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Cungpom LLBaxmana-Jaitmonga (Shwachman-Diamond Syndrome, SDS) — pifkicHe cnafikoBe 3aXxBOPIOBaHHS 3 aBBTOCOMHO-PELLECUBHUM TUMOM YCNaLKyBaHHS.
KniHivHa maHichecTalis 3aXBOPHOBaHHs CNOCTEPIraeThbCs B HEOHATANIbHOMY BiLli i TPOABAAETLCA CUMNTOMAMM YPAXKEHHS LLUNYHKOBO-KULLKOBOIO TPAKTY, KiCTKO-
BOrO CKeMeTy i CUCTeMN KpOBi. BNPOJOBX NepLIoro poky XUTTA Y KAiHIYHIA KapTUHi JOMiIHYE CUHAPOM ManbacuMinALii, B OCHOBI IKOTO IeXMUTb eK30KPUHHA
HEeJO0CTaTHICTb MiALUNYHKOBOI 3an03u. I3 BiKOM Mporpecye 3aTpumMka NCUXOMOTOPHOrO PO3BUTKY. Pifko cnocTepiraeTtbcsi Kapaiomionartis. XapakTepHoto
€ 3aTPUMKA CTaTeBOr0 [03piBaHHA. CucTema KpOBi: abCOMKOTHA HEMTPONEHIs, 3HWKEHHS XeMOTAKCUCY HelTpodinie; aHeMis HOPMOXPOMHA, HOPMO- 260
MaKpoLuUTapHa; 4acTo TPOMOOLMTONEHIA; MienobnacTHi hopMu neikemii. 13 BIkOM 3pocTae 4acToTa i BaXKICTb nepebiry NOKanbHUX i CUCTEMHUX iHODEKLIN.
CuCTEMHI ypXKeHHS KICTKOBOrO CKeNeTy, 0CTe0nopo3 Npu3BoasTh L0 (DOPMYBAHHS PiSHOMAHITHOT OpTONeANYHOI natonorii. Mpwu LboMy 0KpiM natonorii haro-
LMTO3Y MAE 3HA4YEHHSI HEAOCTATHICTb KNITUHHOI | FyMOPaIbHOI MaHOK IMYHHOI CUCTEMMU.

JlikyBaHHs cunppomy LLisaxmaHa—[]aimMoHAa € NOCUHAPOMHUM. CUHAPOM ManbacuMInALii: aieta, 3amicHa hepMeHTOTEpanis SK Npu MyKOBicUMAO03i. HeidTpo-
neHis: AnA NiKyBaHHA 3aCTOCOBYKTLCS Npenapary rpaHynoLnTapHO-KONOHIECTUMYIOKHOr0 (hakTopa. 3a NoKa3aHHAMYU — NPOTUBIPYCHI, NPOTUMIKPOOHI npe-
napati. MpoTunokKasaHi aHTUBioTUKK, SIKi NPU3BOLATL A0 Mienocynpecii. [Mpu BaxKili HelATponeHii NpoTunokasaHi npo6ioTUKK. [IMCKYCIRHUM € NMUTAHHSA TPAHC-
nnaHTawii cToBOYPOBUX KIITUH KiCTKOBOTO MO3KY.

Knio4osi cnosa: fit1, Manbacuminauis, KicTKOBUI CKeNeT, cucTema KpoBi.

Shwachman-Diamond syndrome: clinic, diagnosis, principles of treatment (lecture)
0L. Tsymbalista, ZV. Vovk
SHEI «lvano-Frankivsk National Medical University», Ukraine

Shwachman-Diamond syndrome (SDS) is a rare autosomal recessive disease.

The disease manifests itself in neonates through gastrointestinal disorders, skeletal and haematologic abnormalities. Within the first year of life, clinical pic-
ture is characterized by malassimilation syndrome due to exocrine pancreatic insufficiency. Psychomotor retardation progresses with age. Cardiomyopathy is
rarely seen. Delayed puberty is typical. Blood system: absolute neutropaenia reduced neutrophil chemotaxis; normochromic, normocytic or macrocytic
anaemia; often thrombocytopaenia; myeloblastic leukaemia. With age, both frequency and severity of the clinical course of local and systemic infections
increases. Systemic skeletal diseases, osteoporosis lead to the development of various orthopaedic diseases. In addition to phagocytosis pathology, cellular
and humoral immune deficiencies are involved as well.

To treat Shwachman-Diamond syndrome, syndromic approach is used. Malassimilation syndrome is treated with a diet, enzyme replacement therapy as in cys-
tic fibrosis. To treat neutropaenia, the preparations of granulocyte-colony stimulating factor are used. Antiviral, antimicrobial agents should be used only when
indicated. Antibiotics causing bone marrow suppression are contraindicated. In severe neutropaenia, probiotics are contraindicated. The issue of bone mar-
row stem cell transplantation remains controversial.
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CI/IHJ:I,pOM LliBaxmana—daiMmoHpa: KJIMHUKa, AnarHoCcTuka, npuHuunbl ne4eHumsa
(nekuus)

0J1. Unmbanucra, 3.8. Bosx

[BYY «/BaH0-DpaHKOBCKUI HALMOHANbHBIA MEAULMHCKUIA YHUBEPCUTET», YKpanHa

Cunapom LLBaxmaHa—[JaitMoHaa — pefiKoe HacneaCTBEeHHOE 3a60MeBaHue C ayTOCOMHO-PELIECCUBHBIM TUMOM HACNe0BaHs.

