npocTbiMu 1 BbICTPBIMA MeTOAAMU UArHOCTUKM
MaKpoaMW/a3eMum SBNAIOTCA 3NIeKTpodopes U TecT ¢ Nonu-
atuneHrnukoneM [8]. K coxaneHuto, B AOCTYNHbIX HaM f1abo-
paTopUAX HU OIMH W3 NMEPeYNUCIEHHBIX BbilLe TECTOB HE Bbl-
nonHsetcs. o Bcei BUAMMOCTH, C aHaNorMyHoii npobnemoii
CTa/IKMBAKITCA KaK OTeYecTBeHHble [4], TaK U 3apybexHble
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KAMHMUMCTBI [11], N03TOMY MaKpoaMmnaseMusi Yacto KOH-
cTaTMpyeTcs TONMBKO Ha OCHOBAHMM OTCYTCTBUS KIIMHWYe-
CKMX MpOSIBNIEHUA B COYETAHWUM CO CHUMKEHWEM OTHOLLEHUS
K/IMPEHCOB aMunasbl U KpeaTuHWHA. B To e BpeMs HyXHo
MOMHUTb, YTO MaKpPOaMMIa3eMUs MHOTA MOXET COMYTCTBO-
BaTb [PYruM 3abonieBaHMAM, B TOM uYucie 3ab0NeBaHUAM
nofKenyao4Hoi xene3sbl [8]. MoatoMy noao3peHne Ha Ma-
KpoaMunaseMuio He OTMEHAET He0OX0AMMOCTb AabHENLIEro
06cneaoBaHMsa NauveHTa Ans UCKIIYEHUS NaTonorum nog-
KENyA0YHO JKenesbl M NOMCKa APYruX BO3MOXHbIX NPUYMH
MaKpoamunasemuu (Lenuakum, 6onesnu KpoHa, s3BeHHOro
KO/UTa, PeBMaToMAHOr0 apTpuTa, CUCTEMHOM KPacHoW BOJI-
YaHKM, 3aboneBaHuii nedvenu, BUY, numdombl, paka wuto-
BMIHOM }ene3bl, MOYEYHO-KIIETOYHOTO PpaKa); KpoMe Toro,
MaKpoaMMIa3eMUsi MOXET BbITb accoLMMpoBaHa C CMHAPO-
moM Hunbbepa [6, 7].

M3onmMpoBaHHas CTOMKas Makpoamunasemus He Tpeby-
eT cneuuanbHoro neyeHmns. Tepanus fomkHa bbiTb Hanpas-
neHa Ha 3aboneBaHue, KOTOpPOE €K COMpoBOXAaeTcs [2, 4,
8, 10].

MauueHTbl ¢ MaKpoaMunasemuein He BXOAAT B rpynny
pUCKa pa3BWTMS NaHKpeaTtwTa. [ocKosbKy 310 fobpoKave-
CTBEHHBIA CMHAPOM, BaXKHO 3HaTb 06 3TOM COCTOSHWM, YTO-
Obl ybeauTh NauMeHTOB He BOSIHOBATLCA M He MOABEpraTh
MX HEHYXXHbIM 00CnefoBaHMAM W rocnuTanmsaumn. OfHako
TaKkXKe BaXKHO MOMHWTb, YTO MaLMEHTOB HeobX0AMMO Ha-
bniofath B TeUeHMe Kak MUHUMYM 1 roga, Mpexae YeMm ux
runepamMmunaseM1io MoxHo byneT Ha3BaTb A0BpOKayecTBeH-
HOM, MOCKOJIbKY B HEKOTOPBIX Cly4asx paKa NoJKenyA04Hol
Xenesbl beccuMnToMHas runepdepMeHTEMUS MOXKET BbiTh
PaHHWM BhbISIBNEHHBIM N1ab0paTOpPHBLIM OTKIOHEHMEM. B 3Tux
CNy4yasx HeobxoaMMo NOBTOPHOE BU3YanbHOe 06ce0BaHme
(KT nopxenyno4Hon xenesbl), UCClef0BaHNe OHKOMapKe-
po. (CA 19-9), a npu nosiBneHuM BU3yasbHbIX U3MEHEHUA —
3HpocKonuyeckoe Y3W ¢ ToHKoMronbHoM buoncueii U3 nogo-
3pUTEJTBHOIO YYacTKa.