KnuHudeckas MaHuchectauus 3a6oneBaHis HaGn0aeTCs B HeOHaTa/lbHOM BO3PacTe M MPOSBNAETCS CUMMMTOMaMMU MOPAXEHUS XKenya04HO-KNLLEYHOrO
TpaKTa, KOCTHOTO CKENeTa 1 CUCTEMbI KPOBW. B TeueHne NepBoro rofja XusHu B KNMHUYECKON KapTUHE JOMUHMPYET CUHAPOM ManbacuMUNALMKA, B OCHOBE
KOTOPOTO NEXMT 3K30KPUHHAS Hel0CTaTOMHOCTb NOMKENYA04HOI Xeneabl. G BO3pacTOM NporpeccupyeT 3aaepxKa NcMxoMOTOPHOTO pa3BuTHs. Peako BCTpe-
4aeTCA KapANOMUONaTis. XapakTepHa 3aiepxxka NnonoBoro co3pesaHus. Cuctema KpoBi: aGCONIOTHAA HENTPOMEHNS, CHIKEHNE XEMOTaKCUCa HeNTPOUNOB,
aHeMIst HOPMOPXPOMHas, HOPMO- UM MaKpOLMTapHas, 4acTo TPOMGOLMUTONEHIS, MUeNo6nacTHble DOPMbI NEHKEMUI.

C BO3paCcTOM HapacTaloT YacTOTa U TAKECTb TEYEHMUS NOKAMbHbBIX U CUCTEMHbIX MHADEKLMiA. [pn 3TOM KpoMe NaTonorui (paroLuutosa MeeT 3Ha4eHue Heflo-
CTAaTOMHOCTb KNETOYHOTO M ryMOpanbHoOro UMMyHWUTeTa. CUCTEMHbIE NMOPAXKEHUs KOCTHOrO CKeneTa, 0CTeonopo3 NpuBOAAT K DOPMMPOBAHMIO PA3NUYHOI
OpTONEANYECKOi NaToNoruu.

Jlevenne cuHapoma LlBaxmaHa—[laiiMoHOa ABNAETCS CUHAPOMAnbHbIM. CUHAPOM ManbacUMUNSLUWW: OMeTa, 3aMecTUTenbHas (hepmeHToTepanus Kak
npyu MyKOBUCLIMA03E.

HeiTponeHuns: Ans neyYeHns UCMoNb3yoT Npenaparbl rpaHynoLMTapHO-KONOHMUCTUMYNUPYIOLLEro thakTopa. Mo nokasaHusiM — NPOTUBOBUPYCHbIE, NPOTUBO-
MUKPOGHbIE Npenapartsl. [POTUBONOKa3aHbl aHTUBMOTUKM, KOTOPbIE NPUBOAAT K MUENOCYNpeccuit. Mpu TAXeNoil HeATPONeHUM NPOTUBONOKA3aHbI NPOGUOTI-
Ku1. [IMCKYCCUOHHOI IBNAETCA NPOGNEeMa TpaHCMaHTaLmMI CTBONOBBIX KNETOK KOCTHOrO MO3ra.

Kntoyesble coBa: AeTu, ManbacUMUNALMSA, KOCTHBIN CKeNeT, cucTema KpoBi.
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unapoM HIsaxmana—/laiimonga (Shwach-

man—Bodian—Diamond Syndrome, SBDS,
Schwachman—Diamond Syndrome, SDS, CIII/T) —
CIIAJIKOBE 3aXBOPIOBAHHSI 3 AaBTOCOMHO-pelle-
CUBHUM THUIIOM YCIaJKyBaHHS. 3aXBOPIOBaHHS
3ycrpivaerbest pigko (1:50000 — 1:76000 roBomHAa-
pomkenux) [1,14,15].

HocmigxerHs posii XpOMOCOMHUX aHOMAJIiH
€ JIOBOJII Cyllepe4sIMBUMU: SIK BIICYTHICTb 3MiH
reHEeTUYHOTO amapary, Tak i CTPYKTYpHiI 3MiHU
xpoMocoM. B ocHOBI 3aXxBOproBaHHS JIEXKUTh
myTaiisg rema SBDS, axuit 3HaxoauThcs Ha
xpoMocomi 7q, 11, a Takok Z0BOJIi YacTO MOXKe
6yTu inBepcist 9-i mapu xpomocom. Ha manwmit wac
BiJloMO, 1110 Giosoriuna poJib 6inka SBDS mos-
ra€ B yyacTi Mito3y kjitus, cuatesi PHK, crabi-
gizarii tenomy. bimok SBDS 3uaxoautbces
y TIeUiHIli, JieTeHsAX, HUPKaxX, TOJOBHOMY MO3KY,
TKAaHMHAX OKa Ta HalObijsbimie — y KJIITHHAX
MANLTYHKOBOI 3271031, KiCTKOBOTO MO3KY, KiCT-
kax [1,2,15,18].