KNTMHUYECKUI CNYYAN

B otaeneHne ractposHTeponioruM B MAaHOBOM MOPSAKeE
noctynun Manbumk 10 net c xanobammn Ha 6071 B KMBO-
Te 2-3 pa3a B Hefento, U3bupaTenbHbIl anneTuT (co coB
MaMbl, CT 0jH00bpa3Hyto ey, B OCHOBHOM MaKapOHbl, raM-
Byprepbl, apeHy KapTOLLKY), NOBbILLEHXE aMUNa3bl KPOBY
B TEYeHWe ANUTENbHOro BpeMeHW (mocnefHWA pesynbTaT
BroxMMMYeCKOro aHanM3a KpoBM 3a 2 roga A0 NOCTYMIeHUs
B CTaLMOHap).

B xope cbopa aHamMHe3a ypanoch BbISICHUTL, uTo pebe-
HOK 0T 1-11 BepeMeHHOCTH, NpOTeKaBLLel Ha GOHe TOKCHKO-
3a, Yrpo3bl NpepbiBaHMsl, XPOHMYECKUX 3abosieBaHmin MaTepy
(TOH3WUNAMT, pUHMT, BPOHXMaNbHas acTMa), BHYTPUYTPOOHO
oTMevanacb 3agepxka pocta mnoga lll ctenenu, xpoHuye-
CKasi BHYTpUYTpobHas r1MnoKcus, nnaLeHTapHas HelocTaToy-
HocTb. Pofbl npexkaeBpeMenHble Ha 30-31-i Heaene, nyTem
KecapeBa CeyeHus.
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Mpu poxaeHun Bec 1130 r, pmHa 39 cM, OKPYKHOCTb
rosioBbl 25 CM, OKPYIKHOCTb rpyamn 22 cM; poamncs B achuk-
cuu, ¢ oueHKon no Anrap 6/6 6annos. C poxaeHus cocto-
SHWE TAXKENO0e, HaXoAWCa Ha UCKYCCTBEHHOW BEHTUNALMM
NEerkux, B AMHaMUKe peLyavBupytoLLme anHoa. B otaenennm
peaHMMaLMn U UHTEHCUBHOI Tepanuu Haxopuncs o 1 Mec.
¢ anarHo3oM: HepoHoweHHocTb 30-31-a Hepens. Kpaiivss
He3pesnocTb. lNocneacTeus nepeHeceHHow LiepebpanbHoi -
MOKCUN-ULIEMUN 2, BHYTPUXKENYA0YKOBOE KPOBOU3/USHUE
| cTeneHu B dopMe BHYTpEHHel coobLuatoLLeics ruapole-
danun, cMMNTOMaTUYEeCKON anunencum, nceBaobynbbapHbIX
HapyLUeHWiA, NMPaMUEHON HeJocTaTouHoCTU. [paBocTopoH-
HAS MONMCErMeHTapHas MHEeBMOHMSA (acnmupaumoHHasl). AHe-
MWS! HE[LOHOLLEHHBIX (MepennBaHWe 3pUTPOLMTapHOIA Macchl
25.04.2011). NMynoyHas rpbixa. [laxoBo-MOLLOHOYHASA FpbiXKa.
[lo 4 mMec. Haxopuscs Ha fiedeHnn B bosnbHULIE, fanee Habto-
pancs ambynatopHo. B 8 Mec. odhopmneHa MHBaIMAHOCT.

YuuTbiBas MHOXKECTBEHHblE CTUrMbl 4U33MBpuoreHesa,
pebeHOK HeofHOKpaTHO obcnegoBaH reHeTwkamu. Ycra-
HOBNIEH MarHo3: HaHuaM. benKoBo-3HepreTMyeckas Hefio-
ctatouHocTb -1l ctenenun. Jiunoauctpodus. MoBbILLEHHBIN
Mopor YCNOBHOM CTUrMaTU3aLuu B CTPYKTYPEe CErMeHTapHoiA
MnoTepu reTepo3UroTHOCTH (YHUNApeHTepasibHas AMCOMUSA) Mo
KOPOTKOMY 1 JJIMHHOMY Njleqy XpOMOCOMbI 3 1 N0 KOPOTKOMY
nneyy xpomocoM 9 un 16.