[eHe3 maTOJOTIYHUX 3MiH HPU CUHAPOMI
[IIBaxmana—/laiiMoOH/Ia TTOBHICTIO HE BUBYEHUI.
Bugpieno MyabTuCUCTEMHI MOPYIIEHHS ITUTOC-
KeJIeTy KJITHH, $IKi BU3HAYyalOThb €K30KPUHHY
dbysKIio 3am03, QYHKIIO XOHAPOIUTIB, XeMa-
Tokcuc HenTpodinis [8,18]. Icrye rimoresa
npo gedinut mifi npm curapomi IlIBaxmana—
Jlaiimonza [1,5].

Kninika 3axBOPIOBaHHS XapaKTePU3YETHCS
CUMNMOMAMU  YPANCEHHS WAYHKOBO-KUUKOBOZ0
mpaxmy i newinku, KapauKogicmo, Memagisaptoro
XOHOPOOUCNNA3IEI0 | 2eMAMOLOZIMHUMU 3MIHAMIL.
Kainiuna manidecrariiss 3aXBOpPIOBaHHST CIIOCTEPi-
Ta€ThCS y TIEPIIT POKHU JKUTTS, TEPEBASKHO B HEOHA-
TasibHOMY Tiepiozi [2,15]. B okxpemux Bumagkax
TTU HApO/UKYIOTHCS 3 MAJIOI0 MACOIO Tijia, sika He
BIJITIOBi/Ia€ recTaliitHoMy BiKY [4].

Ypaxcenns wnynxoeo-xkuuxosozo mpaxmy

Y1Ipo10BK HEOHATATTLHOTO TIEPIOY 1 MEPITOTO
POKY JKUTTS CTaH IUTHHN BU3HAYAETHCS CUHOPO-
mom manvacumirayii (creatopes, piapesi, GLIKO-
BO-eHepreTuyHa HEJOCTATHICTh), Ma€ Miclle
3arajjbHa M's30Ba  TIIIOTOHIsI, BijcTaBaHHS
y ¢isnunomy po3BuUTKy. B ocHoBi naroJiorii opra-
HiB TPaBJIEHHSI JIEKUTh €K30KPUHHA HedoCmam-
Hicmv niOWIYHKOBOI 3a103U, sTKa BU3HAYAE KJIi-
HiYHY KapTUHY 3axBopioBaHHs. IIpu 1pbomy
KOPEKIliss [i€TH 1 JiKyBaHHS (epMeHTaMu
MiNMJIYHKOBOI 327103 € HeedeKTUBHUMU,
OCKIJIBKW He TPU3BOASATD /10 JIKBiZAIlll CUMIITO-
MiB 3axBoproBaHHd. HemocTaTHICTD MiANLIYHKO-
BOI 3aJ1031 MOsKe OYTH TPaH3UTOPHOIO, CIIOHTAH-
HO 3HUKHYTU (TIepeBa)KHO B TepIli TPU POKHU

104

KUTTs). [3 m'aTtupiuHoro BiKy Mailke y T0JIO-
BUHU J[iTell TPOSIBU €K30KPUHHOI HEIOCTATHOCTI
3MEHIIYIOThC, a TMepeBakalTh Iporpecyryva
aHeMist i tpomOborutonenis [12,15].

HenocraTtHicTh ek30KpuHHOI (GyHKINT Mij-
IIJIYHKOBOI 3aJ7103U MiITBEPKYETHCS Pe3yJibTa-
TaM¥W JIOCJI/KEHHS [[yO/lleHAJTbHOTO BMICTY:
3HIKEHA aKTUBHICTD aMijia3u 710 TIOBHOI ii BiZICYT-
HOCTi, Jina3u, TPUIICMHY. Y JiTell PaHHbBOTO
BiKy 3HM)KEHA aKTUBHICTh CHPOBATKOBOTO TPH-
IICUHOTEeHY; aKTUBHICTH amijia3u B CHUPOBATIIL
KPOBi 3HAXO/JMThCS B MesKaX HOPMaJbHUX BeJIN-
g abo 3MeHineHa. Ilpu xompockonii: BupasHa
creatopest (7000Ba BTpaTa KUPIB 3 BHIIOPOXK-
HeHHAMHU iHKoau pocsrae 4,0 r). 3HMKeHu#
BMICT ITAHKPEATUYHOI eslacTa3zu-1 y BUTIOPOKHEH-
Hsx [5,9,15].

Ywwmpaseyxosa diaznocmuxa, maznimmo-peso-
HAHCHA MOMOZPADis NIOWAYHKOBOT 3AN03U; KAPOBA
auctpodis 31 30epesKeHUMU OCTPIBIIMU  HOP-
MaJIbHOI TKAHWHMW; IOPYIIEHHST BHYTPIIITHbOOPTaH-
HOTO KPOBOTOKY; (iOpo3y, sIK TPaBUJIO, HEMAE.
[ToctynoBo B pe3ysbTaTi MOPYIIEHb ACUMIJIAILL
kupoposunHHux BitaminiB A, /[, E, K possusa-
I0TbCSI CUMIITOMU TinoBiTamino3y (Tpodiuni
3MIHU TIKIPpHW, PaxiT, OCTEOIEHisd, TeMOpariqHui
cunapom). Okpim 11010, 10BO YacTo (10 35%)
PO3BUBAETHCI XapyoBa TiMEpPUyTIUBICTD, 110
VCKJIQJIHIOE KJIHIKY 3aXBOPIOBAaHHS 1 KOPEKIIiO
HyTpiTuBHOTO cTarycy. Ilpu OGiomcii ciauzoBoi
00O0JIOHKH TOHKOT KHIIKUA HAaTOJOTIYHI 3MiHU
He BUSIBJISTIOThCS [5,9,12].

VY 6iabimocTi xBopux (110 75%) crocTepiraern-
CST 2eNamoNiEHATLHUL CUHOPOM 3 TIIBUIIIEHHSIM
AKTUBHOCTI CHPOBATKOBMX TpaHcaminaz y 2—10,
ayxHO1 dochartasn — y 2—6 pazis. [Ipuramanni
rinornporeinemis, rinoxosecrepunemis [9,12,15].

B okpemux giteil 3 OOTSIKEHMM CIAJKOBUM
AHAMHE30M PO3BUBAETHCS UyKpOsull diabem.

XBopuM i3 cuazgpomoM IlIBaxmana—/laiimona
NpUTAMaHHA 3AMPUMKA NCUXOMOMOPHOZO PO3BUT-
Ky, dKa IIPOTPECYE 3 BIKOM.

OKpiM KJIAaCMYHUX TPOSBIB 3aXBOPIOBAHHS
B OKPEMUX TAITIEHTIB CIIOCTEPITAETHCS KapAioMio-
narisi, 3aTpUMKa 1myOGepTaTHOTO TIePiozy.

Cucmema xposi

TI'emoepama: 13 paHHBOTO BIKY CIIOCTEPITAETHCS
abcomoTHa HelTporeHis (y OiJbIIOCTI XBOPUX
BMicT HeliTpodinis ctanoButh <1,0x10°/x), rimo-
CerMeHTallisd 3piaux HeUTpodigiB, 3HWKEHHS
ix xemortakcucy. ¥ [iTell TepIioro PoKy KUTTS
HEUTPOIleHid Ma€ JiarHOCTUYHE 3HAYeHHS TpU
KizbkocTi Heirrpodimis 1,0x10°/11, 3 1pyroro poxy
xuTTst — <1-1,5x10°/m1 [1,5,8,13,15].
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SHWKEHHS XeMOTaKCHCY HEUTpoMisIiB € reHe-
TUYHO JIETEPMIHOBAHUM, OCKIJIBKU CIIOCTEPITra€Th-
€4 Y 3/I0POBUX TOMO3UTOT. Y OKPEMUX JIiTel KiJb-
KIiCTh JIEHKOIUTIB € cTabiIbHOIO /10 3PijIoTO BiKY.
Y Ginpmocti miteit (70-75%) crnocTtepiraerbest
IUKJiYHA (Yepe3 KOXKHI TPU THKHI ) HEHTPOTIEHi s,
y pelTu — TOCTiliHa XPOHiYHA HeUTpoIleHis,
MOHOIIUTO3Y HeMae. [lin yac iHdeKIiitHuX 3aXBO-
pIOBaHb iHKOJU MOKe OyTu HeWTpodiJbHMIT
JerikonuTo3. He BCTAaHOBJIEHO YITKOrO B3ae-
MO3B'I3Ky BasKKOCTI 1epebiry iHdekii 3i cTyme-
HeM Helitportetii [6,15,16]. [Ipuunna neiirponemnii
ocTaTouHo He 3'sacoBana. CTymiHb HEUTPOTIEHIT He
BiIMOBI/Ia€ KiJTbKOCTI Mi€JIOKAPIOIUTIB KiCTKOBO-
ro Mo3ky. He BusiBieHo pediuty rymMopaabHUX
CTUMYJIATOPIB i CHMPOBATKOBUX iHTIOGITOPIB Tpa-
nysonutonoesy. MMoipHo, icuyiors medextn
cTOBOYPOBOI KJIITHHM 200 TeMOIIOETHYHOTO MiKPO-
OTOYEHHS, SKi BU3HAYAOTh PO3BUTOK HEHUTpOIle-
Hii. IIpu cungpomi IlIBaxmana—/lafimonsa
€ mojBiltHWIT gedekT Ha PiBHI cTOBOYPOBOI i KITi-
TUH CTPOMU KicTKOBOTO MO3KYy [1,8,13,15].

Y 6isbinocti xBopux (10 80%) miarHocTyeThCS
anemist (HOPMOXPOMHA, HOPMO- 200 MaKpPOITUTAP-
Ha), MPUYOMY B EPUTPOIUTAX CIOCTEPITAETHCS
nigumienuii Bmict HbF (>10%) six pesyabrar
CTPECOBOI peakilii remMoroesy abo Horo Heedek-
TUBHOCTI. 3HWKEHUH BMICT CHPOBATKOBOTO
3aJ1i3a, Y YaCTHHH XBOPHX (10 25% ) pO3BUBAETHCS
arnactuyHa aneMis. [loBosi vacto y XBOpHUX
BU3HAYAETbCSA  mpomoboyumonenis (25-90%),
nmepeBa)kHO IHUKJIIHOTO XapakTepy. Hepiako
(1o 25%) mae Mictie nanyumonenis [2,4,8,15].