C poxaeHus oTMeYanuchb Moxme Macco-pocToBble Npu-
baBKu, 3agepiKKa pocTa, 3afepikKa NCUXOMOTOPHOrO pas-
BUTUSA, remaTtocnjeHamMeranus, peakTUBHblE W3MeHeHUs
MoJKeNyL0YHON Xene3bl, nevenn (be3 HapacTaHus B auHa-
MWKe), rUnepTeH3NOHHO-ruapoLedanbHbili CMHAPOM, aHe-
mus. B 5 net no Y3W BbisBneH y3en WUTOBMAHOW XKenesbl,
B 7 net bbinu ycTaHoBneHbl Y3M-npusHaky akTonumn Tumyca
B MpaBylo A0S0 LLMTOBMAHON Jenesbl. Yacto bonetowmi pe-
beHok: yacTble OPBU, 6poHXuTbI, MHEBMOHUSA, 0TUTBI. OfHaKO
3a nocnefHuin rof MaTb oTMeyaeT amwb 3 anusoga OPBU.
N3 uHdeKuMoHHbIX 3aboneBaHNin NepeHec MHAEKLIMOHHBIN
MOHOHYKJ/I1E03, BETPSHY0 ocny. Annepriyeckue peaxkumm ot-
puuaeT. Onepaumu: NnaHoBas onepawuus no yaaneHuio npa-
BOCTOPOHHEMN MaxoBOM rpbixu. TpaBM He bbino. Habnogaetcs
creuuanmcTamMu: 3HA0KPUHOMON, racTPO3IHTEPONIOr, FremMaTo-
Jlor, KapMopeBMaTosior, OpTones, 0TOPMHONapUHrosor, od-
TanbMoJIor, HeBpOJIOr.

HacnepncteeHHOCTb: poauTen — YeTBepOIOpoaHbIe CHb-
cbl. DeHOTUNMYECKY 3A0POBLI. Y MaTepy annepryeckuii pu-
HUT, BpoHXManbHas acTMa, rmnoTUpeos, y babyLukn — caxap-
Hbin guabert. Otew 300poB. Y Aena caxapHblii amabert. Beero
y Matepu bbino 4 bepeMeHHOCTH: 1-9 — [aHHbIA pebeHoK,
2-1 — 3aMepLuas, 3-9 — Malb4uK, yMmep B 2 MeC., 4-1 —
ManbyuK, HabnojaeTca 3HLOKPUHONOMOM C [MArHO30M:
«3afepIKKa NCMXOMOTOPHOIO Pa3BUTUS, BbICOKOPOCNOCTbY.

Mocne nepeHeCeHHOro MH(MEKLUMOHHOrO MOHOHYK/1e03a
B 8 net B 6MOXMMWYECKOM aHanM3e KpoBM 0TMEYaeTcs NoBbl-
LeHWe amunasbl obuien go 235 En/n (Hopma 25-125), amuna-
3bl NaHKpeaTHyeckon Ao 63,5 Ea/n (HopMa 3-31). B 9 net amu-
nasa obwas 214 En/n, aMunasa naHKkpeaTtuyeckas 45 En/n.
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Anbda-amunasa Moum B npeenax Hopmbl: 96 En/ne 2018 .

3nactasa-1 kana B HopMe: 640 Mkr/3FOEK. Mo aaHHbIM Y3U

MPU3HAKOB M3MEHEHNS MOLLKeNYy04HO JKenesbl paHee 06-

HapyxeHo He 6bino. KpoMe noBbileHWS amMunasbl KpoBM,

KJIMHWYECKUX CUMMTOMOB, YKa3biBalOLLMX Ha pa3BuTHe NaH-

KpeatuTa, y pebeHKa He bbino.

Mpun noctynnennn B cTaumoHap: Bec 21 Kr, poct 126 cMm.
OtcTaeT no pocty M Becy Ha 2 curMbl. MHoeKc Maccel Tena
13,23. [eduumt Beca no pocty 12 %. benkoBo-3HepreTuye-
CKas He[loCTaTouHOCTb | cTeneHn. 3agepikka pocTa u Beca.