Mienozpama: mMaTOTHOMOHIUHI 3MiHM KJITHH
KICTKOBOTO MO3KY He€ BUSABJSIOTHCA: KiJIbKICTh
Mi€JIOKAPIOIUTIB € Pi3HOIO (3HUKEHOIO, HOPMaJib-
HOI0 a00 IBUIIEHOI0); MOKe OyTH 3aTpUMKa
N03piBaHHSA HEUTPOdIIiB; Y TOJOBUHU XBOPUX
BUSBJLIOTh JNUCIJIACTUYHI 3MIiHW KJITHUH YCiX
nmapoctkis [1,15].

Y yacTuHM XBOPUX i3 XPOMOCOMHUMU aHOMAJTisI-
MU 4epe3 azy Mi€TOAUCIIIACTUYHOTO CHHAPOMY
PO3BUBAIOTHCST  MienobmacTHi  opmu  JreliKkemii
(25%). Pusunk BUHUKHEHHS TOCTPOI JIefiKeMii y XBO-
pux Ha cuazapoM IIBaxmana—/lafiMoHIa CTAHOBUTH
maiizke 5% (roctpa JiiMdobiacTHa, TOCTpa Mi€Jo-
6J1acTHa, I0BEHIIbHA XPOHIUHA MiETOJIEHKeMist).

IIpu MienoaucIacTUMHOMY CUH/IPOMI Y TIOJIO-
BUHU XBopux Ha cunipoM IlIBaxmana—/laiiMonia
BUSIBJIEHO IUTOTEHETUYHI aHOMAJil, a TP BUHU-
KHEHHI ToCTpoi Miego0acTHOI JielKeMil
y Oisbiocti 3 Hux (10 80%) [2,15].

Jlokanoni (penuiuBHI pecriipaTopHi 1H(DEKITI,
otuTH, abciieck) i cucmemni inghexuyii (0OCTEOMIENIT,
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CETICHC), YaCTOTa i BaXKKICTh 1Mepediry sSIKMX 3poc-
Ta€ 3 BIKOM, TTepeyCiM JIETEHEBUX 3 YCKIIATHEHUTM
nepebiroMm. Y posBUTKY i mepebiry iH(eKIiitHnx
YCKJIQ/IHEHb Y XBOPUX Ma€ 3HaYEHHs TaKoXK HeJl0-
CTaTHICTb KJITUHHOI (3HWIKEHHS KIJTbKOCTI
Cl4'- i C/I8"-nmimbonuTiB, 3HWKEHHS ITUTOTO-
KCUYHOCTI JIiM(ONHTIB) 1 TyMOpPaJbHOI JAHOK
iMyHITeTy (3HIKEHHSI BMICTY CHPOBAaTKOBUX IgA,
IgM, IgG). Kinbkicts BJI y nepudepiitniii kposi
3HAXOJUTBCS y Mexkax HopMU. OTKe, y XBOPUX Ma€
Miclle 3HMKEHHSI YCiX JIAHOK IMYHHOTO 3aXHUCTY,
1[0 BU3HAYAE BAKKICTh Hepebiry Ta yCK/aJHeHHs
indekmiinnx 3axBopioBansb [4,6,16].

Anomanii kicmxosoeo cxenemy [1,8,15]

Haityacrinie crioctepiraetbcs BijicTaBaHHS Kic-
TKOBOTO BiJl TACTIOPTHOTO BiKY.

Bau po3BuTKy XpeOiiiB, pedep, sIKi IPU3BOISATH
1o fedopmartii i 3MiHN GOPMU TPYTHOI KITITKH.

Mertadizapra XOHAPOAUCIIIA3isA MIMHKA CTer-
HOBOI KIiCTKH, IIJIEYOBOTO, KOJIHHOTO CYTJI00iB,
pebep, XpeOIliB, 3ar'siICTsi 3yMOBJIIOIOTH PO3BUTOK
coxa vara, genum varum, iHIIUX [aTOJOTTYHUX
3MIiH KiCTKOBO-CYIJIOOOBOI CHCTEMH, IMaTOJIOIid-
HUX [EPeJIOMiB. Y XOHAPOIUTAX XpAllla BUSIBJICHO
JleTeHepaTUBHI 3MiHU.

lenepamizoBanuii OCTEOTOPO3, OCTEOTEHIs
(no 45%). TinokasbIliemisi, aKTUBHICTb JIyXKHOI
docharazu y cupoBarili KpoBi 3HAXOASATHCS
y MeskaX HOpMaJIbHUX BesqnyuH. Bmict docdopy
y CHpOBATIi KPOBi MOKe OyTH HOPMaJbHUM abo
Ii/IBUIIIEHUM. Y KOPOUEHHSI IIPOMEHEBOI 1 KiCTOK
TOMIJIKH, TiMOIJIa3ist haranr.

Y pesysbrari 3MiH KICTKOBOTO CKEJeTy YiKe
Ha IPYTOMY POIIi JKUTTS CIIOCTEPIra€ThCs 3aTPUM-
Ka (hi3UYHOTO PO3BUTKY, 3 BIKOM HU3bKOPOCJICTh
MPOTPECYE 0 KapPJUKOBOCTI. 3aTPUMKA POCTY
3yMOBJIEHA He TiJTbKU MeTadi3apHOI0 XOHIPOIN-
CILTA3i€10, OCKITbKN KapPJIUKOBICTh CIIOCTEPITAETH-
cd 1 3a BIJICYTHOCTI PEHTIEHOJIOTIYHUX 3MiH
y Metadizax. DopmyeTbcs pisHOMaHITHA OpTOIIE-
JaudHa narosioris. OKpiM I[bOTO, Y XBOPUX MOKYTb
criocTepiratuch iHNI  AucMOphidHi  MPOSIBU
(CMHIAKTWUITIS, TIEPTEeJOPU3M, YKOPOUYeHe M sKe
miiHeOiH S, po3IierienHs uvula).

Kniniyny kapTuny 3aXBOpIOBaHHSA 3HAYHOIO
MipOIO XapaKTepPU3Ye namoiozis NOPOICHUHU POMa
i 3ybie: PenMINBHI CTOMATUTH, HEPIOJZOHTHUTH,
MOpyIIeHHd MiHepaJsisallii eMaji MOJOYHUX
i mocriitHux 3y0iB, gAKi NPUBBOALATH J0 Kapiecy.
Bemukuit kainivamii momiMopdism, momicucTeM-
HICTh ypakeHb MEBHOI MiPOIO YTPYHIOIOTH CBOE-
YacHy J[iarHOCTUKY 3aXBOpioBaHHs [4,5,15].

iaznocmuxa 3aXxBOPIOBAHHS IPOBOIUTHCS
Ha IjcraBi aHamizy KJiHIKO-J1a00paTOPHUX,
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IHCTpYMEHTAJIbHUX 1 TeHeTUYHUX METO/[iB JI0CJIi-
JVKCHHS.

Jlikyeanns cunppomy IlIBaxmana—/laliMona
€ KOMIIJIEKCHIM, TOCHHIAPOMHUM. CUHOPOM MATbACU-
minayii. JlieToTepartisi IPOBOUTHCS 32 TAMU CAaMUMU
MIPUHITATIAMY, 1110 1 TIPU MYKOBicIno3i. /lyisa Hemo-
BJISIT TIEPIITUX MiCSAIIIB JKUTTS ONITUMAJIBHAM € TPy/THE
BUTO/IOBYBaHHSL. [Ip1 HezlocTaTHHOMY ITPUPOCTI Mach
Tima Ha koxkHI 100 MJ1 TPyZHOTO MOJIOKA /10/IAt0Th
50 T cyxoi cymimi Ha OCHOBI Tifposizaty OijiKa,
dKi MICTATH CEePeIHbOJIAHITIOTOB] TPUTJIIIEPUIN.
IIpu 3mimanoMy 1 MITY4HOMY BUTO/IOBYBaHHI
HeOOXi/IHO MPU3HAYATH BHCOKOKAIOPIITHI CyMilti, sTKi
MICTSITh CepeTHbOIAHITIOTOBI TPUTTIIIEPHU/IN, & TAKOK
eMyJIbroBaHi poc/mHHi xkupu. OCTaHHE JIa€ MOXKJIN-
BiCTh 3HU3UTH JI03y MAHKPEATUUHUX (DEPMEHTIB.

[nga mnepemyacHO HapoJKeHUX Ta JiTeld
13 MaJIOI0 MacoI0 TiJia IPU HAPOJKEHH] Ha MepIIo-
MY POIIi JKUTTS ITOKa3aHi BUCOKOAAITOBAHI CyMi-
ri. OcTaHHIM HAZAETHCS TTepeBara TaKoX i Ha Jpy-
romy porii xxuttd [1,4,5,20].

[Tpu rimepuyriauBocti abo HENEPEHOCUMOCTI
6iJIKa KOPOB'SYOr0 MOJIOKA IIPU3HAYAIOTH CyMilili
Ha OCHOBI TizposizaTy OiNKIB y HoeaHaHHI i3
CepeIHbOJIAHITIOTOBUMU TpuUriinepuamu. Tepmi-
HU BBEJICHHSI TPUKOPMY BU3HAYAIOTHCS 1H/IUBILY-
aJTbHO 3 YpaxXyBaHHIM CTaHy AUTHHU, HYTPITUBHO-
ro CTarycy, CYMyTHbOI TAaTOJIOTii, pe3yJbTaTiB
iHCTpYyMeHTaIbHO-Ta00PATOPHUX  TOCIIKEHb.
IIpu  6iKOBO-eHepreTHUHiil  HEZLOCTaTHOCTI
3 BeJINKUM J1ediIIITOM MacH Tijia TOKa3aHi crerria-
JII30BaHI BUCOKOEHEPTeTUYHI KOKTeWJi 1 cymilri
JUIs1 eHTepaIbHOrO XapuyBaHHs. /[o BUCOKOKasO-
PIMHUX BIJHOCUMO CYMINTi: sl JIiTEl TMepInoro
poky skuttsa — >70 kkan/100 mu; pms pitei
1-6 pokiB — >100 kxan/100 muz; nus piteii crap-
mux cemMu pokiB — > 150-200 kkan/100 mur
[Ipu BukopucTanHi /1jis1 XapuyBaHHST BUCOKOKAJIO-
piitHux cymitiei HeoOXiHO 10ATKOBO ITPU3HAYA-
™ nankpearuyHi ¢pepmentn (1-2 MO 1o Jinasi
Ha 1,0 v xxupy B cymimi). CrieriasizoBani BUCOKO-
KaJIOpiifHI CyMilli NMpU3HA4YaloTh MPU (DaKTUIHIN
Mmaci Tima <25 neprentusid. XapuyyBaHHS JiTeil
JIONIKIJIBHOTO 1 MIKIJIbHOTO BiKy IOEAHYE TpHU
OCHOBHI i TpM I0ATKOBI ipuitoMu ixi [4,5,20].