CocTosiHMe CpefiHeN TSKECTH, CaMOYyBCTBUE YLOBMET-
BOpUTENbHOE. ACTEHMYHOrO TENIOCNOMEHMS, MOHWMKEHHOrO
nuTaHusa. Koxa (M3MONorMyeckon OKpacku, 6e3 MHoeK-
LMOHHOW cbinu. [Mepudepuyeckne numdoysnbl He yBenu-
YeHbl, be3bone3HeHHble. 3eB CMOKOWHbIA, MUHLANUHBI He
yBennyeHbl, 6e3 HanetoB. fA3blK reorpadmyeckui, yMepeH-
HO obnoxeH benbiM HaneToM. [lbixaHue Be3WKynspHoe,
XpUMOB HeT, yacToTa AbixaHus 19 B MuHyTy. ToHbl cepa-
La fICHble, PUTMMYHblE, YAcTOTa CEpPAEYHbIX COKpaLLeHWN
77 B MUHyTY. YMBOT yMepeHHO B3AayT, 6e30051e3HEHHbIN Mpu
nanbnaumn. Ctyn odopMneHHbIi. MoyeucnyckaHue cBo-
bonHoe, besbonesHeHHoe. KnuHUYeCKMUX NpU3HaKOB nopa-
JKEHUSA NOLIKENYA0YHON KeNesbl, a TaKKE CIIOHHbIX XKene3
He BbISIB/IEHO.

[laHHble n1abopaTopHbIX W MHCTPYMEHTaNbHBIX METOA0B
uccneoBaHus:

KIMHUYECKWUW aHann3 kpoBn — 6e3 natonorum;

+  BMoXMMMYeCKMI aHanu3 KpoBM: anbha-amMunasa Kposu
210 en/n, C-peaktuBHbIM Benok 0 Mr/n, anaHMHaMMHO-
Tpacdepasa, acnapTaTaMMHOTpaHcdepasa, LieNoyHas
tdocdarasa, bunupybuH, rnioKo3a, XonecTepuH, 0bLWiA
benok — B nNpefenax HopMbl;

+ anbda-amunasa Mouu 122 En/n;

* Komponoruyeckas anactasa >500 MKr/r;

*  YpoBeHb TUPeOTPOMHOro ropMoHa, T3, T4 B npefenax
HOpPMB;

+  MMMyHornobynuHbl nogknacca lgG4 0,05 r/n (Hopma);

« Y3 opraHoB bproLUHO MONIOCTH: pa3Mepbl U CTPYKTYpa
MOAXKEeNyA0YHON Jene3bl B HOPME, NPU3HAKOB NaTosorum
MEYEHMN U KENYHBIX MyTen He 0BHApYEHO;

« MPT, MarHuTHoO-pe30HaHCHas XonaHrMonaHKpeaTorpa-
(us: maTonoruy KenyeBbIBOAALLMX MyTel U NOAXeny-
[,0YHOM Xene3bl He BbISBJIEHO.

YuuTbiBas HanMuMe 3afepXKM pocTa y MauueHTa C He-
BEpPUOULMPOBAHHBIM TEHETUYECKUM CUHAPOMOM, Hanu-
UnMe HEO[LHOKPATHOTO0 HE3HauMTEeNbHOr0 MOBbILIEHUS Map-
KepoB uenuakuv [B 2019 r. aHtuTena K ravaguHy IgA 35
(Hopma pmo 12), 1gG 38 (mo 12), aHTMTENa K AuaMuaumpo-
BaHHbIM nenTuaam IgA 13,887 (o 10), 1gG 15,359 (mo 10)],
npoBefeHo reHeTUyeckoe obcefioBaHWe ANS UCKITIOYEHUS
LiefIMaKuK, B pesynbTaTe KOTOPOro ranioTvn pucka Lienimakum
HLA-DQ2/DQ8 He BbisiBNEH.

MpoBeneHa QubporacTpoayoseHOCKONUS, 3HAOCKOMM-
UeCcKM 0bHapy»eHa He3HauuTesbHas TMNepeMus CIM3UCTOV
0bos10ukK KenyaKa, Helicobacter pylori He 0bHapy:eH.
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CLINICAL OBSERVATION

Ha ocHoBaHWM aHaMHe3a W pe3ysbTaToB j1abopaTopHbIX
nUccnefoBaHuNi: OTCYTCTBUE KaKMX-NIMBO MPpU3HAKOB NaHKpea-
TUTa UM aHOManuiA NOLKENYA04HOM JKenesbl U XKen4yeBbiBo-
AALLMX NyTeid, CTOMKOE NOBbILLEHWE aM1Nasbl CbIBOPOTKM be3
MOBBILLEHWA B MOYe — CAENaH0 NPeANosIoXeHUe 0 HANMYUK
y [LlaHHOTO NaumMeHTa Makpoamunasemum. bbino pekomeHzo-
BaHO MPOM3BECTM pacyeT OTHOLUEHWS KNMpeHCa amunassl
W KpeaTuHWHa.