¥Yci gitn i3 cunapomom IlIBaxmana—/[aiimona
HIOJIEHHO TOBUHHI OTPUMYBATH >KMPOPO3YMHHI
Bitaminu (A, E, [T, K) i 6era-kapoTus 3 KOHTpoJieM
iX BMiCTy B KpOBi uepe3 kosxHi 6—12 mic. [Ipu HOp-
MaJbHOMY BMICTi KMPOPO3YMHHUX BIiTAMiHIB
Yy CHPOBATIII KPOBI 1 IPU TTPaBUJIBHOMY XapuyBaH-
Hi OCTaHHI MO’KHA He IIPU3HAYaTH.

ITokazanuii M0JaTKOBUU TMPUIOM KaJbIIiIO
(500-1200 wmr/moby) mig KOHTPOJIEM BMICTY
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CHUPOBATKOBOI'O 3arajbHOrO, 10HI30BaHOIO KaJjlb-
I[iI0 Ta PEHTIEHOJIOTIYHOTO MOCTi/KeHHs (KOH-
TPOJIb OCTEOTIOPO3Y ). 3a MOKa3aHHAMU MTPU3HAYa-
I0Th IIperapartu Hoay, cejeHy, Martiilo, IUHKY
[4,5,13,15].

3amicHa depMeHTOTepamis npenaparamMu Mij-
MITYHKOBOI 3aJ1031 TPOBOUTHCS JIOBIYHO 32 TUMHU
CaMUMW TPUHITUIIAMH, M0 1 TPU MYKOBICIIHAO3I.
[TouatkoBa /032 TaHKpeaTUYHUX (EPMEHTIB
cranoButh 2000 MO (110 mimasi) / kr macu tina /
100y, Ha/lali 3 ypaxyBaHHsIM BMICTY MaHKpeaTHy-
HOI ejacTa3m — BUIIOPOKHEHb, Pe3yJbTaTiB
KOITPOCKOTTii, (hi3WIHOTO PO3BUTKY AUTUHU, KIiHi-
KU TOpyIieHb (YHKINi IMJIYHKOBO-KUITKOBOTO
Tpakry [4,5,12].

Heiimponeniss <0,5x10°/1 (abo crabinbHO
gucsao ueitpodinis € <1,0x10°/1), sixka cympo-
BOIKYEThCSI  OakTepiaJibHUMM, TPUOKOBUMU
iHdeKIiAMU, € TOKa3aHHSAM AJd JiKyBaHHS
nperapataMu KOMOIHOBAHOTO JIIOJCHKOTO Tpa-
HYJIOTIUTAPHO-KOJOHIECTUMYTIOI0YOTO (hakTOpa
(diarpactuM, rpaHONUT, HEWUTOTEH, (iJCTUM).
IIpu nocsArHeHHi KiJIbBKOCTI CerMeHTOSIICPHUX
Helitpodinis y nepudepiiiniii kposi m0>1,0-
x10?/n1  mo3y rpaHyJONUTapHOTO KOJIOHI€EC-
TUMYJTIOI090TO (haKTOPy 3MEHNIYIOTh. 3arab-
HUN aHa/i3 KPOBI PEKOMEHIOBAHO IIPOBOJUTH
1—-2 pasu Ha MicdIlb MM Yac JiKyBaHHS TPAHYJIO-
MUTAPHUM KOJIOHIECTUMYJIIOIOYUM (HAKTOPOM,
yepes 18—24 roaunay miciig 0CTaHHbOTO BBEIEHHS
npernapaty. Jociuijzxennss miesorpamu (IIUTOJO-
riune, Mopdosoriune) HeOOXiTHO TPOBOAUTH
opokKy [5,6,16].

Y BUNAJKY AIaTHOCTUKHU MTEPCUCTYIOUOI Bipyc-
HO1 1H(pekil (1TepegayciM reprneTudHoi) MoKa3aHi
IIPOTUBIPYCHI IIperaparu.

[Ipu miarHocTUIl MOPYIIEHb MiKPOGIOIEHO3Y
MPU3HAYAIOTh MPOOIOTHKM, ajie TMPU BAKKIN
HEeNTpoTIenii BOHM rpoTtumokasani [5,7,17].

[Ipn giarHocTuIli maToJorii mevinku (CUHAPOM
X0JiecTasdy, IUTOJi3y) MOKa3aHUMU € Ipenaparu
ypcozesokcuxosneBoi kucaotu (10-30 mr/kr macu
Tina/mo0y) TpuBamMu Kypcamu [4,5].

3 MeTOoI0 KOPeKIlii BYTJIEBOJHOTO i JIiIliIHOTO
0oOMiHy KypcamMu [pU3HAYaOTh L-KapHITHH.
XBopuM i3 cungpomoMm IlIBaxmana—/lafimonma
MPOTUIIOKA3aHl JIIKapPChKi IIperapaTu, 30KpeMa
aHTUOIOTUKY, $IKi TPU3BOAATH /IO MIETOCYTIPECi.
He pekoMeH0BaHO MpU3HAYATH XBOPHM aHTHOAK-
TepiaJibHI TIpenaparu 3 KJIaBYJAHOBOI KHUCJOTOIO,
METPOHI/1a30J1, OCKIJIbKM BOHU BUKJIUKAIOTH ME/N-
KaMeHTO3HMI mankpeatuT. OcraHHill pigmie
BUKJUKAIOTh  €PUTPOMIIIMH 1  1edTpiaKCoH.
¥ Bumnaziky nanimToneHii eeKTUBHIM € JTiKyBaHHS
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mukaocopuioM A 1o 10 Mr/kr macu Ttina/no0y,
Bcepenuny [5].

3a TOKas3aHHSIMU TIPOBOJAUTHCS 1HGY3iliHA
Tepartisi, CKJa/l KO BUSHAYAETHCS MMOPYIIEHHSIMU
MeTaboJi3My,  eJeKTPOITHUM  IuchHaIaHCcoM,
nedinurom GijKa, CTYIIEHEeM i XapaKTepoM aHeMil,
TpoMboruronenieio [3,15,19].

[IuTanua BakuuMHaIi BUPIMIYETHCS IS KOXK-
HOTO XBOPOTO iH/IuBiyasbHO. [Ipu ibomy niepeBa-
I'y Ha/laloTh IHAKTMBOBAHUM BaKI[MHAM.

MasoebekTUBHUM € JIiIKyBaHHS KiCTKOBO-CY-
r71060BOI TATOJIOTT, 30KpeMa KyJIbIIOBOTro Cyrio0a.

JuckyciiHuMu € TUTaHHS TPaHCIJIAHTaIlil
CTOBOYPOBUX KJITHH KiCTKOBOTO MO3KY: HEHTPO-
MeHid KOPUTYETHCS KOHCEPBATUBHUM JIIKYBaH-
HSM; XPOMOCOMHiI abepalii mnpu CUHAPOMI
[MIBaxmana—/[aiiMoH/1a € OGLIBIINM PU3UKOM, HisK
TpaHCIUIaHTallist cToBOypoBux Kiitun. Ilicis
TPaHCIUIAHTAI] CTOBOYPOBUX KJITHH Y MOJOBUHU
noMepJnx BuUsiBJeHO (GiOpo3Hi 1 HEKPOTHYHI
3MIHM MiOKap/ia IIJIYHOUKIB, SIKI PO3BUBAKOTHCH,
MOJKJIUBO, K Pe3yJbTaT KapAiOTOKCUYHOCTI IIPU
npoBezieHHi ximioreparii [5,15]. IIpornos 3axso-
pioBaHH4 € cepitosunM. CepeiHill Bik BUKUBAHHS

JITEPATYPA

XBOPUX CTAHOBUTH 35 POKiB, a MPU PO3BUTKY
amsasii KicTkoBoro MO3Ky — 14 pokiB. I3 Bikom
MPOTPECY€E PO3YyMOBa BiJICTAJICTh, 3MEHIIYIOTHCS
MIPOSIBU CUH/IPOMY MaJIbaCUMIJISTII.

[Ipu TpuBamiii maHUTONEHii JieTaJIbHICTD
Bijl iHPEKIIITHUX YCKIa[HEeHb, OCOOIMBO Y AiTei
MEPIINX POKIB JKUTTsI, € BUCOKOIO (710 25% ). Tpom-
GOLUTONEHIsT OGYMOBJIIOE BUCOKHIT PUBUK CMEPTi
XBOPUX BiJl TeMOpariyHoro cunapomy. HaiBurum
PU3MKOM [IJIS1 JKUTTSI € PO3BUTOK Mi€JIOUCILIA-
CTUYHOTO CHHIPOMY i TOCTPOI Jielikemii [4,5,15].

Bucnosku

Cunnpowm IllBaxmana—/lafimonma — pigkicHe
CITIaJIKOBE 3aXBOPIOBaHH, KJIHIYHA KapTUHA
JKOTO MaHiecTye B HeoHATaJbHOMY BIIli
1 XapakTepuU3yeTbCd BEJUKUM KJIIHIYHUM
noJiiMmopisMOM y pe3yJibTaTi TOJICUCTEMHOCTI
ypaxkenb. OCTaHHE 3yMOBJIIOE BaKKUU Tepedir
3aXBOPIOBAHHSI 1 PO3BUTOK Pi3HOMaHITHUX
YCKJIQJIHEHDb Ta, BIiJIMIOBIIHO, CKJAJHICTH liar-
HocTuku. J[yst iepebiry i mporuo3y 3axBOprOBaH-
HSI BaKJIMBUI CBOEYACHUN ONTUMAIbHUI BUOIp
IMOCUHAPOMHOI Tepallii.
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