Pacuet npousBeneH no dopmyne:

KnupeHc amunassl / KnupeHc KpeatHuHa = (AMunasa moum /
Amunasa kposu x KnupeHc kposu / Knuperc Moum) x 100 %.

YpoBeHb amunasbl Moun 122 Ep/n, amunasbl Kposu
210 Ea/n, KpeaTUHMH KPOBK 26 MKMOSb/N, KpeaTUHUH MouM
2070 mMMonb/n.

CoOTHOLLEHME KIMPEHCOB aMmiasbl U KpeaTUHWHA CO-
craeuno 0,754 %. Mokasatenb MeHee 1 % c bonblueii foneit
BEPOSATHOCTU MOET YKasblBaTb HAa MaKPOaMU3aneMMIO.

Makpoamunasemns sBnseTcs A0OPOKAYECTBEHHBIM CO-
CTOSIHMEM, He TPebyLLMM crieumanbHoOM Tepanuu, No3ToMy
naumeHT bl BbIMKUCAH C PeKOMeHAaLMel fanbHelLero Ha-
BnIoLieHNs U KOHTPONA NOKasaTenen B AUHaMUKE.

3AKJIKYEHUE

Y Manbunka 10 neT ¢ pefKoin XpOMOCOMHOI NaTonoruen
1 Kanobamn Ha AauTenbHOE MoBbileHWe obLuelt amMunasbl
A0 235 EA/n v naHKpeaTuyecKoii aMunasel go 63,5 En/n, 6es
K/MHWUYECKUX MPOSBNIEHUA NaHKpeaTuTa, NMpU HOPManbHOM
YPOBHE amMuna3sbl MO, KOMPONIOrUYECKOI 3acTasbl, NpoBe-
LEeHo 00CneioBaHme, B X0 KOTOPOr0 MUCKIIKOUEHA NaTosorus
NoJKenyAo4Hom xenesbl. Ha 0cHoBaHWM pacyeTa OTHOLLEHMS
KIMpeHca aMunasbl U KpeaTuHuHa, pasHoM 0,754 % (npu Hop-
Me 6onee 1 %), caenaH BbIBOA 0 MaKpoaMmUIa3eMumn KaK Be-
POSTHOM NPUYMHE NOBbILLEHUS aMUNa3bl B CHIBOPOTKE KPOBM.

TakuM obpasoMm, LenecoobpasHo BKIIKYEHWE MaKpoaMm-
naseMuu B iudpepeHLmManbHbIN AUarHo3 runepamMunaseMmy.
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Mbl HageeMcs, UTO NpefCTaBNeHHbIN B aHHON CTaTbe K-
HUYECKMIA Cyyail NPUBEAET K NyuLleMy pacro3HaBaHuIo Ma-
Kpoamunasemun y fieTel, TeM CaMbIM YCKOPUT MOCTaHOBKY
NpaBUILHOTO iWarHo3a U NpeAoTBPATUT HEHYXHble AMArHo-
CTUYECKME MeponpUATUSA 1 NIeYeHme.

AOMO/IHUTENNbHASA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHEC/W CYLLECTBEHHbIA BKA4
B KOHLLENUMIO UccnefoBakus, cbop, aHanus, MHTepnpeTaumio AaH-
HbIX AN paboTbl, COCTaBMIEHME W NEPECMOTP CTaTbM, OKOHYATENb-
HOe yTBepKAeHUe Bepcumn Ans Nyb6sMKaLmMm U COrnallaloTcs HecTu
OTBETCTBEHHOCTb 3a BCE aCMeKThbl UCCel0BaHUS.

KoHdnukT uHTepecoB. ABTOpbI AEKNapUpylT OTCYTCTBUE
AIBHbIX W MOTEHUMANbHbIX KOH(IMKTOB MHTEPECOB, CBA3aHHbIX
¢ nybnnKaumeli HacTosLLEe CTaTby.

WUcTounuk dmHaHcpoBaHus. ABTopbl 3asBNIAIOT 06 OTCYTCTBUM
BHELLUHEro (GUHAHCMPOBaHMSA Npy NPOBEAEHNN UCCIeLOBaHMS.

WHdopMupoBaHHoe cornacue Ha nybamkaumio. ABTOpbI Nosy-
YWMAM MUCbMEHHOE COrylacue 3aKOHHbIX NpeACcTaBUTeNeN NaumeHTa
Ha NyOMKaLMI0 MeAULIMHCKUX AaHHbIX.
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